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KNUHUYECKWUI CNYYAN AHKUNO3UPYIOLLErO CMOHAUUTA
C HETUMUYHBIMU MPOABEHUAMM....................coooorrrcesssiinninnsessneesesseees 124

YepHseBa AnuHa IOpbeBHa, Yupkos AnekcaHap Bnagumuposuy

I'IPOFPECC!/IPYIOLI.WM HALBALEPHbIA MAPANNY:
TUNUYHbIN BAPUAHT «ATUMTUYHOI 0» MAPKUHCOHU3MA ................... 125

WanowHnkoBa AnekcaHgpa AnekceeBHa, MoposoBa BepoHuka HukonaeBHa

AWATHOCTUYECKUM NOUCK NPU PELLUAUBUPYIOLLUX
WHTEPCTULIMAJNIbHbIX MOPAXXEHUAX NNETKWUX Y NALUEHTKHU
C MEPCUCTUPYIOLLIUM PUHUTOM...........oooooiiieeeircrernnnnecessssssssensesssssssssssssssssses 127

LWynsHckas I0nua BayecnasoBHa, Eroposa [lapbs EBreHbesHa

PAK HOCOFHOIKM y 20-“J1ETHEI7I MALUEHTKW.
KITMHUMECKUM CITYMAMN ........ooooeeeeeeeeeeeeeeeeeeeeeeeeeeeeeeeeee e 129
Lllep6uHa EkaTepuHa CepreeBHa
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BCJIEACTBME AYTOUHBATMHALIN ANBEPTUKYJIA MEKKENA
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AHppees UBaH Anekceesuy, KopawkuH Masen Bnagumuposny
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bakaeBa Hapexpa CepreeBHa

Msacoepnos Cepreit Bnagumuposuy, CapbiueBa AHHa AneKcaHApoBHa,

Hukonaes Oner Bnagumuposuy, CtporaHosa puHa ButanbesHa

KIMUHUYECKUIA CNYYA NEPGOPALLUU TOHKOMN KULLKK
MATHUTHBIMN NHOPOAHBIMU TEMAMM. ..o 135

baxTuH Hukuta Butanoesuy

WHTPAHATANIbHAA OMEPALLUA N0 KOPPEKLLIUN BPOXXAEHHOTO
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NOCKYTOM HA LUEE B KOMBUHALLMU C OTKPbITOM
NAPUHTOTPAXEOMACTUKON AYTOPEEPOM C 0OOPMJIEHUEM
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MopTyran MonuHa MuxaitnosHa, BaHoB AHApeli AnekcaHfipoBuy,
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ToipuHa KpuctuHa AnekcaHpoBHa
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Yypukosa BukTtopus OnerosHa
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CEKLUUA «NMEAUATPUA»
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NoAB0P 39OOEKTUBHOW NEKAPCTBEHHOM TEPANUU
Y NAUUEHTA C CACTEMHbIM IOHOLWMECKUM APTPUTOM
W BTOPU4YHbIM FTEMO®ATOLIUTAPHBIM CUHAAPOMOM .................coorrre. 179

balipaweBckas AHacTacus BacunbeBHa

MPUMEHEHMWE KETOrEHHON ANETHI MPU TEYEHUM
CYNEPPE®PAKTEPHOIO ANMIENTUYECKOI0O CTATYCA,
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bugynsa Anactacus CepreeBHa, ErnasapsaH Ixxynbetta KapeHoBHa

BOJIE3Hb MOAI-MOSl Y PEBEHKA C BETA-TAJIACCEMMEW ....................... 182
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MPU TMMOKCUYECKN-ULWEMUYECKOM NOPAXXEHUMN

r0ON0BHOIo MO3rAy no3fHEro HEAOHOLIEHHOIO PEBEHKA ............... 194
lepacumoBa lOnua AHgpeeBHa
TPYAHOCTU AUATHOCTUKU CUHJPOMA ANIbMOPTA Y AETEM.............. 195

InotoBa WHHa AnekcaHfpoBHa

KNUHWYECKUIN CNYYAI B3B-ACCOLLMUPOBAHHOM INM®OMbI
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InyweHko EkatepuHa MnbuHuYHa, KoBewHMKOB MUTpuii JMuTpuesuy,
A6pycanamoBa Mpapa MypaTtoBHa

BONE3Hb KABACAKW: KIMHUYECKOE HABJIIOAEHUE.................. 199
[punn Mapat PyctemoBuy, McaaksH l0puit ApceHoBuy,
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TPAHCTITAHTALIUA FTEMOMO3TUYECKUX CTBOJIOBbLIX K/IETOK
PEBEHKY C FOMO3UTOTHOW BETA-TAJIACCEMMUEN ... 200

lyces Nanuun Bnagumuposuy, Nycesa EkatepuHa BnagummpoBHa,
Kynarun Anekcanpp Cepreesuy
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CBEPTBIBAHUA XI U XIHL.........oooooeeeeeceinieeeseseneeseessesssssssssssessssssssssssssssesssssss 202

NoHunk Ennsaseta MBaHoBHa, Mpunac Japbs lOpbeBHa,
WmweHeukas Copbsa KupunnosHa

CMOHTAHHOE HETPABMATUYECKOE KPOBOW3NNAHUE
r0JIOBHOIo MO3rA U iBYCTOPOHHAA MHEBMOHMA

Y PEBEHKA C CUHAPOMOM CTOPMOPKEHA ... 203
EropoBa AHacTacus UropesHa, Tynynosa Codus AnekceeBHa

TPYJHOCTU AUATHOCTUKN HEAPO®UBEPOMATO3A 1 TUMA
Y PEBEHKA .....cccccccteeseesssesse st ssseessssssssssse 204

EpukuHa Monuna OnerosHa

OUCTPOOUYECKUIM TN BPOXKAEHHOIO BYNNE3HOI0O
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PEBEHKA ..o ooreeesssssssssssssssssssssssms s sssssessessesnees 206
Xypasnesa WpuHa ButanbeBHa, CeBepruna YnbsHa CepreeBHa,

KanTyTuc Ceetnana CepreeBHa

ANOOEPEHLUANBHAS AINATHOCTUKA AYTOUMMYHHOM
FEMOJINTUYECKOU AHEMUKN C OCTPbIM MNOBPEXXAEHWUEM NOYEK.......208
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MEPBUYHbIA UMMYHOEDULUT Y PEBEHKA:
OT AUATHOCTUKHN K [IUATHOBY......cooooiiennnrrenrrneeseeeesssssssssessesssssssssssssssssees 209

3axapoBa AHacTacus BnagucnaBoBHa

KJ'IVIHW-IECKVIﬁ PA360P MALUEHTA C CHHAPOMOM JAYHA
W LETTRAKKEN............coooooooiieeesesessssssiiisssssssssssssssssss s sessssssssssssssssssssess 211

NHAbIK JIlo6oBb AnekceeBHa

OTAANEHHBIE NOCNEACTBUA TOTANIbHOW KONIKTOMUU

B UCXOAE BONNE3HU TUPLUNMPYHTA'Y PEBEHKA 16 JIET ... 214
KaHTyTuc Ceetnana CepreeBHa, CeBepruHa YnbsiHa CepreesHa,

[pe6eHHukoBa Mapus AnekcaHgpoBHa, XXypasnesa MpuHa ButanbeBHa

KJAUHWYECKUIA CNYYAR UHOAHTUNBHOIN GOPMbI
BOJIE3HU MOMIME C CRIM-OTPULLATE/IbHBIM CTATYCOM...........ooo. 217

KawwHa AHxena AnekcaHfpoBHa, laBpunosa AHrennHa BacunbesHa

CUCTEMHASA KPACHAAl BOJTYHAHKA, OCJI0XXHEHHAA
FrEMO®ATrOLUTAPHbIM CUHAPOMOM U FTEMOPPATMYECKUM
MHCYTIBTOM......oooooioiioerecveeeeesssssssssssssssssssssss s ssssssssssssseseees 219
Kosnosa AHacTacua MuxainosHa, TuxoHosa AnéHa CepreeBHa,

LlaTypoBa AHHa ApMeHOBHa

BAPUAHT AEBIOTACKB Y MOAPOCTKA 1S JIET .....ooooooooeee 221
Kopo6bsHu EBreHnst AnekcaHapoeHa, HaprussH AHxena KamoBHa,
Kyp6aHoBa Cefia XacaHOBHa

FEMOHMTMKO-VPEM@‘-IECKVIVI CUHAPOM,
COMPOBOXAAIOLWMUNCA TAXKENON AHEMUEMN ... 222

KptokoBa Jllo6oBb BukTOpoBHa, LUnpuHkuHa EBrenus [leHucoBHa,
PaiikoBny Mapus CepreesHa

XUPYPTUYECKAA MACKA BONE3HU KPOHA .................ccooooooeieeeeenne 224
KysHeuoB Cepreit Bnagumuposuy, CypaeBa Ynbsiva CepreeBHa

HETPABMATUYECKOE BHYTPMMO3rOBOE KPOBOU3JIUAHUE
Y HOBOPOXXAEHHOI0 C TPOMBO30M B MPEACEPAMMN...............eee. 226

JNapuHa Bepa CepreeBHa, [lonoBa AHrenuHa EBreHbeBHa

POJIb PAHHEW JUATHOCTUKU U BEPHOM TAKTUKW JIEYEHMA .
B YCNEWHOM UCXOAE TEPANMUWU XPOHWYECKOW BOCNAJIUTE/IbHOU
AEMUENIMHU3WPYIOLLEN MOJTUPAAUKYNTOHEUPOMNATUN Y AETEMW........ 227

Jlykawesa Anekcanapa iImutpuesHa, MapkoBa AnekcaHgpa lOpbeBHa,
MBaHoBa AHHa BanepbeBHa, XXynuHa l0nusa CepreesHa, XonnHa EneHa AnekceeBHa

KNUHUYECKUI CﬂY‘-IAlZi: CNOXHOCTN ANGOEPEHLUAJIBHOM
AUATHOCTUKKW Y AETEN MEAYJIJIOBJIACTOMbI B COYETAHUK
C AMCNENTUYECKUM CUHAPOMOM B MPAKTUKE BPAYA MEAUATPA...229

ManbkoBa AnuHa BanepbeBHa, 3uHatynuHa junapa PaBunbeBHa
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MOCNEACTBMSA MO3HEA ANATHOCTUKM
CENTUKONWUEMMUYECKON ®OPMbl OCTPOI0 rEMATOTEHHOIO
OCTEOMMUENNTA Y EEBOYUKU 4 JET oo 232

MawkuHa AneHa CepreeBHa, AkceHOB AHTOH Onerosuy

CNYYAMN YCMELWHOro NPUMEHEHKA 3KCTPAKOPMOPAJIbHOW
MEMBPAHHOM OKCUTEHALMX B AONOJHEHUE K C/IP (ECPR)
Y PEBEHKA C OCTPbIM NOCTUH®EKLLMOHHbIM MUOKAPAUTOM.............. 234

Mupxanonos Muponum Mupsanu yrau, JisiceHko Tumodeii PomaHoBuY,
KapbipoB Kamunb AzatoBuy

NMPOBNEMA AIUATHOCTUKKN OKYJ10-AYPUKYNO-BEPTEBPAJIbHOIO
CMEKTPA B MEAUATPUYECKOU MPAKTHUKE...........ooooooooooirrrrenrrenneccesssenn 235

MblwkuHa EkaTepuHa BnagumupoBHa

CNYYAN BUTAMUH-K-AEOULUTHON KOATYJIONATUU B COYETAHUM
C HOCUTEJIbCTBOM BOJIHAHO4YHOT O AHTUKOATYNIAAHTA.
ANATHOCTUYECKUU TMTOUCK ...............ooooociieieieeeeeceeecrcesssssssssinnnsnnsnseeee 237

HaymoBuy Hapexpa CepreeBHa, KapmaHoBa Codbsi EBreHbeBHa,
Macnos Bacunuit lTaBnoeuy, boitueHko iHa BnagumnposHa

BHYTPUMO3roBOE KPOBOW3/IMAHUE B JIEBYIO TEMEHHYIO [10J1I0

Y PEBEHKA C BATAMUH K-ACCOLLMMPOBAHHOMN KOATYNTONATUEN

U AEOULUTOM ANIbOA-T-AHTUTPUNCHUHA ........ccccoooors 238
OguHokoBa Buktopus OneroBHa, LectepHeBa Mapus BauecnaBoBHa,

Llapunosa Hapruca OpugoBHa

TMTAHTCKASl AKCOHANIbHAA HEWPOMATUA Y AEBOYKWU 6 JIET .............. 240
MNaxomoBa 0Onusa UropesHa, 3apyukas AHHa BanepbeBHa
COYETAHHASA KOATYJIOTIATUA ...........eeeeeeeeeeeseseosssseseessssssissssssennnenes 241

lMumuHoBa AHacTacus BacunbeBHa, MocecoBa EBreHns AnekcaHapoBHa,
ApanoBa Buktopus BnagumupoBHa, CeperuHa Buktopus AnekcaHpoBHa,
Ykonosa Cotbs KupunnosHa

TAPTETHASI TEPANUA MYKOBUCLIUA03A —
KITMHUYECKUM CITYUAMN ............oooeennneesssneneesessssssssssssssssssssssssssssesssssssss 243

Mopgonbckas AHacTacusa AHppeeBHa

KNUHNYECKUM CJ'IY‘JA?'I EWING-LIKE CAPKOMDbI
CBCOR MEPECTPOMKOM...............oooooeeoeereciierierreeeneeseessessssssssinsinsssssssssssssssesssssss 245

Monuwyk NMonuHa AHaToNbeBHA

CNELLUOUYECKUE N HECNELLW®UYECKUE NPOABJIEHUA
CUHAPOMA TOJTBAEHXAPA ........oooooooooooeereeneeeenecceesseessssssssiiinssssssssssssssssssssss 246
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OCNOXHEHNA NHOEKLIUOHHOT 0 S3HAOKAPANTA
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CEKLUA «<XUPYPI UA»

CNOXXHOCTb BEAEHWUA NALMEHTA C UHOULLUPOBAHHbIM
MAHKPEOHEKPO30M

ABTOpbI:

A6aynnaeBa flagkeman MbipaTreNibjHeBHa,
Mé6axoTy ImmaHyanb Yngxuoke,
Llykan Banepus IOpbeBHa

PHUMY um. H.W. Muporosa

HayuHbiii pykoBoguUTEIb:
OMenbAHOBKUY [IMUTPUIi AneKCaHAPOBUY — K.M.H., LOLEHT
PHUMY nm. H.W. Tnporosa, Kb N217

Mpo6nema oCTPOro NaHKpeaTuTa ABNSAETCA O HOI M3 CaMbIX CIOXHbIX B 9KC-
TPEHHOM xupypruu. HecmMoTps Ha ycnexu, AOCTUTHYTble 6narofaps COBEpLUEH-
CTBOBAHUI ANArHOCTMKM, KOHCEPBATUBHOI IEYEHUS N OMEpaTUBHbIX METOLOB
C NpMBNEYEHUEM MANIOMHBA3MBHOMN XMPYPruu, 061,as CMEPTHOCTb NPy JECTPYK-
TUBHOI popmMe ocTporo naHkpeaTuTa gocturaet 70%. Boi6op meToaa neyenus
FHOMHbIX OCMIOXXHEHWI OCTaeTCAd 06BLEKTOM MHOFOUYMCIIEHHbIX JUCKYCCHii. B
G0NbWMHCTBE CNyYyaeB NpUGerawT K O6WUPHbIM NanapoTOMHbIM JOCTynam,
NPUBOAALLMM K KOCMeTUYeCcKUM aedektam, GOPMUPOBAHUIO TPbIX U UHBAMU-
AU3alny NaLmMeHToB.

09.06 MauueHT A., 82 roga, rocnMTanusMpoBaH B CBA3M C XanobaMu Ha
6011 B 3NMracTpuu 1 03Ho6. B pesynbTate NpoBeAeHHOr0 06CNef0BaHuUs 6bin
nocTaB/IeH JMarHo3 — TAXeNbld NaHKpeaTUT, NaHKpeoHekpo3. Ha doHe npoBo-
JAMMOro KOHCEPBATMBHOTO JIEYEHNSI B CTaLlMOHape 601eBON CUHAPOM YCUAUI-
cf,, OTMeuyeHa oTpuuaTenbHas AuHamuka. [pu KOMMNbOTEPHOW ToMorpaduu
opraHoB 6ptowHoii nonocTn (KT OBM) 06HapyXunoch XWAKOCTHOE CKOMJEHNe
caNbHMKOBOM cyMku. 15.06 nof ynbTpasBYKOBbIM KOHTPOSEM MOA MECTHOM
aHecTesnei BbINONHEHO PEHUPOBaHNE OCTPOro XUAKOCTHOIO CKOMNJIeHUs, No-
nyyeHo 350 mn TemMHoro 6yporo otaensemoro (amunasa 7). Koutponb KT OB
C NOMOXMUTENbHOW JMHAMUKOI: 0TMEYaeTCA YMEeHbLUEHUe pa3MepoB NONOCTHU.
Bbin BbinucaH.

08.07 naymeHT OTMETUN YCUNEHMNE 00LLell cnabocTu, 60neii B BEPXHUX OTAE-
nax XuBoTa, nosbllweHue Temnepatypbl fo 38,6°C, nosiBneHne rHoiHOro oTae-
nsemMoro no gpeHaxy B o6beme fo 100 Mn B cyTKu. Bbbin NOBTOPHO rocnuTa-
NNU3NPOBaH B KNUHKKY. Mpu Guctynorpaguu — B NpoekLUM NOAXKENY[OYHOI
Xenesbl (KHW3Y M K3aAW OT Xenyaka) BU3yanusupyeTcs MoNoCTb CKOMeHus
KOHTpacTa pasmepamu okono 210x125x110 MM C HEPOBHbIM HEYETKUM KOHTY-
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pom. Ha KT OBl ot 12.07 cocTosiHWe nocfie NnepeHeceHHOro NaHKPeoHeKpo3a,
APeHupoBaHne NCeBAOKUCT NOAXENYAOUHON! Xenesbl — yMepeHHas NosioXu-
TenbHas AWHaMKUKa B cpaBHeHuM ¢ uccnegosanuem ot 11.07.22. Mpu KT OB
npUsHaKu MHGMLMPOBAHUS COAEPXKMMOrO NCEBLOKUCTDI.

12.07 BbINOMHEHO ABYX3TanHoe peApeHupoBaHme canbHUKOBOW CYMKK CKO-
nneHus peHaxoM 60nbllero guaMeTpa nof peHTreH KoHTponem. NpoBoannoch
NpOMbIBaHMe ApeHaxa 2—-3 pa3a B CYyTKM, OTAENANO0Ch FHOWHOe OTAeNSeMOe No
ApeHaxy c yyactkamu gecTpykuuu. BoinonHeno KT OBI1 ¢ uenbto onpegenexus
AVUHAMUKKW COCTOAHUA OT 26.07, no pesynbTaTaM KOTOPOro 0TMeyaeTcs COCTOoNA-
HWe nocne nepeHeCeHHOro NaHKPeoHeKpo3a, APEHUPOBAHMA NCEBLOKUCT NOA-
XeNnyAouHoii xenesbl (pasHoHaNpaBneHHas AUHAMUKA B CPaBHEHUM C UCCNefo-
BaHuem o1 19.07), acuuT, npu KT OB npusHaku MHGULUPOBAHUS COLEPKNUMOTO
NCeBAOKUCTbI.

YunuTbiBas COXpaHeHUe rMnepTepMUMYEcKOn peakLnm, THOMHOe OTAeNsieMoe
no JpeHaxy ¢ cekBecTpamu, 28.07 BbiNosHEHa NanapocKkonuyeckas Hekpce-
BECTPIKTOMMUS U ApeHnpoBaHue. [lpoBogunacbk KOMMNAeKCHas KOHCepBaTUBHAA
Tepanus. 03.08 n 09.08 — aTanHble penanapoCcKoNun, HEKPCEKBECTPIKTOMUM.

MonoxutenbHblit 3G HeKT Ha HOHe NPOBOJMMOrO eYeHUs 601eBOI CUHLPOM
YMEeHbLUACA, TMNepTepMMN HeT, 6biN BbINMCAH Ha aMbynaTopHOE f0NeYuBaHKE.

26.09 NOBTOPHO rocNUTanM3MpoBaH, N0 ApeHaxaM OTAENSeMoro He 6bino.
BbinonHeHa MynbTUCMpanbHas KomnbloTepHas Tomorpadua (MCKT), Ha Ko-
TOPOW OTMEYeHbl MPU3HAKM XPOHMYECKOro naHkpeatuta. BoinonHena dwmcty-
norpadus — NnonocTn AecTpykLnmu HeT, N0 ApeHaxy OTAENAeMOro HeT, peHax
yaaneH. B yaoBneTBOpUTENBHOM COCTOSIHUM BbINMCAH NOJ HABMOLEHNE XUPYP-
ra noJIMKNNHUKMN.

MpuUBEAEHHbI KNMHUYECKUA MpUMEP LEMOHCTPUPYET BO3MOXHOCTU NpH-
MEHEHUs NlanapocKONNYeckuX BMeWaTeNbCTB NP KOMMIEKCHOM JIeYEHUN UH-
$GuUNPOBAHHOIrO NaHKPEOHEKPO3a C JOCTUXEHUEM MOSHOFO Bbl3J0POBIEHMS
nauueHTa.
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KEPATONNACTUKA — COBPEMEHHbIE TEXHOJIOT UK
W NEPCNEKTUBDbI MEPBOIO OMbITA B PECMYBJIUKE
DATECTAH (HA BA3E «LLEHTPA MEQULIUHBI BbICOKUX
TEXHOJIOrMil» UM. W.LU. UCMAUJIOBA)

ABTOpbL:

AcapynaeBa 3apunat MaromepoBHa,
Kyxma3oBa 3apuHa MameiieBHa,
FapxueBa Aiixanat Cailruayn6araanoBHa,
Abaynnaeea Hanpga MypTy3anueBHa — K.6.H., OLeHT Kadeppbl HOPMaNbHOM
¢dusnonorun

army

HayuHbie pykoBognTeu:

Ucmaunoe Mycnum UcMannoBuy — A.M.H., npodeccop
ParumoB Pa3un Mup3ekepuMoBuY — A.M.H., npodeccop
army

AKTyanbHoCTb: PoroBuua npeactaBnsieT co6oit nepeaHiolo (Mpo3payxyto)
1/6 yacTb HapyXxHoii Gu6PO3HOI 060N0YKM rNasa, HaXoOAALYICA B KOHTaKTe
C OKpyXatouleii cpesoi u B Hanbonbluei cTeneHun nofBepratlleiica Bo3aeii-
CTBUIO TPaBMaTUYECKUX, BUPYCHbIX, 173 6akTepuanbHbIX U rPUOKOBbLIX nopa-
XEeHUA. 3aboneBaHMs U MOBPEXAEHUA POTOBULbI MPUBOAAT K CHUXEHUIO ee
Mpo3payHOCTH, a TakKe noTepe 3peHns. Kepatonnactuka B HacTosLee Bpema
ABnseTca 9QPeKTUBHbLIM, @ HEPEAKO U AMHCTBEHHbIM METOA0M NleYeHus 3abo-
neBaHwii poroBuubl. B [larectaHe, kak 1 Ha BceM CeBepHoM KaBka3se, Nof06HbIe
onepauuu paHee He NMPOBOAUNCDH, UTO BbIHYXAANO0 XuTenei e3guth B hefe-
panbHble MEAULMHCKNE LeHTPbl. TakKuM 06pa3oM, akTyanbHOCTb, NePCNeKTMB-
HOCTb W MasloU3y4YeHHOCTb JLaHHON Npo6nembl B Pecny6nuke [larectaH no3Bo-
NINAW HaM ONpeAenuTb LieNin U 3afadn Halweii paboTbl.

Lenb pa6oTbl: oueHka 3 heKTUBHOCTH BHEAPEHUS B NpakTUKY KepaTonna-
CTUYECKMX Onepauuil Ha TeppuTopun Pecny6nmku [arectaH.

MaTepuanbl u MeTogbl: [of HaWwnM HAa6IOAEHUEM HAX0AUNOCH 2 NaLMeHTa C
NOMYTHeHMeM poroBuLbl. [epBblii nauueHT B Bo3pacTe 70 N1eT C NOMYTHEHUEM
pOroBuLbl BCNeACTBUE paHee NMepeHeceHHOro BoCnanuTeNbHOro npouecca u
OCNOXHEHHOMN KaTapakToii. OcTpoTa 3peHNUst Npu NOCTYNEHUU: CBETOOLL YL e-
HUWe C NpaBMNbHOI cBeTONpoeKLuei. TeXHMKa onepauumn: CKBO3Has kepatonna-
CTUKa C OAHOMOMEHTHOIA yNbTPa3BYKOBO# hakoamynbcudukaymein xpyctanmka
u umnnaHTtaumeit MOJ1. BTopoii nauneHT B Bo3pacTe 66 net ¢c NOMyTHEHMEM PO-
roBULbI BCNEJCTBME XPOHMYECKOr0 KepaToyBenTa U OCNI0XHEHHOI KaTapakTon
W 3afHUMM CUHEXUAMU. Y mauueHTa oTMeyancsa 601eBoi CUHAPOM M OCTPOTa
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3peHus Npu NOCTYNIEHUM: CBETOOLLYLIEHUE C NPaBUIIbHON CBETONPOeKLUUEN.
TexHuKa onepauuun y JaHHOTO NaLueHTa: nepefHas NocnonHas kepaTonnacTu-
Ka NOMYTHEBLUUX CNOEB POroBULibl C OAHOMOMEHTHOI YNbTPa3BYKOBOW (hako-
amynbcudukaumein xpyctanuka, umnnaHtauyuen MOJ1 n pacceyeHmem 3apgHux
cuHexuit. Mpu KepaTonnacTuke UCNONb30BANCS NIACTUYECKMIA MaTepuan Ans
BOCCTAHOBJ/IEHWA POroOBULIbI NPOM3BOACTBA MasHoro 6aHka «Aiina6» (Mockga)
W MexaHuyeckue ofHopasoBble TpenaHbl Moria (GpaHuus). Ons npoBegeHus
ynbTpasBykoBon (akoamynbcudukauum ucnonb3oBanacb MUKPOXUpYpruye-
ckas cuctema Stellaris ot Bausch&Lomb (CLIA). ina uMnnaHTaumm ucnonb3o-
BanMcb MHTpaokynsapHble nuH3bl Acryfold ot Gantech Corporation (CLUA).

PesynbTtaThl: Y 060MX NauMeHTOB NOCNeONepaLuoOHHbIA NEpPUOA npoTekan
6e3 0CnoXHeHuiA. B 060ux cnyyasx JOCTUrHyTa afjantalus KpaeB J0OCKYTa,
WBbI COCTOATENbHbIE. B nocneonepayoHHOM nepuofe 60/bHbIM Obll Ha3Ha-
YeH KypC MeCTHOM NPOTUBOBOCNANIMTEJIbHOIA, CNe303aMeCcTUTENIbHOI Tepanuy,
a Tak)xe aHTMbuoTukoTepanus. Mpu BoINMCKE OCTPOTa 3peHus coctasnsna 0,2.
Cpok HabnogeHns naymeHToB — J0 3-x MecsueB. MauneHTbl NPOJOMKAOT NOo-
nyyaTb TEpanuio U HaXoAATCA NOJL HabBMOLEHNEM.

BoiBog: Takum 06pa3om, NpoBefeHNe CKBO3HbIX W MOCNOWHbIX KepaTonna-
CTUYECKMX ONnepauuil B ycnoBusx pecnybamnkm TeXHUYECKU BbIMONHUMO NpK yc-
NOBMM paboThbl ¢ [MasHbIM 6aHKOM N0 AOCTABKe NaCTUYECKOro MaTepuana fns
BbINONHEHUA onepaumii. Heo6XoAUMO AanbHelillee COBEPLIEHCTBOBAHME TeX-
HUKM, OCHaLleHue onepaunoHHoii OCT- u Femto-ycTaHOBKOM Ans NpoBeAeHus
pasfiMYHbIX BUAOB NOCNOIHbIX KEpaTONaacTUYECKUX OnepaLmii.
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UCNONIb30BAHUE TEXHUKWU MASQUELET NPWU NEYEHUN
ATPO®UYECKOI0 JIOXXHOIo CYCTABA AIUADU3A
BEAPEHHOI KOCTU

ABTOpBI:

FanumapganoB Tumyp Pycnanoeuy (Monogoii yueHbli),
CycukoB AnekcaHap BuktopoBuy

OrAY3 «bonbHu1La CKOpOoi MeANLMHCKON NOMOLLM» T. TOMCK
Yyryii Enena BaneHTUHOBHA — K.M.H., BOLEHT
Cnermy
Konanuyk Anekcanpp UBaHOBMY — K.M.H., AOLLEHT
Cu6l'MY, OFAY3 «bonbHMLa CKOPOA MeANLMHCKONA NOMOLM» . TOMCK

Hayy4Hble pykoBogutenn:
Yyryii Enena BaneHTUHOBHA — K.M.H., AOLEHT
Cuermy

KonaHuyyk AnekcaHpp UBaHOBMY — K.M.H., OLLEHT
CnbIrMY, OrAY3 «bonbHuLa CKOPO MeANLMHCKOR NOMOLLW» T. TOMCK

TexHuKa GOpPMUPOBaHUA MHAYLUNPOBaHHOI MeMbpaHbl Masquelet npumens-
eTcs ANA 3aMeLeHns NPUOGPETEHHbIX reTePOreHHbIX AedeKTOB U NOXHbIX CY-
CTaBOB J/INHHbIX KOCTEA, CGOPMUPOBAHHBIX NOCAE Pe3eKLMn Npu NepBUYHbIX
KOCTHbIX OMYX0NfiX, TPaBMbl ¥ €e NOCNefCTBUNA, B TOM YUC/e B YCIOBUAX aKTUB-
HOVi THOMHOW MHGEKL MW M OCTEOMMENNTUYECKOTO NpoLecca.

1 atan: PagukanbHas caHupytowas 06pa6oTka MArKUX TKaHel U KocTei B
30He feeKTa U NOXHOro cycTaBa. B MeXOT/IIOMKOBBI AuacTas UMNIaHTMpY-
eTCs MONMMETUIMETaKpUNATHbIA LLeMEeHTHbI cneiicep (2 T BAHKOMULMH MAN
FeHTaMULMH).

2 atan: Yepes 4-6 Heaenb LEMEHTHbI cneiicep yAansaoT, KOCTHbIA fedekT
3anMonHAT rybyaTbiM ayToTpaHcniaHTaToM. KnuHudeckuii cnyyvait: MauueHt
P., 76 neT, NoBbIWEHHOrO NUTaHUA, NEHCUOHepKa, nocTynuna B OF'AY3 «bonb-
HULa CKOPOW MeAMLMUHCKON nomolmu» 1. TOMCKa B MopsAKe NaaHoBON NOMOLLM
C fumarHo3oM: JIoxHblii aTpoduyeckmit cyctaB ¢/3 npaBoi 6eApeHHOI KOCTH.
OcteocuHTes nnactuHoi ot 2020 rona. B aHamHese: nepenom 6efpeHHON Ko-
CTH B ¢/3, nepenoM BUHTO06pasHblii (AO/OTA 32A2). Ha npoTsixkeHuu nonyroaa
6ecriokounu 6onu B o6nacTu 6efpa. YunToiBasi 4aBHOCTb TpaBMbl 6onee 1 roaa
0TMeyvaeTcsl aTpodMyecKnii NOXHbIN cycTae NpaBoil 6e4peHHO KocTu. Bbinos-
HEHO yAaneHue MAacTUHbI U UCNONb30BaHMe TexHUkU Masquelet, yuuTbiBas:
60nblwoii AedeKT, NauueHTKa NOBbIWEHHOT0 NUTaHUs (Y4TO CHUXaeT 3hdeKTUB-
HOCTb fieyeHnem B annapate [LA. UnusapoBa, 60/1bl0ii pUCK MHOULUPOBaHMS
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CMUL U CTepPXHeli), ANNTENbHOCTb NedeHuns B annapate [LA. Unusapoea u BO3-
MOXHbIW HEYLauHblii pesynbTart.

YpaneHa nnacTuHa, BbINONIHEHA TIWaTe/NbHasA Xupyprudyeckas o6paboTka,
B3ATbl 6aKTEPUONIOTMYECKME NOCEBbI U3 PaHbl, BbINOHEHO yAaNeHUe HeXU3He-
CMOCOGHOI KOCTM Ha NPOTsXeHNN 12 cM. Mo 6aKTepuoNoruyeckom nccneaosa-
HUSAM, POCTa MUKPODIOpPbI HE 06HAPYXKEHO.

Yepes 6 Hepenb nauueHTka noctynaet B bBCMI ans BbINOAHEHMS KOCTHOM
nnacTuku. MNauneHTka B3ATa B ONepaLyuoOHHY0, YLaNeH LEMEHT C aHTUOMOTH-
KOM. B3AT ayTOoTpaHcnnaHTaT C ABYX KPbl/ibeB NOAB3A0IWHbIX KOCTEi, ANs Nyy-
WweWn aganTalLuy TpaHCNaHTaTa NPUHATO pelleHne 0 3a6ope ayTOCNOHTMO3HO
KocTu. 3a6op ocywecTBAANCS aLeTabynsipHbIM puMepom 32.

B3sTa ry6uyatas KOCTb U3 [|BYX KpblbeB NOAB3AOLWHbIX KOCTel U AONONHM-
Te/IbHO KCEHOTPaHCMAaHTaT (ry6yaTas KocTb KOPOBbI).

TpaHcnnaHTaT yNoXeH Ha MecTo AedekTa 6epeHHON KOCTH.

JedeKkT NONHOCTbI0 3aMeLLeH, Ha KOHTPOJIbHbIX 6aKTEPUONOTMYECKMX Noce-
Bax, pocTa MUKpodnopbl He 06HapyXeHo. MauueHTKa BbinMcaHa. Ha AaHHbIN
MOMEHT XOAMUT C MOJIHOI Harpy3koi Ha Hory, 6onu He 6ecnokonT. C MOMeHTa
noctynneHus B BCMI 1 go X0 geHUA ¢ NONHOW HArpysKoii npowno 6 MecaLes.
YT0 B HECKONbKO pa3 MeHbLlUe CPOKOB nevyeHuns B annapare LA. Mnusaposa.

KNUHUYECKNIA CNYYAN XUPYPTUYECKOTO IEYEHMA
CMOHTAHHOW OTOJIMKBOPEU

ABTtop:
IpekoBa AHacTacus KOHCTaHTMHOBHA
PHUMY unm. H.W. Tnporoga

HayuJHbiv pykoBoanTeb:
CypkoB Hukonaii Anekcangposuy — f.M.H., npodeccop
PHUMY um. HW. Muporosa

OTonMKBOpesl — MCTEYEHUE LepedpocnuHaNbHOM XUAKOCTU M3 MONOCTH
yepena B CpPeAHEE YXO NpU BO3HUKHOBEHUN aHOMa/bHOTO COOGLLEHUA MeXay
cy6apaxHoupanbHbiM MPOCTPAHCTBOM M MHEBMAaTU3UPOBaHHOW 4acTblo Bu-
COYHOIi KOCTU. MPUYMHbI pasBUTUS OTONIMKBOPEN passinyHbl, Haubonee 4acTo
OHa BO3HMKAET NpU NepesioMax saTepabHblX OTAEI0B OCHOBaHUSA Yepena, npu
HellpOXMPYpPruyeckux BMEWaTebCTBaxX Ha MUMPaMUAE BUCOYHOI KOCTH W CO-
CLEBUAHOM OTPOCTKe. CMOHTaHHOE UCTEYEeHUeE LepebpoCcnnHaNbHO XUAKOCTH
ABNAETCA OTHOCUTE/IbHO PEAKUM ABIEHUEM U cocTaBnseT 4-40% Bcex cnyyaes
nukBopewu. Npu yTeuke TMKBOpa Tpe6yloTcsa XMpypruyeckoe 3akpbiTue aedexTa,
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npn 3TOM TOYHOE MECTO }J,Ed)EKTa, yepes3 KOTopoe npoucxoanT yTeyka fOJIKHO
6bITb onpeaeneHo Ao onepauunu.

MaumeHTtka L, 43 roga, cTpagaet OXupeHneM 3 CTeneHn 1 Ha NPOTAXEHUN
13 net Habnogaetca y Kapauonora no NOBOAY apTepuasibHON rUNepTeH3uu.
13 aHamHe3a 3a6oneBanus: B 2017 rofy naumeHTKka npeabsBnsana xanobbl Ha
HapyLWeHWe HOCOBOTO fbIXaHus, 3aJI0KEHHOCTb HOCA W C 06EUX CTOPOH, 3aM0-
XEHHOCTb NpaBoro yxa. MayneHTKa 6bina KOHCYNbTUPOBAHA OTOPUHONAPUHTO-
NOroM, NOCTaBNEH AMarHo3: ABYCTOPOHHEEe BOCManeHue CnyxoBoii Tpy6bl, Ty60-
0TUT. MPON3BOAMNOCH NleYeHNe PasIMyHbIMU Ha3aNbHbIMU CpesAMn (MeCTHbIE
I'KC) B Teyenue 14-30 gHeit. Ha poHe NpoBeAEHHOTO IEYEHNS OTMEYEH MOJTOXKM-
TeNbHbI 3QHEKT CO CTOPOHbI HOCA. HeCMOTpSA Ha 3TO, COXPAHANOCH OLLyLLeHne
3aN0XeHHOCTW NPaBOro yxa U 0TMeYeHo CHMXeHue cnyxa. B 2018 rogy naum-
€HTKa o6paTuiacb NOBTOPHO K Bpayy B CBA3M C MPOA0MKAOLWMMUCS Xanobamu
Ha CHWXeHue cnyxa. [pu KOHTPONbHOM OCMOTPe OTOPMHONAPUHIONOrOM Mo-
CTaBNEH ANArHo3: BOCMaNeHne CNyxoBoii Tpy6bl, AUCHYHKLMA CNYXOBON TPYObI
crnpaBa, NPaBOCTOPOHHSIA HEMPOCEHCOPHAs TYroyxocTb. MauueHTKa 6bina Ha-
npaenieHa Ha KoHcynbTauuo B HUKNO um. J1.U. CBepxeBCKOro, rae npoBejeHo
ayLnonornyeckoe uccnefoBaHue, npy KOTOPOM OTMEYEHO CHUXKEHKE ClyXa MU-
HUManbHOM CTeNeHN cnpaBa U NOKanbHOe NOBbILIEHE NOPOroB CNyxa creBa.
MauueHTKe 661110 NPOBESEHO WYHTMPOBAHKE NpaBoii 6apabaHHOIi Nneperoposku
KpPaTKOBPEMEHHbIM LIYHTOM.

CnepyeT 0TMeTUTDb, YTO napaueHTe3 6apabaHHON NepenoHKu onpeaensercs
KaK XMpypruyeckuii paspes 6apa6aHHoit nepenoHku (MUMPMHrOTOMMUS), B KOTO-
PbIi NPOU3BOAMUTCA MOTPYXeHWe WYHTa. [laHHas MaHUNyAauus ucrnonbayetcs
y NaLMEeHTOB C OCTPbIM CPeSHUM OTUTOM ANA HEMEeAIEHHOr0 OTTOKa BOCnanu-
TeNbHOr0 CoAepXUMOoro 6apabaHHO NONOCTH. B AaHHOM K/IMHUYECKOM Cliydae
WYHTUPOBAHUE GbINO HAaNpaB/IEHO Ha CHUXKEHME BHYTPUYEPENHOTO aBNIeHUs U
cbopa nioxo OTAENAEMON XULKOCTH, KOTopas 6bina 3aMeyeHa Npu 0CMOTpE,
paHee NalMeHTKON He BbifBAsNack. Yepes 2 AHA Nocne WyHTUPOBaHUS Habto-
Aanocb 06uNbHOE BblAeNeHNe NUKBOPa.

[N yTOUHEHNUS NPUYNHBI OTONUKBOPEM NaLMeHTKe BbiNoaHeHo KT BUCOUHbIX
KOCTeii, Npu KOTOPOW OTMEYEHbI NPU3HAKW NPaBOCTOPOHHEr0 CPeAHEro 0TUTa,
CNYXOBble KOCTOYKMN OKPYXEHbI XXMAKOCTHbIM COAEPXMMbIM, 3NU U rMNOTUMNa-
HYM cofepxaT xupkocTb. o pesynbtatam MPT cnpaBa B 6apa6aHHO noiocTH,
KneTKax COCLEBUAHOr0 0TPOCTKA, Cy6CTPaT, MCTEKAIOWMIA B HAPYXHbIi CYX0-
BOi npoxof, MP-curHan cooTBeTCTBYeT curHany nuksopa. MPT-kapTuHa nuk-
BOPHOIi hucTynbl npaBoit 6apabaHHoi nonoctu. 13 Mmapta 2019 roga naumeHTke
Oblna BbINONHEHA MUKPOXMUPYPrUYecKas niacTuka NMKBOPHON GUCTYNbI KPbILUK
6apabaHHOIi MosoCTH cnpaBa, TUMNaHonnacTuka 3 Tuna. Mocne NpoBefEHHOI
onepauuu nauuWeHTKa Haxogunacb B TeyeHue 7 AHEN Ha nocneonepaLnoHHO
peabunutayumn B HMULH um. H.H. BypaeHko. B HacTosuee BpeMs COCTOsIHUE
MaLneHTKM yL0BIETBOPUTENbHOE, OTCYTCTBYHOT Xanobbl Ha yXyALIeHNne cnyxa.
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Mofo6Hble KNMHUYECKNE HabNIOAEHUSA PeiKUE, U KaXaas JONoSHUTeNbHas
ny6aMKaLus No3BONAT Jyylle MOHATb MaToreHes [JaHHOro 3a6oneBaHus u
(bakTOpbl pUcKa ero pa3BuTus. Ha 0CHOBE 3TUX AaHHbIX MOTYT 6bITb MOTYT 6bIThb
pa3pa6oTaHbl KNIMHUKO-AMAarHOCTUYECKME aNrOPUTMbI, KOTOPbIE MO3BONIAT NPO-
BOAWTb AMArHOCTMKY W XMPYpPruyeckoe NeYeHUe Ha paHHWX dTanax pasBUTUS
3abosieBaHuA.

BO3MOXXHOCTU 9HJ0CKOMUYECKOW
YNbTPACOHOIPA®UMN B NEYEHUU MEXAHUYECKOW
XENTYXU

ABTOpBI:

Kanyctuna lNonuHa AnekceeBHa
Mepebiit CM6IMY um. WM. MNaBnosa
KamanoBa Banepusa ®aHunbeBHa
HMWL um. B.A. Anma3oBa

Hayy4Hbii pykoBoaunTesib:
ConoHunubiH EBrennii FleHHapbeBUY — K.M.H., OLEHT
HMWL, um. B.A. AnmasoBa

KapuuHoMbl 6onbworo gyopeHanbHoro cocovka (BAC) coctasnawT 0,2%
CONMAHBIX FACTPOMHTECTUHANbHbIX HOBOOGPa3oBaHuii U 20% nepuamnynnsp-
HbiX HOBOOGpa3oBaHuii. Mo pekomeHgauusam NCCN ageHokapuuHomMbl BJIC
SIBNAIOTCA NMOKa3aHUEM K pajuKanbHOMY OnepaTUBHOMY JIeYeHUo B 06beMe
naHKpeaTofyofeHanbHoii pesekuun (MOP). OgHako B 64% cnyyaeB TedyeHue
CONPOBOXAAETCA Pa3BUTUEM MEXaHUYECKO XeNTyXu, NPUBOAALLEH K UHTPa- U
nocieonepaluoHHbIM OCNOXHEHUAM.

Y nauyueHTtkm L., 74 net, no pesynbratam nabopaTopHbIX, UHCTPYMEHTaNb-
HbIX (3HpOCcKonnyeckas ynbTpacoHorpadus (9YC), KT) u ructonoruyeckoro
MEeTOAO0B UCCNef0BaHUS 6bII0 AUArHOCTUPOBAHO 3NUTENNaNbHOE HOBOOGPA30-
BaHue obnactu BJC, npefcTaBneHHoe TY6YN0-BUNNE3HON aEHOMOI UHTECTH-
HaNnbHOro TMna ¢ pokycamm BbicokoaMPdepeHLMpoBaHHON a,eHOKAPLUHOMDI,
ctagusa T2NOMOGT1, yto siBnseTcs nokasaHuMem K onepaTUBHOMY JIEYEHUIO B
o6béme MAP.

C yyéToM conyTcTBYHOLLEH KApAUONOrMYECKON NaToONOrMH, ANA NOAFOTOBKM
K N1aHOBOMY OMepaTUBHOMY NIeYeHUI0 U BbiNonHeHuto MAP nauueHTKa nocty-
nuna B Xupypruyeckoe otaenenue. Mpu nocTynneHun 3HauyeHus 6unupy6uHa
KpoBU 6bIM B HOPME, MPU3HAKOB MeXaHUUYECKOi XeNTyXn He 6bIN0, OfHAKO Ha
BTOPOW [€Hb rocnuTanusaluuu nauneHTka OTMeTUNA UKTEPUYHOCTD KOXHbIX
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MOKPOBOB U CKJIEp, KOXHbIIi 3ya. JTabopaTOpHO — NOBbILIEHME YPOBHS 06LLero
(84,90 mkmonb/n) u npsmoro (78,00 Mkmonb/n) 6unupy6una, ACT (192,6 E[L/n)
n ANT (215,6 EQ/N). YunTbiBan 6bicTPOe HapacTaHWe KAMHUKM MeXaHUYecKoii
KENTYyXu, AN AEKOMMPECCUN XKeNYeBbiBOASALWMNX NyTeid PeweHo BbINOJHUTb
IPXT.

lMpu BbinonHeHun IPXMI nonbITKM KaHOnAuMKU xonegoxa yepes yctoe B[C
6esycnewHbl, TaK KaK COCOYEK MOJHOCTbIO BbIMONHEH ONYXONEBON TKaHbHO.
BBuay HEBO3MOXHOCTU 06ecneyeHns JOCTYNa K XKENYHbIM MyTAM TpaHcna-
nunnapHo nytem OPXMI, NpuHATO peleHne O BbINONHEHUU APEHUPOBAHMA
xonegoxa nog 3YC-koHTponeM. YuutbiBas pesekTabenbHOCTb OMyX0nu, 3anna-
HMPOBAHHOE XMPYPruyeckoe neyeHue, OfHONM U3 3afa4y BMelLaTeNbCTBA 6bINO0
COXPaHMUTb LLeNIOCTHOCTb X0Nef0xa Ha NPOTAXeHUU. Yepes CTEHKY BepXHero ay-
ojieHanbHoro uarnéa MK uronbyatbimM unctotomom noj YC-HaBejeHUEM Bbl-
MOMHEHa NYHKUMA xonegoxa. 30Ha NyHKLUMKN Bbi6paHa MakcUManbHO 6aK3KO K
TepMUHanbHOMY oTgeny. Xonenox KOHTPacTUpPOBaH, B NPOCBET NpOKCUMManbHee
JocTyna nposefeH NpoBOoAHUK. [1o npoBOAHMKY yepes cTeHKY [K B xonenox
YyCTaHOBJIEH HUTMHOJIOBbIA NOMHOCTbIO MOKPbITbIA CTeHT 80x10 MMm. Mo cTeHTy
onpefensieTc akTUBHOE OTXOXAEHWE 3aCTONHOW Xenuu.

MocneonepawyMoHHblit Nepuop 6e3 ocobeHHocTell. JTabopaTopHo onpegens-
nocb cHuxeHue ypoBHs ANT (193 Ea/n) v ACT (75 En/n), Ha BTOpbIE CYTKM 06-
Wmit 1 npsMOMN 6UnnUpy6buH — 55,6 n 38,90 MKMONb/N COOTBETCTBEHHO.

Mocne cTabunusauum cocTosHUA nauumeHTkn, Ha 10 cyTkm nocne IPXMI
6bina BbinonHeHa MAP. MHTpaonepaunoHHO Npu BU3yanusauun xonegoxa ot-
Meyanacb COXPaHHOCTb €ro CTEHKW HA YPOBHE M Bbllie OTXOXAEHUS NY3bIPHOTO
npotoka. CTEHT pacnonoxeH B xonegoxe. Mpenapat yaanéH eAnHbIM 610KOM,
X0/IeJ0X0EHOHOAHACTOMO3 ycnewHo chopMUpoBaH, B 30HY aHaCTOMO30B Mo-
CTaBJIEHbl APEHaXH, paHa nocnoiiHo ywuta. lMocneonepauuoHHbIi nepuog 6e3
0cobGeHHOCTei. MauueHTKa BbiNucaHa B YA0BNETBOPUTENIbHOM COCTOSIHUM Ha
10 cyTKu nocne onepawuu Ha aMbynaToOpHOE JieYeHue.

WHTepec AaHHOrO KNMHMYECKOro criyyas 3aknio4yaeTcs B HeCTaHJapTHOM
noLXoLe K APEHUPOBAHUIO XENYHbIX NMPOTOKOB Y NauueHTa ¢ NoTeHUUanbHo
onepa6enbHoi onyxonbto B/IC. YcTaHoBKa cTeHTa B xonegox nop 3YC-HaBefe-
HMEM B TEPMUHANIbHOM €ro OTAeJie N03BOINII0 06eCneyYnTb BHYTPEHHee APEeHH-
POBaHME XENYHbIX MPOTOKOB C KYNMPOBAHMEM MEXaHUYECKOW XXENTYXMU 1 CoXpa-
HUTb LLeNOCTHOCTb X0/eA0xXa ANA NpeACTOALLeli onepauuiu.
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KIMHUYECKUI CNYYAW BbINONHEHUA CUMYNbTAHHOIA
ONMEPALL MW PAKA LUTOBUAHON XENE3b
C METACTA3UPOBAHUEM B MPABbIif YXENYA0YEK
CEPALA

ABTtop:
Kapa6aeB A6aumanuk KapumbeKoBuy (M0s1030ii yueHblii)
PHUMY um. HW. Muporosa

Hayy4Hbii pykoBoaunTesb:
My3seHko JMuTpuii BnaguMupoBny — K.M.H., npodeccop
PHUMY um. H.W. Muporosa

Beepenune. Onyxonu cepaua B KNMHMYECKON NpaKTUKe BCTpeyaloTCs He Tak
yacTo, N0 NPOaHaNU3MPOBAHHbIM UCTOYHWUKAM ayTONCKIA MX YacToTa Konebnet-
ca 071 0,002-1,5%. Mpu aTOM cnefyet OTMETUTb, YTO NEPBUYHbIE OMYXONUN Cepa-
ua BcTpeyvatotcsa B 25-30 pa3 pexe YyeM MeTacTaTuyeckue nopaxeHus.

AnamHes. MauuneHT K., 63 roga, co CNnoB nauueHTa, BNepBbie 0OHapPYXUN
o6pa3oBaHue B obacTu weu B utone 2021 roga. Mocne Yero camocToATeIbHO
o6paTunucb B HMULL oHkonorum um H.H. BnoxuHa Ans KOHCYNbTaLum u onpege-
neHus fanbHeiwwen TakTuku nevyenus. Mo ganHbiM KT OTK o1 20.07.21 — yBe-
NUYeHne npasbiX BepXHUX napaTtpaxeasnbHbix U napaaopTanbHbix n\y. MOT KT
03.08.21, 3aknt0YeHNe: Ha MOMEHT UCCeA0BaHNUSA NOMYYEHbI faHHble O Hanu-
YMW aKTMBHOI OMYX0NEeBOW TKaHM B LWEHHbIX U MEAUACTUHANbHBIX NMMPOy3nax.

13.10.2022 rocnutanuauposaH 8 HMUL, onkonorum um H.H. bnoxuxa. Mo-
CTaBneH AnarHos “HeguddepeHuMpoBaHHbIi pak WHUTOBUAHOI Xenesbl ¢ Me-
TacTasamu B N1/y3/ibl WeK C BYX CTOPOH 1 11/y3nbl cpepoctenus T3bNTbMO Vb
ctaguun”. Haxoguncsa Ha Tepanuu BRAF-UHIrMGMTOPBI yunTbiBas Hanuune BRAF
V600E ¢ BblpaXkeHHbIM MONOXUTENbHbIM 3@ dekToM no faHHbiM MIT-KT. Mpu
nnaHoBoM o6cnepoBaHun B 26.09.2022 r., no pesynbTaTaM CKPUHUHIOBOFO
9IxoKl BbisiBNEHO GnoTupytowee cybaHynsapHoe 06pa3oBaHne B NONOCTM npa-
BOrO XenyAouyka cepaua, noaTBepXaeHHoe faHHbiMu MPT ceppua: o6pa3oBa-
HWe B NONOCTU NPaBOro Xenyaouyka Ha TOHKOI HoXKe pasmepamu 2,0%x2,0 cM.
KnuHuyeckmx xano6 co CTOPOHbI CEPAEYHO-COCYAUCTON CUCTEMbI HE NPeAbsB-
NAN, 0AHAKO, YYNTbIBAs BEPOATHOCTb OTPbIBA 06pa3oBaHusA C pa3BUTUEM MacC-
cuBHOI TIJIA cuCTEMHBIX 3MGOMIA, PEKOMEHAOBAHO NPOBEAEHNE NNAHOBOIA
CMMYNbTAHHOI XUPYPruYeckoi KoppekLnu B 06bemMe yaaneHus 06pasoBaHus
NpaBoro Xenyfo4yka ceppla B yCNOBUSIX UCKYCCTBEHHOrO KPOBOOGPALLEHUS, C
BMellaTenbCcTBOM Ha LLDXK. Mpu noAroToBKe K NNaHOBOI onepawyuu u rocnutanu-
3alMmM Ha XUpYpruyeckoe nevyeHue yepes 2 Hefenu 0T MOMEHTa CKPUHUHIOBO-
ro 9xoKrl 6bin0 BbINOAHEHO NOBTOpPHOEe IXOKI npu KOTOPOM BbiSIBIEHO BTOPOE
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Gnotupylollee cybaHynspHoe o6pasoBaHue pasMepamu U 1,5x1 CM Ha TOHKOI
HOXKE C BbICOKOi BEPOATHOCTbIO OTPbIBa M 3MG0M3aLum JIA, yunTbiBasi HOBbIE
JaHHbIe NaLWeHT ONepupoBaH B CPOYHOM NMOPSAKE.

BbinonHeHa xupypruyeckoe neyeHne B 06beMe yaaneHnst HOBOO6pa3oBaHUit
cepAua, NnacTUKN TPUKYCNUAANbHOrO KiianaHa, TUpeouaskTomMuu, pacumans-
HO-(QYTNAPHOTO UCCEYEHUS KNeTUYaTKK LWen C ABYX CTOPOH, TOTasbHas Meauna-
CTUHanNbHasa nUMpoAMCCEKLNA CTEPHOTOMHBIM LOCTYNOM M JOCTYNOM MO Cpej-
Hel WeiHoM cKknajkKe.

Y nauueHTa Ha 3-e CyTKM nocne onepauum, nocne nepesoga us OPUT B oT-
JeneHune pas3Buicsa NPUCTYN YAYWbS, B3LYTUE XMBOTA, NOXHbIA NO3bIB K CTYNY.
lMpwn ablXxaHWKM Ha PacCTOSHUM BbICNYLIMBAETCA CBUCTSALLEE WYMHOE AblXaHue —
cTpugop. Sp02 6e3 kucnopogHoi nHcyddnsuum 85%. AyckynbTaTUBHO NPU3Ha-
Ku 6poHxocnasma. Mo IxoKr cito: cokpaTuTenbHas GpyHKLMA MUOKapAa JIeBo-
ro Xenypouka: yaoBneTsoputenbHas. AOpTanbHblii KnanaH: TPEXCTBOpPYaThbIN,
CTBOPKM He YyNA0THeHbl. MUTpanbHbIA KnanaH: CTBOPKW YNAOTHEHbI, NPOTUBO-
(a3sa ecTb. TpUKycnupanbHblii KnanaH: CTBOPKW He YNAOTHeHbI, NpoTUBodasa
ecTb. [paBblii Xenygoyek: He pacwupeH. HeaHauuTenbHoe pacliupeHue nono-
CTeii 060ux npefcepAnii. 30H HapyLLEHMA NTOKaNbHOW COKPaTUMOCTH MUOKapaa
JIX He BbisiBNeHo. 06wwan cokpatumocTb JIXK yaosneTBoputenbHas. fluactonu-
yeckan @yHkuma JIXK He HapyweHa. KnanaHHbIX peryprutauuit He BbiSIBAEHO.
MpuaHakoB JII HeT. Mocne MHpY3un npenapaToB KanbLus, NPOBEAEHUS BPOH-
XOJIMTUYECKOW M MOYErOHHOW Tepanuu COCTOSIHME MaLMUeHTa cTabunusupoBa-
Nocb, OfbIlIKA U ABNEHUS 6POHXOCMa KynupoBaHbl U B MOCNEAYIOWEM He pe-
UMAMBUPOBANN. YUMTbIBAs BbIPaXEHHOE CHUXEHUE YPOBHS MOHM3MPOBAHHOIO
KanbLus B KPOBM, TUMNYHYIO KJIMHUYECKYO CUMNTOMATUKY U CBSI3U C NPOBEAEH-
HOW TUPEOUAIKTOMMEN, BOHUKILNIA 3NU304 YAYLIbA COCTOAHWE pacLieHeHO Kak
runonapaTtMpeouAHbIi KpU3 ¢ pa3BMTUEM TMNOKaNbLUEMUN U NapUHrocnasma,
OpoHXoCMnasma, KuWeyHo KONNKOi, cnacTUYecKUM napanmyom guadparmol.

OcTpblii runonapaTupeo3 KynupoBaH npenapaTaMu Kanbuus, Ha3HayeHa
ropMOH-3aMeLLatoLias Tepanus dyTUPoKCcoM, NpoAomxeHa Tepannsa BRAF uHru-
6uTOpamu, B JaNbHelWeM nocneonepayMoHHbIil Nepuog npotekan 6e3 0cobeH-
HOCTEW, paHbl 3aXuUnu NepPBUYHbIM HaTsxeHueM. IxoKI B paHHeM nocneonepa-
LLMOHHOM Mepuoje NoLTBEPAUO OTCYTCTBUE 06pa3oBaHuii B cepue. MauneHT
BbINMCaH Ha aMBynaTopHbIiA 3Tan ¢ pekoMeHAauuaMu. Mpuweplune pesynbratsl
TMCTONOrNYECKOe MCCNeA0BaHNA MOATBEPANUNO MeTacTa3 aHannacTU4yeckoro
paka L)X B npaBblii enygouek.
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KNUHUYECKNIA CNYYAN YCNELIHON 3HJ0BACKYIAPHOW
PEBACKYNAPU3ALUA BEPXHEN KOHEYHOCTH
NMPN KPUTUYECKOIN ULIEMUW

ABTOpSbI:

Kospo6a Anapeii Unbuy,
3apunoea Anbmupa AliapoBHa,
Ucaesa AnekcaHgpa MakcuMOBHa,
KowmanoBa AHHa HukonaeBHa

PHUMY um. HW. Muporosa

HayyHble pykoBoguUTeN:

BapaBa Anekceii bopucouy,
Tutos Hukuta Cepreesny

HMWL xupyprum um. A.B. BuwHesckoro

MwemMus BepxHeln KOHEYHOCTU ABNAETCA 3K30TUYECKOI GOPMOIi nopaxeHus
nepudepuyecknini apTepuin ¢ YacToToi BCTpeyaeMocTn 4-5% oT obLiero yucna
UIWEMUYECKUX COCTOSIHUI BCeX KOHeYHocTel. Kak npaBuno eé passutue 06y-
CNOBJIEHO Pa3/IMYHbIMK KOMOUHALMAMK PsAga NaToNoruii B TOM YMCie XPOHHU-
yeckas 60Ne3Hb MoYek, caxapHblii guabeT, BaCKynuTbl, CUHAPOM BbIXOAa U3
FPYLHOM KNEeTKK, CTEHO3MPYIOLNE NOPaXEeHMA MOAKIOYMYHbIX apTepuid, apTe-
pno-BeHO3Hble GUCTYNbI M Ap. PasBUTUE KPUTUYECKOI MweMun u popmupoBa-
HWE TaHTpeHbl ewe 6onee peakuii UCXoA BO3LEeHCTBMA BblleHa3BaHHbIX dak-
TOPOB, TaK KaK BEPXHAS KOHEYHOCTb 06/1afaeT 3HAYUTENbHOW CNOCOOHOCTLHO
K GOopMMpPOBaHNIO KONaTepasbHOro KPOBOTOKA, KOTOpas, Hanpumep, MHOTO-
KPaTHO NpeBbIWAeT TaKOBYH B HUKHUX KOHEYHOCTSX.

OAHaKO KNMHMYECKUE NPOSBIEHNS UWEMUN BCIEACTBUE OCTPOrO HaTUBHO-
ro apTepuanbHOro TPOMG603a Npu paHee CYLW,ECTBOBABLIEM CTEHO3e apTepuu
BEPXHell KOHeYHOCTH BCTpeyatoTcs pexe. Mo JaHHbIM NUTepaTypbl TpOM603
BCTpeyaeTcs B MOAKIOUNYHOI apTEPUM NPU COMYTCTBYIOWEM NOPaXeHUM aop-
Tbl, KaT€TEpM3aL MM MW TPAaBME NOAKITIOYMYHONM apTepUN U T.4.

Mbl npefcTaBAsieM KJIMHUYECKMIF CIlydyail 3H[0BACKYNAPHOTO IEYEHNS TPOM-
603a NnjevyeBoit apTepuu, NPUBEALIETO K KPUTUYECKOI MILEMUN BEPXHER KOHEY-
HOCTH.

MayneHTka M., 57 net, 03.10.2022 noctynuna HMWUL xupyprum um. A.B. Buw-
HEBCKOro A/1s NJIaHOBOr0 3HAOBACKYNSIPHOIO fieYeHus ¢ xanobamu Ha 60/u
B NIeBOI KMCTH, HEKPO3bl (MovyepHeHKe) danaHr 601blOro, yKasaTebHOro
cpeaHero nanbues. B mae 2022 roga nocne Bo BpeMsi NofieBbIX paboT NoyYyB-
cTBOBana 60/b B NIeBOW KUCTKU W noxonofanue. O6cnegoeanacb No NoBoAy
BbllUeyKa3aHHbIX Xanob, N0 JaHHbIM MYyNbTUCNUpPANibHAs KOMMbIOTEPHAsA TO-
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morpadusi — OKK031a NeBoi nnedyeBoii apTepumn. 27.05.22 3KCTPEHHO rocnu-
TannsnpoBaHa C KPUTMYECKOI MwemMnen neBol B/K B OTAENEHUe COCYLMCTON
XUPYPrum NO MeCTy XUTeNbCTBa. BoinonHeHa TPOMO63IKTOMMA U3 NeBOI Nneve-
BOW apTepuu Yepes NOKTEBOW CrM6 — BOCCTAHOBUTb MarmcTpanbHblii KPOBOTOK
He yaanocb. [lanee npeAnpuHATa NONbITKA 9HA0BACKYNAPHOI peBackynapusa-
umn — 6e3ycnelwHo. 31.05.22 peBu3us nneyeBoil, TOKTEBOM U NyyeBOW apTepuii,
TPOMG3KTOMMSA U3 3aMHTEPECOBAHHbIX apTepuil cnesa — 6esycnewHo. MocTo-
SHHO NpUHMMaeT: puBapokcabaH 20 Mr yTpoM (B fieHb NOCTYNIEHNS HE NPUHU-
Mana), knonugorpen 75 Mr B 06ef, auetuncanuumnosas kucnora 100 MryTpom,
a3omenpasos 20 Mr yTpom u BeyepoM. Mpu ocMoTpe: MblwweyHblit TOHYC coxpa-
HEH, paBHbIii ¢ 06eux CTOPOH. KoXHblit NOKPOB 06bIYHOW OKpacku. PaHeBas no-
BEPXHOCTb Ha fucTanbHbix Gananrax 2 u 3 nanbues. Bcneactene HeadphekTme-
HOCTW OTKPbITOrO XMPYPruyeckoro nevyeHus M pasBUTUSA raHrpeHbl AUCTaNbHbIX
(banaHr 2 u 3 nanbLeB 6b110 NPUHATO PeLLeHNe 0 NOBTOPHOMN 3HA0BACKYNAPHOIA
peBackynsapusauum aptepuit. 04.10.2022 noj KOMOMHMPOBAHHOW aHECTe3NEN,
peTporpagHo NyHKTUPOBaHa U KaTeTepusupoBaHa npasas o6uwas 6efpeHHan
aptepus. Ha aHrnorpammax ucxogHo: Cnesa: NOAKIOUYMYHO apTepumn CTEHO3
B | cermenTe 65%. [ogMbllleyHas apTepmii NpOXoAanMa, C POBHbIMU KOHTYpamu,
KOHTpacTupyeTca romoreHHo. lneyesas apTepus oT NPOKCUMaNnbHO| TPETH He
BM3yanusupyetcs. JlyueBas u nokTeBas apTepusi He Bu3yanusumpyrorcs. 06was
MEeXKOCTHas apTepus W nafioHHas ayra 3anonHaTCa no konnatepansam. C Tex-
HUYECKUMW TPYAHOCTAMMW BbINONHEHA peKkaHanusauus u TPaHCNIOMUHaNbHan
6annoHHasA aHrMONIacTUKa NIeyYeBoil, NOKTEBOW, MEXKOCTHOW apTepuit U no-
BEPXHOCTHOIA nafioHHON ayru cnesa. OnepaTUBHOE BMELATENbCTBO NEpPeHecna
YAOBNETBOPUTENbHO, PAHHUIA NOCNe0NepaLMoHHbIA Nepuog 6e3 0co6eHHOCTE.
Bbinncana 23.10.2022 B ya0BNeTBOPMTENIBHOM COCTOSHUN.
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KNUHUYECKNA CNYYAN CMELLAHHOW ®OPMbI
NMEPBUYHOIO TMNEPMAPATUPEO3A,
ACCOLIMUPOBAHHOIO C BOJIE3HDbIO

OHTENA-PEK/IUHTAY3EHA C NOAO3PEHUEM
HA HACNEACTBEHHYIO TMNEPNAPATUPEO3HYIO
OMYyXO0Jib YENIOCTU (HPT-JT)

ABTtop:
Manarapg3e MoaHHa [l KOHeBHa
Mepeblit MTMY M. .M. CedeHosa (CeyeHOBCKMIA YHUBEPCUTET)

Hayy4Hbii pykoBoaunTesib:
Canu6a Makcum bowpoBHY — K.M.H., AOLEHT
MepBblit MTMY M. .M. CedeHoBa (CeyeHOBCKM YHIBEPCHUTET)

MepBuYHbIA TNepnapaTMpeos — 3a6oneBaHune, xapakTepusyloweecs n3bbl-
TOYHOI1 CeKpeLneit napaTMPeoUIHOr0 FOPMOHa NAaTONOTNYECKN U3MEHEHHbIMU
OKOJIOILUTOBUAHbIMM XE/Ie3aMu BCIEACTBME rMNepniasuu, aieHoMbI U1 paka
napauMToBUAHOI XKenesbl.

Lenb: NMpeAcTaBUTb KNNHUYECKUI CIyYaii BeleHUS MaLUEHTKN CO CMeLlaH-
Hoit GOopMoii NepBUYHOrO rMNepnapaTMpeosa, aCCOLMMPOBAHHOTO C 60NE3HbI0
dHrens-PeknuHrayseHa ¢ noj03peHMeM Ha Hac/IeACTBEHHYI runepnapaTmpe-
03Hyto onyxonb yentoctu (HPT-JT).

MaTepuanbl U METOAbI. MalMeHTKa, 28 NeT, NoCTYNuUIa B KJNHUKY C Xanoba-
MM Ha [UCKOMQOPT B 061aCTH WEM, Kax Ay, YaCTOE MOYEUCTYCKaHUE, FONIOBHYHO
60nb, TOWHOTY, 60/IM B KOCTAX, ONYX0JIEBUAHOE 06pasOBaHue NpaBoii CToMbI,
HUXHEN YenoCTy, NeBoro npegnnedbs, 601 B Ta306efpeHHbIX CycTaBax npu
X0fb6€, KPOBOTOUNBOCTD [IECEH.

OcHoBHoe 3a6oneBaHue: bonesHb JHrensa-PeknuHrayseHa, ajeHomMa neBom
BepXHeil OKONOWMNUTOBULHOW Xenesbl, NepBUYHbINA rMnepnapaTupeos, CMeLlaH-
Han popMma (KocTHO-noyeyHasn). DoHoBOE 3a60IeBaHUE: MHOTOY3/10BOIA 3y TUpe-
OWAHBI KONNOWAHBI 306 0 cT., XenesoaeduunTHas aHEMUS NETKO CTENeHN
TAXECTHU.

buoxumuuecknii aHanus kpoeu oT 27.01.2021: noBbiweHUe 06LWeEro
(3,48 MMOIb/N) M MOHN3MPOBAHHOTO KanbLua (2,1 MMonb/n).

[aHHble guardoctuyeckux obecnenosaHuit: Mo aaHHbiM Y3U novek, Hagno-
YEYHUKOB M 3a6pPIOWMHHOIO npocTpaHcTBa oT 27.01.2021: Y3-npusHaku yme-
PEeHHbIX AMdDY3HbIX USMEHEHWNIT B CTPYKTYpe NapeHXMMbl 06enx NOYeK, MHOXe-
CTBEHHbIX MeJIKUX KOHKPEMEHTOB 06eux noyek. Mo gaHHbIM Y3U WHTOBMAHOI
xenesbl 0T 27.01.2021: Y3-npu3Hakun Menknx 06pa3oBaHuii B CTPYKTYpe 06eunx
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goneii WX (THIRADS 2). 06bemHble 06pa3oBaHns NeBbIX NapaluTOBULHbIX
Xenes.

MMcTonormyeckoe 3aktoyeHne: Makpockonuyeckoe onucaHue: WMToBuaHas
Xenesau oKoNoWMTOBMHAS Xene3a efuHbIM 6110koM 5x3,5x1,5 cM. Mukpocko-
MMYeckoe onucaHue: 0bpasoBaHue NnpeacTaBaeHo NapaTMPEonaHoI aeHOMOM,
npunexawiasn TKaHb WHUTOBUAHOI Xenesbl C He3HaUYMTeNbHOI Bakyonusaumei
Konnoupja.

KoHcynbTrauua YNX: TuraHtoknetoyHas 6ypas NCeBAOONYXONb HUXKHEN ye-
ncTh (06bEM PEKOHCTPYKTUBHOMN ONepaLun 6yneT onpefieneH B XoAe AMHAMMU-
yeckoro MCKT uccnepoBaHus Yepes 3 Mecsiia h MOp(QON0rM4ecKoro uccneno-
BaHus).

MpoBefeHo neyeHue: BbinonHeHa NEBOCTOPOHHAA FeMUTUPEOUSIKTOMMS,
NeBOCTOPOHHSAS BEPXHAA NapaTupeonasakTomus (28.01.2021).

BbiBOAbI: B 3TOM K/IMHWUYECKOM Ciiy4yae HabniofaeTcs cMewaHHas dopma
NINT, xapakTepusylowasnca coyeTaHneM KocTHOI (60ne3Hb Hrens-PekniuH-
rxay3eHa) v BUCLLepanbHoii (C NpeMMylLLeCTBEHHbIM NMOpPaXeHneM nodyek) Gopm.

YunTbiBas COBMECTHOE 3aKJ/1II0YEHNE NEBOW BEPXHEN OKONOLMTOBUAHOI Xe-
nesbl C WHUTOBUIHOI Xenesoit B efMHOM (acumanbHo-QpyTNSPHOM NpoCcTpaH-
CTBE, HEBO3MOXHOCTb UCKHOUYNTL 310KAYECTBEHHOE NOPaXEHNe, pUCK NnapaTy-
peomaTto3a — MoKas3aHo yaaneHue HOBOO6pa3oBaHNs eANHbIM B6J10KOM C NIeBOK
Jlonei WUTOBUAHON Xenesbl.

B nocneonepauynoHHOM nepuofe y 60NbHOI pasBuUicsa runokanbLueMuye-
CKUii CUMHAPOM, NOTPe6OBaBILINIA ANNTENbHOW WH(BY3UOHHOW Tepanuu, B X04e
NeyeHus NauueHTKa nepeBefieHa Ha nepopanbHylo GopMy 3aMecTUTeNbHOM
KOHCEpBATUBHOIA Tepanuu co CTONKUM 3 dekTOM. PaHa 3axuna c NnepBUYHbIM
HaTS)XEHWEM, WBbI CHATHI.

Takxe Heobxofuma TijaTenbHaa AuddepeHUnanbHas LUArHOCTUKA MeX-
Ly HacneAcTBeHHbIM cuHgpoMoM HPT-JT u nposBneHusMu 6onesHu JHre-
ns-PeknuHrayseHa, xapakTepusyrlencsa naeHTUYHOW Mophonornyeckoii kap-
TUHOW — 6YpPOii OMYX0/bio HUXHEI YentocTH. PEeKOMeHAOBAH TLaTeNbHblii c60p
aHaMHe3a A BbIABNEHNUSA NOJ006HOI NaToNorMmM cpeau poaCTBEHHUKOB, a Tak-
)€ reHeTUYeckoe KOHCYNbTUpOBaHMe A1A onpejeneHus BO3IMOXHOro Hanuuus
naToreHHoro BapuaHTta reHa CDC73.
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ECTb 1N NYTb K CEPALLY YEPE3 XXENTYAO0K?
KNMHUYECKNI CNYYAHN
FTACTPONEPUKAPANANBHON GUCTY b

ABTOpbI:

MenbHukoBa AHHa CepreeBHa,
HockoBa EkaTepuHa MakcuMoBHa,
Mpopokoea AnuHa ButanbesHa,
Denuncor ®epop NeHHapbeBNY

PHUMY nm H.M. NMuporosa
HayuHble pykoBogutenu:

Maxyoea lynbmupa banta6ekoBHa — K.M.H., OLeHT
PHUMY nm H.W. Muporosa, KB um. B.M. bBysiHoBa
I0cydoB Maromep, Maiizynaesuy
KB nm. B.M. byaHoBa

FacTponepukapananbHblii CBULL — pefikoe COCTOSIHME, UMEeloLLee Hecnewm-
buyeckne cumntombl. B nutepaType onncaHo meHee 100 cnyyaeB BOSHUKHO-
BEHWUA NaTONIOrUYECKOro COYCTbs MEXJAY XenyAKOM M NONOCTbio nepukapaa.
97O coCTOsIHME 06bIYHO BO3HMKAET KaK MO3f4Hee OCNOXHEHME onepauuil Ha
Xenypke Ny AMCTanbHol yacTu nuweBoaa (3sodaraktomus, yHaonamkawms,
GapuaTpuyeckas Xupyprus), a Takxe B UCXo[e NeHeTpaLum s3Bbl, paka Xenyaka
¥ KOMGMHAL MK BblLIENepeyncneHHoro. facTponepmkapauanbHblil CBULL MOXET
NposiBNATLCA 6ONbIO B TPYAHN, TEBOM NJIEYE UK INUTACTPUM, BOSHUKHOBEHUEM
OfbllWKKW, @ B HEKOTOPbIX CAyYasx — nuxopagku, aucdarum, peotbl. [laHHoe co-
CTOSIHME MOXEeT NMPMBECTU K Cepbe3HbIM OCNOXHEHUAM, BK/OYas TaMmnoHaay
cepjua, Cencuc 1 NoNMopraHHyo HefocTaToyHoCTb. CBOEBpEMeHHan fuarHo-
CTWKA NO3BONWUT BbIGpPaTh NPaBUIIbHYIO NeYebHY TaKTUKY W NPefoTBPaTUTb
pa3BMTHUE XNU3HEYTPOXAIOLNX OCNOXKHEHUA.

MaumeHT A., 70 nert, noctynun B npuemHoe otaenenune Kb um. B.M. bysiHoBa
[I3M c xano6amu Ha 6011 B BEPXHMX OTAENax XUBOTA, CNaboCTb, HU3KOE faB-
NeHue, yyalleHHoe cepauebuenue. bpuragoii CMI BbisBNeHbl NapokcusMm ¢u-
opunnsuun npeacepauii, AL 80/60 MM pT.cT., YCC 145 ya/MUH. AHAMHECTUYECKM:
Mmecal Ha3apg nepeHéc XXKK, nocTaBneH guarHo3 — 3/10KayeCTBEHHOE HOBOOGpa-
30BaHue npegasepus NpuBpPaTHUKA; paHee HapyleHWs puTMa He JuarHocTupo-
Banu. B cBA3M ¢ HECTAOUIBHOCTBIO FrEMOJMHAMUKM NaLUeHT nepeBefeH B OPUT,
rge B TeYeHWe CYyTOK NpoBOAMNACh aHTUIMMOTEH3UBHAA U pUTMypexarowas Te-
panus, HO CKNIOHHOCTb K FMMOBONIEMUN coxpaHsinack. JlabopatopHo: Hb 106 r/n.
PentreH OFK: pacwupenune tenu cepaua. 3MAC: UsbsassneHune Tena xenygka
(Borrmann 3), 6e3 cTUrmM KpoBOTEYeHus. Y3U nneBpanbHOil NONOCTH: ABYCTOPOH-
HUI ruapoTopakc Ao 300 mn. Yepes 5 aHell NoSBUAMCH Xanobbl Ha OABILKY, NPK
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ayCKynbTaUum: Cyxue Xpunbl B 3afHe-6a3anbHblx oTAenax. HasHayeHo KT OrK:
U3bA3BMIEHWE ONYXONN TENa XeNyaKa c neHetpaylueil B nepukapamanbHyto CyMKY,
MUHUManbHbI NHEBMOrMAPONEPUKapA, ABYCTOPOHHUI ruapoTopakc fo 500 mn.
Mepesegen B N6Y3 MMKL «KommyHapka» [3M, npogonxeHa KoHcepBaTUBHas
Tepanusi, nayueHT foo6cnefoBaH, ctagupoBaHue onyxonu — TANTMx. 3rAcC:
anuTeNManbHoe 06pasoBaHue Tena Xenyaka ¢ ManurHusauneil, M3basBneHneM
u nepgopalmeit B NonocTb nepukapaa. B TeueHne AByx Heflenb y nayueHTa Ha-
6/1I04anoch HapacTaHue rMApPoTopakca (CNYHKTUPOBAHO 2 N1 XKUAKOCTH CrpaBga,
2,5 N — cne.a), ycuneHue NHeBMonepuKkapAa, NoMcerMeHTapHas ABYCTOPOHHSS
MHEBMOHMSA, HEIKCCYAATUBHbIA NepukapauT, cencuc, noauopraHHas Hegocra-
ToYHOCTb, XXKK 13 neBoii xenygouHoit aptepun (3HA0BACKYNAPHbIA reMocTas).
HecMoTps Ha NpoBOAMMYIO Tepanuto, COCTOSAHUE NaLUeHTa NporpeccuBHO yXyA-
Lanoch, peaHNMaLUOHHbIe MEPONPUSTUA 6e3 b deKTa.

FacTponepukapananbHblil CBULY NPefcTaBAseT CepbesHy AuarHocTuye-
CKYI0 W TepaneBTuYeckyl npo6nemy. Bo3MOXHOCTb TakoW MpUYMHHO-CNen-
CTBEHHOW CBAI3M KJIMHWYECKM PefKo PpacCMaTpuBaeTcs y MalLMEHTOB CO
CMOHTAHHbLIM MHEBMONEPUKAPAOM, MOCKOJbKY COMYTCTBYIOLWME CUMNTOMbI Xe-
NYAOYHO-KULIEYHOTO TPaKTa ABAAITCA Hecneunduyeckumu. Kpome Toro, Ta-
Kne 0CNOXHeHMUs YpesBblYaiiHo peiko BCTPEYatoTCcs B MEANLMHCKOI NpakTUKe
Hawero cToneTus. Mo3aTomy npu npoBefeHun JudpdepeHyuanbHoi JuarHocTu-
KW BpayaM BCEX creuuanbHoCTelh Heo6Xo[MMO NMOMHUTL O Takoi naTonoruu,
KaK racTpornepukapananbHblii CBULL,.

KNUHUYECKNIA CNYYAI 3AN03JAN0N AUATHOCTUKK
PAKA BYJ1bBbl

ABTOpbI:

MoHawoBa AHacTacus AHppeeBHa,
bo6poBa BukTopus AnekceeBHa,
KowmaHoBa AHHa

PHUMY um. HW. Muporosa

HayuHble pykoBogutenu:
HapumaHoBa Metanat PapukoBHa — K.M.H., AOLEHT
PHUMY um. HW. Muporosa
CywmuHckana TaTbsiHa BaneHTUHOBHA — K.M.H.
MHWOW um. MN.A. TepueHa

YacToTa BCTpeYaeMOCTM MEPBUYHOrO paka BYNbBbl He NpeBbiwaeT 1% Bcex
CnyvyaeB paka Y XEHLMH, a Cpefiu 310Ka4eCTBEHHbIX HOBOOOPA30BaHUIA XEH-
CKUX MONOBbIX OPraHoB coCTaBnsAeT 0Kono 2-5%.
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MayuneHTka M., 76 net, B 2014 roay o6paTunach B MONMKANHUKY C Xanobamu
Ha HepepXaHue MOUM, MPU 3TOM NATONOrUIO BYNbBbI HE 06Hapyxunu. B 2019
rogy NoOSIBUAUCH HENpUATHble owyuweHUs B 06NnacTU BynbBbl, 06pasoBaHue
BY/NbBbl He AMArHOCTUPOBAHO, PEKOMEHAOBaHbI BaHHOUYKW U Masu (BKKoYas
BHYTPUBAraauwHoe BBEAEHNE).

12.09.22 obpaTtunach ¢ xanobaMm Ha KpOBSHUCTbIE BblAe/IEHUS U3 NOOBbIX
nyTen 1 60K B HUXKHUX OTAeNax XuBoTa. [pn OHKOLUTONOrNYECKOM uccnepo-
BaHMW Ma3KOB CO CTEHOK BNaranuiia u By bBbl 0GHAPYXeH NNOCKOK/IETOUHbIif
pak. focnuTanusupoBaHa B CTaLKOHaPp, rae Gblin BbINONHEHbI UCCNE0BaHNS,
npoBefieHa remocTaTuyeckas Tepanus.

MayneHTka HanpaBneHa B MHWUOW nm. MN.A. Tepuena 02.11.2022.

MpW rMHEKONOTMYECKOM OCMOTPE: Ha GONbWON WU Manoii MonoBbIX rybax
B HWXHEN TpeTu cnpaea U CneBa, B 06/1acTu 3afHel cnaiiku, C NepexoAoM Ha
CTEHKY Bnaranuiia u NpoMeXHOCTb UMEEeTCS OnyxoneBuHoe obpa3oBaHue
pasmepoM 8x6,2 cM, Nnepexof, Ha 3aZHI0K U HOKOBbIE CTEHKW Bnaranuiia Ao 8
CM, ¢ MHQUMNbTPaLKen OKpyXatLWmx TKaHeir. HapyxHoe oTBepcTUe ypeTpbl 3U-
feT, C BbIBOPOTOM CAU3MCTOMN. Llleiika MaTKW ynnoTHeHa, yBennyeHa Lo 4 cMm, U3
HapyXHoro 3eBa Nposiabupyet onyxonesasi TKaHb MO TUMY LIBETHOW KanycTbl,
BblJeJIEHNSI 06UNbHbIE MEHUCTbIE.

Ha Y3U opraHoB manoro Tasa: MMoOMa MaTku U Juddy3Hbie USMEHEHUS MU-
omeTpus. [pn 6uoncum ByNbBbl C UIMMYHOTMCTOXMMUYECKUM UCCNEA0BAHNEM:
NNOCKOKNETOYHbI OPOroBeBaloLWMiA pak ByNbBbl, P16 — oTpuuatenbHblii. Ha
MPT: uHTpamypanbHas MMOMa nepejHeil CTEHKU MaTKu, NepefHero ceoja sna-
ranuiia u LepBMKanbHOro KaHana, a Takxe MP-npusHaku onyxoniu BYNbBbl U
yBe/NMYeHMe NaxoBbiX TMM(OY3NoB cnpasa.

YcTaHoBNEH gnarHos: pak weikn Matku T3aNxMx. ConyTtcTBytowue 3a60-
neaHus: MmnepToHnyeckan 6onesHb Il ctaguu 3 ctenenu, puck CCO 4. UBC.
YXenyekameHHas 60ne3Hb. Kucta neyeHn. Muoma matku.

YcTaHOBNEH [JuMarHo3: 3n0KayeCTBEHHOE HOBOOOGpPa3oBaHWE BY/IbBbI
(Y3U-npu3HakM meTacTaTUYECKOro MopaXeHus nuMdaTUyeckux y3noe npa-
BO# naxoBoii 06nactu), TIbNTMO, ctagus llIA, Il KnuHuyeckas rpynna. bonbHoi
NpesCTOMT XMPYPruyecKoe NeYeHne 1 nyyesas Tepanus.

[JaHHbIN KNMHUYECKUIA CNyyall eMOHCTPUPYeT TAXEeCTb NPaBUbHON NocTa-
HOBKM MarHo3a B CBSI3U C PeAKOCTbI0 3a60NeBaHNs, HeJOCTaTOYHON OHKOHa-
CTOPOXEHHOCTbIO Bpaya XEeHCKOW KOHCYNbTaLlun B OTHOLIEHUU JaHHON HO30-
NOrum, 0TCYTCTBMEM CKPUHUHTOBbIX LUTONIOrMYECKUX UCCNe0BaHMIA cocKoba ¢
BYNbBbl. 06bIYHbIA OHKONpOdOCMOTP BKtoYaeT an-TecT ¢ weiiku matku, Y3U
opraHoB Manoro Tasa, oHkomapkep CA-125, Mmammorpaduto. A ocMoTpa Hapyx-
HbIX NONOBbLIX OPraHOB HEAOCTAaTOYHO AN CBOEBPEMEHHON AMAarHOCTUKM paka
BY/bBbI.
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KNWHUYECKNI CNYYAN NEYEHUA PELLMANBA
MIONINEPOBOW ALEHOCAPKOMbI MATKU

ABTOpbL:

HespoB Anppeii CepreeBny,
MeTtpora TaTbsiHa BnagucnasoBHa

PHUMY vm H./. Muporosa

HayuHbiii pykoBogUTE B!
Napos Bnagumnp KOHCTaHTUHOBNY — 1.M.H., AOLEHT
'KOB N21

ApeHocapkoma MaTku (AC), unu MionnepoBa afeHocapkoMa — 310 ophaHHoe
OHKONlOruyeckoe 3a6oneBaHue, NPeAcTaBNsAOWEE COBON 3/10KAYECTBEHHYIO
onyxonb, XxapakTepusywoLycs ABYX(PasHbIM KNEeTOYHbIM KOMMOHEHTOM: A0-
OpoKayecTBeHHbIMM KNETKaMM 3NUTeNUsA U capKkoMaTouHoii cTpoMoii. CTpoma
MOXeT 6bITb NpeficTaBNeHa FOMONONMYHbIMU KNETKaMM M XapakTepu3oBaTbcs
HU3KMM 3/10KaYeCTBEHHbIM NOTEHLMANOM, TM60 reTeposiornyHbiM KOMMOHEH-
TOM (KNeTKaMu MblWEYHON, XPsLLEBOW, XNUPOBOIA U Ap. TKaHel) n ABNATbCS
BbICOKOArpeccuBHOii onyxonbto. Mo gaHHbIM MUpoOBOIA uTepatypbl AC cocTas-
nset 0,4% oT BCcex HOBOOOGpPa3oBaHWii Tena MaTku. CTaHZapTbl afblOBAHTHOM K
HeoaZbloBAHTHOI Tepanuu Lo CUX Nop He paspaboTaHbl. Mk 3a60neBaeMoCTH
npuxoantcs Ha Bo3pact 50-60 ner.

MaumeHTtka E., 47 net, noctynuna 14.11.22 B ctaymonap N'KOB N21 nnaHoBo
Xano6amu Ha 60/1e3HEHHOCTb XWUBOTA M YBENMYEHME ero B 06bEMe. B aHaMHe-
3e naHrucTepakToMus B Hoa6pe 2020 r. no noBogy o6pa3oBaHns MaTku 17 cMm,
KoTopoe 6bin0 BepubULMPOBaHO KaK afleHocapkoMa MaTku ¢ pabaomuno6bna-
cTuueckoi anddepeHumpoBKoii. [lpoxoanna aAbloOBaHTHYIO Ny4YeBYHO Tepanuio
B MapTe 2021 ., nocne yero cgenaHa KoHtponbHas M3T-KT, gaHHbIX 3a nporpec-
CMpOBaHME He MoJNyYeHo.

KT-kapTuHa npy NOCTYN/AEHMU: B MOIOCTM MasiOro Ta3a MHOTOYy310BOE 06b-
eMHOe 06pasoBaHue reTeporeHHoN CTPYKTYpbl pasMepamu o 26x16x24 cwm,
C BOBJIEYEHWEM NMPABOr0 MOYETOYHUKA U MOYEBOro Nysbips. 0 AaHHbIM na-
60paTopHbIX UccnenoBaHuit: remorno6uH 101 r/n, kpeaTUHUH 161 MKMONb/N,
MoueBuHa 15,7 MMmonb/n. YuntbiBas oTpuULaTesibHy0 AUHAMUKY YBenYeHus
pa3mepoB 06pa3oBaHus (PETPOCMEKTUBHO: NOYTH B 2 pa3a 3a 17 gHeil) u co-
CTOSIHUS NALMEHTKM, GbIN0 NPUHSATO PELIEHUE O XUPYPrMYECKOM BMellaTeNb-
CTBe B pasMmepe yganeHus peuuguMBHON OMYXONMU, LUCTIKTOMUM, pe3eKkuuu
CUTMOBUAHOW KULWKK, Pe3eKLUM TPex y4yacTKOB TOHKON KWIIKM M aTUMUYOii
pesekuun SIVB cermMeHTa neyeHun ¢ NocieAyowmM peKOHCTPYKTUBHbIM 3Ta-
nom: AecueHAopeKkTo- N UNeoLeKoaHacTOMO3aMu, BYMA TOHKOKMLIEYHbIMU
aHacToOMO3aMMu.
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HecMoTps Ha CNOXHOCTU NpU yAaneHn HOBOOGPa3oBaHUs U3-3a BOB/eYe-
HUS COCEHMX OPraHOB M CTPYKTYpP B ONYXO0MeBblii npouecc, 6bin yaanéH onyxo-
neBblit KOHrNoMmepat pasmepoM 49x40x26 cMm. lucTonornyeckoe nccnegosaHmne
Makponpenapara: aAeHocapkoma c npec6najaHmeM capkoMaTouAHOIo KOMMO-
HEHTa C yyacTKaMu pabAoMM061acTUYECKOi U XOHAPOUAHOI AnddepeHLMpoB-
Ku. CapkomaTo3Has yacTb, 3aHuMatowan 6onee 25% 06bemMa onyxonu, COrnacHo
MPUHATOM Knaccudukaumm, CBUAETENbCTBYET O CAPKOMATO3HOM pa3pacTaHum,
YTO ABNAETCA OTPULLATENbHBIM NPOrHOCTUYECKMM (haKTOPOM HapaBHe C Npeo6-
nafaHueMm reTeponoruyHbIX 31eMeHTOB B CTPOME.

MionnepoBa AC sBnsieTcs pe Ko OHKONOrMYecKon natonoruei, natomopdo-
noruyeckue xapakTepucTUKN KOTOPOI ONpeaensioT cTeneHb e€ «arpecCUBHO-
cTu». Kpome Toro, ucTopus AaHHOM NaLUeHTKN AEMOHCTPUPYET BOZHUKHOBEHUE
ObICTPOro NPOrpeccMpoBaHns Ha GOHe NOYTU ABYXNETHEro 6e3peunanBHOro
nepuopa. MakcumanbHas UMTOpPeAYKLUS NpWU NOA0GHbIX MecTHopacnpocTpa-
HEHHbIX CNyyasx ABASAETCA eAUHCTBEHHOW ONLNEN ANSA NeYeHus.

KIMHUYECKUI CNYYAN KOPPEKLMW ABAX bl
MPOBAJIbHOW ®YHAOMANKALMM Y NALUEHTA
C TACTPO330®ATEANILHOMN PE®IIOKCHOW BOJIE3HBIO
W FPbIXEI NULLEBOJHOIO OTBEPCTUS AUAGPATMbI

ABTOp!:
OBuYMHHKMKOBaA YnbsHa PoMaHOBHa
MepBblit MTMY M. V.M. CeyeHoBa (CeyeHoBCKMit YHUBEPCUTET)

Hay4Hble pykoBogutenu:
Fonono6os. Mpuropuii OpbeBUY — acCUCTEHT
MepBblit MTMY M. V.M. CeyeHoBa (CeyeHoBCKMiA YHNBEPCUTET)
EpuH Cepreii AneKcaHApOBHY — K.M.H.
MIY um. M.B. llomoHocoBa

CornacHo paHHbIM BcemupHoii opraHusauum ractpoaHTteponoros (WGO,
2015), racTpoasotareanbHas pedniokcHas 6onesHb (FT9PB) ABnseTcs camMbiM
pacnpocTpaHeHHbIM racTPOIHTEPONOrnyeckum 3abonesaHmem, obycnoBnuBas
Hannyme gucnencuyeckMx CUMNTOMOB y 18-46% HaceneHus pasBuTbIX CTPaH,
B ToM uucne Poccuiickont depepauyuu. Jlanapockonuyeckas ¢yHponnmkayms
ABNAETCA «3010TbIM CTAHJAPTOM» B XUPYpruyeckomM neyeHun F3IPB u rpbix nu-
wesogHoro oteepctus guadparmol (FMOJ), Kak OCHOBHOI MPUYNHBI Pa3BUTUS
natonoruyeckoro pedniokca. Mo AaHHbIM AUTEpATypbl, YacToTa peuyuguBoB
3PB 1 MO nocne nepBUYHOrO XUPYpruyeckoro neveHus cocrasnaet 17,7%.
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B panecnyvyaes pa3Butue KJIMHNYECKOro U peHTreHoornyeckoro peunanea 3a-
6oneBaHun 06)’CJ'IOBJ'IEHO H6006J'IIOAEHVIEM TEXHUYECKUX acnekToB NepBnUYHOro
onepaTtuMBHOro BMellaTelbCTBa.

OnucaHue knuHuyeckoro cnyyvas. Maynent K., 39 net, UMT=29,3 kr/m?
ctatyc ASA 2, o6bpatuncs B MHOLL MY um. M.B. JloMoHocOBa B aBrycte
2022 r. ¢ xano6amu Ha U3XOTy nocsie NpMEma nuum, B3gyTue XMBOTa, 601b
B anuracTpanbHOi 06n1acTu nocne NpMéma nuwm, pBOTY CbeAEHHON NuLeil.
M3 aHaMHe3a: u3xora 6ecnokouna ¢ 2000 r., MefuKaMeHTO3Hasa Tepanus
MHrM6MTOpPaMKU NPOTOHHOM MOMMbI Ha NPOTSXKEHUM 17 neT — 6e3 NONOXM-
TeNbHOW AMHAMUKK. [10 faHHbIM PEHTTEHONOrMYECKOro UCCNefOBaHUA Ana-
rHocTupoBaHa 'MOJ 1 Tuna no knaccupukaymu SAGES. B 2017 r. naymeHTy
BbINOMIHEHA Nlanapockonuyeckas GyHAaonnukauus no HucceHy, AOCTUTHYTa
KNWHWYeCKas peMuccus, ofHako cnycta 18 MecsAueB OTMeYEHO BO30GHOB-
NeHne CMMNTOMATUKKU, peHTreHonornyeckuin peungus rMOA. B 2019 rogy
BbINOMIHEHA lanapockonuyeckas pegyHgonnukaumus no HucceHy, annokpypo-
nnacTuMkKa NoAUNPONUNEHOBOI ceTKoii. CnycTa 1 mecAl nocne onepayuu na-
LMEHT OTMETUN BO306HOBNEHMe Xano6. Mo gaHHbiM T[IC u peHTreHorpadum
anarHoctupoBaH peungus IMOJ. Mo gaHHbIM onpocHuKa GSRS — 63 6anna,
onpocHuka GERD-HRQL — 38 6annoB, YyTo COOTBETCTBYET KpaiiHe HU3KOMY Ka-
YeCcTBY XU3HU.

MauneHT NOAroTOBNAEH K PEBM3NOHHOMY OnepaTUBHOMY BMELIATENbCTBY,
HanpaBfeHHOMY Ha KOPPeKLMio ABaX bl HEYAAYHO BbINONHEHHOW dyHAONN-
Kauuu. MpegonepaunoHHblii gnarHos: peunamneHasa MMOJL 2 tuna no Suppiah,
18/3 Tna no Horgan. Pedntokc-3s3odarut HUXHeii TpeTu nuwesoaa, cT. C (Los
Angeles Classification).

B xope onepaTUBHOro BMeLaTeNbCTBA BbINOMHEHO BOCCTaHOB/EHME nep-
BMYHOW aHAaTOMMUU 30HbI Kapauo3sodareanbHoro nepexoga (abLoMUHU3ALUA
HWXHeW TpeTu NulieBoAa, yAaNeHWe rPbXKEBOro MeLllka, pa3bop MaHXeThl,
yaaneHue NonunponuneHoBON CeTKM, GUKCUpYroLwMX cko6 u kaunc). Beimon-
HeHa 3afHas Kkpypopadus, chopMmupoBaHa cBo6ofHas GyHAONIMKALMOHHASA
maHxeTa no tuny «short floppy» Nissen gnuHoit 20 mm. MaHxeTa puKcupoBaHa
K MUILEeBOJY BO M36exaHue e€ cockanb3biBaHUs B NOCNe0NepaLMoHHOM Nepuo-
4e — npeaynpexpexus GeHomeHa Teneckona.

WHTpaonepaLnOHHbIE OCNOXHEHUA OTCYTCTBOBanu. Mo [JaHHbIM peHTre-
Horpaduu ¢ nepopanbHbIM KOHTpacTUpOBaHMeM Ha 1 CyTKM nocne onepayum
JaHHbIX 3a 3aflepXKy W 3KCTpaBa3aLWio KOHTPACTHOro BellecTBa B 061actu
ractpoasodareanbHoro nepexofa Het. C y4eToM OTCYTCTBUS PaHHMX NOCNEO-
nepaLmnoHHbIX 0CNOXHeHHi (no wkane Clavien-Dindo) nauueHT BbiNUcaH Ha 5-e
CYTKU. Ha MOMEHT KOHTPONLHOrO OCMOTpa cnycTs 3 Mecsala nocne onepayuu
06bEKTMBU3NPOBAH MEPUONEPaLMOHHbIA CTaTyCc C NOMOLLbIO OMNPOCHUKOB:
GSRS — 63 6anna, GERD-HRQL — 38 6annoB, 4T0 COOTBETCTBYET BbICOKOMY Ka-
4eCcTBY XM3HM B NOCNeonepaLMoHHOM nepuoge.
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Ha cerogHaLIHwii feHb KpaiiHe Heo6XoMMa CTaHAapTU3aL A NEPBUYHbIX aH-
TUpehNIOKCHbIX BMELLATE/IbCTB /1S CHUXEHMSA pUCKa PeLuanBa 3a6onesaHus
1 YacTOTbl BbINONHEHUA PEBUSUOHHbIX aHTUPedIOKCHbIX OnepaLiyii.

MATHUTHO-PE3OHAHCHAA
XOJIAHTUONAHKPEATOIPA®UA ANA NPOOUNAKTUKIU
PE3UAYAJIbHOIO XOJIE[JOXOJINTUA3A

ABTOpSbI:

OTMaH XaccaH (Monopoii yueHbilit),
Anb-Apuku Manuk

PY[H (Poccuiicknii yHUBEPCUTET APYXGbl HAPOJOB)

HayuJHbiv pykoBoanTeb:
daiibywesny Anekcanap lreoprueBuy — K.M.H., AOLEHT
PY[H (Poccuiicknid yHuBepcuTeT Apyx6bl HApooB)

BeeaeHune. OnepaLuim Ha XXeNYHOM Ny3bipe W XeNn4YeBblBOAALMX NTPOTOKAX 3a-
HUMAIOT TMANPYIOLLME NO3ULMM B aBAOMUHANBHON XMPYPrUKM B CBSA3M C POCTOM
3a60/1€BaEMOCTY XeNYHOKAMEHHOI 60/1e3Hbl0. peuMyLiecTBa 1anapocKonuu
HEOCMOpPMMbI, HO ECTb W Psif HELOCTATKOB MO CPABHEHUIO C JlanapoToOMUeii: OT-
CYTCTBUE TaKTUNIbHOI YYBCTBUTENBHOCTU U OrpaHuyeHue 0630pa MOXeT CTaTb
NPUYUHOIN pesuAyanbHOro X01e[0X0nTUA3a, KOTOPbIA OCNOXHUTCA XONaHru-
TOM, NaHKpPeaTMToM 1 Ap. MoaToMy LenecoobpasHo KOMNAEKCHoe 06cneaoBa-
HUe 4019 BbIAB/IEHUA XONEL0X0MTNA3a 40 XONELUCTIKTOMUN.

Llenb. MpepcTtaButb KNMHNUYECKUN CﬂyanI 6eCCUMNTOMHOTIO X0JIe[OX0NUTH-
asay 60NbHOrO, HanpaBfE€HHOro Ha N1aHOBYH X0J1IELUUCTIKTOMMUIO.

Matepuanbl u meTobl. BonbHoii M., 63 roga, B Mapte 2022 r. 3KCTPEHHO A0-
ctassied B KB um. C.C. I0guHa ¢ guarHosom: MexaHuuyeckas xenTyxa, oCTpblii
OMNMapHbIi NaHKPeaTuT, THOWHDbIA XONaHTUT, CTPMKTYpa TEPMUHANbLHOIO 0TAeNa
XoneAoxa, NanunnuT. Ha MarHMTHO-pe30HAHCHOM XonaHrmonaHkpeaTorpaduu
(MPXMI) — xoneuncTonuTHas, TEpPMUHANbHBIA NANWANKUT, OCTPbIK NaHKpeaTUT
C mapanaHkpeaTuTOM. [laHHbIX 33 GUNMAPHYIO TUNEPTEH3UIO U XONEA0X0NUTHNA3
HeT.

BbinonHeHa peTporpajHas xonauruonaHkpeatorpadus (PXMNT) ¢ nanun-
NoCcOUHKTEpOTOMMEl, NOCTABNEH HA306UIMapHbIA 30HA. XONaHrUT Kynupo-
BaH. Ha KOHTpONbHOI GucTynorpaduu 610Ka XenyeBbiBOLAWMX NYyTEA HeT.
PekoMeHpoOBaHa nnaHoBas flanapoCKONWUYyecKas XONeuucTaKTOMUA, AnA
npoBefeHnst KoTopoii 60nbHOI o6paTuncs 08.07.2022. XXanob He npeabsBAs-
eT, PuanukanbHble faHHbIe U labopaTopHble UccnefoBanus B Hopme. Ha Y31
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3X0-Npu3Hakn AUdAOY3HbIX U3MEHEHWUIA NeYeHU U NMOAXKENYLO0YHON Xenesbl.
Xoneuyuctonutuas.

MocKonbKy AUCTaNbHble OTAENbI X0Nef0Xxa U KaMHU Manoro auameTtpa (4o 5
MM) MOPUCTOI KOHCUCTEHLUM npu Y3WN mMoryT He BU3yannaupoBaTbCs, [ONON-
HUTENbHO npoBefeHa MPXMI: B npocBeTe XeNYHOro Ny3bips HEGONbLIME KOH-
KpPeMeHTbl A0 2 MM, B MPOCBeTEe MY3bIpHOr0 NPOTOKA KOHKPEMEHT [0 3 MM, B
HW)XHEN TPeTun xonejoxa fBa KOHKpeMeHTa A0 3x4 mm.

Pesynbratbl. [lo npoBejeHus NNaHOBOW XOJIELUCTIKTOMUU BbINOJIHEHA
aHpocKonuyeckaa NnuToakcTpakuua us xonepoxa 11.07.2022: npousBefjeHa
aHpocKkonnyeckas nanunnochuHKkTepoToMusa. KOHKPEMEHTbI U3BNEYEHDbI KOP-
3UHKOIN [lopMmna. KOHTPOJIbHOE KOHTPacTMpoBaHue: Ae(eKTOB 3anofiHeHns He
BbISIBJIEHO, COPOC XeNun 1 KOHTpacTa B NPOCBET 12-NepCTHOI KNUWKK cBOGOS-
Hblii. YCTaHOB/IEH Ha306UAMaPHbBIN fLpeHax.

B nnaHoBom nopsaake 13.07.2022 BbinonHeHa nanapockonuyeckas xone-
LUCTIKTOMMUSA.

Ha koHTponbHoii puctynorpaduu 14.07.2022 6n10Ka XenyeBbIBOAALWMX NY-
Teii HeT. Y3W opraHoB 6ptowHoii nonoctu 14.07.2022: enyHblil ny3bipb yaaneH,
renaTUKoXoNefox He pacluupeH — 4 MM.

TeyeHue paHHEro NocNeonepaLMoHHOro NepMoaa rnagkoe. BoinucaH ¢ peko-
MeHpauuamm 18.07.2022.

BoiBogbl. MPXIMI — 6eCKOHTpacTHasA HEMHBA3WBHAs METOAMKA YETKOMN BU3Y-
anusawuuu XenyHbix NyTeil U NaHKpeaTUYeCKUX NpoTOKOB, MO3BONAKOLANA BEPU-
(GuumpoBaTb MeCcTO U NpUPOAY ux o6¢TpyKumu. MpumerneHne MPXMI B npouec-
ce npefonepawuMoHHON NOArOTOBKM K 1anapoCKONUYeCKOoi X0NeLuucTakToMuu
JO/MKHO CTaTb CTaHAAPTHbIM METOLOM OLeHKW aHaTOMO-Mophonoruyeckux
0CO6EeHHOCTEN N NAaTONIOrNYEeCKUX U3MEHEHUI XenueBbIBOASLLEH cucTeMbl And
npodunakTuku pe3nayanbHOro XxoneaoxonuTuasa.
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KNMHUYECKKNIA CNYYAN CUMYIbTAHHOW OMEPALLUU
HA BHYTPEHHEWA COHHON APTEPUU U APTEPUAJIbHOM
BACCEWHE HUXXHNX KOHEYHOCTEMN

ABTOpSbI:

PepbkuHa [lapbsa MuxaiinoBHa,
3apunoea AnbmMupa AiisapoBHa

PHUMY um. HW. Muporosa

HayuHble pykoBoaguTenu:
CypkoB Hukonaii AnekcaHgpoBuy — f.M.H., npodeccop
Ronayn Onbra MuxaitnoBHa — K.M.H., ROLEHT
PHUMY um. HW. NMuporosa

ATepocknepos — XpPOHWYEecKoe Mporpeccupyloliee 3aboneBaHue ¢ nopa-
XEHMEM MarucTpanbHbIX apTepuanbHbix 6acceitHoB. MynbTudoKanbHblii aTe-
pocknepo3 (M®A) conpsieH ¢ BbICOKUMU PUCKAMKU CEPAEYHO-COCYAUCTIX
OCJTIOXXHEHMIA, NOSTOMY ANA AAHHON TPyNnbl NALUEHTOB OYEHb BaXHbIM ABAS-
eTcs gudpdepeHuMpoBaHHbIii NOAX0A AN BbI6Opa ONTUMaNbHOro 06bema one-
paTuBHOro BMewartenbcTBa. [na naumeHToB ¢ MOA B cOBpeMeHHbIX YCNOBHU-
X aKTyaNlbHbIMU IBASIOTCA CUMYNbTaHHblE onepaLuu. B HacToswee Bpems B
CneyuanbHON NMTepaType HeT YeTKOro anropuTMa geTanusalnm Bbibopa ontu-
MaslbHOro 06bemMa CUMY/bTaHHbIX ONepaLmii Npu coyeTaHHOM aTepPOCKNIePOTH-
YECKOM MOpaXXeHUM COHHOI apTepun 1 apTepuii HUKHUX KOHEYHOCTEMN.

MauueHT I, 80 net, rocnUTanM3MpoBaH C XanobaMu Ha roJIOBOKPYXKEHMUE,
WYM B ylWax, 6011, OHEMEHUE, CHUXKEHUE YYBCTBUTENBHOCTYM NO TUNY NapecTe-
3UM B Manbliax NpaBoi CToNbl, TPOGUYECKUE UBMEHEHUA 2-4 NanblLieB NPaBoil
cTonbl. 3 aHaMHe3a W3BECTHO, YTO Xanobbl Ha 60N B HUKHUX KOHEYHOCTAX
6ecnokoAT nauyueHTa 6onee 5 net. B cBA3M ¢ OTCYTCTBMEM MONOXMUTENBHOIO
apdekTa OT KOHCcepBaTUBHOW Tepanun B 2020 rofy BbINOAHEHbI TPaHC0-
MWHanbHas 6anioHHas aHrMonnacTuka W CTEHTUPOBAHWE MOBEPXHOCTHOI
6eapeHHoi apTepumn cnesa. B 2021 rogy BbiNONHEHbI TPOMGIKTOMUN U3 06-
Wwen NOAB3LOWHON, HapYyXHOW NOAB3AOWHON apTepuil U 6eApeHHO-TNY60-
Ko6efpeHHOe NpOTe3UpoBaHNUE CNeBa no NoBOJY OKK/O3UM NOBEPXHOCTHOM
beapeHHOi apTepuun. B cBs3u ¢ oTcyTCTBUEM 3D deKTa OT BbINOJIHEHHOI One-
pauuu HapacTaHuem npusHakoB uwemumn B 2022 rogy npomssegeHa amnyTa-
LiMA NEeBOii HUXHEN KOHEYHOCTH Ha YPOBHe cpefHeit TpeTn 6eapa. Mo pesynb-
TaTaM MHCTPYMEHTaNbHbIX METOL0B 06CNe0BaHUsA BbIiBNEHbI CYBOKKIIHO3USA
BHYTPeHHEeN COHHOI apTepuu crieBa, cTeHo3 crnpasa 70%, a TakXxe OKK/I03um
MOBEPXHOCTHO 6eApeHHON apTepuu, nepefHeii 6onbluebepLoOBoOii apTepuy,
3afHeii 6onbwebepuoBoit aptepun, XMHK 4 c1. no Mokpoeckomy, JINMU go
onepauun — 0,3. ConyTcTBytowwue 3aboneBaHus: UbC, aTepocknepoTuyeckas
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6onesHb cepfla, XpoHNYecKas cepfieyHast HefoctatouyHocTb 2A, Il OK, Hepo-
CTaTOYHOCTb MUTpanbHoro knanaHa Il ct., TpukycnuganbHoro knanaxa Il ct,,
neroyHas runepteHsus, XObJ1 BHe 060cTpeHusi. C yueToM BbICOKOro pucka no-
Tepu NPaBoN HUXKHEeH KOHEYHOCTU U PUCKa pa3BUTUSA OCTPOro HapyLWeHs MO3-
roBOro KpoBooGpalleHus 6bina NpoBefeHa KapoTUAHAs IHAAPTEPIKTOMMSA C
6eflpeHHO-MOLKONEHHbIM LUYHTUPOBAHUEM HUXKE LieNn KONEHHOro cycTaBa C
npodyHaonnacTukoi. MocneonepayuoHHbId NepUog Npoxoaun 6e3 oCNoxHe-
HWIA: NaUMeHT B CO3HAHUMW, KOMaHbl BbINONHAET, MbllIeYHas Cuia BEPXHUX KO-
HeYHOCTel paBHOMepHasi, OCTPOro 04aroBOro HEBPONOrMYECcKOro aepuunta
He BbifiBNIeHO. [IpaBas HMXHAA KOHEYHOCTb Tennas, onpegensercs nyabcawuus
B NPOEKLUN NOAKONEHHOW, NepefiHeil U 3afiHel 60MbluebepLOBbLIX apTepusx,
JINW nocne onepauun — 1,0. MauueHT BbINMCaH Ha 6-ble CYTKW B YA0BNETBOPU-
TeNbHOM COCTOSIHUM C peKOMeHAaLUaAMM.

3aknioyeHune: aHann3 AaHHOrO KAMHMYECKOro cny4yas MoKasbiBaeT, YTo
JOCTOBEPHbIM, ManOMHBA3MBHbIM M JUArHOCTUYECKWU LIeHHbIM METOAO0M UC-
Cnef0BaHusA NALMEHTOB C MILEMUE HUXHUX KOHEYHOCTEN, He TpebytoLlei ro-
cnuTanuaauuu, ABASETCA CKPUHMHI MOpaXeHUs COHHbIX apTepuid. Mpu remo-
OWHaMWYECKMN 3HAYUMbIX CTEHO3aX COHHbIX apTepuii, COMeTaHHbIX C UWeMuen
HWKHUX KOHEYHOCTEN CUMYyNbTaHHasa onepauus He COMPOBOXAAeTCA POCTOM
nocneonepawumoHHbIX 0CNOXHEHNA. PesynbTaThl NpeAcTaBNEHHOro Habnwae-
HUA MOTyT 6bITb UCMONb30BaHbI MPW NMNAHUPOBAHUM 06bEMA CUMYNIbTAHHbIX
onepawuii npu coyeTaHHOM aTepoCK/IepOTUYECKOM NOpaXeHn apTepui.

LUCTOAAEHOKAPUWHOMA ANYHUKOB. 3HAYUMOCTb
AONONHUTENbHbLIX METOI0B UCCJIEAJOBAHUA ANA
CBOEBPEMEHHOW MOCTAHOBKU AUATHO3A

ABTOpbL:

PomaHoBckast Anekcanppa KoHCTaHTUHOBHa,
Munosu Hapek ApmeHoBuyY,
bo6poBa BukTopmns AnekceeBHa,
Libi6ukoBa [lapu 3opuKoBHa

PHUMY nm. H.WN. Tinporoga
Hayy4Hbi4i pykoBOAUTE B!

F'puwuH Uropb Uropesny — a.M.H., npodeccop
PHUMY nm. H.W. Muporosa, F'KB N2T um. H.W. Mporosa

CeposHas uucTajeHoKapuuMHOMa AMYHMKOB — OJiHA U3 CaMbIX YacTbIX 3J10-
Ka4yeCTBEHHbIX 0I'IyXOJ'IEI7I AUYHUKOB. 1N CBOEBPEMEHHOW MOCTAaHOBKU Aua-
rH03a, onpepeneHna pacnpocTpaHeHMA onyxoneBoro npowuecca U nnaHupoBa-
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HUSA anropuTMa neyeHus NayueHTam ¢ 06beMHbIMM 06pa3oBaHNAMMN OPraHoB
manoro Tasa (OMT) Heo6xofuMo noMuMo Y3 HasHauuTb KT/MPT/MIT-KT uc-
cnefoBaHue.

MauneHTtka H., 68 net. )Xano6bl Ha TAHYLWMe 60M BHU3Y XUBOTA, CaboCTb.

AHaMHes3 Xu3Hu. XpoHuyeckue sabonesanus: CL, 2 Tuna, petuHonatusa 1cr,,
HedpponaTus, XbM C1 (CK® — 90 Mn/MuH), sucTanbHas nonuHeiiponaTus H/K. C
2017 CH. NBC: MNKC — OMM 2018. LIBB: aTepocknepo3s bLIA. 06nuTepupytowmii
atepocknepos H/K. I'b Il cT., AT 3 cT., puck CCO 4. Aucnunugemus. MlmHekono-
rmyeckue 3a6onesaHus: AHoManbHoe MaToyHoe KpoBoTedeHue (AMK) B 2005,
2021,2022 — nposoaunocb PAB, I'C. Tuctonorus o1 2022 r.: )XeNnesncTo-KMcTo3-
Hasi runepnnasus aHgomeTpus (M), foobcnesoBaHNe HE Ha3HAYanoCh.

AHamHe3 3a6onieBaHus: nocTmeHonaysa 18 net. Muoma matkm ¢ 1983, poct
B MeHomay3e. B TeueHune 2-x mec. 6ecnokoaT 6011 BHU3Y XNBOTA, CNabocTb. B
utoHe 2022 HanpasneHa B Kb N23 gns nnaHOBOro onepaTMBHOIO NeYeHus no
NoOBOAY MUOMbI MaTKK, He NPOBOAMUOCH B CBSI3N C BbICOKUM pUCKOM. 26.10.22
noctynuna B KB N21 no noBogy MUOMbI MaTKu C HapyLlIeHWeM NUTaHus B y3ne.
BoinonHeHbl o6¢cnegoBanus: Y3 OMT u KT OBl ¢ ABOWHBIM KOHTPAaCTMPOBaHM-
eM. PekoMeH[,0BaHO onepaTMBHOE NeyeHune nocne pooéenenoBanus. 14.11.22
o6paTunacb B Kb N21 nocne KoHcynbTauun oHkonora, Bpaya-CCX. Mmu 6bino
[aHO 3aK/YeHne 0 BO3MOXHOCTU NPOBEAEeHUs 0nepaTUBHOMO eYeHuns B cTa-
LMoHape o6Lwero npopuns.

TMHEKOMOrMYECKMI CTaTyC: WelKa MaTKU LMAUHAPUYECKAS, CKYAHbIE CK-
3UCTble BbifeneHns. MaTka B MonoxeHun anteversio, ysenuueHa fo 16 Heg.,
oyrpucTas, ynnoTHeHa, 60/1€3HEHHA NpW Nasbnauun cneea. SMYHUKN He nasib-
nupytoTcs.

27.10.22 Y3W OMT: k neBoMy pebpy MaTKu NpuieXuT obpasoBaHue Henpa-
BUIbHON QOPMbI, C HEPOBHbIMU KOHTYpPaMu, HEOJHOPOAHOW KMCTO3HO-CONUA-
HOIi 9X0CTPYKTYpOii 89%83x90 MM, CO MHOXECTBEHHbIMM OKYyCaMM1 KPOBOTOKA
npu LAK. MpusHaku ceposometpbl. Ha KT OBl ¢ ABOIHbIM KOHTPacTUpPOBaHu-
€M: MHO)XXeCTBEHHble KUCTO3Hble o6pa3oBaHusa OMT, He UCKNHOYEHO BOBeYe-
HUe CUTMOBMHON, NPAAMON KUMKW 1 MOYEBOTO ny3bips. JIuMpageHonatus.

MokasaHus K onepauun: MMOMa MaTKu. I'Ipep,nonaraeMbm 06bem onepauuu:
HWXHecpeaUHHaa nanapoToMua, SKCTupnaumMa MaTtku ¢ npuaaTtkamn.

MpoToKON ONepauumu: UHTPaoNepaLUoHHO 6bi1 0GHAPYXKEH OMYXONeBbIi KOH-
rnomepat pasmepamu 15x15 cM, BK/tOYAOWMIA CUTMOBUAHYIO, NPSIMYIO KULLKY,
NIeBYI0 MATOYHYIO TPY6Y, SMYHMK, MaTKy. [pK BbleNeHun npaBblX NPUAATKOB
OAHa M3 Kamncyn 06pa3oBaHNs BCKpbINach, COAEPXKMMOE NPeAcTaBIeHO ONyXo-
NeBOii TKaHblo. J1eBblii AMYHMK NpeCcTaBNeH MHOTOKaMepHbIM 06pasoBaHueM
10 cM, C XWUAKOCTHBIM U ONYX0NEeBbIM COAEPXUMbIM. B3sTa 6uoncus onyxonu.
dKcnpecc-rucTonorus: UucTajeHokapuuHoma. [llpousBefeHa 3KcTUpnaums
MaTKW C npuaaTKamu, CaibHUKOM, 6MONCHUS BPIOWMHBI, 06CTPYKTMBHAA pe3ek-
LM CUTMOBMAHBIA KNWKK ¢ POPMUPOBAHNEM KOHLEBOM CTOMbI.
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MepeBefeHa B OTAENEHNe CNYCTA 7 CYyTOK Noc/e onepaLuu, BbiNnucaHa yepes
12 cyToK. PeKOMeHZ0BaHO HabnoeHne XMpypra U OHKOMIOra, CUMNTOMaTHYe-
CKOE ieyeHue.

[laHHbIN KNIMHWYECKWiA cnyyail AeMOHCTpUpYeT 3ano3ganyto AUarHocTuky
paka fMYHMKOB. Y 60NbHOM B mocTMeHonayse Tpuxnabl 6bn0 AMK, anarHo-
CTUPOBaHa Xenesucro-kuctosHas ', ofHaKo, He BbiiBNEHa NpPUYMHA ee BO3-
HUKHOBEHUA — OMYXONb AWYHWKOB, NpoAyLupylowas acTporeHol. [pu paHHen
AMarHocTuKe onyxosb Gblna 6bl MEHbLIUX pa3MepoB M 6e3 NpopacTaHus B CO-
CeZiH1e opraHbl, YTO NO3BONIIO0 6bl BbINONHUTD PafMKaNbHYHO ONEpaLuo ¢ nyy-
LIMM MPOTrHO30M BbIXXMBAEMOCTM.

PA3BUTUE UHBATMHALLMOHHOMN KULIEYHOW
HEMPOXOAMMOCTHU Y NALLMEHTKU CTAPYECKOIO
BO3PACTA

ABTOpSbL:
Cekuposa Kapuna Kupunnosna
PHUMY nm. H.W. Tinporoga

Hayy4Hbi41 pykoBoguTeE Ib:
Cyactnusues Unbs BeHNaMUHOBUY — K.M.H., AOLLEHT
PHUMY nm. H.W. Muporosa

WHBarnHauusa KMWKM — 3TO HEOTNIOXHOE COCTOSIHUE, MPWU KOTOPOM npouc-
XOAWT BHEAPEHWe NPOKCUMANbHOIO yyacTKa KUILKWU B ee AUCTaNnbHbIA KOHel,.
Yale 6onetoT AeTu, Ha Bo3pacT oT 6 fo 18 MecaueB npuxogutcs 6onee 90%
CnyyaeB MHBaruHauuit. Y B3pocnblx 3ab6osieBaHue BCTpeYaeTcs KpaitHe pefako,
a CpeAn NPUYMH Pa3BUTUS KULIEYHO HENPOXOAUMOCTM Ha A0JH0 06pa3oBaHus
MHBaruHata npuxogutcs Bcero 3-5%. B 90% cnyyaeB npuynHoOi 06pa3oBaHms
MHBaruHara fIBNSIOTCSA HOBOOOPAa30BaHUSA KULLIKK.

Maumentka K., 82 roga, noctynuna B TepanesTuyeckoe otgenenune Kb N°29
um. H.3. baymaHna 27.08.2022 roga c xano6amu Ha rofioBOKpyXeHue, 6011 B 3a-
THIJIOYHO 06M1aCTH, NOBbIWEHME TemnepaTypbl A0 37,5°C., yMepeHHble 601K B
NeBOii NonoBuHe XnBoTa. Cuutaet ceba 6o0nbHOI ¢ 20.08.2022r., Korga oTMme-
Tuna nosiBfieHne 60neii B XXUBOTE, CAMNTOMbI Ha MPOTSXKEHWUU HEAENN COXPaHS-
NNUCb, YTO 3aCTaBU/IO NALMEHTKY 06paTMTbCA K Bpayy. Mpu ocMoTpe cocTosHUe
cpefHeil TAXecTH, cosHaHue AcHoe. Y[l 16 B MUH, AblXaHUE XXECTKOe, XpUnoB
HeT. CaTtypauusa 96%. AptepuanbHoe gasnexue 190/95 mm pT.cT., YCC 88/MUH,
nynbc 88/MuUH, pUTMUYHDIA. XXUBOT Npu Nanbnayum MArkuii, 60ne3HeHHbIR npe-
MMYLLECTBEHHO B NeBbIX oThenax. [uypes pgoctatouHblil. 3agepxka ctyna 7
AHeii. NpoBeaeHo o6cnepoBaHue. MNpn KOMNbOTEPHOI TOMOrpadun roNoBHOTO
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Mo3ra npu3Haku LepebpanbHoil MUKpoaHruonaTuu. Npu KOMNbIOTEPHON TOMO-
rpaduu opraHoB rpyAHON KNeTKn natonoruu Het. Mpu Y3U 6prowwHoii nonocTy
BbIIBNEHO HaNNyue CBOOOHON XMAKOCTH, BbIPaXXEHHbI METEOPU3ZM.

B cTaunoHape COCTOSAHME B TEYEHME 3 CYTOK MPOrPECCMBHO yXYALWANOoCh: No-
ABUIMCb CXBATKOOGPa3Hble 60NM B NEBOIi MONOBMHE XMBOTA, PBOTA, HEOTXOX-
AEHWe ra3oB U OTCYTCTBUE CTYNa.

MauneHTKa NnepeBefeHa B xupypruyeckoe otgenienue. Mpu KOAOHOCKONKUM OT
29.08.22r. — kaTapanbHbli KonuT. Mo gaHHbIM KT oT 31.08.2022 BbISIBNEH TOH-
KO-TOHKOKMILEYHbIA MHBArMHaT 6e3 Npu3HaKoB HapyLWeHWUs KPOBOCHABXeHMS,
0TeK 6PbXENKU MHBArMHUPOBAHHOIO Y4acTKa TOHKOW KMWKW. YUnTbiBasi pasBu-
TUE KJIMHUKO-UHCTPYMEHTaNbHO! KapTUHbI UHBAarMHALUOHHOW TOHKOKMLWIEYHOM
HENpPOXOLUMOCTHU, 6b1JI0 NPUHATO pPeLleHe O BbIMOIHEHUN IKCTPEHHOW onepa-
Lum.

MauueHTka onepuposaHa 01.09.2022r.: [IuarHocTuyeckasa nanapockonus.
MuHunanapoToMus, Ae3MHBarMHaLus, pe3ekL s TOHKOW KULLKMN C HaloXeHUeM
3HTEpPO-3HTEPOaHACcCTOMO3a 60K B 60K.

Mpou3BeeHa peBKU3Ns OpraHoB GPIOLWHOI NONOCTU: B MaIOM Tasy, B NpaBoM
1 NeBoii NOAB3AOLWHbIX AMKAX ONpefensieTcs yMepeHHOe KOMYecTBO Npo3pay-
HOro Cepo3HOro Bbinota. OnpefensieTcs y4acToK TOHKOW KUWKW Ha NpoTaxe-
HUK 15 CM MHBarMHUpOBaHHOM B AMCTaNbHOM HanpaBNEHUN B TOHKYIO KULIKY
C SIBNEHUSMU CTEKJIOBUAHOTO OTeKa. BbinosHeHa pe3ekuus KUWKK BMeCTe C
MHBaruHaToM. B npocBeTe pe3eLMpoOBaHHOrO yyacTKa TOHKOW KULIKK, B 30HE
MHBaruHaTa onpejensieTca nIOTHOE ONyXoNeBUAHOE 06pa3oBaHue JUaMeTpoM
[0 2 CM.

lMcTonormyeckoe uccnepoBaHue: BepeTeHOBUAHOK/IETOYHOEe oépaaosaHme
TOHKOW KMILKMN C HU3KUM MOTEHLMANoM 310Ka4YeCTBEHHOCTHU.

NMMYyHOTrMCTOXUMUYECKOE MCCNefoBaHUe: MuopubpobnactHas onyxonb
TOHKOW KULIKWU.

MocneonepaunoHHbIii nepuog npoTekan 6e3 0CNOXHEHUA, NaLMeHTKa BbiMu-
caHa Ha 6 CyTKu nocrie onepauum.

3akntoueHue: PasBUTUE KULIEYHON HENPOXOAMMOCTM Y JIUL, CTapyeckoro
BO3pacTa, BCNIEACTBME UHBArMHALMM ONYXOW TOHKOI KUILKN PeAKoe, HO Kpaii-
He omacHoe oCnoXHeHue. KnuHuyeckas kapTUHa BO MHOIOM OT/IMYaeTcs OT
KJlTacCMYECKOM [eTCKOW KULWEYHOWH MHBArMHaLMN, MPOTEKAET CO CTEPTON KNU-
HUYECKOI KapTUHOIA, YTO 3aTPYAHSET [UarHOCTUKY U MPUBOAUT K 3afEPXKKE Mo-
CTaHOBKM iuarHosa.
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MYNIbTUNPOOUNIbHBIA NOAXOA B NEYEHUMN NALLMEHTKM,
50JIbHOW PAKOM LUENKWU MATKHU C OTATOLLEHHbIM
KOMOPBUAHbIM ®OHOM

ABTOpbI:

CmupHoB MaBen AnekceeBuy,
Eropos Erop AnekceeBuy

PHUMY nm. H.W. Muporosa

Hayy4Hbi11 pykoBoauTesb:
Llaaea [iMutpnii Banepnesny — K.M.H
HWW yponorum n nHTepBeHUMOHHOK pagnonoruu um. H.A. JlonatkuHa

MynbTMNPOdUBHOE XMPYPTUYECKOE IEYEHUE MALUEHTOB C THXENbIM KOMOP-
6UAHBIM QOHOM, ABNAETCS OAHON U3 CaMblX akTyasbHbIX NPOGIEM He TONbKO
OHKOJOrMYEecKoil MOMOLLM, HO M BCEro 3[1paBOOXPaHEHNA B Halleil CTpaHe, Tak
Kak NpoBEefeHNe MakCUMaNbHO pafMKaNbHOrO NIEYEHMS B KpaTyaiilume CpoKM,
ABNSIETCSA 3a10rOM 60/bLIEii NPOAOKUTENBHOCTM U NYYLLIEro KaYecTBa XU3HU
nayueHTa.

XeHwuHa, 43 roga, 12.05.2020-26.05.2020 neyunacb B “CapaToBCKOM ro-
poAckoi 6onbHuLe N28” ¢ AMarHo3oM CTPUKTYpa AUCTaNbHOI TPETU CUTMOBMS-
HOWA KMLLKM C MPUKPbLITOI nepdopaumeii Ha poHe paka weiku matku T2aNxMO.
PaHee npoBoaunacb XuMuonyyesas Tepanus, OCNOXHEHUEM KOTOPO cTanu:
Ny4YeBoii LUCTUT U Ny4eBOW MOYENY3blpHO-BaraiuLLHblii CBULL,.

18.05.2020 — Jlanapockonuyecku accCMCTUpOBaHHas 06CTPYKTUBHAA pe3ek-
LiMA CUrMOBUAHON KULIKHK, pe3eKL s NofB3A0LWHONM KULWKKW, ABYCTOPOHHASA ype-
TepOKYTaHeOCTOMMA: MHTPaonepaLMoHHO OTMeYeHO: AUCTaNnbHas TpeTb Cur-
MOBWUAHOW KWULWKW, NETNA NOAB3AOLHONA KUWKW NpUnasHbl K MaTKe U BepXHen
TpeTu Bnaranuiya. TOHKas KMLKa npunasiHa 0THOCUTEJIbHO PbIXJI0, HO Ha CaMoii
neTne uMeeTcs 3 YNNOTHEHHbIX yyacTka 6PbIXKEiKM Mo TUMY NepeTsxek (nyye-
BOE NnopaxeHue). BoinonHeHa onepauusa MapTMaHa ¢ pesekuneil NoAB3A0LWHOI
KULKKN OTKPbITbIM JOCTYnoM. lpu ocMOTpe MaTKu 1 BRaranulia BbiBNEH Ae-
(bekT 5%2 MM, U3 KOTOPOro Hayana nocTynatb Moya. [okasaHa ABYCTOPOHHAA
ypeTepoKyTaHeoCTOMMs. B onepaunoHHyto npurnawexa 6puraga yponoros, Ko-
Topas yCTaHOBKIa MOYETOYHUKOBbIE kKaTeTepbl 8Ch.

12.07.2021 sbinonnena MPT B MPHL| um. A.®. Libi6a: Mo MPT gocToBepHbIx

NpU3HAKOB NPOrpeccMpoBaHus npolecca B 061acTi Ta3a He BbisiBNEHO. My3bl-
PHO-BNArauLHblii CBULL,.

12.08.2021 nocTynneHne B rocyaapCTBEHHOE YYpeX[eHue 3apaBoOxpaHe-
Hua «CapaTtoBckas ropoackas 6onbHuua N28». O6HapyxeHbl ruapoHedpos u
BbliNajieHne KyTaHeoCTOMbI ClIeBa.
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BbinonHeHa YpeCKOXHafd NYHKLUMOHHaA Heq)pOCTOMVIFI cnesa.

27.10.2021 noctynuna B ®IBY um. H.H. bnoxuHa Ha KOHCynbTaLmio, 0TKyAa
HanpaBneHa B HUW um. H.A. JlonaTkuHa.

31.03.2022 o6paTtunacb HAW um. H.A. JlonaTkuHa ans Aoo6cnefoBaHus u
neyeHus. BoinonHeHa cMOTPOBas LMCTOCKONUA: N0 NepefHeil CTEHKM Bnaranu-
la, Ha 3 CM OT HapYXXHOro OTBEPCTMA YpeTpbl onpeaenseTca aegekT Ao 2,5 cm,
yepes KOTOpPOEe BMU3yanM3npyeTca CTEHKA MOYEBOro Ny3blpsi, NNaHUPYeTCa Bbl-
NoSHEeHWe TpaHcabAOMMHaNbHOW My3blpHO-BRaranuwHas GuUcTynonnacTukm.
BbinonHeHa 3ameHa HethpoCTOMUYECKOTO fpeHaxa cnesa. B cBA3mM ¢ Hanuunem
OCTpOro aposmsHoro ractputa no pesynbratam 3AC o1 07.04.2022, BbinonHe-
HWe onepauun NpoTMBOMNOKas3aHo. PekoMeHfoBaHa NOBTOPHAA rocnuMTanusa-
LMa nocne anuTenn3aLmn 3po3MBHO-A3BEHHbIX NOBPEXAEHMUIA.

locnutanusuposaHa 16.05.2022, no pesynbTatam OHKOJIOTMYECKOIO KOHCK-
NUyMa NPUHATO peLleHne 0 onepaTMBHOrO BMellaTesibCTBa. BbinoNHEHa TpaH-
caboMUHanbHas nysblpHO-BNaranuuHas Quctynonnactuka. PekTocurmoa-
HacToM03. AyrMeHTaLMOHHaa KuleyHas uneouyucrtonnactuka. Lucrocromus.
YpetepouuctoaHactomo3. Mneoctomusa. 10.06.2022 BbinoNHEHA YpPECKOXHas
NYHKLWOHHasA HedpocToMus cnpasa. Ha koHTponibHOM MCKT: BHYTPEHHWIi Mo-
YETOYHMKOBSIiA CTEHT cneBa. CToMa nepefiHei 6ptolHOI cTeHku. 17.06.2022 —
aHTerpajHas ycTaHOBKa BHYTPEHHWUX MOYETOYHUKOBbIX CTEHTOB C AABYX CTOPOH.
22.06.2022 BbINOJIHEHO BOCCTAHOBJIEHWE TOHKOW KMLIKMU.

MaymeHTka Bbinucanach 30.06.2022 B ya0BNETBOPUTESIBHOM COCTOSIHUM.

TakuM 06pa3oMm, Mbl MPOLEMOHCTPUPOBAN BaXHOCTb MYIbTUANUCLUNIIMHAPD-
HOTO MOAX0A4a AN AOCTUXXEHNS HAUNYULIEro pe3yNibTaTa IEYEHNS NALUEHTOB C
OTArOLEeHHbIM KOMOPOUAHBIM (OHOM.

KNWHUYECKNIA CNYYAN: PELLUAUB TPbIXU
NMALLEBOAHOIO OTBEPCTUA AUADPATMbI

ABTOpbI:

CtenuHa [lapbsi ApTeMOBHa,
liTtaHoBa AnekcaHapa AneKcaHppoBHa

yrmy

HayuyHbi4i pykoBoAUTE B!
PopauoHoB EBrennii HukonaeBu4y — acCUCTEHT
YIrMy

lpbixa nuwesogHoro oTBepctus aunadparmol (FMOL) BcTpevaetcs y 5%
BCEro B3pOC/IOr0 HacesneHus, Npu 3TOM Yy MONOBMHbI U3 HUX MpOTeKaeT bec-
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CUMNTOMHO U CBOEBPEMEHHO He AnarHoctupyercsi. COrnacHo KAMHWUYECKUM
pekomengaumnam 2017 roga B 10% cnyyaeB onepatuBHoe nevyenue MO/ 3akaH-
uMBaeTCs peLMaMBOM, NpU 3TOM Yy MaLMEeHTOB ¢ pakTopamu pucka, yactoTa pe-
uuanBa MoXet gocTturatb 31%.

MyxuunHa, 45 net, 6bIn FOCNUTANN3NPOBAH B LLEHTPANbHYIO FOPOACKYIO K-
HUYeckyto 60nbHULY N1 r. EKaTepuHbypra ¢ ano6aMu Ha NOCTOSHHYIO, HOMO-
Wyt 60b B BEPXHUX OTAENax XMBOTA, CNabocTb, MHOTOKpaTHYto, Ao 20 pas B
CYTKM, PBOTY COAEPXUMbIM XEeNyfKa, He MPUHOCALLYI0 o6neryeHus. MauueHTt
cymutan cebs 60NbHbIM B TEYEHUE 2 CYTOK, KOTf,a nocse ANUTENbHOI ankoronu-
3auuun Bnepeble OTMETU NOSABJIEHUE CUMNTOMOB. M3 aHaMHe3a U3BECTHO, 4YTO
18 MecsLeB Ha3af nauueHT 6bin npoonepuposax no nosoay MO/: nanapocko-
nuyeckas yHaonnukauus no HucceHy, sagHas kpypopadus.

Mpu o6cnefoBaHuM B yCNOBMAX CTaLlMOHapa Ha KOMMbIOTEPHOI ToMorpadum
ObINO BbIABNIEHO HANIMYUE TPbIXM NULLEBOAHOIO OTBEPCTUSA Anadparmbl: YacTb
Xenyaka pasmepamu 114x53x78 MM, onpeaensnacb B rpyAHOI NOAOCTM U KOM-
npMMMpOBana npunexawue oTAeNbl Nerkux ¢ GopMMpoBaHUEM KOMNPECCUOH-
HbIX aTeneKTasos.

B akcTpeHHOM nopsiike nauueHTy Gbina NpoBefeHa niacTuka gedekra oT-
JeNbHbIMW KanpoHOBbIMMW WBaMu C Jynaukatypoi no HucceHy. lMpu pesusum
OpraHoB GpOWHON NMONOCTM AHO Xenyaka 6bino GUKCMPOBaHO K Auadparme;
psigoM, B AedekT guadparmbl, 6bin1M BTAHYTHI NONepeyHas 060404Han KMULWKa,
aHTpanbHbli OTAEN XEeNyAKa M XeNnyfoYH0-060,04Han cBA3Ka. XKU3HeCnocoo6-
HbI gedekT B guadparme coctasnan fo 10 cm B guametpe.

MpuynHamu pasBUTMA PELMAMBOB FPbKU NMULLEBOAHOr0 OTBEPCTMS [ua-
(bparMbl Yalle BCEro cYMTalOT cnabocTb TKAHHOO annaparta guadparmbl, npo-
pe3blBaHNe WBOB UM UX HECOCTOATENbHOCTD, NOBbIWEHHAsA MOBUABHOCTb Op-
raHoB GpPIOLIHOI NONOCTW B COYETAHUM C MHOTOKPATHOI PBOTOM M NOBbLILEHUEM
BHYTPUOPIOLWHOMO AaB/eHUs. B LaHHOM KAIMHUYECKOM Clyvyae NpuYMHOi peLn-
AMBa CKOpee BCEro sIBUMICS ANTENbHbIA 06UNbHbI NpUeM ankorons, BbI3BaB-
WKt 06UNBHYIO PBOTY N UBMEHEHWE BHYTPUOPIOLWHOMO AaBNEHUS, N BPOXKAEH-
Hasi cnaboCTb TKaHeii fuadparmbl, KOTOpble NPUBEYN K NEPEMELLEHNI0 OPraHoB
OPIOLIHOI NONOCTU B TPYAHYIO.

B HacTosLiee BpeMs OTeYeCTBEHHbIE XUPYPrU UCMONb3YIOT QYHAONIMKALUIO
no HucceHy unu pexe no Tyne ansa neyenms Kak nepsuynoro cnyyas MO/, Tak n
peungmuBa. CyTb MeTOAa 3aK/t0YaeTCs B 060poTe AHa Xenyaka Ha 360 rpaaycos
BOKPYT NULLEBOAA; CO3aHHas TaKUM 06pa3oM MaHXeTa NpenaTCTBYeT 06paTHO-
My 3a6pocCy COLEPXMMOr0 XenyaKa B NUWeBoS. B T0 e Bpems AaHHbIi MeToj He
bukcupyeT co3fjaHHy0 MaHXeTy, N03TOMY Yepes 1-2 rofa BOSMOXHO pa3Butue
peuuauBa. B gaHHOM KNMHUYECKOM CNyyae peLnamnB passuica yepes 18 mecsiLeB
nocne npegbiayueii onepaunu. dGHeKTUBHOCTbL NepBON peKOHCTpyKLmu IMOL
COCTaBNsieT B cpefHeM 0Koso 45%; BTopoii — 33%; TpeTbeit — 10%: HabnogaeTcs
yMeHblueHue 3QPEKTUBHOCTM XMPYPruyeckoro neyenus peyugusos rMom.
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3akntouenue: TMOM aTo Tsxenoe, Tpebylollee XUPYPrUYeckoro neyeHns
3abonesaHue. B gaHHOM knuHuyeckoM cnyyae peuugus MMOJ y MyxuuHbl 45
neT NPou30WEN MeHee, YeM yepes 2 rofa B pesynbraTe ciabocTu TKaHeil fua-
(parMbl 1 NOBbIWEHUA BHYTPUOPIOWHOIO AaB/IEHMA B pe3yNbTaTe HapyleHNs
ANeThI.

KNMHUYECKOE HABJIIOJEHUE BHEMATO4YHOM
BEPEMEHHOCTU (BPIOLLIHAA BEPEMEHHOCTD)

ABTOpbI:

XaiipynnnHa AaenuHa ApTypoBHa,
benkuna AnekcaHgpa AnekcaHppoBHa,
WUcmaiinnosa MapeaHa [}Xabup Kbi3bl,
FopsyeB AnekcaHap AnekcaHppoBuy

PHUMY um. HW. Muporosa
Xam3uH Unbpap 3akupoBuy

HIJ1 300p0BbS XEHLLMHbI, MAaTEPH U PEGEHKE;
HUW knuHryeckoit xupyprun PHAMY

HayuHbii pykoBoagunTesb:
ConomartuHa AHTOHUHA AHppeeBHa — A.M.H., npodeccop
PHUMY um. H.W. Muporoea

BHemaTo4yHasn 6epeMeHHOCTb HEpeAKo SBASETCH NPUYMHON MaTEpPUHCKOM
CMepTHOCTW B NepBOM TpUMecTpe. YacToTa ee BO3pacTaeT npu MCNONb30Ba-
Huu BPT, BcTpeyvasicb y 1,5-2,1% naumeHTok, nogsepratowmxcsa 3KO0. bprowHas
6epeMeHHOCTb ABNSIETCA Pa3HOBUAHOCTbI BHEMATOYHO 6@PEMEHHOCTY U U3-
3a 3ano3janoii JUarHoCTUKM COMpPSXKEHA CO 3HaYMTENbHBIM PUCKOM.

MauyunenTka P., 33 ner, 21.11.2022 nocTynuna c xanob6amu Ha KpOBAHUCTbIE
BbIIeIEHNA U3 NONOBbIX NyTeil. B ucTopumn 3abonesaHms: nocneLHAN MEHCTPY-
aumsa ¢ 17.10-20.10.2022 r. B cpoK, 06bI4HOrO xapakTepa. becnnoaue I, ugmo-
natuyeckoro reHesa B TedeHue 5 net. B unkne 3K0 31.10.2022 6bin BbINOHEH
nepeHoc AIByX SM6PMOHOB, ypoBeHb B-XIY 1325,7 MME/n (ot 21.11.2022). Mpo-
BeAeHo Y3U, no pe3aynbTataM KOTOPOro HE/b3S 6bIN0 UCKJTKOYMTb BHEMATOYHYHO
0epeMeHHOCTb, B CBA3M C yeM focTaBneHa B Kb N231.

Mpu nocTynneHuu obuiee cocTossHUE YyA0BNETBOPUTENbHOE. XXMBOT He yBe-
NINYEH, MATKWIA, HECKONbKO 60M1e3HEHHBIA NpY Nanbnauuyu B HUKHUX OTAEeNax.
CvMNTOMBI pasfpaXxeHnus 6pHOLLNHBI OTCYTCTBYIOT. MpM OCMOTpPE C MOMOLLbIO
3epKan: cauaucTtasa Bnaranuiya LMaHoTUYHasA, BbIAENEHUS U3 LiepBUKaNbHOMO
KaHana KpoBfHUCTble CKyAHble. [pU ABYPYYHOM UCCNefOBaHUN: TENO MaTKM
B anteflexio versio, HeCKONIbKO yBeNIMYEHO, NPU Nafnbnauum MArkoBaToi KOH-
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cucteHuuu. 06nacTb neBbix NpUAATKOB 60/Ie3HEHHA NpK Nanbnauuu. Mpasbie
NpPUAATKK HEe onpefensoTcs, 061acTb Nx 6€360/1€3HEHHA.

BBMAY HEBO3MOXHOCTU UCKNHOYUTb BHEMATOYHYIO 6epeMeHHOCTb, npoesepe-
Ha 3KCTpeHHasa nanapockKonusy, y6EIJ,VITEJ'|beIX OaHHbIX 32 BHEMATOYHYIO 6epe-
MEHHOCTb HE NOJIy4eHO. MokasaH fuHamMuyeckmii MOHUTOPMUHT.

B nmocnegytowme 2 cyTok oTMevanca npupoct ypoBHa B-XIY: 1459 mME/n,
1679 MME/n. Y3W ot 24.11.2022: Teno mMaTKu 1 NpupaTku ¢ ABYX CTOPOH 6e3
ocobeHHocTell. CneBa B [yrnacoBOM MpOCTPaHCTBe BU3yannuaupyeTcs oTrpa-
HUYEHHOE CKOMeHWe CBOBOAHOI XUAKOCTU CO B3BECHIO, HA (hDOHE KOTOPOro
eAMHUYHbIE CNaiiku, 33 KOTOPbIMU MO NapUeTanbHoOl 6pIOWKUHE NPUCTEHOYHO
onpegenserca o6pasoBaHue 16x15 MM C yTONLLEHHO TMNEpIXOreHHON CTEHKOW
1 @HIXOreHHOW NOMOCTbIO C aKTUBHbIM KpOBOTOKOM Npu LI K. 9x0-npnu3Haku He
NO3BOMMAU UCKNIOYUTb BHEMATOYHYIO GEPEMEHHOCTb.

YunTbiBasi AaHHble NabopaTOPHbIX U MHCTPYMEHTaNbHbIX METOAOB Mccle-
poBaHus, 24.11.2022 nauueHTKe BbINOJIHEHA NOBTOpPHas nanapockonus. 06-
HapyXXeHo: Ha OplOWKWHe JyrnacoBa NPOCTPaHCTBa CleBa BM3yanusupyercs
CTPYKTYpa, HanoMuHalowlas nnoaHoe AiiLo (3,5x2,0 cM) 6n1eaHO-ceporo LuBeTa ¢
LMaHOTMYHBIM OTTEHKOM. 3aKJiloUYeHue: bpiolHas 6epeMeHHOCTb. MponsBee-
HO yAaneHue NNOAHOrO AiiLa ¢ UCNOb30BaHUEM MATKOr0 9HAO0CKOMUYECKOTO
3axuma. BoinonHeHa BakyyM-acnupawms nnogHoro AiLa c npuMeHeHneM acnu-
paLWOHHO-UPPUraLMOHHOW cucTeMbl. [lnarHo3 moATBEPXAEH pe3ynbTaTamu
FMCTONOMMYECKOr0 MCCNeAoBaHNs: 06HApYXXeHbl 3JIEMEHTbI MAOLHOrO fiLla.
MocneonepauuoHHbIi nepnog — 6e3 0CNOXHEHWIA.

Buoxumuuyeckunit MoHUTOpUHr: ypoBeHb B-XIY cHusunca ¢ 830 MME/n go
287 MME/n. B ynoBneTBOpUTENLHOM COCTOSIHUM 6blNa BbiNUCaHa Nog Habntofe-
HMe Bpaya XeHCKOMN KoHcynbTauuu. PekoMeH0BaH aMbynaTopHbIil JuHaMuye-
CKWUI MOHMTOPUHT ypoBHA B-XIY.

Takum o6pa3oM, pefikas IoKannu3auus BHeMaTo4Hoit 6epeMeHHoCTYH (Gptoww-
Has 6epeMeHHOCTb), UMes aTUMWUYHOE PacMooXKeHNe, 3aTPYAHAET CBOeBpe-
MEHHYI0 AUarHOCTMKY, 4TO MOXET NPUBECTU HE TONbKO K Pa3uYHbIM OCNOXHe-
HUAM, HO U K NeTanbHOMY Ucxony.
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OBLINPHASA PE3EKL A MEYEHU B YCJIOBUAX IN SITU
X0N1040BOi NEP®Y3UMN NPU BHYTPUNEYEHOYHOM
XONAHTMOKAPLLMHOME C MHBA3WEN KABAJIbHbIX BOPOT
MEYEHWU: KNUHUYECKUWA CNYYAN

ABTOpSbI:

XacaHoBa UnbpaHa Pa3sinoBHa,
Kypcenko PomaH BagumoBuy,
Bepsekun Unbsa BanepbeBny,

3ailue [laHuna AnekcaHppoBuy

MepBbiii CM6IMY um. W.M. NaBnoBa

HayyHble pykoBoguTeN:

3axapeHko AnekcaHpp AHaToNbeBUY — A.M.H., AOLEHT
TpywuH AHTOH AnekcaHapoBuy
Mepebiit CM6IMY um. .. Maenosa

06ocHoBaHue. BHyTpuneyeHouHas xonaHruokapuuoHoma (BXK) saHumaer 2
MecTO no yactoTe cpeAn nepsuyHbix 3HO nevexu.

Mpu MHBa3nUM ycTbeB NeYeHOYHbIX BEH RO-pesekuus cBA3aHa C pUCKOM He-
KOHTPONUPYEMOrO KPOBOTEYEHUS U HEOOXOAUMOCTbIO CNIOXHOW PEKOHCTPYK-
LuK. BbinonHeHne Takux onepawnii BO3MOXHO C NPUMEHEHWUEM NOSHON COCYAN-
cToii n3onaumu neyvenu (MCK).

JnnTenbHoe OTCYTCTBUE KPOBOTOKA COMPAXEHO C PUCKOM WLLIEMUYECKU-pe-
nepQysMoHHOro NoBpeXAeHns neyeHn. CHU3UTb PUCK OCMOXHEHWI Npu Aau-
TenbHoii MICU nossonset mMeTog in situ xonogosoi nepdysun (MXM) nedyenu,
yBENMYMBAIOLWMIA [ONYCTUMDbII CPOK MIWEMUN [0 2 Y. 1 6onee.

KnuHuyeckunii cnyyainl AeMOHCTPUPYET BO3MOXHOCTb BbINOAHEHUA paju-
KanbHoW onepaunu npu BXK LeHTpanbHbiX 0TAEN0B NeYeHn ¢ 06WUPHOI NHBA-
31ei B NeYEeHOYHble COCYAbl.

KnuHuueckuii npumep. Mauuentka ., 36 net, noctynuna B mapte 2020 1. ¢
60neBbIM CUHPOMOM B NPaBOM Nogpebepbe.

Mpu koMnbloTepHOi ToMorpadumu B 061acT KaBaibHbIX BOPOT NEYEHU Bbl-
fIBNIEHO HOBOOGpa3oBaHue S1, S2, S4a, S8 4,9x7,8x7,1 cM ¢ UHBa3NEN M TPOM-
6030M n1eBOI NeyeHoYHoit BeHbl (J/INB), cpeaHeil NeYyeHOUYHOI BeHbl, 60KOBOI
WHBa3Meil npaBoii neyeHouHoit BeHbl (CMB, MMB). Mpu nonyaBTOMaTUYECKOI
KT-BontoMOMeTpuUu OTHOCUTENbHBINA 06beM S6+S7 neuenun 29,5%.

Mpwu TpenaHo6moncum nogTBEPXAeH anarHo3 BXK cT2NOMO.

BbicTaB/ieHbl NOKasaHuA K ﬂEBOCTOpOHHEI‘/II paCLIJMDEHHO-KOM6MHMp0BaHHOI7I
reMurenaTakToMuu.
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Onepauus. HMB B3siTa Ha KOHTPONb B MH(pPa- U CynpaneyeHOYHOM OTAe-
nax, sbigeneHo yctoe [MB. MpusHakoB nHeasuu onyxonu B HINB He BbisBIEHO.
TpaHccekyma neyeHn npoBogmnach Jo o6nactv uHeasum MNMNB B natepanbHbIx
oTpenax S8.

®uHanbHbINA 3Tan TpaHCCeKLUMU BbiNoHEH No rpaHuue S8/S7 po yctbsa MNMMB.

BopoTHas BeHa nepexara, B Heé ycTaHoBfieHa KaHtona gns UXII. MepexaTa
npaas neyeHoyHas aptepus. CIB, JIMNB, npowunTbl 1 nepeceyeHsl Y ycTbs HIB.
MpowwuTa, nepeceyena MMNBy ycTba HIB. NepeceueHa MMB fo BoBneyeHus e€ B
onyxonb, npenapaT yAaneH.

Havata WX npaBoi N0ONOBMHbI NeYyeHn pacTBOPOM «KycToamnon.

CdopmupoBaH cocyaucTblii aHacToMo3 [MNB u HMB koHeu-B-60K. Nepea
OKOHYaTeNnbHOW repmeTnsaLueil aHacToM03a neyeHb nepdysmMpoBaHa pacTso-
POM rnt0KO3bl 5%, 3anyLeH NeYeHOUYHbI# KPOBOTOK.

OnutenbHocTb onepauun — 400 muH, UXM — 60 MuH, kposonoTepa — 1,2 n,
yTo MoTpeboBano aytoremoTpaHcdysuto annapatom CellSaver, 3 gos aputpo-
uuTapHon B3Becu. B mocneonepaunoHHom nepuoge uutonus (ACT go 1540
ELl/n), TpaH3uTOpHasA neyeHouHas aucdyHkuyms (AYTB 132,2 cek Ha 1-e cyTKu
noce onepaunu), KynMpoBaHHble B TeyeHue 48 u. MNauueHTKa BbiNucaHa B yA0B-
NeTBOPUTENIBHOM cOCTOAHUM Ha 10 cyTku. Mopdonoruyeckuit auarnos: BXK
pT1bNOMORO, numdpoBackynspHas uHBasms.

Ha doHe 6 kypcos AMNXT no cxeme GP 6e3peumanBHasn BbXXMBaeMoCTb 8 Mec.
Ha poHe peunpuBa 3a6oneBaHust B NErKUX NaLMeHTKe NPOBOAUTCA NeyebHan
MXT. Ha flaHHblit MOMEHT 061,38 BbIXXWBAaEMOCTb cocTaBnseT 54 mec. ComaTu-
yeckwii ctatyc no ECOG — 0.

06¢cyxaeHmne. BoinonHeHne 06WMPHBIX pe3eKunit neyeHn 6e3 BbICOKOTO pu-
CKa MHTpaonepaLMoHHOro HEKOHTPONMPYEMOTO KPOBOTEYEHUS BOSMOXHO 611a-
rogaps MCU.

Ha aaHHbIit MOMEHT AONYCTUMbIN NEPUOJ OKKJTO3UN NOPTaIbHOT0 KPOBOTO-
Ka — 60 MUH. BbinonHeHe pe3eKLMOHHOrO 3Tana u COCYAUCTON PEKOHCTPYK-
Luu, Tpebytowmnx 601blLEr0 BPEMEHMU TEMNOBOI UWEMUN NEYEHU, BO3SMOXKHO C
npumeHennem UXM nevenu.

3aknoyeHue. NpuMeHeHre MeToa in situ X0n1040B0# nepdysnn npu BHYTpU-
NeYeHOUYHOI XONaHrMOKapLMHOME C BOBJIEYEHUEM YCTbEB NEUYEHOYHbIX BEH MO-
3BONIIET BbINOJHUTD PafMKaNbHYI PE3EKLMUI0 C COCYAUCTON PEKOHCTPYKLMel
6€3 yrpo3bl HEKOHTPONIMPYEMOTrO KPOBOTEYEHMUS U Pa3BUTUA B NOCNeonepaLu-
OHHOM MEepuoje UILEMUYECKOTO NOBPEXAEHNS, CTOIKOI NeYyeHOYHO! HegoCTa-
TOYHOCTH.
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CNYYAIN OCJIOXXHEHHOIO TEYEHUA UHOAPKTA
MUOKAPAA U NEPBUYHOIO YPECKOXXHOIO
KOPOHAPHOIO BMELWATE/IbCTBA Y NALUEHTKH
C ®DAKTOPAMU PUCKA

ABTOpSbI:

Xopowmunosa EneHa EBreHbeBHa,
Tpouukas AHacTacus AnekcaHapoBHa

PHUMY um. HW. Muporosa

Hay4Hbii pykoBOoAUTE B!
KoHcTaHTHHOBa EKkaTepuHa BnaguMmupoBHa — A.M.H., npodeccop
PHUMY um. HW. Muporosa

MauymnenTka C., 60 nert, rocnutanuauposaHa B N'Kb N¢ 1 um. H.W. Muporosa
07.11.2022 r. B cBSI3U C PasBMTMEM MHTEHCUBHON CXXMMatoWei 601u 3a rpyan-
HOIli. B aHaMHe3e runepToHuYeckas 60ne3Hb, caxapHblit Anabet 2 Tuna. MocTo-
SIHHO MpuHUMaeT Go3uHonpun 10 mr, metonponon 12,5 mr, rnuknasug 30 mr/cyT.
Kyput okono 40 ner.

Ha 9Kl anesauusa ST Bo Il, Ill, aVF. TpononuHa | >25,0000 Hr/mn. [unarHos:
NBC: nHbapkT Mnokapga HUWxHei cteHkn JDK ¢ noagbemom cermeHta ST. Mo
AaHHbiM KAT: NIMXA cteHos3 50% B ycTbe, [1B — cTeH03 75% B npoKCcMManbHoM
Tpetn, OA — 6e3 3HaYuMbIX CTEH030B, MKA — aHeBpu3amaTuyeckn auddysHo
U3MeHeHa, OKKNI3MA B cpefHeM cerMeHTe. BbinonHeHa MexaHwyeckas pe-
KaHanusauus KA, aHTerpagHblii KpOBOTOK He nofiyyeH. AcnupayuoHHbIM
KaTeTepoM BblNOSIHEHa MHOFOKpaTHast Tpom6oacnupauus us MNKA, 36B MKA u
3MXB NMKA nonyyeHbl TpOM60TMYECKHE MacChl. bannoHHbIM KaTeTepoM 2,5x15
MM BbIMOJIHEHA aHruonnacTuka B npokcumanbHoin Tpetn 3MXB MKA. CTeHTbI
Resolute Integrity 4,0x15 MM 1 Resolute Integrity 4,0x15 MM nocnefoBaTenbHo
MMMAaHTUpPOBaHbI, ¢ overlapping, AaBneHnem 16 atM. bannoHHbIM KaTeTepom
BbINOMHEHA NOCTAUNATALMA Ha BCEM NPOTAXEHUU CTEHTMPOBAHHOIO CerMeHTa.
Mo okoHYaHWK BMellaTenbCTBa BbIMONHEHA KOHTPObHAs KOpoHaporpabusa —
noKanusaumua CTEHTOB afleKBaTHas, WWpKUHa NpocBeTa apTepun BOCCTaHoBIIe-
Ha NMOJIHOCTbIO, aHTMOrpapuyeckne NpM3HaKU JUCCEKLUN UHTUMbI OTCYTCTBY-
0T, reMogMHaMuKa No paclMpeHHOMY CEerMeHTY W 3anojiHeHWe AUCTasbHbIX
OT[LeN0B apTepuu yLoBneTBopuUTeNnbHoe. OTMeYaTcs TPOMOBOTUYECKME MACChI
B npokcumanbHoi Tpetn 3MXB MKA. MauneHTka nepeHecna BMewWwarenbCcTBoO
ynoBneTBOpUTENbHO HasHaueHbl anTudubaTmg no cxeme 12 yacos, Tkarpenop
180 mr/cyT, auetnncanuunnosas kucnota 100 mr/cyt. 10.11.22 nossunuch Aa-
BsiLLME 6ONK 3a FPYANUHON, HapacTaHWe YypoBHSA TpONoHUHa | B AuHamMuke. CocTo-
siHWe 6b110 pacueHeHo Kak peunans UM. Mpu nosTopHoit KAT: KA — okknto3us
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B CpeflHEM CermMeHTe, B AUCTafbHOM CEerMeHTe BU3Yanu3nUpyrTCsA paHee UM-
MAaHTMPOBaHHbIE CTEHTbI, NOCTOKKIO3UOHHbIE OTAENbI CNabo KOHTPacTUPYIOT-
CS N0 MEXCUCTEMHbIM Konnatepansam. MHOrouMcCneHHbli NONbITKU MexaHuye-
CKoii pekaHanusauum MKA KopoHapHbIMW NPOBOLHMKAMM pPa3nUUHOiA CTENEHN
XECTKOCTW W NpU NOAJEPXKKe 6anNoHHOro KaTeTepa 6esycnewHbl, yYnTbiBas
BbICOKMI PUCK MHTPa- U 3KCTpaonepaLUOHHbIX OCNOXHEHUN OT JanbHellnx
MOMbITOK pelleHo Bo3fepxaTbca. [10 OKOHYaHUM BMellaTeNbCTBa BbINO/HEHA
KOHTpONbHas KopoHaporpahusa — 6e3 fuHamMuku. 3a BpeMs HabnJeHus B cTa-
LMOHape Ha (oHe MPOBOANUMON aHTMArperaHTHoi Tepanum (Tukarpenop 90 mr,
ACK 100 mr) cocTosiHMe nauneHTku cTabunuauposanocb. ®B JIXK 50%. Bbinu-
caHa B yLOBNETBOPUTENIbHOM COCTOSIHUM MOJ, HabnoLeHne Bpayeil no MecTy
XUTeNbCTBa.

3aknoyenne: YKB co cTeHTMpoBaHMEM KOpPOHApHbIX apTepuii ctano py-
TUHHOW NpakTuUKoi B neyeHun OVM B ycnosusax peannsaunum cocyaucToii npo-
rpaMmbl. [laHHbIA MeTOL MOXeT CONPOBOXAATbHCA pasBUTUEM OCNOXHEHUA. Y
JaHHOI MaLneHTKN HabnoAanMcb: MacCUBHbIA BHYTPMKOPOHAPHBIA TPOMGO3,
(heHOMEH HeBOCCTaHOBNEHHOTO KOPOHAPHOr0 KPOBOTOKA, paHHWUi Tpom603
cteHTa, UM 4b tuna. bnarogapsa Tomy, YyTOo MHOAPKT CBA3aHHOI 6bina MMKA,
OKKN03UA Habnlofanacb B CPeHEM CErMeHTE, B 30He oyara MWeMUYeckoro
NOBPEXAEHUS 0Ka3ancs He CTONIb 3HAYUTENbHbI 06bEM MUoKapaa. NMpoBeAeH-
HOe KOHCepBaTUBHOE NeYeHMo NPUBENO K 61aronpusaTHOMY UCXOAY U Bbinuca-
Ha U3 cTauuoHapa.

ME3EHTEPUAJIbHbIA NAHHUKYJIUT B XUPYPTUYECKOM
NMPAKTUKE

ABTOp!:
Llykan Banepus IOpbeBHa
PHUMY nm. H.W. Tinporoga

HayuHble pykoBogutenu:
FonocHuyknii Maeen IOpbeBNY — K.M.H., AOLEHT
Typkus MNasen IOpbeBUY — K.M.H., JOLEHT
PHUMY um. HW. Muporosa, LUIKE Ceatutens Anekcus

MeseHTepuanbHblil NaHHUKYNUT (M) — XpOHMYecKuii Hecneunduyeckui
BOCManMTENbHbIA NPOLECC HEACHOW 3TMONOTUM, B KOTOPbIA 06bIYHO BOBJEKA-
eTCA XMpOBas TKaHb GPbIKEIKM TOHKOW KMILKK, 0COBEHHO ee KOPHSA, U NNWb
n3pefka nopaxaeTcs HpbiKendKka TONCTON KMILKK, NepunaHkpeaTuyeckas 06-
nacTb, caNbHUK, 3a6PIOWKMHHOE NPOCTPAHCTBO UK Tas.

MM yawe BCcero AuarHOCTMpyeTCA CNyYyaitHO NpU KOMNbIOTEPHON TOMOrpa-
¢un (KT) 6ptoliHOi NONOCTHM, Ha3HAUEHHOMN B CBSA3M C NOAO3PEHNUEM Ha APYTYi0
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natonorut. PesynbtaTtom KT, xapakTepHbiM ans MI1, ABiSeTCA YeTKO BblpaXeH-
HOEe XMpOoBOe 06pa3oBaHmMe Y KOPHA 6PbIXEiKM TOHKOI KMLWKK, CMelLatoLLee co-
ceHue CTPYKTYpbl; iuMdaTUYecKue y3bl B Npefienax 3Toi YeTKO BbIPaXeHHOI
XXMPOBOW MaccChbl; FTMNOAEHCUBHbI OPeos BOKPYT KPOBEHOCHbIX COCYAOB; MOBbI-
LWEHHON NNOTHOCTM NCEBAOKANCyna, OKPYXarwlas 6pbKeeyHblil XNUp ¢ N1UM-
daTnyeckumu yanamm BHyTpu. BaxkHo oTMeTUTb, yTo Ans MM HeCBOMNCTBEHHA
MHOMNbLTPALNS B APYrie opraHbl, B OTAKYME OT IMMOMbI, IMNOCAaPKOMbI, TUMBO-
Mbl W KapLMHOMbl BpbIXXEKHN, 4TO BaXHO yunTbiBaTb npu guddepeHunanbHom
AVMarHocTuKe.

MauyueHTka T., 69 net, nocTynuna c xanobamu Ha HaaUyme NNOTHOTO 60-
ne3HeHHOro o6pa3oBaHuMs B NpaBoii NOAB3A0LWHON 06N1acTU, TyNble HOLWNE
60n1 B 061aCTH BbINSYMBAHUSA, TOWHOTY, CYXOCTb BO PTY, 03H06. Co cNnoB na-
LMEeHTKU TpOe CYTOK Hasaj rnoclfie NOrpewHocTyn B gueTte NOSBUAUCH U CTanm
HapacTaTb HoLWWe 6011 N0 BCEMY XUBOTY, MOABUIACH TOWHOTA, CHUXEHME
anneTuTa, cnabocTb. Jleuunacb CaMOCTOATENbHO: NPUHMUMana NPOTUBOS3BEH-
Hble U CMa3MONUTMYECKMe NpenapaTbl — 6e3 BbIpaXeHHOro NOIOXUTENBHOTO
apdekTa. CnycTa cyTKM 601U MO BCEMY XWUBOTY KYNUMPOBANMCh, OAHAKO MO-
CTENEeHHO YCUAMAUCHL B HUXHWX OTAENax XWBoTa crnpasa, NPUHAAKW NOCTO-
SIHHbIA HOWLWWMIA XapakTep, ycununacb cna6ocTb. B cBA3M ¢ onucaHHOW cCUM-
nTomaTHKoi obpatunack B npuemHoe otgenenne AHO LIKB. Mpu ocMoTpe
XUPYProM BbiiIBNEHHas pe3kas 60/1e3HEHHOCTb OTMEYaeTCa TObKO B NMPaBoil
MoJB3J0WHOM 06NnacT M Me30racTpuu, rae nanbnupyeTcs MHOUNbTPATUBHOE
06pasoBaHue C HeYETKUMM KOHTypamu pasmepom 8x5 cM. B cpouHom nopsag-
Ke C NoJ03peHMeM Ha OCTpbIit anneHAULUT, anneHANKYNAPHbIA MHOUAbTPAT
rocnuTannsMpoBaHa B XUPYypruyeckoe oTaeneHue ANs yTOYHEHUs fuarHosa,
AMHaAMUYecKoro HabnwpeHnns n goobecnepoBatus. MpoesegeHo Y3WN opraHos
OPIOLHOM NONOCTH, NPM KOTOPOM B NpaBoii N0AB3LO0WHOI 061acTH BbIABNEH
MHPUNbTPAT 6€3 YETKMX KOHTYPOB U XUAKOCTHbIX BKJIOYUEHNiT pasMepoM 8x5
cM. [lna yTOuHeHNs AnarHo3a HasHayeHa BUAEOKONOHOCKONUSA, Ha KOTOPOiA
o6paw,ano Ha ceb6s BHUMaHWe caBNeHne U3BHe NPaBoN NONOBUHbLI TONCTOI
KUWKK, 1 MCKT 6piowwHOi NonocTh, B 3aKNOYEHUU KOTOPOI ONUCaHbl WH-
GUNbTPaTUBHbIE NBMEHEHUS B OPbIXeiKe TOHKOM KUWKKU. s nydwei Bu3y-
anusauuu 1, COOTBETCTBEHHO, NPaBWIbHON NOCTAHOBKMW JMarHo3a Ha3HayeHa
MCKT 6ptoWwHO MonocTv ¢ BHYTPMBEHHBIM KOHTPACTMPOBAHWEM, NPU KOTO-
poit 0TMEYanocb CMeLleHne neTesb KULWEYHUKA, Hanuyme B 061acT KOpPHS
OpbIXeiKn BbIPaXEHHOrO YNNOTHEHUS XUPOBO KNeTyaTKU HEOJHOPOLHOM
CTPYKTYPbl C JOCTATOYHO YETKMMU KOHTYPaMun — 4YTO ABNAETCA XapakTepHbIM
npusHakom M.

Tak kak BocnanuTenbHas Macca pacrnofioXeHa B KOpHe 6pbixeiiku 1 BoBre-
KaeT COCYZbl, XMPYPruyeckoe IeYeHne He npelycMoTpeHo. MNaymeHTke 6bina Ha-
3HauyeHa KOHCepBaTUBHas Tepanus: ketonpodeH 2,0x2 pasa B eHb, FOPMOHO-
Tepanus — npeAHU30n0H B/B 120 Mr/cyT. (515 KynMpoBaHMs CUMNTOMOB f,03a B
TabneTkax MOXeT focTuratb 15 r/cyT.).
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TakuM 06pa3oM, CBOEBPEMEHHAS U TpaMOTHaA AUArHOCTUKA U AuddepeHLu-
afbHas AnarHocTuka no3BoNAIOT PEWNTb BONPOC 0 HEOGX0AUMOCTH U Lieneco-
06pa3HOCTH ONepaTMBHOMO BMELaTEebCTBA IM60 KOHCEPBATUBHOI Tepanuu.

TOHKOKWLLUEYHbIE KPOBOTEYEHUA. TPYAHOCTH
OWATHOCTUKW U NEYEHNA

ABTOp!:
Llykan Banepus IOpbeBHa
PHUMY um. H.W. Muporosa

HayuHbiii pykoBoguUTE B!
OMenbsHOBKUY [IMUTPUii AneKCaHAPOBUY — K.M.H., LOLEHT
PHUMY nm. H.W. Tnporosa, 'K N217

3aboneBaHUs TOHKOW KULWKW JONroe BPeMs OCTaBanuCb “GenbiM NATHOM”
B racTPO3HTEPONIOTMU U abAOMUHANBLHOW XUPYPTrUK, HEJOCTYMHbIM LS CBO-
€BPEMEHHON MarHOCTUKM M afileKBAaTHOrO JIeYEHNS,, 0COBEHHO MPU TOHKOKM-
weyHblx KpoBoTeueHuax (TKK). OgHako ycoBeplieHCTBOBaHUE TEXHOJMOTWiA
NPUBENO K BHEAPEHUIO B NPAKTUKY BUAEOKANCYNbHOI aHTepockonuu (BKI) u
6annoHHO-accUCTMpoBaHHoOl aHTepockonuu (BAJ). BKS nossonseT npousse-
CTW HEWHBA3UBHbIN TOTaNbHbIA OCMOTP CAU3UCTON TOHKON KULW KK, a BAD pena-
eT BO3MOXHbIM He TONIbKO feTanbHoe uccnegosaHue XKT, Ho U B pafe cnyyasx
npoBeAeHune nieyebHbIX MeponpuaTuil. UMeHHo 6narofaps AaHHbIM MeTOAam
CTana BO3MOXHOI Haubonee TOYHas ANArHOCTMKA NAaTONOrNii TOHKOW KULLKMU, B
4aCTHOCTU TOHKOKMNLIEYHbIX KPOBOTEYEHUIA.

MauneHtka A., 81 roag, 09.10.22 o6bpaTunacb B MNPUEMHOE OTAENEHUe
Kb N217 ¢ xano6amu Ha HapacTalowy cnaboCTb W Ha HaJUYNUEe YepHOro
ctyna. Mpu nocTynneHuu nocTasneH auarHos: CocTonBLIEECH XeNY[04HO-KU-
weyHoe KpoBoTeueHne (KKK). N3 aHamHe3a M3BECTHO 0 XpOHUYECKOM 3a6o-
neBaHuu: 6onesHb BunnebpaHga. B 2019 r. B cBsisu ¢ TKK Gbina npoBeaeHa
3HTEpPOTOMUA C OCTAHOBKOW KPOBOTEYEHUs NyTeM npowusaHus cocyga. [o
09.10.22 6bino 4 rocnutanusauun B KB N°17 no nosogy TKK. B nepByo ro-
cnutanusaumio 16.11.21 6bina nposefeHa BKI, npu pacwudpoBke KoTopoii
BbIIBNEHO NPOJOJIXKalolWeecs TOHKOKULWEYHOe KPOBOTEYEHME, B CBA3U C YeM
nposegeHa bAJ ¢ aHpgoremoctasom. 18.05.22 n 30.05.22, Bo BpeMsa nocnepgy-
OWMX rocnuTannudauuin, NPoBoOAMNAach MHTECTUHOCKONUA, NO pesysibTaTam
KOTOpOW cocyauctas ManbhopmMauma TOWEN KUWKKW ABNSNACb UCTOYHUKOM
COCTOABLIErOCS KPOBOTEYEHUSA, B CBA3K C YeM NPOBOAMIACH aPrOHOMNa3MeH-
Haa Koarynauusa. Ha MOMeHT 4-0ii rocnuTanusaunm, yunTbiBas B aHaMHese
Manb@opmaunmn ToHKo# kuwku, TKK, BoinonHeHa BK3, koTopasi nokasana, 4to
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AaHHbIX 3@ KPOBOTEYEHWE Ha MOMEHT UCCNef0BaHNA HeT. bbina npoBeaeHa
KOHCepBaTMBHas Tepanus.

B cTaunoHape npu naToi rocnuTanu3auum 60nbHas KOMNNEKCHO 06Ceao-
BaHa, BbINoJNHEHa 330(aroracTpoAyoAEHOCKONUS, BULEOKONOHOCKONMUSA — AaH-
HbIX 38 KpOBOTeYeHWe U3 BepxHux oTAenoB XKKT, U3 TONCTO KUMKW He BbifiBNE-
HO. YunTbIBas, YTO B aHaMHe3e ManbhopMaL Uy TOHKOMW KULIKKW, HEOAHOKPaTHbIE
TKK, 11.10.22 BbinonHeHa BK3, koTopas yka3ana Ha Hanimume cCOCyancToi Mmanb-
dopmaumn — UCTOYHMKA NPOJOMKAIOLLErOCA KPOBOTEUYEHUS, YTO MOCNYXKNUAO
MOBOJOM K BbINOSIHEHWIO 3KCTPEHHOI nepopanbHoit BAS ans ocywecTeneHus
3HA0CKoNuyeckoro remocrasa. OfjHako B CBfi3M CO CMaeyHbiM NPOLECCOM B
OPIOLLIHOI NOMOCTH, HEBO3MOXHOCTbO MPOBECTW 9HAOCKON A0 MCTOYHMKA KPO-
BOTEYEHMSA, BLIMONIHEHA FMOpUHas onepauus — NanapoTOMMUs, pacCeyeHue
cnaek, aHAockonuyeckuii remoctas. lMpu nposegeHun bAJ Bu3yanusupoBaH
cocya Ao 0,2 cM B fuameTpe, U3 KOTOPOro 0TMeYaeTcs MHTEHCMBHOE KPOBOT-
eYeHWe Ha MOMEHT 0CMOTpa. [1Ns 0OCTAHOBKM KPOBOTEYEHMS BbINO BbINOJHEHO
KNUNupoBaHue cocyfia 3HAOCKOMUYECKO KIIUMCOIA, @ TakXXe NpoBefileHa apro-
HOMnasMeHHan Koarynauus UCTOYHMKA KpoBOTeYeHusa. B nocneonepaluoHHOM
nepuoge nNpoBoAKUIacCh MHOrOKOMMOHEHTHasA KOHCepBaTUBHas Tepanus, BKt0-
yawowwas NHOY3MOHHO-KOPPUTUPYIOLLYI0, KOPPEKLUI0 aHEMUN — TeMOTpaHChy-
314, NnepennBaHue CBeXe3aMOoPOXEHHON NNasmbl, FreMOCTaTUYECKYIO, FacTpo-
MPOTEKTOPHYIO, CUMNTOMATHYeCKYl0. [laHHbIX 3a peuunB KPOBOTEYEHUS He
6bIn0.

Takum o6pa3som, ¢ nomouibto BK9 n BAJ cTano Bo3aMOXHbIM NoNy4yeHue ae-
TaNbHO MHGOPMAL MM O NATONOrMKU TOHKOM KULIKKM, YTO NO3BONSET COCTaBUTb
NpaBWIIbHbIi Ne4ebHO-LNarHoCTUYECKUIA anropuT™ B KpaTyanlume CPoKM gaxe
B C/lyyae aKCTPEeHHOM CUTyaLuu.
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KNMHUYECKNI CNYYAI A3BEHHOTO KOJIUTA,
OC/NOXXHEHHOT 0 MEP®OPALMEN CUTMOBUAHOM KULLKM,
PA3JIUTbIM NEPUTOHUTOM U ABAOMWUHAJIbHbIM
CENCuUcom

ABTOpbL:

LectakoB HukuTa AnekcaHgpoBuy,
MamepoB KaHaH UHTUram ornbl

CuerMy

Hayy4Hbisi pykoBOAUTENb!
bywnaHoB MaBen CepreeBuY — K.M.H., aCCUCTEHT
CnéIrMY, FKb Ne3 um. b./. AnbnepoBuya

f13BeHHbI KonuT (AK) — 3TO XpOHWUYecKoe 3ab60sieBaHNe TONCTON KUMILKH,
XapakTepusyiowweecs peLManBUpyOLLMM UMMYHHbIM BOCNaneHNeM CAU3UCTON
060/104KN ¢ 06pasoBaHneM 3B. K 0CNnoXHEHNSAM 3a6oneBaHNUs OTHOCAT Kpo-
BOTEYEHMS, TOKCUUYECKYIO AunaTaumnio u nepdopauuto TONACTON KULLKK, @ TAKXKE
KonopeKTanbHbli pak. Mepdopayus SBNSeTCA CaMbIM OMaCHbIM OCNOXHEHUEM,
netanbHocTb gocturaet 50%. MpeAcTaBAeHHbIN KAUHUYECKWiA cnyyan aBnsaeT-
CS NPUMEPOM HEABHOTO TEYEHMS OCNOXKHEHHON HOPMbI S3BEHHOMO KOJIMTA, Ma-
CKMPYIOLEroca NoA paj ApYrux naTonorui.

MauunenTtka T., 58 neT, B TeueHne 5 gHeil 0TMeYaeT Xanobbl B BUAE TOLIHO-
Tbl, PBOTbI, XXMAKOr0 CTyNa C NPOXUAKAMU KPOBU, pebpunbHY0 TemnepaTypy.
Mo CMM 6bina rocnuTanuamMpoBaHa B MHPEKLMOHHOE OTAENEHNE C ANArHO30M:
OKW: MacTpoaHTepoKONMTUYECKMIA BapUaHT, HEYTOUHEHHON 3TUONOTUK, Cped-
Heli CTEMEHN TAXECTH.

CnycTsa CyTKM OTMEYEHO ycuneHue 6oneil B XXMBOTE, B CBSI3U C YEM Gblnia oc-
MOTpeHa xupyprom. Mpu nanbnaunu HailAeHo YNNOTHEHME B 1EBOW NOAB3AO0L-
HOli 06M1acTh 6e3 YeTKMX rpaHul, 601e3HEHHOCTb B 3T0I o6nacTu. MeputoHe-
anbHble CUMNTOMbI COMHUTENbHbIE. PekTanbHo: cOUHKTEP QYHKLMOHUPYET, B
amnyne KPOLKOBUAHbIE KanoBble MacChl U OTAENsieMOe PO30BOro LiBeTa, yMe-
peHHas 60N1e3HEHHOCTb, ONYX0/b HE NanbnupyeTcs.

Mpu paccnpoce BbiSIBIEHO, YTO 3a NOCNeHNE 1Ba MecsiLa noxyaena Ha 24 kr,
4TO B COYETaHMK C BO3pacToM W aHemueit no gaHHbiM OAK npuseno k npegno-
NOXEHUIO 0 pPaKe CUTMOBUAHON KULLKM.

Mo nokasaHusam caenanu Y3W n 0630pHblit Rn cHumok OBl, rae BbisBUAK
npusHaku OKH.

MpoBopunca naccax 6apneBoii B3BECH, PEHTIeH KOHTPO/b, Ha KOTOPOM CO-
xpaHsanucb npusHaku OKH. MpuHATO peweHne 06 onepaTUBHOM Neyenuun. [ins
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Bepudukayun 3HO curmbl, 0 onepaLum 6bina NpoBefeHa peKTOPOMaHoCKonus
(RRS), Ha koTOpOI1 onyxonb He 06HapyxeHa (3akntouenne: AK (BbipaxeHHOIi cTe-
MEHN aKTUBHOCTHN)).

Mocne BbinonHeHuss RRS cocTosiHMe nauueHTKU pesko yxyplwwunocb: Afl
80/40 MM pT.CT., ycUnmauch 601u, B3YNCA XNUBOT.

B xope npeponepaynoHHoi NoarotoBku B OAMP 6bin BbINOAHEH KOHTPO/b-
Hblii Rn OBI, rae o6Hapyxunu npusHaku nepdopawmm noforo opraxa.

IKCTPEHHO BbINOMIHEHA TOTaNbHaa cpeauHHaa nanapotomus. B bBI1 Bo Bcex
oTfenax rHoiiHoe cofepxumoe. MNpu peBU3MM CUrMOBULHAA KUILKA YEPHOrO
LiBeTa, C NpU3HaKaMu HEKPO3a, C MHOXECTBEHHbIMU A3BEHHbIMU JedeKTamu,
yepes KOTOpble MOCTYNaeT FHOWHOE COofepXuUMoe, XUAKUA Kan. BoinonHeHa
onepauus FapTMaHa, 1eBas NosoBUHa TONCTOI KUMKW peseLupoBaHa L0 ypoB-
Hs cpejHei TpeTu NpsiMOi KWKKU. B neBom nofpebepbe BbiBefeHa TpaHCBep-
30CTOMa. BbinonHeHbl caHaums, peHMpoBaHuUe, yunTbiBas ABNEHUSA pasnnuToro
MepuUTOHUTA, HaJI0XEeHa NlanapocToma.

Takum 06pa3oM, y naumeHTKun 6bina nepopayms HEKPOTU3UPOBAHHOW CUT-
MOBU[HOI KULWKKN Ha GOHE A3BEHHOr0 KONKUTa. PaHee 06HapyXeHHbl UHOUNb-
TpaT OKasancs nposisneHneM cumntoma MoHgopa.

B pesynbTate nepdopaumm 238 cHavyana chopmupoBancs abeuecc B 3abpto-
LWWWHHOM NPOCTPAHCTBE, NPU 3TOM COAEPXUMOe abcLecca KOHTaKTa ¢ 6plowiu-
HOIi He MMenNo, BCeACTBUE YEro NepBoe BpeMs 6bina cTepTas KJIMHMKa. 3a 370
BPEMS Pa3BMICSA HEKPO3 CUTMOBUHOM KULIKK, NEPUTOHUT.

Mocne npoBefeHHol RRS abcuecc npopeancsa B GPIOLIHY MONOCTb, YTO U
MOCNYXXMNI0 MPUYMHON PE3KOTO YXYALIEHNA COCTOAHNS NaLNEHTKN.

[marHo3 nocne onepauuu: A3BeHHbIA KonuT. Mepdopauns CUrMOBUAHOI
KnwKu. PasnuToii rTHOMHbIA NepuTOHUT. ABOMUHANbHBIA cencuc. CenTuyeckui
LOK.

TakuM 06pa3oM, AaHHblii KJMHWYECKUi crydyaii AeMOHCTPUPYeT Heobxo-
ANMOCTb CBOEBPEMEHHOW MOJIHOLEHHOW JUarHOCTUKM OCTIOXHEHHbIX (HopM
S13BEHHOr0 KONNTa, BBUAY BO3MOXHOFO 3aMaCKUPOBaHHOIO TEYEHMUS U OMacHo-
CTM Pa3BMTUSA YIPOXKAIOLMX XU3HU COCTOSAHUIA.
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KNUHUYECKNIA CNYYAN NALLMEHTA C MOYEKAMEHHOM
BONE3HbIO U 3ABbITbIM UHKPYCTUPOBAHHbIM
BHYTPEHHUM MOYETOYHUKOBbIM CTEHTOM

ABTOpbL:

LlectepHeBa Mapus BasyecnaBoBHa,
byt Anekceii leTpoBuy

PHUMY um. H.W. Muporosa

HayyHbisi pykoBoAUTE B!
XavyatpsH Apam JleBOHOBMY — K.M.H., aCCUCTEHT
PHUMY um. H.W. Muporosa

AkTyanbHocTb: MoyekameHHasi 60/1e3Hb — 3TO XPOHMYECKOE CUCTEMHOE 3a-
6oneBaHue, KOTOPOe ABNAETCSA Pe3yNbTaTOM MeTaboNNYeCKUX HapywWeHwuii u/
UNK BAMAHUS PasNnYHbIX (GaKkTOPOB BHELLHel CpeAbl, NposBAsioleecs o6paso-
BaHWEM KOHKPEMEHTOB B BEPXHUX MOYEBbIX NyTAX. [laHHOe 3a6osieBaHue UMe-
€T YacTOTYy BCTPEYaeMOCTH CPeM YPONIOTrMYeCKNX NaToNoruii B cpefHem 34,2%
no Poccuu, Hanbonee yacto Habntogaetca B Bospacte 20-50 ner.

Llenb: npoaeMoHCTpUpPOBaTh pasBUTUE NAaTONOIMYECKOro npoLecca B BepX-
HUX MOYEBbIX NYTAX NPU OTCYTCTBUN CBOEBPEMEHHOI0 XUPYPruyeckoro neye-
HMS MOYEKaAMEHHOW 60NIe3HH.

OnucaHue knuHuyeckoro cnyyas: NayneHtka K., 28 net, B mapte 2022 roga B
9KCTPEHHOM nopsAke 6bla rocnUTanM3MpoBaHa B YpoOSOrMYECKoe OTAeNeHNne
I'KB N21 um.H.U.Muporoea ¢ xano6amu Ha 6071 B NOSCHUYHON 06NacTu cnpaga,
yyalleHHOe 60Ne3HEHHOe MOYenucnyckaHue, Makporematyput. M3 aHamHesa:
B Hosi6pe 2015 roga B OLHOM M3 YpONOrMYECKUX cTauuoHapoB r.MockBa na-
LMEeHTKe 6blNa BbIMOJIHEHA YCTAHOBKA BHYTPEHHEr0 MOYETOYHUKOBOIO CTEHTa
crnpaBa no NoBOAY OCTPOro 06CTPYKTUBHOIO NuenoHedpuTa, 06yCNOBIEHHOTO
KOHKPEMEHTOM CpefiHel TpeTn MoYeToYHKKa. MauneHTKa B yAOBIETBOPUTESIb-
HOM COCTOSIHUM 6bls1a BbiNUCaHa, 0jHaKo 6ecefia c Heli Mo NOBOAY AanbHelilwero
XUPYPruyeckoro ne4yeHus He NpoBojmMnach.

Mpu noctynneHun B FKB N21 um. H.W. MuporoBa: cocTosiHUe cpegHeit Taxe-
CTU, TemnepaTypa B npefenax Hopmsl. Mo pesynbtatam o6cnegoBaHus: OAK:
WBC 11,7x10°/n, RBC 4,55x10"%/n, Hgb 135 r/n, PLT 245x10°/n; b/x KpoBU: Mo-
yeBuHa 4,0 MMonb/n, kpeaTuHUH 84,0 MKMONb/N; KNIMHUYECKMNIA aHaNN3 MOYMK:
nenkouuntbl 500,0 konuuyectso/MKA, apuTpouuTsl 3,5 Mr/n. MCKT OBI: npaBas
noyka: onpefenseTcsa MOJHOCTbIO MHKPYCTMPOBAHHbIN BHYTPEHHUIA MouYe-
TOYHWUKOBBIW CTEHT Ha BCEM MPOTSXXEHUM ¢ GOPMUPOBAHUEM KOHKPEMEHTOB
Ha ypOBHE NMPOKCMManbHOro 3aBMTKa B flOXaHKe W AUCTanbHOro 3aBUTKa B
MOYeBOM nysbipe. [poBefeHHOe neyeHue: YunTbiBas Hannmuue AAUTENbHO CY-
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LWEeCTBYHLWEro MHKPYCTUPOBAHHOrO BHYTPEHHEr0 MOYETOYHUKOBOIO CTEHTA,
MOYeBOi MHEKLMHN, COrNacHO NOCEBY MOYM, MaLMEHTKe Ha3HaYeHa aHTUMKU-
KpoOHas Tepanus.

Xupyprudeckoe neyenue: | atan: [McTaHUUOHHAsA yAapHO-BONHOBAsA NUTO-
TPUNCUSA MHKPYCTUPOBAHHbIX 3aBUTKOB BHYTPEHHETO MOYETOYHUKOBOrO CTEHTA
cnpaea.

Il sTan: Uuctockonua. YganeHne AUCTaNbHOW 4aCTU WHKPYCTUPOBAHHOIO
BHYTPEHHEro MOYETOYHWKOBOr0 CTEHTa crnpaBa. Ypertepockonusa. YpaneHue
NPOKCMMaIbHOr0 3aBUTKa MHKPYCTUPOBAHHOIO BHYTPEHHEr0 MOYETOYHUKOBO-
ro cTeHTa.

3akntoyeHue: Heo6X0ANMO MHPOPMUPOBATL NALMEHTOB O TAKTUKE NEYEHUS
MOYeKaMeHHoi 6051e3HM MocNe YyCTaHOBKM BHYTPEHHEro MOYETOYHWUKOBOFO
CTEHTAa, a TAaK)XXe 0 MaTONOrNYECKUX COCTOSHUAX MPU HECOBIOAEHUN PEKOMEH-
Jauui Bpava.
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®YIbMUHAHTHAA NEYEHOYHAA HELOCTATOYHOCTb
HA ®OHE NPUEMA NMAPALLETAMOJIA

ABTOpbI:

Apamoea Mimapa MabubynnaxoBHa,
Tapaku bpewna Mupsa

PHUMY nm. H.WN. Tnporoga

Hay4Hble pykoBogutenu:
Unbyenko Jliogmuna IOpbeBHa — A.M.H., npodeccop
PHUMY um. HW. Muporosa
®epopos Unbs lepMaHOBUY — K.M.H., JOLLEHT
PHUMY um. HW. Muporosa, N'Kb um. B.M. bysHoBa

AkTyanbHoCTb. Mapauetamon () — oauH U3 Haubonee pacnpoCcTpaHeHHbIX
W LWIMPOKO NPUMEHSIEMbIX XXapOMOHMKaOLWMX NpenapaToB. OnucaHbl renaToTok-
CHMYHbIE M HeDPOTOKCHYHbIE peakLum Npu npuemMe Bbicokux go3 M. 0gHako, B no-
CNefHue Tofbl PErUCTPUPYIOTCS IEKapCTBEHHbIE MOpPaXXeHUs NeYeHn Ha GoHe
npuemMa TepaneBTMYECKUX 403 NpenapaTa.

KnuHuueckoe Habntogenue. Mayuent b., 24 roga, nocTynun B 9KCTPEHHOM
nopsifke B XUpypruyeckoe otaeneHne MHOronpoduabHoro ctawymoHapa r. Mo-
CKBbI C Xano6amu Ha 6011 B npaBoM noape6epbe, TOWHOTY, OAbIWKY. C KoHLa
Aekaops 2021 r oTMeTU NoBbIWeHMe TemnepaTypbl Tena jo 38°C, 6onu B ropne
B TeueHue 3 fHeil. CamocTosTenbHo npuHuman M go 3000 Mr/cyT c spdekTom.
Ha aToM QoHe nepmoaunyecku B HOYHBIX KJTy6ax ynoTpebsisn Kpenkuii ankoronb.
07.01.22 r nosBMNacb BbipaXeHHas cnabocTb, OCUNNOCTb roj0ca, nponan an-
neTut, B HOoYb Ha 08.01.22 r — nHTEHCHUBHAA 60Nb B XUBOTe. COCTOSHWE NpK
MOCTYMNJIEHUN CPefHel TAXKeCTH, B CO3HaHNN. OTMeYeHa XeNTYWHOCTb CKiep
M KOXHbIX NOKPOBOB. Cnusucrtas 3afHeil CTEHKN FNOTKW, MAFKOrO Heba xen-
TYLWHbIE, NeTeXuanbHble BbICbINAHUA Ha MATKOM Hebe. [lbiIxaHue Be3UKYNspHOE,
YOO — 23/MuH; ToHbl ceppua AacHble, YCC — 59 ya/muu, AL — 140 n 80 mm pr.
CT. )XMBOT MATKMIA, 60/1€3HEHHDbI B anuracTpum. MeyeHb 1 ceneseHka He nasnb-
MMPOBaNUCb. B 6MOXMMMYECKOM aHaNM3e KPOBM OTMEYEH BbIPaXXEHHbI LIUTO-
nus; ANIT — 5124 ME/n, ACT — 5514 ME/n, W® — 312 ME/n, TTTN — 84 ME/n;
06wt 6unupy6uH — 148,2 MKMONb/N, KOHBIOTUPOBaHHbIA — 68,6 MKMONb/A,
anbbymuH — 25r/n, MHO — 1,73, npoTpoM6uH — 46%, D-gumep — 213 521 Hr/mn,
KpeaTUHMH — 225 MKMOAb/N, TPONOHUH — 7,7 mKr/n. PesynbTtat MNLP Ha COVID-19
oTpuuartenbHblii. KT opraHoB rpyaHoil KeTKu: MUHUMAbHbIA TMAPOTOPAKC
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cnesa. lpu 9XO0-KI BbifBNeHa HesHauuTeNbHas NeroyHas runepreHsus, no
AaHHbIM AT [IC — apo3uBHO-remopparuyeckuii a3oparnt. Y3 OBI: auddysHbie
M3MEHEeHMA He3HauyMTeNbHO YBENUYEHHO! NevyeHu, MOoAXKeNy[0YHO| Xenesbl.
Mposoaunca gubdepeHunanbHblii AUarH03 MeXAy NeKapCTBEHHbIM Nopaxe-
HUEM NeyeHu (napaLeTamon), OCTPbIM BUPYCHbIM U aNIKOrOJIbHbIM FrenaTuTamm.
C yyeToM pasBMTUS OCTPOI NeyeHoYHoit HegocTaTouHocTn (OMH) nepesepeH
B OTAeNeHUn peaHumauuu. KoHcynbTUpOBaH BPayoM-TPaHCNIAHTONOrOM, No-
CTaBNEeH B NIUCT OXMAHUA IKCTPEHHON TpaHcnaaHTauum neyeHu. TOKCMKonO-
rmyeckoe uccnejoBaHue KpoBU BbISIBUNO MOBbILEHHOE COfepXaHue napawe-
Tamonau ero metabonuto. MpoBognnacb MHPY3MOHHAA, aHTUOAKTepUanbHas,
renatoTponHas, Ae3snHTOKCUKaLMoHHasA Tepanus, BKovyas aHTugoT I — aue-
TUALMUCTENH, @ TaKXXe 3aMecTuTesbHas noyeyHas Tepanus. Ha doHe HapacTa-
HWA NONMOPraHHON HEeJ0CTAaTOYHOCTM Ha 3-e CYTKM 3aperucTpupoBaH netanb-
Hblii ucxop. NMocMepTHbI gnarHos: OMH (aueTamuHodeHoBbI renaTuT). Koma
3-4; octpoe noyeuyHoe nospexpaeHue; [ABC-cuHppoM; ceppeyHo-cocygucras
HefocTaToYHOCTb (MHbapKT MUOKapaa 2 TUna); MeTaboMyeckuin aungos3; Bbl-
paXeHHble 3NeKTPONUTHbIE HapyLeHUsi. IPO3MBHO-reMopparuyecknii asoda-
rUT, fuanefesHoe KpoBoTeYeHue. Ha ayToncum nofyyeHo nosnHoe coBnajeHue
KNUHUYECKOrOo U NaToNoro-aHaTOMUYECKOro MarHo3oB.

3akntouenue. NMepeposnposka N aBnseTcs 04HON U3 BEAYLWNX NPUUNH pas-
BUTUS GYNbMUHAHTHOW NEYEHOYHO! HEAOCTAaTOYHOCTM B MUpE. B Hawem Kau-
HUYeckoM HabnioaeHnu GoHom passutus OMH nocnyxunu pecnupaTopHas
BUpYCHasA MHdeKUMa U 3noynoTpebneHne ankorosem, YTo Crnoco6CTBOBANO
YCUJIEHMIO renaToTOKCUYHOCTH NapaleTamona.

CUHAPOM «PA3BUTOI0 CEPALIA». ANOOEPEHLUAJIbHAA
AWATHOCTUKA CTPECC-UHAYLLMPOBAHHOM
KAPAUOMUONATUU B KAPANOJIOTUH

ABTOpSbI:

AnncyntanoB Anumypap 340apToBuy,
KeuepykoBa U3a6enb bopucosHa,
YcTuHoB I'puropuii MnaTtoHoBuy

PHUMY um. HW. Muporosa
Hayy4Hbii pykoBoaunTesb:

JlorunoBa TaTbsiHa KOHCTAaHTMHOBHA — J1.M.H., AOLEHT
PHUMY nm. HW. Muporosa

Mpo6nembl auddepeHUnanbHOl AMarHOCTUKM KapAMOMUONaTUM, B YacTHO-
CTW Kapguomuonatum Takouy6o, 3aHUMalOT 0C060e MECTO BO BCENEHHON Kap-
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AMONOTUN, He Tepsis CBOEN aKTyaNbHOCTH BBUAY MHOTOFPAHHOCTM KJIMHUYECKUX
NposiBIeHUI naTonormu. Hawa naumeHTKa NocTynuna B OTAENIEHUE C NPU3HaKa-
mu OKC ¢ nogbemoM cermeHTa ST, HO B NpoLecce CTaLMOHapPHOro HaboAeHUA
“ A006Ccnef0BaHUA C NPUMEHEHNEM METOL 0B MHCTPYMEHTaNbHOM 1 labopaTop-
HOVi ANArHOCTUKM MOABMIIMCD faHHble, paclunpuBLLKe KpyT AnddepeHuymanbHOm
JNMarHoCTUKM, NOCTaBMBLLME M3HAYaNbHbIW AMArHO3 NOJ COMHEHMUE.

YeHuwmHa, 59 net, rocnutannanpoBaHa ¢ noao3peHmeM Ha OKP ¢ nogbeMom
cermeHTa ST, ¢ )ano6aMu Ha OAbIWKY NPU MUHUMANbHbIX QU3UYECKUX Harpys-
Kax 1 B NMOKOE, yyalleHHoe cepfle6uenune. N3 aHaMHesa U3BECTHO, YTO 5 fHeil
Ha3aj NalUWeHTKa UCMbiTana CUMbHbIA NCUXOIMOLIMOHANbHBIA CTPECC W NOBbI-
WeHHY0 GU3MYECKYI0 Harpysky, mocie 4ero NosiBUAMCb Mporpeccupyollas
OAbIILIKA W yyallleHHoe cepaLebueHme.

Na6opatopHo: noBbiweHne COJ, HE3HAYMTEIbHOE CHUXEHUE FeMOr06MHa,
nosbiweHne obwein KK, neyEHoUHbIX epMeHTOB, NOBbLILIEHNUE Kapauocnel-
npudyecknx tdepmentoB (KOK-MB=151 U/L; O-aumep=1011 ng/ml; muorno-
61H=128,3 ng/ml; TponoHuH 1=11 491,9 pg/ml; pro-BNP=4065 pg/ml).

N3meHeHus Ha IKT: aneBaums ST I, aVL, V2-3, T(+), QS V2-3

Ha 9XO0-KT: lunaTaums nonoctu neBoro npeacepams. noéanbHas cucTonm-
yeckan QyHKLMA MUOKapAa NeBOro Xenyfouka CHUXeHa. LlupKynspHbii runo-
KUHe3 BepxyLweyHblx cermeHToB. PB ~ 35 % . Peryprutayus Ha ypoBHe MUTpanb-
HOro KnianaHa 1-2 cTeneHu, Ha ypoBHe TPMKYCNUAANbHOro KnanaHa 1 cTeneHu.
MpU3HaKuU HEGONbLLON NIEFOYHOI FTUNEPTEH3MUN.

KopoHaporpagus oT: aHruorpaduyecku 3HaYMMbIX CTEHO30B KOPOHapHbIX
apTepuii He BbISIB/IEHDI.

MPT cepaLa ¢ BHYTPUBEHHbIM KOHTPAacTUpOBaHUEM: robanbHas cUCTONM-
yeckas oyHkumusa JK He cHuxena, ®B 55%. Mpu npoBefeHun uccnefoBaHus B
pexume STIR gaHHbIX 32 OTEK MUOKapAa NIeBOr0 Xenyfouka He nosnyyeHo. Ha-
KOMNNIeHUsA KOHTPACTHOro Npenapara B anuKanbHblX CErMEHTaXx MMoKapga NeBo-
ro Xenyfoyka oTCyTCTBYHOT.

Mo pesynbTaTaM KopoHapoaHruorpaduu onpefensieTcs pernoHanbHas
cuctonmyeckas AUCHYHKLMA BepxXyWKW NEBOro Xenyaouka npu OTCYyTCTBUU
aTepoCcKNepoTUYECKOn 06CTPYKLMKN. NS YTOYHEHMA fMarHo3a y JaHHOW nauu-
€HTKW AONOJIHUTENBHO 6b1s10 NpoBefeHo MPT cepaua ¢ KOHTPACTHBIM YCUTEHHU-
€M, NP1 KOTOPOM He 06HApPY)XMJIOCb HAKOMNEHNS FAaf0JIMHMA, YTO XapaKTEPHO
Ans kapauomuonaTum Takouy6o, B 0TAMYMeE OT MHApKTa MMOKapAa U MUOKap-
[OMTa, UTO NOATBEPXAeTCA JaHHbIMU APYrUX UccnefoBaTeneil.

TakuM 06pasoM, yunTbiBas AaHHble aHaMHe3a, 0CMOTPa, 1labopaTopHbIX No-
Kasarteneit kapanocneunduyeckux pepmenToB, IKI, IX0-KI ycTaHOBNEH KNN-
HUYecKuii fuarHos: Kapgmomuonatus Takouy6o.

HasHaueHa Tepanus: 6uconponon 5 Mr yTpom, aLeTuncanuumnoBas KucnoTa
100 mr no 1 Tabnetke yTpom, oMmenpason 20 mr no 1 kancyne Be4yepom.

64



[aazoBckMe YyTeHna. 2022. Cekuua «Tepanus»

3a Bpems HabnofeHusa COCTOAHME NALMUEHTKM YNyUYLWKIOCh: KynupoBanach
oAblwka, Sp02 98%, YA L, 16 B MUHYTY, B NErKMUX AbiXxaHUe BE3UKYNAPHOE, XpUnbl
He BbicnywuBalTcA. TOHbI cepALa AicHble, pUTM npaBunbHblin, YCC 65 ya/MuH,
ALl 120/70 MM.pT.CT.

MauueHTKa BbiNUCaHa B YAOBNETBOPUTENIbHOM COCTOAHUN NoA H36J1F0}J,EHM-
€M Bpayva-Kapauonora.

YacTas cxoXecTb CUMNTOMATUKN U HEKOTOPasi NONMMOP(HOCTb KNUHNYE-
CKMX CUMNTOMOB, Mackupytowasn 3a6oneBaHue nop pasnuyHole Gpopmol OKC,
3aTpygHseT auddepeHuManbHy0 AMarHocTUKy kapgumomuonatum Takouy6o,
6naropaps yemy ata npo6aema 0 CUX Nop ocTaeTcsa akTyanbHou. MpepcTas-
NeHHbII KNUHUYECKNIA cnyvail Nuwb NOATBEPXAAaeT HEOOXOAUMOCTb U3yye-
HUS 1 pa3paboTKM HOBbIX MOAXOJ0B K MOCTAHOBKE MAarH03a, a TaK e MOXeT
ObITb Mosie3eH Npu auddepeHunanbHON AMArHOCTMKE OCTPOro KOPOHApHOro
CUHApPOMA.

KNUHWYECKUIA CNTYYA NOAOCTPOr0 UHOEKLIMOHHOIO
9HJOKAPOUTA

ABTOpSbI:

AHaHbeBa Bepa CepreeBHa,
banyukas AHactacua BuktoposHa,
Fpunn Mapat PyctemoBuy

MepBblii MTMY M. M. M. CeueHoBa (CeueHoBCKMI YHMBEPCHTET)

Hayy4Hble pykosogutenu:
bparuna AnHa EBreHbeBHa — j.M.H., npogeccop
Popuonosa IOnua HypucnamoBHa — K.M.H., AOLEHT
MepBbliit MTMY M. M. M. CeueHoBa (CeueHoOBCKMI YHMBEPCHTET)

Mo paHHbIM EBponelickoro obuiecTBa KapAuonoros, pacnpocTPaHEHHOCTb
UHbeKuMoHHoro aHgokapauta (M3) coctaensaet 1,9-6,2 cnydyas Ha 100 Tbic.
HaceneHus. HecMoTps Ha WWPOKMIi CNEKTP COBPEMEHHbIX 1a6opaTOPHbIX Me-
TOZAOB MCCNEA0BaHUS, BepuduKaLmusa LuarHo3a, a Takxe BOSMOXHOCTH Andde-
peHuuanbHONW gnarHoctuku N3 ¢ apyrumn MHGeKLMOHHbIMYU 3a60NeBaHUAMM,
0CO6EHHO Ha paHHUX ero CTafusx, BECbMa 3aTPYAHEHbI.

MaynenTtka K. 60 net, 27.06.2022r. 6bina rocnutanuMsmMpoBaHa B Tepanes-
Tuyeckoe otgenenme YKBN? 4 Mepsoro MIMY um. U. M. CeyeHoBa B TAXeNOM
COCTOSIHUM C Xano6amm Ha cNabocTb, OTEKN HMKHUX KOHEYHOCTEMN, yyalleHHoe
cepaue6bneHue, notepto Beca 15 Kr 3a npeawecTByoWwme 3,5 mecsaua, remoppa-
TN Ha HUKHNUX KOHEYHOCTAX.
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N3 aHaMHe3a U3BECTHO, YTO NaLMeHTKa B AeTCTBe NepeHecna ocTpyio pes-
MaTHUYecKyr uxopaaky ¢ GopMUpOBaHWEM MUTPanbHOTO NOPOKa cepala, no-
nyyana 6uLMNANHONPOGUNaKTHUKY.

C deBpana 2022r. oTMeyaeT NOCTENEHHOe CHMXeHue Beca. B mapTte 2022r.
MOSIBUANUCH FreMOpparuu Ha HUXKHUX KOHEYHOCTSIX MO TUNY BacKynTa, B 06LEM
aHanuse KpoBM — remMorno6uH 77 r/n; Y3 opraHoB 6ptoLIHOi nonocTu — rena-
TocnneHoMeranus, acuut. B anpene 2022r. oTMeTuna peskoe CHUXeHue 3pe-
HUS, Npu 06CNeA0BaHUM — OKKIIHO3US HUXHE BUCOYHON BETBU LiEHTpanbHOM
apTepuu ceTyaTku cnpasa. B uioHe 2022r. no Y3/II BEH HUXHUX KOHEYHOCTEH —
OKKN03UpyHowwuii TpoM603 NpaBoi NOJKONEHHOI BeHbl, 6e3 dhnoTauum (panHa
Tpomba 13-15 cM). B TeyeHue nocnefHux 2 Hefienb NOSBUANCD Bblllenepeyuc-
NeHHbIe Xano6bl, bblia rocnMTanu3npoBaHa.

Mpu 0CMOTPE: KOXHbIE MOKPOBbI 6/1eHbIE C XENTYLWHbIM OTTEHKOM, FEMOop-
paruyeckue BbiCbINMaHMs Ha BEPXHUX N HUKHUX KOHEYHOCTAX. OTEKM roneHeii u
cTon. MpaHuubl cepAla pacwupeHbl Bneso. Mpu aycKynbTalun CepAeUHbIe TOHbI
NPUFAYWeHbl, CUCTONMYECKNIA LWYM Ha BepXYLIKe cepaLa. NMeyeHb: Ha 3 CM HUXe
Kpas peGepHoii Ayru, nanbnupyeTcs Kpait CeneseHKu.

B 6MoxumMuyeckom aHannse KpoBW: peBmaTouaHblii hakTop 55,9 en/mn; Fe
4 mkmonb/n; pepputun: 1500 Hr/mn; CPB 96,9 Mr/n; kpeaTuHUH: 144 MKMONb/N.

CkopocTb kny6oukoBoii punbtpayuu (CK®) no popmyne CKD-EPI — 33,9 mn/
MUH/1,73 M2,

061Kt aHaNN3 MOYN: IPUTPOLUTDI +++.

Mo pesynbtatam IxoKI: CTBOPKWN MUTPaANbHONO KnanaHa yTonueHbl, Aedop-
MUpOBaHbl. Busyanusupyercs nMHenHas, C OKpYrnbiM KOHLOM, 93XOCTPYKTypa B
MpoeKLMK KOHL0B CTBOPOK MUTPaNbHOr0 KNanaHa, nponabupytowas B nonocTb
nesoro npegcepaus. MutpanboHas peryprutauus 3 cT.

Mo pesynbratam KT opraHoB rpygHoOM KJieTKu: 4BYCTOPOHHUIA NAeBpanbHblii
BbINOT.

Hanuune y nauymeHTKN cepaeyHo-cocyancTbix dpakTopoB pucka U3 (npeg-
WecTBYOWMIA peBMaTUYECKNIi NOPOK cepAaLa), 06HapyxeHne Ha IxoKT «Bere-
TauWu» Ha MUTPaNbHOM KJlaHaHe, MUTPanbHas peryprutauus 3 cTenexu, Bbl-
ABNIEHWE NPU3HAKOB UMMYHOBOCNANNTENBHOTO CUHAPOMA (rnoMepynoHedpuT
€0 cHuxeHnem CK® go Xblc3b, Backynut, 3HauuTeNbHOE NOBbIWEHNE OCTPO-
(asoBbIx NokasaTenei), cocygucTtble peHomeHbl (3M60NUS LIEHTPaANbHON ap-
TepUM CeTyaTKu), NO3BONNNO YCTAaHOBUTb KJMHUYECKN AMarHos: BHe6onb-
HWUYHbIA aKTUBHbIA MOAOCTPbIA UHOEKLMOHHbIN 3HAOKAPAMT MUTPaNbHOro
KnanaHa.

MpoBoAnnach aHTUGMOTUKOTEPANUS, aHTUKOATYNSIHTHAA Tepanus, TpaHcoy-
31S 3PUTPOLMTAPHOIA MacCbl.

Ha ¢oHe npoBogMMON Tepanuu reMoAuvHaMuka cTabuibHas, ypoBeHb re-
MOrno6uHa B AuHaMuke goctur 99 r/n, no gaHHbiM 3X0-KI — nonoxutenbHas
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AvHamMuka, Y3[I BeH HUXKHNX KOHEYHOCTel B UHAMUKE — TPOM603 rny6oKux
BEH NMpaBoii roNeHn B CTaANN HadyanbHOI pekaHanusauuu, nortauuu Tpomba
He BbISIBNIEHO.

Takum 06pa3oMm, B JaHHOM KJIMHUYECKOM Clyyae npeAcTaBneH pKuii npu-
Mep NOAOCTPOro TeyeHus N3.

CNOXHOCTU B ANWATHOCTUKE U TIEYEHUN
AEPMATOMMO3UTA

ABTOpSbI:

AuppocoBa Banepus BnagucnaBoBHa,
bypnawesa BanentuHa EpemeeBHa

PHUMY um. HW. NMuporosa

Haquble pykoBogurenn:

loppeeB UBaH leHHagbeBMY — J.M.H., npodeccop
Cobonesa BaneHTnHa HuKonaeBHa — K.M.H., AOLEHT
PHUMY nm. HW. Muporosa

Lepmatomnosut (AM) — 3TO MHOrOQaKTOpPHOE XPOHMYECKOE ayTOUMMYH-
Hoe 3aboneBaHue, xapakTepuaytoweecs TUMNYHBIM NOPAXEHUEM KOXM B BUAE
3PUTEMBI M OTEKA, MbILLEYHOMN TKaHM, @ TaK)Xe BHYTPEHHNX OpraHoB. OCHOBHbIM
KOMMOHEHTOM naToreHesa [iM ABnsieTcA ayTOMMMYHHas peakLus opraHusma B
OTBET Ha felicTBMe (aKTOPOB OKPYXatoleit cpeabl, Takux Kak YO usnyyenue,
neKapcTBeHHble CPeACTBaA, UHPEKLMN 1 06pa3 XU3HK, Y NII0Ael C reHeTUYecKoi
npeApacnonoXeHHOCTbIO.

MauynenTkab.,42r., BNnepeblie 0TMeTUNa No6eneHne 3-5nanbLeB pyK Ha X0N0-
Ae okono 3 net HasaA. B koHue mas 2021 r 3ameTuna Heb6oNbLIOE KPpacHOBATOE
NATHO Ha NpaBoM 6Gefpe, 6€3 3yAa M oTeka. 3aTeM, Takoe Xe NATHO NOSBUAOCH
Ha npaBoM nJieye. B Hos6pe 2021 1 K BbICbINaHWUAM Ha NuLe fo6aBuICa 0TeK
B 06/1aCTU CKYN, NATHO HAa HOTe YBENMYMNOCH A0 3 CM B AMAMETPE, B LEHTPE
06pasoBanach AMKa, NOKpbiTas KOPOUKOIA, 60Ne3HEHHOCTb NO KpasiMm NATHa. B
CBA3M C 3TUM obpaTunacb K Aepmatonory, noctaBieH fuarHos «MHorohopm-
Has apuTeEMa», peKOMEHL0BaH KpeM «TpuaepM», ieyeHne 6€3 NonoXuTeabHOro
apdekTa. B gekabpe 2021 r rocnuTanu3upoBaHa B UMMYHOIOTMYECKMIA LIEHTP
C )Xanobamu Ha yCUNUBLLYKOCA OTEYHOCTb NMLLA B 0611aCTH CKyn, Hoca, 6ones-
HeHHOCTb Hoca. lpoBofunach Tepanusa npefHU3onoHoM B/B ¢ 17.12 no 23.12,
6e3 NoNoXuTenbHoro apdekTa. BoinucaHa 25.12, nocne 4Yero BnepBble OTMe-
TUNa oLyl EeHUEe «<KOMKA B ropne», TPYAHOCTb NPM rNOTaHUM TBepAoi nuwm. C
20.02.2022 r oTMeTHNIa MOABNEHUE IPUTEMbI HA KUCTAX (MO TuNy y3enkos MoT-
TPOHa), 0TEYHOCTb NNLLa B 0611aCTH CKYN M NOAG0POAKa, OCUNNOCTb rosioca.
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1.01.2022 r. rocnutanusupoBaHa B Kb N2 23 um. 1.B. [laBbigoBCKOro 6pu-
ragoii CMI ¢ HanpaBUTENbHbIM AMArHO30M «aHTMOHEBPOTUYECKMUIA OTEK» C
)ano6amu Ha cnabocTb, BbICbINAHMA Ha NULe, KOHEYHOCTAX, B 30HE AeKOJbTe,
0TeK Ha fiMue B 061acTu ckyn, TPYAHOCTb NPU FNOTaHUM, OCUNAOCTb U FHyca-
BOCTb ronoca. HasHayeHa Tepanusa npegHU30IoOHOM 65 Mr BHYTpb, Yepes 6
AHeli npuema cy6beKTUBHO ynyylleHnii HeT. CHusunmco yposHu KOK, AJIT, ACT.
YcTaHOBNEH HasoracTpanbHblii 30HA B CBA3M € aucdarneii. Boissnenol AHO no
HEP-2 — 1/1280. buoncus koxu ¢ MXK, dacuneii n MblwLeii: xapakTepHas Tpu-
ajia AepmMaToMMO3nTa: BocnaneHue, Backynut, nepudacumkynsapHas atpodus.

15.03.2022 r. nepeBefeHa B peBmaTonioruyeckoe otaenenne KB um.
B.M. bysHoBa Cc HanpaBWTe/bHbIM AWarHo30M «AepmaToMuosut». UOMI ot
17.03: BbiiBNIEHHblEe U3MEHEHUA B CBETE KJIMHUYECKOW KapTUHbI COOTBETCTBY-
0T NepBUYHO-MbIWEYHOMY YPOBHIO MOpaxeHus. B cBA3W ¢ nuxopajkon Hesc-
HOro reHesa npoeoaunucb uccnepnoBaHns: OHKO-CKPUHWUHT OTpULaTeNbHbIN.
Rg-ckonusa u Rg-rpadus rnotku, nuiesoga ¢ KOHTpacToM oT 23.03: BbINONHEH
1-bIi TNOTOK, ONpeAenseTcs 3aTeK KOHTPACTHOO B-Ba B NeBbIN NaBHbli GPOHX.
BblpaxeHHblit KawneBon CUHAPOM. Rg-kapTMHa MULWEBOAHO-TPaxeasibHOro
ceuwa. KT OTK ¢ B/B KoHTpacTupoBaHueM ot 23.03: KT-kapTuHa cerMmeHTapHoii
HUXXHE0NeBOI NEBOCTOPOHHeH 6poHxonHeBMOHUU. UHdunbTpaums napasso-
GbareanbHoii knetyatkun. ITAC ot 23.03: IHZOCKONMYECKME NPUBHAKN GUCTY DI
WwenHOro oTaena nuuesofa. YcTaHoBKa Ha30MHTECTUHANIbHOTO 30HAA ANA N-
TaHus. MpogoskeHa nHMUMMpoBaHHasa paHee Tepanusa IKC, B ¢Bsi3u ¢ nporpec-
cupyrolwweii gucdarueil, Backynutom nposefieHa Tepanus BBUI, B cymmapHoit
no3e 62,5 rp. BoinucaHxa c ynyyweHueM, pekoMeHf0BaHa KoHcynbTaumua 8 HUN
CxknupocoBCKoro.

B anpene B HUN CknudocoBkoro yctaHoBfieHa racTpocToma, KoTopasi Ha
MoMeHT ocMoTpa (5.10) npucyTcTeyeT. focnuTtanuaupoBaHa 3.10 B KB N2 15 um.
0.M. dunatoBa gnqa kypca BBUI n koppekuyun neyeHns. Ha MOMeHT ocMoTpa
COCTOSIHUE 6ONbHON Y0BNETBOPUTENLHOE, CBEXUX 04aroB HE BbISIBNEHO, Mbl-
WweyHas cuna AoctaToyHas, pelwaercs BONPOC O CHATUN racTPOCTOMbI.
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KNTMHUYECKOE HABJIIOAEHUE NALUEHTKH
C METACTATUYECKOW ®OPMOW MEJIAHOMbI.
MPOBNEMbI MO34HENA JUATHOCTUKU U NEYEHUA

ABTtop:
AHToHOBa EKaTepuHa AnekceeBHa
PHUMY nm. H.W. Tnuporosa

HayuHble pykoBogutenu:
FaliguHa TaTbsiHa AHaTONbEBHA — K.M.H., JOLEHT

PHAMY um. H.W. Muporosa; ®I'BY ®eaepanbHblil LEHTP MO3ra u
HeipoTexHonoruii ®MBA Poccun

CkpunkuHa lMonuHa AneKcaHApPOBHA — K.M.H., AOLEHT
PHUMY um. H.W. Tnporoga

MenaHoma ABngeTCA 3/10Ka4eCTBEHHbIM MENaHoUUTapHbIM H03006p33088'
HWEM CO CKJIOHHOCTbIO K MeTaCcTa3npoBaHUto B J'IVIMd)aTVIllECKVIe y3nbl, nerkue,
rOSI0BHOW MO3r M BbICOKOW NeTanbHOCTblo. 3a60N1€BaeMOCTb MeNnaHOMOW B
MUpe BO3pacTaeT C KaXXAbIM roaoMm, 4To Tp96y9T 0T Bpayei NoBbILWEHHO OHKO-
HaCTOPOXEHHOCTU U 3HAHUWA OCHOB paHHEN JUarHOCTUKH.

B by «®MHL» ®MBA Poccumn obpatunacb nauuenTka C., 52 net ¢ xano-
6aMu Ha MePUOLNYECKOE rONIOBOKPYKEHME, TONIOBHbIE 60511 AndPysHoro fass-
Lero xapakTepa, 06wyt cnabocTb, 3NM304bl HAapyLEHNUS PeYn B TEYEHME NO-
cnegHux 3 mecaues. [pn NnepBUYHOM OCMOTpPE HEBPOMOrUYECKHii cTaTyc 6e3
0C06EHHOCTEMN, 06Liee COCTOSAHME YA0BIETBOPUTENIbHOE.

MPT ronoBHOro mosra BbISiIBUJI0O 06beMHOe 0Opa3oBaHue NeBOi JIO6HOI
LONN, MONepeyHy AUCNOKaLul Mo3ra BnpaBo Ha 2 MM. [lpeaBapuTenbHbli
AuarHos: rnnoma. MpoBefeHbl MUKPOXUPYPrUYECKOe yaaneHne onyxonu ¢ npu-
MeHEHWEM HeiipopU3nN0norMyeckoro MOHMTOPUHIA U UCCEYEHNE HOBOOOPA30-
BaHUA Ha KOXe BONOCUCTOI YacTW ronoBbl. YAaneHHblit MaTepman oTnpaBneH
Ha naTosoroaHaToOMMYyeckoe uccriefoBaHue. MUKpocKonmyeckoe omucaHue:
(parmMeHTbl TKAHM FOIOBHOrO MO3ra C MHBa3WBHbIM POCTOM HOBOOGPa30BaHMu4,
MOCTPOEHHOr0 M3 aTUMHUYHbIX NONMMOPQHbBIX KNETOK C 303MHOQUNbLHOI LUTO-
nnasmoi, YEeTKON KNeTOYHOI CTeHKOI, hopmupytowein conugHole nons. OtTme-
4alTCA Y4aCcTKN HEKPO30B, 04aroBas HeliTpodunbHasa u numdonnasmouunTap-
Has MH@UNbTpauun. MMMYHOTUCTOXMMUYECKOE WCCNef0BaHMe: OTMevyaeTcs
audoysHas umtonnasmaTuyeckas akcnpeccus S100, Ki67 — go 15%, oyarosas
akcnpeccua a/T HMBA45, agepHas akcnpeccus a/T p53 B eANHUYHBIX KeTKax,
otcyTcTByeT akcnpeccusa a/T CK7, CK20, GFAP, PanCK B knetkax onyxonu. 3a-
KNtoueHue: ructomopdonornyeckas KapTuHa MeTactasa 6eCnMrMeHTol anuTe-
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NUONLHOI MeNaHOMbl B TOJIOBHOW MO3T. HOBOOépaBOBaHMe BOJIOCMCTOMN YacTu
KOXU ronoBbl: 6a3aibHOK/IeTOYHAs KapuuHoma.

C uenblo BbIABNEHUSA NEPBUYHOTO OYara MesaHoMbl NaLUeHTKe 6blio npoBe-
JEeHO KapTUpOBaHWeE KOXHOro NOKpPOBa Ha NporpaMMHo-annapaTHOM KOMMek-
ce FotoFinder body studio (fepmaHus) ¢ nocnegytoLieit OLLEHKON 3N10KaYeCTBEH-
HOCTM AepMaTOCKOMUYEeCKMX W306paxeHWihi WCKYCCTBEHHbIM MHTENNEKTOM.
Bcero Ha Tene naymeHTKM 661710 06HAPY)XXEHO M UccneAoBaHo 92 HOBOOGPa3o-
BaHWA KOXM. 3ak/iloyeHne Bpaya-AepMaToBeHeposiora: A0CTOBEPHO onpeje-
NUTb NEPBUYHBINA 0Yar MeNaHoMbl Ha KOXe He yaanocb. [lepmatockonuyeckas
KapTMHa NOAO3PMTENbHOT0 HOBOOGPA30BaHUA Ha KOXe Nula COOTBETCTBYET
6a3aNbHOKIETOYHOMY paKy.

bbino NnpoBefeHO MONEKYNAPHO-TeHETMYECKOEe uccneoBaHne ¢ napabuHo-
BblX 6/JI0KOB NpenapaTtoB ONyXo/eBoii TKaHW rofoBHOro Mosra metogom MLP.
Mpu uccnepgosaHun JHK B 15 3k3oHe reHa BRAF BbisiBneHa comaTtuyeckas
myTaumus p.V60OE (c.1799T>A, rs113488022), sapeructpupoBaHHas B COSMIC
(ID COSMA475) kak naToreHHblit KNMHWYECKN 3HAYNMbIii BapuaHT.

Pesynbrat M3T KT: runonnoTHaa ameTabonmMyHas 30Ha IO6HOI Jonu cnesa
(cocTosiHMe mocne XWMPYpruyeckoro NedyeHus), renatoMeranns, XupoBas WH-
bunbTpayma neyexu.

Ha ocHoBaHuUM pesynbTaToB NOKa3aHO NPOBeJEeHUe afbloBaHTHON Tepanuu
MHTMO6UTOPAMMN KOHTPONbHbIX ToYeK iPD-1. MauneHTKe NPOBEJEHO fleYeHne no
cxeme sh0876 1 nuHus 1 kypc Nemoéponnayma6b 400 mr B/B, unkn 42 pHA.

MayMeHTbl C MeTacTasaMu B FOJIOBHOW MO3I UMEIOT MAIOXOi KIIMHWUYECKHWid
MPOrHO3 M HEBOMbLIYIO NPOAOIKUTENBHOCTD XU3HW. Heo6X0AUMO UCKOYATDb
MeTacTaTUYeckylo MefNlaHoMY, Kak UCTOYHUK 9TUONOTMN HEBPOJIOTMYECKUX Ha-
PYLIEHU, 0COGEHHO eCiu MaLMeHT BXOAMT B TPYMMy pucka no MenaHome. Jle-
YeHue MeTacTaTM4yeckon hopmbl MeNaHOMbI Tpe6YeT MyNbTUANCLUNIMHAPHOTO
NOAXOAA C MPUMEHEHNEM COBPEMEHHBIX METOAOB NIEYEHMS.
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PA3BOP K/INHUYECKOIO C/IYHAA NALMEHTA
C AMBEPTUKYNAPHON BONE3HDBIO TO/ICTOW KMLUKK
bE3 MNPOBOAEHUA U ABCLLECCA, 3PO3UBHbIM
9300ATUTOM U COCTOABLUUMCA KPOBOTEYEHUEM
U3 BAPUKO3HO PACLLUPEHHDbIX BEH MULLEBOAA

ABTOpSbI:

bakyTtuHa IOnus lOpbeBHa,
Do6pbiHuHa UpnHa CepreeBHa,
Mypaeuykaa MapuHa HukonaeBHa,
XaHuHa EneHa AHaToNbeBHa,
MocmeTtbeBa Onbra CepreeBHa

BIMY um. H.H. Bypaenko

HayyHble pykoBoguUTEN:

3yiikoBa AHHa AnekcaHApOBHa — J.M.H., npodeccop
EcuHa EneHa lOpbeBHa — j.M.H., npodeccop
BIMY um. H.H. bypaenko

B BY3 BO BI'KM 10 nocTynun naunmeHT — MyX4uHa 56 neT ¢ xanobamm — Ha
OCTPO BO3HMKILYIO 60/b B 1€BOM KOJIEHHOM CYCTaBe, OrpaHN4YeHIe ABUKEHNA U
nossaeHneM 60m npu GU3NYeCcKoit akTUBHOCTH.

[laHHOe cocTosiHWe OTMevaeT B TevyeHune 1 AHA, Korga Bo BpeMsa HOYHOro npo-
6Y)K}J,EHMFI noABUIUCH BbillenepeyncneHHble Xano6bl.

C27.10.22-02.11.2022 nauneHT HaX0AMUNCA HA CTaLMOHapHOM neyeHun B bY3
BO BFKECMI 1 ¢ anarHosom «[luBepTUKynspHas 601e3Hb TONICTOrO KULLEYHU-
Ka. InBepTUKYNUT. IP03NBHbINA 330daruT. CocTonBLIEECs KPOBOTEYEHMEY. JKC-
TpeHHo rocnutanusnposaH 26.10.22 CMI nocne nosiBiieHne pasnnToil 0CcTpoin
601K no BCEM GnaHKaM XUBOTA, 0COGEHHO B MYNOYHOM 061aCTU U NOSBIIEHUEM
MPOXWUIOK KPOBM B Kane — «MeJfieHbl», TOWHOTbI U BbIpaXeHHOoM 06wweli cnabo-
CTH.

PesynbTaTbl NONyYeHHbIX UccnegoBanmnii — KT-kapTuHa MHOUNLTPATMBHBIX
W3MEHEHNIi KNeTyaTKW NeBoi NOAB3A0WHON 061aCTH, AUBEPTUKYIOB HUCXOAS-
wei 060A04HOI KMILKH.

dHpockonnyeckoe uccnegosaHue ot 27.10.22: BapukKo3HO paclUMpeHHbIe
y3enKu nuiieBoga. Ipo3uBHbIA 330haruT, HeA0CTaTOYHOCTb KapANUM U TPbIXK
nuieBofHoOro otTeepcTusa anadparmol. [TOBEPXHOCTHbIA FacTPOLYOAEHUT, fYO-
AeHO-racTpanbHbli pedNioKc. BTOpUYHbIA AYOAEHUT.

JlabopaTopHble uccnegoeanus ot 27.10.22 numdoumntbl 30%, reMornoouH —
148 r/n, aputpouutbl — 4,94, neiikoyutbl 6,4, CPB — 10 mr/n.
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Bbuoxumnueckoe uccnepnoBaHue kpou oT 27.10.22 ob6bwmii 6UNNPYOUH —
46 mkmonb/n, rnoko3a — 4,92 mmons/n, ACT — 89,4, ANT — 71,5 Ea/n, ITTIN —
200,3, Takxe 6bInu onpeAenenbl AT K BUPYCHbIM renatutam B, C — oTpuuartens-
Hbl.

Ha cTaunMoHapHOM 3Tane NpoBefeHO NeYeHne: MPOKMHEeTUKAaMM, FeMOTpaHC-
dysuei, reMmocTaTukamu, bepMeHTaMu, NPUMEHEHbI 3HAO0CKONNYECKUE METOADI
OCTaHOBKM KpoBoTeUYeHUs .C LieNbio OnpesieneHns NPUYNHbI 0CTPO BO3HUKLLIE-
ro 601€BOro NpUcTyna B NpaBoM KOJIEHHOM CycTaBe Ha aMBynaTOpPHOM aTane
6binu HasHayeHbl — CPB, onpefeneHue ypoBHS MOYEBOI KUCIOTbI, pEBMATOU]-
HoOro akTopa, a Tak)xe MHCTPYMEHTA/IbHOTO - PEHTreHorpadum NeBoro KoseH-
HOro cycTaBa.

04.11.22r. nmauMeHT CamMOCTOATENIbHO B YAaCTHOM KJINHMKE BbIMOAHUN
peHTreHorpaGuio NeBOoro KONEHHOro cycTaBa, MPOBEAEHHOro Ha annapare
FlexiDiagnost Compact, rae 6b110 NONYYEHO 3aK/tOYEHME: NEBOCTOPOHHMWIA Fo-
HapTPO3-apTpuT 2 CT., CHHOBUT?

PesynbTaTbl na6opaTopHbIX Noka3aTeneii: noBbilweHne TpaHcaMuHas (ANT
114 Ea/n, ACT 118 Ef/n), CHUXEHNE YPOBHS 3PUTPOLUTOB, reMaToKpuTa, npu
aHanuse 6MOXMMMYECKOro aHann3sa KpoBM OTMEYEHO NoBbliweHNe ypoBHS CPb
A0 9,3 Mr/n, Mo4eBoii KUcnoTbl Ao 506 MMonb/n). Mocne Yero 6bin BbICTaBEH
JmnarHos: JIeBOCTOPOHHUI TOHApPTPO3-apTPUT 2 CT., CUHOBUT? Tunepypukemus.
Co cnoB nauumeHTa, 60/b B CycTaBe CaMOCTOSATENIbHO KynupoBan npuemom 1,5
TabneToKk HEHapKOTUYECKOro aHanbretTuka — Tpamagona. Mocne oTcyTcTBUA
addekTa OT Tepanun 06paTMNICA B YAaCTHYIO KJIMHUMKY, Obina NpoBefeHa MyHK-
LiMst NeBOro KONEHHOTO CyCTaBa, B X0fe KOTopoi 6b110 nonyyeHo 6onee 20 Mn
XWAKOCTU U3 MONOCTM CyCcTaBa.

Ha ambynaTtopHoM aTane nauueHTy 6biia BblopaHa Tepanus B BUAE NPUMO-
yek ¢ pactBopom [umekcuga 1:1 pacTBOPEHHOro B BOAe, puanoTepaneBTnye-
cKkoe neyenune, AnnonypuHon B go3e 100 mr no 1 TabneTke nocne egbl.

BbiBoAbl. [laHHbIiA KNMHWMYECKUWA cryyail B oyepefHOW pas nokasbiBaeT
CNOXHOCTb B ONpeAeneHnn TakTUKN BeAEHUA U Ha3HAYEHUA MeJUKaMEeHTO3-
HOVi TepanuuM NauMeHTaM c NaToONOrUeN UBEPTUKYNAPHOI 60E3HU KULIEYHMKA
B CTafuu 060CTPEHMNS, COCTONABIUMMCS KPOBOTEYEHMEM, @ TAK)XKE 060CTPEHUEM
nofarpuyeckoro apTputa. MMeHHO M03TOMY HEO6XOLMM KOMMNEKCHBI NOAX0A4
B JIeYeHUN naumeHTa Kak TepaneBTUYeCKOro, XMpypruyeckoro u peBMaTonoru-
yeckoro npouns, a TakXXe NPUBEPKEHHOCTb KaK K MEAMKAMEHTO3HON, TaK K
HeMeaMKaMeHTO3HOMN Tepanuu.
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AEBIOT TMMEPTPO®UYECKON KAPAMOMUOMATUN
B MOXXWJIOM BO3PACTE

ABTOpSbI:

bonbwenaesa AHacTacus Oneroexa,
AkceHoBa Banepus CepreeBHa,
Toii6y-xaa Haiibip MunanoBuy

PHUMY um. HW. Muporosa

HayuyHbi4i pykoBOAUTEb:
KnumoBa AHacTacusa BayecnaBoBHa — aCCUCTEHT
PHAMY nm. H.W. Muporosa

Maunentka M. 70 net, 10.11.2022 nocTynuna caMoOTEKOM B Kaphuonoru-
yeckoe OTAeneHWe ANA NONyYeHUs HBanupHocTu. MaymeHTka npeabaBnsaert
Xano6bl Ha OCTpble Koniowue 6011 3a rPyAUHON, BO3HUKAKOLWME NPU XOAb6E
Ha paccTosiHum go 100 meTpos, anawmnecs 10-15 MUHYT 1 KynupytoLwmecs B co-
CTOSIHUM MOKOS1. [laHHble 6011 BO3HUKAIOT fiBa pa3a B Mecsil} B HOUHOE BpeMS
B NMOJIOXEHUM Nexa ¢ uppaguaumuen B nonatku. Takxe )anobbl Ha OfbIlIKY B
noKoe, Nepuoaunyeckne nogbemol gasnenus ao 160/74, ronoHble 60u, rono-
BOKPYXXEHMA, KpaTKOBPEMEHHbIE NOTEPU CO3HAHUA U NOCTOAHHbIE OTEKU HOT,
ycunuBawLwmecs K Beyepy.

Bnepsble, 60nu 3a rpyanHoit BosHukam B 2017 rogy nocsie BO3BpalLeHus
00/1bHOW M3 caHaTopusA. lMpexae, HUKaKUX Xanob co CTOPOHbI CEPAEYHO-CO-
CyAMCTON cCUCTEeMbl He Habnganocb. B cBA3K ¢ 3TUM NaumeHTKa obpaTunach
B HUW Knunuyeckon kapauonorun um. A.Jl. MacHukoBa, rge ein noctaBunu
npeABapuTENbHbI AWArHo3 «runepTpopuyeckas kapaumomuonatus». [aH-
Hoe 3a6o/ieBaHMe ABNSETCA FeHeTUYECKU OOYCNIOBNIEHHbIM W npeanonaraet
Hanuyne B CEMENHOM aHaMHe3e POACTBEHHWKOB MOJIOA0r0 BO3pacTa no nep-
BOM NIMHUW C CEPAEYHOI HeJOCTAaTOYHOCTbI. B xofe AeTanbHOro paccnpoca
MauueHTKN M. BbISSCHUAOCDH, YTO €€ POAHON 6paT yMep B Bo3pacTe 28 neT oT
CepAeYHON HeLOCTAaTOYHOCTU. XapaKTepHble CUMNTOMbI B BUAE OAbILIKM, CHU-
XEeHUs TonepaHTHocTn K ®H, pasHoo6pa3us 60neBbIX OLYLEHWIE B TPYAHOI
KNleTKe CTEHOKapAUYEeCKOro xapakTepa, HapylWweHuss puTMa CepAedyHon aes-
TENbHOCTU, FOJIOBOKPYXEHWI, NPECMHKONA M CUHKONA, a TakXe OTCYTCTBUE
KaKMUX-TMbo CUMNTOMOB A0 65 NeT U OTATOWEHHast HaCNeCTBEHHOCTb NO3BO-
NAT ¢ 60/blLON BEPOATHOCTbIO Npeanoiaratb UMEHHO runepTpoduyeckyio
Kapauomuonatuio.

B uenax agudpdepeHumnanbHoi AUArHOCTUKM C APYrUMM 3abosieBaHUAMU
CepAeyYHO-COCYAMCTON cucTembl 6bia npoegeHa IX0-KI. B pesynbrate uc-
cnefoBaHUA NONYYEHbl CNeayrowme faHHble: TunepTpodus NeBoro Xenynouy-
Ka, ytonweHue MXT B 6a3anbHOM U cpefiHeM cermeHTax Ha 1.4 cM 1 1.6 cM
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COOTBETCTBEHHO, AUnaTayums o6oux npeacepauil, cuctonuyeckas QyHkuma B
HOpMe, Auactonuyeckas JUCOYHKLMA NeBOro Xenyaoyka 1 Tuna, 06¢cTpykyms
BbIHOCSILLEro TpaKTa NeBOro XenyAouka, MUTpanbHasa peryprutayua 2 ctene-
HW, aopTanbHas, TPUCKYCNUAanbHas, neroyHas peryprutauum 1 cTeneHu, 3oH
HapyWeHWs NOKaNbHOW COKPAaTUMOCTU HeT. MOXHO 6b110 6bl NPEANONOXUTD
CTabuNbHY0 CTEHOKApAUIO HAaNpsXXeHUs, TaK Kak NaLMeHTKa MMeeT BECb CUM-
NTOMOKOMMJEKC, XapaKTepHblii AN AaHHOT0 3a60JIeBaHMUSA, LUACTONNYECKYHO
aucdyHkumio u runeptpoduto JXK, aucdyHKLMIO KNanaHHOro annapara, a Tak-
Xe QakTopbl pucka B BUAE KYpeHUs Ha npoTshkeHun 50 net n metabonuye-
CKMii cuHppoM. OfHAKO NpUCYTCTBYET OTNMYNUTENIbHAsA OCOBEHHOCTb B BUAE
OTCYTCTBUA HapywWweHUA cokpaTuMocTun JIXK, yTo xapakTepHO Ans CTeHoKap-
auvn. Mo pesynbtatam IKI y Maunentkn M. oTMevaetca GoHOBas Aenpeccus
cermeHTa ST ¢ oTpuuatenbHbiM 3y6uom T B oTBegeHusax V5, AVF, ysenunye-
Hue nHtepeana QT. B cBA3u ¢ ucknoyenHnem UBC, HanMumeM reHeTU4eckoi
NpeapacrnonoXeHHOCTU U pesynbTaTaMu MHCTPYMEHTaNbHbIX UCCNEeA0BaHUN
60NbHOI BbICTABNEH OCHOBHOW AuMarHo3: «MMnepTpoduyeckass 06CTPYKTMB-
Haa Kapanomuonatus». Takxe BbIABUAM HapyLlWeHUA puTMa cepaLa 1 NpoBo-
aumocTu, n ans ctpatudukaumu pucka BCC pekomeHayeTcs yCTaHOBKA UM-
nnaHTUpyeMoro kapauosepTepa-aedubpunnaropa (HCM Risk-SCD 6,54%), uTo
MO3BONUT KOHTPONUPOBATb CEPAEYHbIA PUTM NYyTEM CTabUAN3aLNM XKENYL0u4-
KOBbIX 3KCTpacucTon u taxukapauu. OT npefnoXeHHOro NeYeHns naymeHTka
OTKasanacho.

KNUHUYECKKNA CNYYAN KOMOPBUHOIO NMALMEHTA
C 3MOLMOHAJIbHO HEYCTONYUBbIM PACCTPONCTBOM
JINMHOCTWU, NATYBHbIM YMOTPEBJIEHUEM AJIKOr 01
W KAHHABUHOU0B

ABTOpbL:

ByTypnun Hukuta AnekcaHaposuy,
ByTypnuna AHacTtacus OneroBHa,
WBaHoBa Anéna OneroBHa

PHUMY nm. H.W. Tinporoga

Hayy4Hbisi pykoBoAUTENb:
lycTtoB AnekcaHpap AMNUTpUEBNY — K.M.H.

KoMop6ugHbie paccTpoiicTBa NpUBNeKaloT BCe 60/bllee BHUMaHNe uccne-
poBaTeneil. [laHHas npo6ieMa akTyasibHa B CBSI3M C B3aUMHbIM OTSATOLL Ao LUM
BIMSHUEM, KOTOPOE OKa3biBaeT Kaxjas U3 COCYLLeCTBYIOLMX HO30M0MMIA Ha
KJTIMHUYECKYH KapTUHY.
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B pamkax AaHHOI paboTbl NpeACTaB/ieH KJIMHWYECKWIi Chyyaii nayueHTa c
ANarHo3oM: 3MOLMOHANbHO HeycToiunMBoe paccTpoicTBO nuyHocTu (IHPII),
umnynbcueHblil Tun (UPJ1) — F60.30 MKB-10, Tak)xe 310ynoTpe6nstownii anko-
rosem, KaHHabuHoungamu.

MauymneHT, 32 rofa, XeHat, 2 AeTeld. bepeMeHHOCTb U poabl 6€3 0COBEHHO-
CTeNn, paHHee pa3BUTHUE C HE3HAYMTENbHbIM OnepexeHneM. Poc B NosiHOM ce-
Mbe. GopMupoBancs SMOLMOHaNbHbIM, runepakTuBHbiM. LY nocewan. B
WKONY Nowwen no Bo3pacTy. B konnekTuBe aaanTMpoBancs ¢ He3HaYMTENbHbIMU
TpygHocTAMKU. CTpemMunca 3aHuMaTtb MuAepcKyto nosuuuto. NMpeanoyntan nog-
BWXHble Urpbl, yBieKanca 60eBbiMK BUAAMKU cniopTa. Hepefko Habnoaanuch
KOH(NUKTbI CO CBEPCTHMKAMM, MHOTAA AOXOAUBLIME A0 ApaK, C POACTBEHHUKA-
MU, yuutensamu. XapakTepHbl 6ypHble ah(eKTUBHbIe BCMbIWKM, THEBNUBOCTD,
HeypaBHOBELIEHHOe NMOBefeHNe, peakyun onnosuuun. UHTepeca K yyebe He
npoaBnAn. Y 4OCKM 0TBEYaN pefKo, CaMOCTOATENIbHO He Bbi3biBancs. Cnpegme-
TaMu 3HaKOMUJICS, He BHUKAsA B cyTb. Co cTapwmx Knaccos paboTan, nporynu-
Ban 3aHATUA. CBOGOJHOE BpEMS NPOBOLMN B KOMNaHUM Apy3eii. C AeBylKaMm
HEOHOKPATHO 6bl/1 B MOBEPXHOCTHBIX U HENPOAOMKUTENbHbIX OTHOWEHUAX. Mo
OKOHYaHMM WKONbI 06yYyancs no cneunanbHOCTH «3KOHOMUCT». Mo npodeccuu
He TpyAoycTpauBancs, Obin 3aHAT HU3KOKBANU(MLMPOBAHHBIM TPYAOM, YacTo
MeHsi1 MecTa pa6oTbl. Pa3BuBan 6M3Hec No TOproesie TabayHoii NpoAyKLuei,
nepeLen Ha camo3aHATOCTb. XKeHaT ¢ 26 net. OTHOWEHMUA B CEMbe HanpsXeH-
Hble, KOHOANKTHbIE. XKUNULWHO-6bITOBbIE YCIIOBMSA YAOBNETBOPUTENIbHBIE, MaTe-
puanbHoe NoNOXeHUe o6ecneyeHHoe.

B TeuyeHme BCeil XWU3HM IMOLMOHANbHO HEYCTOMUMB, pasfpaXuTeseH,
BCMbINbYMB, KOHDNIUKTEH, NOCNELWEH B PELIEHUNX, UCTbITbIBAET TPYLHOCTH C
CaMOKOHTPOJIEM, NPU 3TOM JOCTAaTOYHO NPOAYKTUBEH M pab6oTocnocobeH. C 16
NeT No CeroHsWHMIA MOMEHT YacTo yNoTpebiseT afikorofb, MapuxyaHy, rawmu
C LieNIblo CHATUSA CTPecca, KOHTPOA Haj, 3MOLUAMMU.

B 2020 r. nocne yepeabl KOHPNUKTOB Ha peryaspHoi OCHOBE ynoTpebnan
MapuxyaHy. lcuxuyeckoe pacCcTpoMCTBO NpMo6peno AUcHopnUYEecKmii OTTEHOK:
BCMbIIbYMBOCTb, Pas3fpaxnTeNbHOCTb Ha GOHE 3HAYMMOMN NPOJOMKUTENBHOM
rMNOTUMUM, 6ECNOKOICTBO, HApYLLEHHbI# CAMOKOHTPOb, 3MOLMOHaNbHasA Na-
OMNIbHOCTb. BOSHUKN TPYAHOCTH C BbINONHEHMEM NPOGECCUOHANbHbIX 065-
3aHHOCTE.

O6GpaTunics 3a NOMOLLbI B NCUXMATPUYECKYHO KMHUKY. Ha GoHe HasHayeH-
HOro NneyeHus (TMOPUAA3MH, TPA30A0H, BUNEepuaeH) CaMoYyBCTBUE 3HAYUTESb-
HO ynyywunock. Cnycts 2 MecsLa CaMOBO/IbHO NpepBan Tepanuo, Nocne Yero
Pe3Ko CHU3WUIOCb HACTPOEHWe, HApOCNa TPEBOXHOCTb, BO3HUKANN HEKOHTPO-
nMpyeMmble BCMbIWKY SPOCTM C KOCBEHHOW W (U3NYecKoii arpeccueli K okpyxa-
owwum. MocneaHow rocnUTann3aLuio UHULMUPOBAN CaMOCTOATENbHO B CBA3M
C BO3HUKLUEN BCMbILWKOI arpeccuu, nosiekweii 3a co6oii npuBneyeHme K agMu-
HUCTPaTUBHON OTBETCTBEHHOCTH No cTaTbe KoAl P® 6.1.1. Mo6owu.
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[lmarHocTUKa NNYHOCTHBIX PacCTPONCTB MpefcTaBnsieT cO60/ CNOXHYIO,
HO Heo6xoAnMyto 3afayvy. [lepBUYHBIM LN AHHOTO NaLMeHTa SABNAETCS NNY-
HOCTHOe pacCTPONCTBO, C Le/ibl0 KOMMEHcaLuuMn KoToporo ynoTpebnsioTcs
ncuxoakTueHble BelwecTsa ([AB), ankoronb. KOMop6UAHbIE NCMXMYECKME pac-
CTpOIiCTBa NOBbLIWAKT PUCK CyuLuAanbHoro noseaeHns. IHPJT — Hanbonee cy-
uympoonacHoe paccTpoicTBo M3 rpynnbl ncuxonaTtui. Jlinua ¢ IHPJ1 CkIOHHbBI
K ankoronbHbIM akcueccam, ynotpebneHuio MAB, dopmupoBaHuio cuHzpoma
3aBUCMMOCTM, YTO 3HAYMMO NOBbIWAET CYyULUAaNbHbINA PUCK.

KNUHUYECKWIA CNYYAN NPUOBPETEHHOIO OCTPOIO
TOKCOMJIA3MO3A roJloBHOIro MO3rA B COYETAHUU
C MHOXECTBEHHbIMU ONMYXOJIEBBIMU OYATAMU
r0JIOBHOIo MO3rA

ABTOpbI:

FapxueBa Aiixanat Cailruayn6araanoBHa,
Kyxma3oBa 3apuHa MameiieBHa,
[osyaos Liamunb Cepkeposuy,

AcapynaeBa 3apunat MaromepoBHa

army
Ihxamuesa XasuHa LlepunoBHa
'BY Pl «PKB nm. A.B. BuluHeBCKOro»

HayyHbiii pykoBogUTENb!
AbycyeBa bypnuat A6ycyeBHa — K.M.H., JOLLEHT
ArMy

Tokconnasmo3 OTHOCMTCA K 300HO3HbIM NapasuTapHbiM MHdekumuam. Knu-
HUYecKue NposiBNEHNs BapuabenbHbl: OT 30POBOro, 66CCUMNTOMHOIO HOCH-
TeNbCTBA A0 TAXENbIX, NeTanbHbIX popM 60ne3Hn. OcTpas popma npuobpeTeH-
HOro TOKCONna3mMo3a BCTpeyaeTcs KpaHe pefiko: MeHee YeM y 1% 60MbHbIX,
XapaKTepusayeTcs NOpaXeHWeM LeHTpanbHol HepBHOIi cuctembl (LUHC). Tokco-
nnasmo3 ABASETCA NPeAOTBPATUMOIA M M3NTIEYNMOI NapasuTapHoii MHbeKLuen
Npu yCNOBMW paHHEeN LUarHOCTUKMW U nevyeHus. B naHHoN cTaTbe 6ygeT paccMmo-
TPEH KNMHUYECKMIA CNyyaii NpUo6PeTEHHOro OCTPOro TOKCONNa3Mo3a rofIoBHO-
ro M0o3ra B COYeTaHMU C MHOXECTBEHHbIMU ONYXO0/IEBbIMU OYaramu ronoBHOM0O
Mo3ra.

MauymeHt N, 58 net noctynun B otgenenune Heipoxupyprumn '6Y PO PKB c
Xanob6aMu Ha UHTEHCUBHbIE TONIOBHbIE 6O, TMXOPaAKY, cNabocTb B NpaBblX
KOHeyHocTaX. M3 aHaMHesa: 7 fiHeil Ha3aj Ha nauueHTa ynano gepeso, nocne
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yero MosBMIACh BCA BbllenepeyncieHHas cuMnTomaTuka. flotepu cosHaHus
He 0TMeuvanochb. B cBfi3W C COXpaHAOWMMUCA TONIOBHbIMKU 6onsiMKu o6paTun-
CA K y4aCTKOBOMY TepaneBTy Mo MecTy XuTenbctBa U 23.11.2022 ropa 6bin
HanpaBfieH Ha rocnuTanusauuio B otaeneHue Heipoxupypruu I6Y PL PKB.
[ns yTouyHeHUs AuarHosa u Bbl6Opa MpaBUIbHON TaKTUKW NEYEHMS NaLUeH-
Ty 6blla Ha3HaYeHa MarHUTHO-pe30HaHCHas TOMorpadus roNoBHOrO Mo3ra ¢
BHYTPMBEHHbIM KOHTpacTupoBaHueM. Ha MP-uso6paxeHusx 6binu BbISIBEHbDI
HOBOO6pa30BaHNs HEOMpPeLeNeHHOro xapakTepa rofloBHOro Mo3ara ¢ nepudo-
KanbHbIM OTEKOM. BHYTpUMO3roBoe 06beMHoe 06pa3oBaHMe NpaBoi NOGHOI
(konuuecTBo 4), neBoii TemeHHoii (1), nesoit BucouHoit gonu (1). Aucnokauu-
OHHbI cUHAPOM. Tak e nNpu uccnesoBaHUM HEBPONOTMYECKOro cTaTyca 6binu
nonyyeHbl CrefytoLine faHHble: co3HaHue sicHoe. Mo WKT 15 6annoB. MeHuHre-
anbHble 3HaKW B BUAE PUTMAHOCTM MblLIL, 3aTblfKa Ha 2 n/n, cumnToM KepuHra
MONOXMUTENbHBII C fBYX CTOPOH. HabnofaeTtcs BbipaxeHHas AnsapTpus. Cna-
CTUYECKUN NPaBOCTOPOHHUIA reMMnapes co CHMXEHWEM MbILLEYHOI Cuiibl O 3-X
6annoB no wkane MRC. MblwweYHblit TOHYC NOBbIWeEH A0 3-X 6aN0B MO WKane
AwBopTa B NeBbiXx KOHEYHOCTAX. MaTonornyeckue sHakm babunckoro, Pocconu-
Mo, bexTepeBa, XXyKOBCKOro cieBa NofoXuTenbHble, KOHLEHTPUYECKOE CYXe-
Hue nonen 3peHns. AHanu3 Ha BUY- oTpuuatenbHbiit. o pesynbratam aHanusa
Ha TokconnasMo3 6bin nonyyeH pesynbtat 100ME ea/n anti-toxo 1gG. C yuétom
KJMHUYECKNX, NaboPaTOPHbIX U MHCTPYMEHTaNbHbIX AAHHbIX NaLMeHTy ycTa-
HOBJIEH fMarHo3: Mp1Mo6peTeHHbIt OCTPbIA TOKCONIasM03 FOJI0BHOMO MO3ra C
MHOXECTBEHHbIMU ONYXONEBbIMW OYaraMu ronoBHOro Mo3ra. bbina HasHayeHa
COOTBETCTBYIOLAA MeJMKaMeHTO3Has Tepanus .B HacTosALWee BpeMs nauneHT
MPOLONXAET NeyeHue v HabnoJaeTca perpecc CUMNTOMaTUKK.

AHanus npeAcTaBNEHHOr0 KAWHUYECKOrO ciyyas N03BONSET NO3HAKOMUTb-
CSl C TAKUM pPefKUM IBNeHMEM, KakK NPMOBPETEHHbI TOKCONNA3MO03 F0JI0BHOMO
MO03ra, KOTOpbIi CTan 4OCTAaTOYHO YacTbiM OCIOXHEHUeM y BUY-unduumupoBaH-
HbIX C HaNMYMEM KJIMHUYECKUX, NaB6OPaTOPHbIX U UHCTPYMEHTANbHbIX JaHHbIX
B AMHaMuke. B oyepepHOW pa3 nogyepkMBaeTcs BaXHOCTb CBOEBPEMEHHOMO
obpalyeHns 3a MeLULNHCKO NOMOLLbto , abbl He NOB/eYb 3a CO6ON NOTepH
3HAYMTENIbHOMO KOJIMYeCcTBa BPEMEHM U MPUBECTM K PE3KOMY YXYALIEHMIO NpO-
rHO3ay nauueHTa Npu OTCYTCTBUU afileKBaTHOMN Tepanuu.
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MUKPOTPOMBOTUYECKOE MOPAXXEHUWE r0JIOBHOIO
MO3rA B IEBIOTE KATACTPO®UYECKOI0
AHTU®OCOOJIMNUAHOIO CUHAPOMA

ABTOpbI:

Fapdaposa AHude CeBpuneBHa,
3uHoBbeBa Mapus AHppeeBHa

PHUMY nm. H.W. Tinporosa

Hayy4Hbi41 pykoBoaguTesib:
KnumeHko Anecst AnekcaHapoBHa — A.M.H., OLEHT
PHUMY nm. H.W. Tinporosa

AHTudochonunugHblii cuugpom (ADGC) — ayTOUMMYHHOE CUCTEMHOE COCTO-
fIHWe, XapaKTepuayloleecs pa3BUTUEM TPOMOOTUYECKUX U/UNU aKyLepCKMX
CO6bITUIA, CBA3AHHbIX C LMpKynauuei KputepuanbHblx aHTUdOChOAMNUIHBIX
aHTuTen (adn, aHtuten K kapguonununy, AT (aKJ) k B2-rnukonpoTenHy | (aH-
TN-B2IMI) u BoNYaHoYHOro aHTUKoarynsaHta (BA)). Katactpoduueckuii AOGC
(KA®C) — xm3Heyrpoxatoliee coCTOSHUE, CBA3AHHOE C TPOMGOTUYECKOI OK-
KN03neil MUKpOLMPKYNATOPHOTO pycna c netanbHocTbio 6onee 50%. Knac-
cUbUKALMOHHbIE KPUTEPUN NpeaycMaTpuUBaOT BbISIBNEHWE TPOMGOTUYECKON
MUKpoaHruonaTuu 3 u 6onee opraHoB 3a Nepuof MeHee 1 Heflenu, NOLTBEPX-
JEeHHOI rMcToNaToNorMyeckuM UccneoBaHMeM U MAEHTUAUKALMIO BbICOKMX
TuTpoB adJl. Hambonee yacTo BoBeKaTCsA Noyku, nerkue u LIHC, napannens-
HO pasBOpayuBalTCA NPOABAEHMA CUHAPOMA CUCTEMHOr0 BOCMNANUTENbHOrO
oTBeTa. TepaneBTuyeckune onuyun B ocTpoii hase KADC BkioyatoT aHTMKOary-
NSHTHYKO U UMMYHOCYNPECCUBHYIO Tepanuio (FMHKOKOPTUKOCTEPOUAbI, Na3Ma-
depes, BHyTPUBEHHbIA UMMYHOrNOGYnuH U TUBI — puTykcumat u akynusymac),
npodunakTtuka peunamsoB KAPC 3akntouyaercs B NpoBeeHUM afleKBATHOI aH-
TUKOArynsHTHOI Tepanuu.

Mauyuent @., 54 net, MyxuuHa, noctynun B OAPUT ®T'BY «dLMH» ®MBA Poc-
CUM B TSKENIOM COCTOSIHUM C Xanob6amu Ha 06y cnaboCcTb, HapyLWeHWe CHa,
peun n namaTu. U3 aHamHe3a nsBecTHo, 4yTo 08.03.2022 r. cynpyra oTmMeTuUna
M3MEHEHUs B MOBEAEHUMU, HapylleHUe peyu, 3MOLUOHANbHOE BO36YXJAEHHUE.
B TeyeHue 24 4 cUMNTOMbI NPOrPeCCUPOBANM C YBENIMYEHUEM BbIpaXEHHOCTH
peyeBbIX pacCTPOCTB, BOSHUKHOBEHWEM HENOBKOCTM U cnabocTu B pykax. Ha
MPT ronoBHoro mosra (T'M) BbiiBneHa MP-kapTuHa UH(bapKTOB B 6acceiiHe
npasoit CMA, neBoit CMA, npaBoit 3MA, neBbix 3MA n CMA/3MA pasnuyHou
CTeneHu [aBHOCTW (MPEeUMYLLECTBEHHO OCTpble, ocTpeiwne). Kpome aToro,
BM3yanusupoBanucb MP-npusHakm TPOMGOTUYECKOW OKK/O3UU JUCTaNbHOIO
otaena M2-cermenTa nesoit CMA, B 6acceitHe nesoit CMA — npusHaku ucxoaa
uHdapkTa. Mpu TpaHcTopakanbHOW U ypecnuweBogHoi IxoKl B o6nacTu mu-
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TpanbHOro KnanaHa BU3yanusuMpoBanuch naTonornyeckue o6bemHubie GBnoTtu-
pytoLLMe BbICOKO3MOONOreHHble 06pa30BaHus Ha nepeHeil CTBOPKe 8X7 MM, Ha
3afiHeii cTBopke — 9,5x8 MM. B nabopaTopHbIX aHanu3ax — Tshxenas Tpombo-
uutoneHusn (22x10°%/n), aHemus (Hb=107 r/n), ysenuuenue COd (56 MM/u), kpea-
TWUHWHA (156 MKMonb/n, CK® no CKD-EPI=44 mn/mun/1,73 M2), AT (1923 EQ/N),
D-aumepa (1080,0 Hr$pOE/Mn), nosuTuBHOCTL Mo AH®, cyTouHas aKcKpewus
6enka — 1,19 r/n. YunTbiBas MHOXECTBEHHOE TPOMOGOTUYECKOE MOpaXeHue
Tpe6oBanoch yToOUHEHMe reHesa Tpomb6odunuu. Mpu oueHke adJl BbisBneH BA,
Bbicokue TUTpbI IgG adJ1 (>100 Ea/mn), IgA+IgM+IgG anTu-B2rnl (>200 Ep/mn)
1 1gG aKJ1 (>120 GPL-Ea/Mn), Npu aHanu3e reHeTMYECKOro pucka Tpom6odunmum
reHbl B FOMO3UrOTHOM COCTOSIHUM He BbisiBAeHbl. C y4eTOM MHOXECTBEHHOr0
TpoM60oTMYeckoro nopaxenus M, cepaua, noyek, TpolHyw a®/l-no3uTus-
HOCTb, Pa3BUTUA KIUHUYECKUX NPOSBIEHUN 3a NepuoOA MeHee 1 Hefenu, Knu-
HUyeckaa cutyauusa pacueHeHa kak KA®C. HasHayeHbl ceaHcbl nna3madepe-
3a, nynbc-tepanun metunnpegHusonoHom 500,0 mr N23 u aHTUKOarynsHTHas
Tepanusa goHpanapuHykcom 7,5 mr. Ha ¢oHe npoBOAMMOI Tepanuu oTMeyeHa
MONOXMTENbHAA AUHAMUKA C YNYYLIEHUEM MCUXOIMOLMOHANbHOrO hoHa u pe-
rpeccuei CeHCOpHOM aasum.

Heo6xogumo nckntouate KAGC npu 6eicTponporpeccupytouieM MUKpOTPOM-
60TUYECKOM NOPaXXeHUW BHYTPEHHUX OPraHoB, MOCKONbKY PaHHSAS AUarHoCTH-
Ka U CBOEBPEMEHHO MpOBefEeHHas Tepanus NO3BONSET YAYYWUTb NPOTHO3 M
MPOLOSKMTENBHOCTb XU3HM NaLMEHTa.

TPOMBO3MBOJINYECKAA MAHUDECTAL A MUKCOMbI
CEPALA

ABTOpbI:
Fpuropbee Hukonaii EBreHbeeny,
Ocnonosa MNonuna lepmaHoBHa
PHUAMY unm. H.W. Mnporosa

Hayy4Hble pykoBogutenu:
LleByenko Anekceii OneroBuy — j.M.H., npodeccop
l0depeBa IOnusa MuxaiinoBHa — K.M.H., JOLEHT
PHUMY nm H. W. Muporosa

Mukcoma cepgua — pegkoe (go 0,03% B nonynauum) HoBOO6pPa3OBaHMUE
ceppala, Kak npaBuno, 1okanusyleecs B nesoM npegcepauu (J1M). Yauwe sce-
ro UCTOYHMKOM MUKCOMbI ABAAIOTCA KNEeTKN 3HA0KapAa Kpas 0BasibHO| AMKH.
C TOYKM 3peHNs MeTacTasupoBaHUs MUKCOMa CepfLia pacLieHUBaeTCs KaK «A0-
OpoKayecTBeHHasi» ONYX0Jib, HO B CBA3W C BbICOKMM PUCKOM TPOM6B03IM6bONHU-
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YECKMX OCJIOXHEHWIA, HECET B Ce6E BbICOKUI PUCK HeXenaTeNbHbIX COBbITHIA.
Mopdonoruyecku, 6onblwas yactb (40 2/3) BbIABNEHHbIX MUKCOM MpeACTaB-
nseT co60oit OTHOCMTENbHO NJIOTHOE 06pa3oBaHue (MONUMOUAHBIA TUM), 0fHAKO
BCTpeyvatoTcs 6onee pbixble (NanuiioMaTo3Hble) MUKCOMbI, XapaKTepu3yto-
Wwmecs 60nee BbICOKUM PUCKOM 3IMBONNYECKUX OCNOXHEHWA. [laHHbIi KNUHU-
Yeckuil criyyaii LEMOHCTPUPYET OANH U3 HETUMUYHBIX BapUaHTOB MaHU(ecTa-
LN MUKCOMbI.

BonbHoii B. 55 net B KoHUe aBrycta 2022 roa noyyBcTBOBaN OCTPYLO 60Jb B
MOSICHUYHOIA 06/1aCTH, NOC/E YETO HA KOHYMKAX NasbLeB NEBOW PYKU BOSHUKIIMU
LIMaHOTUYHbIE NATHA. 3a MEJULMHCKOI NOMOLLbIO He 06palyancs, 0fHaKo, No co-
BETY 3HaKOMbIX MPUHUMaN HeYCTaHOB/IEHHbII aHTUKOAryNAHT. Yepes HecKonbKo
JHel BO3HMKNA pe3kas 60b B NEBOIA PyKe, HapYyLIEHNUS 3PEHUS U KOOPAWHALUY
JBWXEHUIA, OlHAKO BCKOpPE CUMNTOMbI YMeHblmunucb. 06paTtuica B YacTHYHO
KMWHWUKY, TOe Npu yNbTpa3ByKOBOM MCCNeA0BaHWUM Obin BbIBNEH «TPOMO» B
NeBOM NpeACepAun U HasHaueH HU3KOMOJEKYNAPHbIA renapuH (knekcaH). Ha
3TOM OHE BHOBb pa3BUNNUCH CNAbOCTb B NIEBOI PyKe, pe3kas 60/1b B KOHYMKAX
nanbLeB, Yepe3 HefleNio Nocne BbiXOAa Ha paboTy OWYTUA CXOXUE ABNEHUS B
npaBoii pyKe, B CBA3U ¢ YeM Bbi3Ban CMI1 u 6611 rocnuTanuanpoBaH ¢ AnarHo-
30M «OHMK». Mpun 06cnefoBaHUM AMAarHOCTMPOBAHbI MHPAPKT FOSIOBHOrO MO3-
ra B 6acceiine JICMA no kapanoamb6onunyeckomy tuny, TUA B 6acceiiHe [ICMA.
Mpn IXOKT BbIsSiBNEHO 3X0N03UTUBHOE 06pa3oBaHue JI Ha HOXKe pasMepamm
7.6x3.0 cM, HenpaBunbHoOW hopmbl, bnoTUpyroLee B AUacToNy B NONOCTb NEBO-
ro xenygoyka. Cnycts 4 Hefienu nocne nepBUYHoOI MaHudecTaLuy BbINONHEHO
XMpYpruyeckoe BMeLwaTenbcTBO, NPy KOTOPOM B nosiocTy JIIM BbISIBNEHO «Kpyn-
HOe XeneobpasHoe 06pa3oBaHNe Ha HOXKE, MPUKPENEHHOE K 3afiHeli CTeHKe
JIM», nponsBeAeHO yaaneHne HOBOOOpa3oBaHuUA. PaHHMII nocneonepayoHHbIi
nepuos OCNOXHUACA NAapoKCU3MOM GUOPMANALUK Npeacepauii, KOTOPbIi 6bin
KynupoBaH amMuofapoHoM. lpu rucTonornyeckoM uccnenoBaHuu NOATBEPX-
JeH jnarHo3 MMKCoMbI cepgua. CnycTa Mecsl nocie rocnuTanmsawyum sBneHni
HeJA0CTaTOYHOCTU KPOBOOOPALLEHNS], HAPYLIEHNIA pUTMa CepALia He BbISIBNEHO,
COXpaHATCA OCTaToOUHble ABNeHUs nepeHeceHHoro OHMK B Buge napecrtesuii
1 60N1€3HEHHbIX OLLYLIEHUA B KOHYNKAX ManbLEeB NEBOW PYKU.

[aHHblii cnyyait AeMOHCTpUPYET HecneyMdUYHOCTb KNMHUYECKUX NposiBe-
HUIA MUKCOMbI CepALa U BaXHOCTb CBOEBPEMEHHOI YNbTPa3BYKOBOW AMArHo-
CTMKN. MOXHO NpeanonoXmuTb, 4To, €Ciin Gbl NpU NepBOM 06palLLeHn Bpavy npu
IXOKT 6bin 66l ycTaHOBMIEH NPABWJIbHbIA fUarHo3, 3TO He NPUBENO Obl K NOTEH-
LManbHO ONAacHOMY PasBUTUID TPOMBOIMOONMYECKUX OCIOXHEHWIA, HO NO3BO-
NUNO 6bl CBOEBPEMEHHO BbIMOMHUTD XUPYPrUYECKOE NleyeHne. Xupypruyeckoe
neyeHMe MUKCOMbl UMEET HWU3KMIA PUCK OCNIOXHEHUI M NO3BONAET AOOUTbCSA
XOpOLUMX OTAANEHHbIX PE3YNbTATOB, OAHAKO BaXXHEWHLUM YyCNOBMEM AN 3TOrO
AIBNAETCS CBOEBPEMEHHAS UAarHOCTHUKa.
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MYTb OT PAHbI JIEBOI FTONIEHU 10 ®YHUKYNIAPHOI O
MUEJIO3A

ABTtop:
Omutpayenko Mapus HukonaeBHa
My

Hayy4Hbii pykoBoaunTesib:
Kanuuckuii Maeen MaBnoeuy — .M.H., npodeccop
My

MauneHT 31 rog, npoxuBaeTt Ha ocTpoBe KyHalwwup, B pesynbrate LOPOX-
HO-TpaHcNopTHOro npouciwecteus 15.08.2022 r. nonyymn pBaHO-yWMBEHHYO
paHy neBOW rofeHn. 3a MeLMLMHCKO MOMOLbIO He obpalyanca u nocTeneH-
HO Ha NeBOii TOIEHN W CTOMEe MOSIBUAUCHL OTEK, rMnepemMust U 601b Ha nepej-
Heil MOBEPXHOCTM NEBOW FONEHM, NOBbIWEHNE TemnepaTypsbl Tena go 39,8 °C,
CaMOCTOSITENIbHO Hayan MpuMeM aHTUGaKTepuanbHOW Tepanuu NepopanbHo B
TeyeHun 7 pHeii. CaMOYyBCTBME He ynyywanocb U 06paTuica 3a NOMOLbI B
CTauMoHap no MecTy XuUTenbcTea. BoicTaBneH anarHos: dnermoHa neson rone-
HU. B pesynbTaTe npebbiBaHus B CTaLMOHape 6bl10 BbINONHEHO XMPYpruyeckoe
noco6ue No ycTpaHeHUO THOMHOrO ovara UHMEeKLUM, Takxe Obina HasHayeHa
cMMNTOMaTUyYeckas Tepanus U aHTUGaKTepuanbHas Tepanus napeHTepanbHo.
B pesynbrate ANMTENbHO COXpaHALWErocs BocnaneHus aHTubakTepumanbHas
Tepanusa npogomkanach 1 mecsal. B xofe neyeHns nposBnan xanobbl: Ha gua-
peto, MeTEOpU3M, B3AYTHUE XMBOTA, CaboCTb, CHUXEHWe anneTuTa. BHUMaHue
Ha JaHHY0 CUMNTOMATUKY He 6bIn0 obpalleHo. Mocne BbINUCKM U3 CTalMoHapa
NpoZofXan nonyyaTb NeyeHne ambynaTopHo, T.e. MePeBA3KK, CUMNTOMaTHYE-
CKYIO Tepanuio U aHTMbaKTepuanbHyto Tepanuio. Takxe oTMevan guapeto, Me-
Teopu3M, B3AyTHE XUBOTA, CNAaboCTb, CHUXKEHWE anmeTuTa 1 NoBbIlEeHNE TEM-
nepaTypbl Tena Ao cy6he6punbHblx uupp. C Hayana ceHTAOpPA cTan oTMeYaTb
NosIBNEHUE 3HAYUTENbHOI CNaboCTW, OHEMEHUE B HOrax, ros0BOKPYXEHWe,
WATKOCTb MOXOAKM, B OKTAGPE Xanobbl yCMNUAKUCH, CTan 0TMeYaTb NOsBNEHUE
OHeMeHUe B pykax. B Hosbpe KOHCYNbTUPOBAH HEBPONOTrOM U BbICTABJIEH AMa-
rHo3: MonuHeliponaTna HEYTOYHEHHOrO reHe3a, HanpaBfeH Ha CTaluMoHapHoe
neyeHue B ieyebHoeE yupexpeHue r. BnagneocTtok.

Yanobbl Npu nocTynneHumn: Ha obuyyto cnabocTb, CHUXKEHUE anneTuTa, ne-
PUOLMYECKOE FONIOBOKPY)XEHUE, TONOBHbIE 60/IM, OHEMEHME B pyKax M Horax,
YyBCTBO N0M3aHUA MypalleK No NOJOLWBEHHO NOBEpXHOCTU cTon. bbin npoBe-
LEeH OCMOTP W Ha3HaYeH KNIMHUYECKMA MUHUMYM. B pesynbTaTe KAnHUYECKOro
aHanusa KpoBu BbissBNeHa aHemus (Hb — 72 r/n, RBC — 1,79x10°/nuTp), CHUXe-
Hue remaTtokputa Ao 20%, nogbiweHne COJ 44 MM B yac, yBeninyeHume cpegHero
o6bema apuTpoumuta 112 MKM3, a TakXe aHU30UMTO3 (++), NOKMNOLUTOS (+),
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nonuxpomasua(+) u 6asodunbHas 3epHUCTOCTb B €AMHNYHbIX 3pUTpOLMTaX. B
CBfI3M C MONYYEHHbIMM Xanobamn U KINHUYECKOW CUMNTOMATUKON Has3HayeH
aHanus onpegeneHus ypoBHa BuTamuHa B12 B KpoBu. B pesynbtaTte npoBefeH-
HOro aHann3a BbIIBIEHO CHU)XEHWE YPOBHA BUTaMuHa B12 u npepgBaputencHo
BbICTaBMIEH ANarHo3: GyHMKYNAPHbIA MUEenos.

KNMHUYECKKNIA CNYYAN TENNIOBOIO YAPA
HA ®OHE NPUEMA HAPKOTUYECKWUX BELLLECTB

ABTOpbL:

OmutpueBa Mapus AHppeeBHa,
KowmaHoBa AHHa,
FaH3tok MéTp Bnagumuposny,
Fanu3oBa XaguxaTt AXMel0BHa,
IOpueHko AHacTacus AneKcaHpoBHa

PHUMY um. H.W. Muporosa

Tennoso# yaap — Taxenas Gopma neperpeBaHus, xapakTepusyeTcs NoBbl-
weHueM Temnepatypbl Tena fo 40°C v 6onee noj BAMSAHUEM BHELHUX TENO-
BbIX (aKTOPOB M COMPOBOXAAETCA HapyLEHWEM CO3HaHUA, pacCTPOCTBaMu
KpoBOO6palleHuUss U AblxaHus. B ocHOBe TennoBOro yfapa nexuT akTuBauus
MexaHW3MOB TeniooTAaun: nepudepuyeckas Basofunatayus, runepBeHTUNA-
LMa U yCUNEHHOoe MoTooTAeNneHue. BecnepcTeue noTepu XUAKOCTH YMEHbLIA-
etcqa CB, OMCC v napaet A[l. CokpalyeHue MO3roBoro KpoBoToKa, rMNoKcus
U OTEK roNOBHOro Mo3ra, Hapywenus BB, MoryT npuBoamnTb K CyAOPOXHOMY
cuHapomy. Tsxenasa hbopma MOXET CONPOBOXAATbCA NONMOPraHHON HeaocTa-
TOYHOCTbIO, pabaoMuonu3oM. TennoBbIM yapaM Hanbonee NOJBEPXKEHbI fETH,
MOXMINbIE NIOAU, NN B COCTOSAHUMN aNKOrONIbHOTO OMbSHEHUS M HAPKOTUYECKOM
MHTOKCMKaLuu. [py 3TOM 0COBEHHO OMaceH NpueM HapKOTUYECKUX NCUXOCTH-
MYNATOPOB, KOTOPblE B COYETaHUK C BbICOKOI TeMMepaTypoi Bo3fyxa MoryT
NPUBOAUTH K KPUTUYECKUM NOCNEACTBUAM.

MauuneHT B., MyxuunHa 26 nert, 27.06.21 gocTtaeneH B F'KB N°12 6puragoii CMIT,
rocnutanusupoBaH B OPUT. Co cnos 6puragbl CMIM: npodeccuoHanbHbli yT-
60n1CT, BO BpeMs MaTya B yC/IOBUAX XapKoii noroabl (6onee 30°C) notepsan
co3HaHue. TemnepaTypa Tena — 42°C. Bo BpeMs TpaHCNOPTUPOBKK pasBuncs
CYLOPOXHbIA npucTyn (KynuposaH Cub6asoHOM).

Mpu nocTynneHnmn: CocTosHUE TAXKENOE, COZHAHME ACHOE, NOMHOCTbIO 4e30-
pueHTupoBaH, WKI: 15 6annos, APACHE II: 22, SOFA: 4. Ha ¢oHe HapacTaHus
Lepe6panbHON HEJOCTAaTOYHOCTM U YTHETEHMA CO3HaHMA nepeBefeH Ha MBJI
C Lienbio NpOTeKLUM AblxaTenbHbIX NyTeii. Mo pesynbTataM nabopaTopHbIX UC-
CNnefoOBaHUA — HEATPODUAbHBIA NERKOLMUTOS, NOBbLILIEHME KpeaTUHMHA, MOYe-
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BWHbI, NpAMOoro 6unupyéuna, ANT, ACT, o6weii KOK, JIAT, npokanbuuTOHKUHA. Ha
Y3 — puddysHble USMEHeHMA NapeHXUMbI NeYEHN 1 NOJKENYA0UHON Xenesbl,
06enx noyek.

YcTaHoBNEeH anarHos: Tennosoi yaap oT 27.06.21. OcnoxHeHus: reHepanu-
30BaHHbI CygopOXHbIA npucTyn ot 27.06.21, 0TeK ro0BHOro Mo3ra, nonuop-
raHHas HegoctaToyHocTb, OH npepeHanbHoro reHesa. BHe6onbHUYHas acnu-
paunoHHas nHeBMOHuA, cencuc. Ha doHe npoBefeHUs MHOTOKOMMOHEHTHOM
MHTEHCUBHOI Tepanuu, BKJOYatolen: UHOY3MOHHO-KOPPUTUPYIOLLYIO, aHTH-
6akTepuanbHylo, PECNUPATOPHYO TEPanuio U HYTPUTUBHYIO MOAAEPXKY, KOp-
PEeKLUI0 BOAHO-9NEKTPONUTHBIX U MeTaB60NMYECKNX PaCCTPOIACTB — COCTOSIHUE
6€3 MONOXMUTENbHOM JUHAMUKM.

Ha 30.06.21 — oTpuuaTenbHasa auHamuka. Mporpeccupyet OMH (nokasaHo
npoBeAeHWe remoauanusa), pabaomMmonus.

02.07.21 TonyyeH pesynbTaT TOKCWUKOJIOTMYECKOrO aHanusa, yCTaHOoB-
neH ¢akT ynotpebneHus Hapkotuyeckux sewecTB (a-PVP, kKaHHa6UHOUAbBI —
172 ur/mn). MokasaHo NpoBefeHne reMoTpaHCHY3MOHHOI Tepanum B CBA3M C
pa3suTuem kKoarynonatum (AYTB 150 cek, MHO 1,5, TN 53%) u Taxenoii aHe-
mun (Hb 60 r/n).

Ha momeHT 13.07.21 cocTosiHMe KpaiiHel CTeNeHn TAXECTH, 06YCNOBNEHHOE
nocnepcTeuaMu pabégomuonusa Ha GoHe Tennosoro yaapa, OMH, paseutuem
BTopuyHoro OPAC, centuyeckoro woka, CMOH, 3HAOreHHOW MHTOKCUKaLKei,
TAXEbIMU BOAHO-3/1IEKTPONNTHBIMU paccTpoiicTBamMu. Mo nabopaTopHbIM faH-
HbIM — OTpULaTeNbHan ANHaMuKa.

15.07.21 Mocne ocTaHoBku ceppua u 30 MUHYT NPOBEJEHMA peaHUMaLNoH-
HbIX MEPONPUATHKIA, B 4:25 KOHCTAaTUPOBaHa 6UONOrMYECKan CMepTh.

JlaHHbIN KNWHWYECKWIA cnyyail 4eMOHCTPUPYeT NOTeHLMUpOBaHue nocnep-
CTBWIi TENNOBOTO yAapa npu NpueMe HapKoTUYECKMX NCUXOCTUMYNATOPOB. [o-
BbllIas MOTOPHYH W MCUXMYECKYH aKTUBHOCTM, OHW CMOCO6CTBYIOT PasBUTULD
TENNOBOro yfapa U ero OCMOXHEHWNA, CYLLEeCTBEHHO CHUXAIOT afanTaunuoHHbIe
BO3MOXHOCTM OPraHu3Ma v 3HauuTeNbHO YXYALIaoT NPOrHo3, BNAOTH O CMep-
TeNIbHOr0 MCX0ZAa Y U3HAYaNbHO 340POBbIX UL,
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KNUHWUYECKUIA CNYYAN NALMEHTKU C CUCTEMHBIM
3ABOJIEBAHWEM COEAWHUTENbHOWU TKAHU
B OCTPOW CTAQUU C BTOPUYHON AHEMUEMN
U TPOMBOLLMTONEHUEN

ABTOpbI:

[osyaos Llamunb CepkepoBuy,
FapxueBa AiixaHat Caiirugyn6arganoBHa,
Kyxma3oBa 3apuHa MameiieBHa

army

HayuHbiii pykoBoguUTEIb:
LlamoB 3akapba Me)XXMAOBUY — K.M.H., aCCUCTEHT
army

bonbHaa [1. 19 net,11.11.2022 r noctynuna B PKb B 0T e1IeHMe reMaToniorum ¢
)Xano6aMu Ha BbICOKYH0 TemnepaTypy, 6011 BO BCeX KPYNHbIX CyCTaBax M Horax,
reMopparmyeckmMmi BbiCbinaHMsIMK Ha nnue. Anamnesis morbi:

¢ 07.11.22 po 10.11.2022 Haxoaunacb Ha aMbynaTOPHOM JieYeHUU,rae u no-
SIBUNUCb BblleyKa3aHHble Xanobbl. CaMOCTOATENbHO KYNMPOBana CUMNTOMbI
HMBC: acnupuH, néynpodeH,napaweramon, HUMecynua. Peskoe yxyplieHue co-
cTosHuaA 10.11.2022, Koraa BblleykasaHHble NPOsSBIEHUS BO306HOBUAUCH;NPHU-
COeANHUINCHL reMopparmyeckue BbiCbiNaHWA NO BCeMy TeNy W HapacTatoLas
cnabocTb. B cBA3M C BbIpaXEHHOCTbIO U HEBO3MOXHOCTbIO CaMOCTOATENIbHO
KynupoBaTb 601eBOI CUHAPOM, NaLMeHTKa 6blna rocnMTanu3upoBaHa B paioH-
Hyto 60nbHMUY 11.11.22,rae He HabAaNnoCh ynyywenuu. [lanee no cornacoea-
HUIO C 3aBeAYOWMM OTAeNeHus rematonorun PKB 6bina rocnutanuanpoBaHa B
OTAeNleHne reMaTonorum Ha cneaytowuin feHb. Anamnesis vitae: [lepeHeceHHble
3aboneBaHus OTCYTCTBYIOT. HacneacTBEHHOCTb He OTAroweHa. Annepronoru-
YecKMii aHaMHe3 OTArOLWeH Ha NPOAYKTbI NUTaHWA. O6bEKTUBHOE COCTOSHME.

06Lee COCTOSIHUE TAXKENOE, MOJIOXKEHNE B NOCTENN BbIHYXAEHHOE U3-3a Bbl-
paXeHHoii cnabocTy M 6071eBOro CUHAPOMA B HOrax. MaLuMeHTKa 3aTOPMOXEHa,
KaxeKCMYHa,B peyeBOil KOHTAKT BCTYNaeT 3aTpyaHUTENbHO. [To BCeMy Teny 1 Ha
C/N3UCTON POTOBOM NONOCTU MENKOTOYEUYHbIE MHOTOUYUC/IEHHDbIE BbICbINAHUS
neTexuanbHoro xapaktepa. KoXHble NOKPOBbl PE3KO G/iefiHble, TEMJble,BNaX-
Hble Ha owynb. OTMEYalTCA: XeinNT, MEHUHTUa/IbHbIE 3HAKU, UCTOHYEHME U
NOMKOCTb HOITEBbIX MNACTUH, KOWNOHUXWIA,0TEKM Ha cTonax. [lbixaHue camo-
cToaTenbHoe, YOO — 20, ayckynbTaTUBHO — [ibiXaHUe 0CNa6/EHO B HUXHUX OT-
nenax, xpunos HeT. A1 100/60, PS 71. Cuctonuyeckuii wym no BCeEM OTAENAM
cepaua. A3bIK TOYEYHO NOKPLIT 6e10BaTbIM HANETOM,CYX0ii U NaKMPOBaHHbIiA.
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XuBoT npu nanbnaumu pesko 6onesHeH,He B3ayT. OcTanbHbIe CUCTEMBI Opra-
HOB 6€3 BMMMOIi NaToNnorum.

[laHHble uccnepoBaHus:

B OAK aHemusi cpefHeit TaxecTtn (Hb — 70r/n), aputpoumntsl 3.1 r/n, TpoM-
6ouuTonenus 16 Toic, B neilkopopmyne: numdoneHns 7%, MoHouuTO3 13%,
CermMeHTosiaepHblx 74%, n/s 6%. Koarynorpamma: [i-gumep 4.95 mr/n. B 6uoxu-
MUYECKOM aHann3e KpPOBU:CHUXEHNE CbIBOPOTOYHOrO Xenesa — 6.3 MKMonb/n,
KpeaTuHuH — 123.1 MKMONIb/N, MoYeBuHa 28.3 MMonb/n, noebiweHue CPH 49.1
mr/n. ButamuH B12 — 1500 nr/n. bbino o6HapyxeHo ysenuyenue AHO — 320.

Bbina nposeaeHa KT nerkux ¢ o6HapyXeHueM Npu3HakoB ABYCTOPOHHei no-
NIMCErMEeHTapHOI MHEBMOHWUM U ABYCTOPOHHMIA TMAPOTOPAKC.

Mpu nccnegoBanum Y3 neyeHn-o6HapyXeHo yBennueHne Ha 16.5 cm.

Mpu ocmoTpe HeBponorom: JHuedanoHeiiponaTusi, CMeWaHHbIA KBaApH-
napes c HapyweHuem ®TO BTOpMYHOro xapakTepa. [pu ocmoTpe uHdekLuo-
HucToM:nofo3peHue Ha KIJl, ¢ uenblo yTOYHEHUS AWArHo3a 6bl0 Ha3HAYeHO
uccnepnoBaHue nnasmbl KpoBu Ha obHapyxenue PHK Bupyca.[lata cmepTu:
30.11.2022.

C y4yeTOM BbILEU3NONKEHHON KMHUYECKOI KapTUHbI U Na6OpPaTOPHbIX AaH-
HbIX NaLMeHTKe BbiCTaBneH paboumii fuarHo3:C3CT ¢ BTOpUYHOI aHEMUEN U
TpoMGouuTOneHuen ¢ Nofo3peHneM Ha KoHro-KpbIMCKy reMopparuyeckyio
NNXopagKy.

OT MOCTTPABMATMYECKOI0 APTPO3A
[10 NICOPMATUYECKOIO APTPUTA: TPYAHbIIA NYTb
K AUATHO3Y

ABTOp!:
DopoxuHa Copbsa HukonaesHa
PHUMY um. HW. Muporosa

Hayy4Hbii pykoBoaunTesib:
Oemnaosa Hatanbsi AneKcaHpOBHA — K.M.H., AOLEHT
FBY3 KB N°1 um. H.M. Muporosa [13M

Mcopuatuyeckuii aptput (McA) — XpoHUYecKoe BOCNanuTesbHoe 3abonesa-
HUE CYyCTaBOB, CBSI3aHHOE C NCOPNa3oM, KOTOPOE OT/IMYaeTCsA pasHoo6pasneM B
NpOSBAEHUN 60NIE3HM, TEUEHWUN U peaKL KM Ha NevyeHue. 3aboneBaHue pa3BuBa-
eTca y ~ 30% nauueHToB, CTPaAalOLLNX NCOPUA3OM, U XapaKTepusyeTcs 3Hauu-
TE/IbHbIM YXYALEHUEM KauecTBa XKNU3HMU.
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MauunenTka C, 46 net, o6paTunacb ¢ xanobamu Ha 60/b U OrpaHUYEHUE B
npaBoOM KONEHHOM cycTaBe npu asuxenun. U3 anamHesa: 02.06.21 BbinonHeHa
BaKLiMHaLMsA OT HOBOIi KopoHaBMpycHoil MHbekumn (HKW). 03.06.21 auarHocTu-
poBaHa HKW. Jleuunacb ambynatopHo. 20.06.21 oTMeTuna 60/ib M npunyxaHue
NpaBOoro KONIEHHOr0 CycTaBa, OrpaHUYeHne akTUBHOCTM MPU CYCKe N0 IECTHU-
ue. 28.09.21 obpaTunacb K Bpadyy TpaBMatonory-optonesy. HasHaueHbl aHanu-
3bl Ha ypoBeHb: CPB, P®, ACJ10, ALILIM, MOoYeBOI KMCNOTbI B CbIBOPOTKE KPOBH,
HLA B27. PesynbTaTbl B npefenax Hopmbl, HLA B27 — He BbisiBfieH. 1o pesynb-
TaTam MPT npaBoro KoneHHOro cyctaBa: B NOfI0OCTH CycTaBa U B OKOJIOCYCTaB-
HbIX CYMKax NaTolIorMYeckoe CKOMNEeHNe XUAKOCTH; xuposoe Teno fodpda He
M3MEHEHO; [lereHepaTMBHO-AUCTPODUUYECKNE W3MEHEHMA 3afiHEr0 pora BHY-
TpeHHero MeHucka. 06.10.21 BpayoM TpaBMaTONOrOM-0pTONEA0M BbiCTaBNEH
JMarHos: «<ApTpo3 nNpaBoro KosieHHoro cyctaBa 1 cT. CUHLPOM ryCUHOI nanku.
XpOHMYECKUt CUHOBUT». PekoMeHAOBaHO: rnokokopTukocTepouabl (FKC) B
npaBblii KONEHHbIN CYCTaB U NepuapTUKYNAPHO, KYPC rManypoHOBON KUCNOTbl —
6e3 Bugumoro apdekTa. B sHBape 2022 r. B CBSI3M C COXpaHeHUeM 60neBOro
CMHAPOMa rocnuTanuanpoBaHa, HazHauyeHbl FKC MECTHO U BHYTPUMBbILWEYHO —
6e3 adoekTa. B despane 2022 r. koHcynbTupoBaHa B HUN peemaTonoruu, Bbl-
fIBNeHa oHuxoaucTpodus, 3anof03peH NCOPUaTUYECKU apTpUT.

B mapTe 2022 r. koHcynbTupoBaHa B MIPLL TKB N2 1 um. H.W. Muporosa. MNpu
OCMOTpE: NaLMeHTKa nepeABUraeTcs Npu NOMOLM KOCTbINEN B CBA3MW C HEBOS3-
MOXHOCTbIO OMEPETHCA Ha NPABYO HUXHIOK KOHEYHOCTb U3-3a BbIPaXXE€HHOro
6051€BOro CMHApPOMa. B xofe o6cnefoBaHus UCKOYEHbI MHDEKLMOHHDII U pe-
aKTUBHbIIi xapakTep apTpuTa. AHann3 KpoBu Ha heppuTuH, kanbuui, ocdop —
B npefjenax HopMbl. BoinonHeHa Y3/ BeH HUXHUX KOHEYHOCTEN — NPU3HAKOB
TpoM603a He BbisiBNeHo. Mo pesynbtatam MPT KINC AaHHbIX 3a Hannyue cakpo-
unuuta HeT; MPT npaBoro KoneHHOro cycrasa: HavyasbHble NPU3HaKM apTpo3a
MpaBoOro KOMEHHOro cycTaBa, LUCTPOPUYECKME U3MEHEHWUS MEHUCKOB 2 CT.
no Wtonnep, oTek NnepmapTUKYNAPHOIA KneTyaTKu nNo nepegHen NOBEPXHOCTH
cyctaBa, 06béMHOe obpasoBaHue Tena fopda. C yyeToM MONyYEHHbIX faH-
HbIX PEKOMEHJJ0BaHO NpOBeJeHUe apTpockonuu ¢ 6uoncueii Tena fodgda ana
UCKNIOYeHNs oHkonpouecca. B anpene 2022 r. npoBefieHa apTpocKonuyeckas
MEHUCKIKTOMUSA, yaaneHue xuposoro tena fodda, ructonornyeckasn KaptuHa
cooTBeTCTBYyeT runeptpodun tena fodda. Mocne npoBefeHUs onepaTMBHOIO
neyeHns 601eBO CUHAPOM B NPaBOM KONIEHHOM CYCTaBe KYNMpPOBancs TOJbKo
YyaCTUYHO. [p1 NOBTOPHOM 06paLLeHNM, yYNTbIBAA HANMYME MOHOAPTPUTA C UH-
TEHCMBHbIM 60N1EBbIM CUHLPOMOM, OHUXOANUCTPOGUM, HE3DPEKTUBHOCTb CTaH-
JapTHOW Tepanuu OCTE0apTpMTa, UCKIOYEHNE OHKOMpolecca — y nauueHTKu
JAMarHocTUpoBaH NcopuaTuyeckmii apTput. HasHadyeH cynbdacanasuH B Lene-
Boii fo3e 2000 mr B cyTKuM. Ha GoHe npoBOAMMOro neyenuns yepes 2 mecsua oT-
MeuaeTCsl MONOXMUTENbHAA LUHAMUKA B BUJLE YMEHbLLEHMS 60/1€BOT0 CUHAPOMA
B NPaBOM KOJIEHHOM CyCTaBe.
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[laHHbIA KNMHWUYeCKUi cnyyail JeMOHCTPUPYET TPYAHOCTU AWNArHOCTUKM
NCopuaTMYECKOro apTpuUTa y MONOAO0I NaLMEHTKU C MOHOAPTPUTOM KOJIEHHOTO
cycTaBa 6e3 yKasaHus Ha HallMuyne KNMHNYECKUX M aHaMHEeCTUYECKUX faHHbIX 0
HanMyuu ncopuasa.

ATUNUYHAA ®OPMA UHOAPKTA MUOKAPA
Y NAUMEHTKW MOJ1010I0 BO3PACTA

ABTOpbI:

Xonpy6aeea AligaHa MakkambaeBHa,
KynaspoBa Aiirepum bonoToBHa,
[loBnatykaesa XaBa PussaHoBHa

PHUMY um. HW. Muporosa

HayyHble pykoBoguTeN:

LlieByeHko Anekceit OneroBuy — j.M.H., Yn.-kopp. PAH, npodeccop
l0depeBa IOnusa MuxaiinoBHa — K.M.H., JOLEHT
PHUMY unm. H.W. Mnporoga

B nouTn nonoBuHe cnyyaes, 0COGEHHO Y MOMOLbIX XEHLLMH, TEYEHUE OCTPOr0
uHbapkTa Mmokapga (OMM) He yknagblBaeTcsi B TPajULNUOHHbBIE KaHOHbI, HO-
CUT aTUMWUYHBIA XapaKTep, 3HAYUTENIbHO YCNOXHAN AuddepeHLnanbHyo aua-
rHOCTUKY. CBOEBPEMEHHOE pacno3HaBaHue aTunNnuyHoi dopmbl OUM aBnsetcs
aKTyanbHOW Npo6nemoii BpauebHOW NPaKTUKK, MOCKONbKY ONpeaenseT Bbl6op
MPUHLMNOB NEYEHNUN U NPOTHO3 XU3HU 60bHOTO. NPy 3TOM peLleHne 0 neyeod-
HOM TaKTUKe U MeTOAaxX 0bcnefoBaHUA NaLMeHTa JOMKHO NPUHUMATLCA Hesda-
MeLNuUTeNbHO, NOKa He ynyweHo BpeMs A5 3OGeKTMBHOro BMewwaTenbCTBa.

MauneHTka 39 net, ¢ ANUTENbHbIM aHAMHE30M KOHTPOJUPYEMON rUnepTo-
HUYecKoi 60Nne3Hu, N0 NOBOAY KOTOPOM npuHMMana nosaptaH 100 Mr/cyT u
ouconponon 5 Mr/cyT, OTMeTUNA NOABEHME 2 HeAeNN Hasap 60siell B CNUHE C
uppaguaumeii B npaBblii 60K, BO3HMKAKOLWMX 6€3 YeTKON CBA3N C GU3NYECKOI
Harpyskoii. bonesoii cuHApOM KynupoBana fekcameTasoHoM. B cBssu ¢ npo-
rpeccupoBaHueM 6oneil obpaTunacb B MOAUKAUHUKY, rae 6bina cHATa 3K u
BbISiB/IeHbl U3MEHEHUS, XapaKTepHble A8 NOPaXeHWs CTBONA NeBOi KOpoHap-
Hoin apTepun (JIKA): aneBauus cermeHTa ST B oTBeaeHumn aVR u V1, genpeccus
cerMeHTa ST o 6 MM B |, I, aVL, V3-V6 oTBefeHusAX. COCTOSAHUE pacLieHeHO Kak
OUM c nogbemoM cermeHTa ST.

bpuragoit CMIT nauyueHTKa W3 NOAWUKAMHUKW JOCTaBfieHa B CTaLuMOHap.
OTMeyanochb NoBblWeHNe YPoBHSA TponoHuHa | go 0,52 Hr/mn (B fMHaMuKe 4o
4,61 Hr/Mn). 9KCTPEHHO NpoBefieHa KopoHapoaHruorpahus, Ha KOTOpoi BbisiB-
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NEHO MHOTOCOCYANUCTOE NOpaXXeHne KOPOHapHbIX apTepuii: NnHeliHas auccek-
uusa B Tesie U TepMUHaNbHOM oTgene cteona JIKA, cTeHo3 B TepMUHANbHOM OT-
aene 70%, (ocnoxHeHHas 6nsauwka), B NpoOKCMManbHoi u cpegHeit Tpetu NMMXKB
CTeHO3 0 55%, B cpeaHeli Tpetn MKA — cTteH03 70-75%. BeinonHeHo YKB B 6ac-
ceitHe JIKA: TpaHCcNoMUHanbHas 6anioHHaa aHrMonnacT1ka u NPoBU3MOHHOE
cTeHTMpoBaHue cteona JIKA ¢ Bbixogom B [TMXB.

MauyneHTKa npoueaypy nepeHecna yfoBNeTBOPUTENbHO. Ha KOHTPObHOI
aHrnorpamme kpooTok no JIKA TIMI 3, npu3HakoB guccekuuu n aKcTpaBasa-
Luu HeT. Ha 3KT, BbinonHeHHo# nocne YKB, pernctpupoBanca CMHYCOBbIA pUTM
cYCC 78 yn/mMuH, cermeHT ST BepHynca K ndonuHuu. Mo pesynbratam axokapamn-
orpaduu HapyweHuii NoKanbHON COKPaTUMOCTM He BbISIBIEHO, MOIOCTU CEPA-
La He paclMpeHbl, COKpaTUTeNbHasA cnocobHocTb JIXK yaoBneTBopuTeNbHAS.
B 6MoxMMMYecKOM aHann3e KPoBK 06palyano Ha cebsi BHUMaHMe NOBbIWEHNE
ypoBHs xonectepuHa JIMHMN go 4,52 mmonb/n. [ipyrue nabopatopHble nokasa-
Tenu 6binun B npegenax peGepeHcHbIX 3HaYeHU.

Mo mepe cTabunusaunm cocTosHUSA NauneHTKa bbina nepesefeHa us OPUT B
Kapauonoruyeckoe otgeneHue. Ha ¢oHe npoBOAMMOI ABOWHOI aHTMArperaxT-
HOIA, TMNOTEH3MBHOMN, TMNOANNUAEMUYECKON U racTPONPOTEKTUBHOI Tepanuu
60neii B CNUHE, aHTMHO3HbIX NPUCTYNOB, HapyLWeHWIi puTMa cepAaLa U NpusHa-
KOB CEpAEYHOI HEA0CTAaTOYHOCTU HE OTMEYaNoch, CTabUIM3MPOBANUCh LUPPLI
ALl n YCC. NMaymeHTKa bblia BbINUCAHA U3 CTaLMOHapa C COOTBETCTBYHOLLUMU
JMarHo3y pekoMeHAaLusaMu No HeMeAMKaMeTO3HON U MeJMKaMeHTO3HOIi Tepa-
nuu, a Takxe npoeegeHust YKB B 6acceiine KA B nnaHOBOM nopsijke.

JaHHbI KNUHMYECKWUIA cnyyail LeMOHCTPUpYeT yCnewHblii npuMep CBOEB-
PEeMEHHOIi LMarHoCTUKN U NeYEHU MONOAON NALMEHTKM C aTUNMYHOI GOopMOit
OMM — TpyaHo pacno3HaBaeMbiM fie6l0TOM 3aboneBanus. Yuutbias, yto OKC
MOXeT NposABNATLCS 60/AMMU pas3NMYHON NIoKanu3auum, Bpayam obLueii npak-
TUKM U KapAUONOrMYeCcKUX OTLENEeHU cnefyeT yaensTb 0co60e BHUMaHUE U
MposBAATb JMAarHOCTUYECKYH 6LMTENBHOCTb BO BCEX CNYYasx, CONPOBOXato-
WMXCA NOABMEHNEM 60NEBbIX OLWYLIEHUA aTUMUYHON NOKANM3aLum, 4To MOXeT
KapAWHaNbHO NOBNUATbL HAa TEYEHNE 3a60NeBaHNA U NPOrHO3 NaLueHTa.
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TPYAHOCTYW AUATHOCTUKU FTEHEPANIN30BAHHOW
®OPMbl TPAHYJIEMATO3A BEFTEHEPA Y MALIMEHTA
C PELUANBUPYIOLLUM 3ABOJIEBAHUEM YXA

ABTtop:
Urambepauee Loxpyx6ek BannxoH yrnu
PHUMY nm. HW. Muporosa

Hayy4Hbii pykoBoaunTesib:
Koponéea Jlunus lOpbeBHa — cTapumii npenopaBatenb
MeaunumHckuid MHCTUTyT OI'Y umenn W.C. TypreHesa

lpaHynemaTo3 BereHepa — XpoHWYeckoe CHCTEMHOe bbiCTpoONporpeccupy-
loulee 3a6oneBaHNe HeW3BECTHOW 3Tuonorum, accouumpoBaHHoe ¢ ANCA, B
OCHOBE KOTOPOro NeXMT HEKPOTU3NpYIOLLee BocnaneHne CoCy0B MEeKoro u
CpeAHero kanubpa c o6pa3oBaHMeM rpaHyNEM, XapaKTepM3yeTCa COYETaHHbIM
nopaxeHneM pecnupaTopHOro TpakTa, NoYeK, opraHoB 3peHus, cnyxa. [lanHas
60/1e3Hb OTHOCMTCA K Fpynne pefKkuxX. PacnpoCcTpaHeHHOCTb CPeAN HaceneHns
cocTaBnsdeT 25-60 Ha 1 MAH, 3a6oneBaeMocTb 3-12 Ha 1 MAH YenoBek. Yaule
3a60neBaloT MyXyuuHbl B Bo3pacTe 40-50 neT, 0AHAKO U3BECTHbI C/lyYau pas3Bu-
TuA 3a6oneBaHusa y AeTeil U NOLPOCTKOB.

MauuneHT J1., 49 net, o6paTuncsa B MONUKIUHNUKY N0 MECTY XUTENbCTBA C Xa-
no6amu Ha 60711 B TEBOM YXe U OTAENeMOe U3 NIEBOTO yXa CAN3NCTOro Xapak-
Tepa. Bpauom-oTonapmMHronorom 6bin NoCTaBeH fMarHo3 IEBOCTOPOHHUIA IKC-
CyAaTUBHbIN CpefHuii 0TUT. Yepes HECKONIbKO MecsALEB y 60bHOr0 pa3BUINUCh
noTeps CNyxa CneBa W CU/bHbIE TONOBHbIe 601K, B CBA3K ¢ oTCYyTCTBUEM 3(-
(GEKTMBHOCTM KOHCEPBATUBHOIO NeyeHus, 6bina NpoBejeHa paanukanbHas one-
pauusi Ha cpegHeM yxe. [locne BbINUCKM U3 CTaLMoHapa 6011 peLuauBnupoBani,
MpW 3TOM NaLWeHT 0TMeyas OHEMEHMe JIEBOIi NONOBMHbI NMLa, YYBCTBO pacmnu-
paHus B 06nacTu neBoW OpOMTbI U YXYALEHWe 3peHus cnesa. [poBoANAUCH
obcnepoBanus ansa uckntoyeHus OHMK. B TeyeHun nocnegyowmx aByx Me-
csiLeB NosBUAUCH 60M B 061aCTU MexdanaHroBbIX CyCTaBOB, KUCTeil U cTon,
MblILEeYHble 60K, FeMopparM4yeckue BbiCbinaHus B 061aCTH IEBOrO NOKTEBOrO
0TpocTKa, cnabocTb, moTeps Macchl Tena Ha 30 kr. Co cnoB nayueHTa Havyana
0eCcnoKOMUTb OfbILKa NPKU HE3HaYNTeNIbHON hU3nyeckom Harpyske. JlabopaTop-
HO 6blNK BbIABNIEHbI CAefYIOLMe USMEHEHUA: HOPMOXPOMHAas HOPMOLUTapHas
aHemus co cHuxeHne ypoeHa Hb go 90 r/n; TpombouuTos — 580x10°/n; noBbiwe-
Hue CO3 fo 70 MM/y; C-peakTUBHbI 6enok 12 mr/n; npotemnypus go 0,4 r/cyT;
remMatypus o 6 KneTok B nose 3peHus. lpoBefeHHblit TecT Ha Hanuune ANCA
B CbIBOPOTKE KPOBM MOKa3an NoNOXMTENbHbIA pedynbTat. Mo gaHHbiM MCKT
rON0BHOIO MO3ra C KOHTPAacTMPOBAHUEM ObiNo BbISIBNIEHO: YMEPEHHAs TMapo-
uedanus, runepniasma CIM3NCTON 060104KM NEBOI BEPXHEYENOCTHOM Na3yxu,

89



[aa3oBckue yteHns. 2022. Cekuma «Tepanus»

(GnOpo3HbIE U3MEHEHUSA B AYeiikax COCLeBUAHbIX OTPOCTKOB BUCOYHON KOCTH
cneBa. Ha MCKT nerkux 6b111 06HapyXeHbl MHOXeCTBEHHbIE NOJIOCTHbIE 06pa-
30BaHUS B HUXKHEI flonie NeBOro ierkoro. Mo peaynbratam KNMHUYECKOTO, Nabo-
paTOPHOro U PEHTIeHON0rMYeCKOro UCCNeAoBaHNs BbICTaB/IEH OCHOBHOM K-
HUYecKuii suarHos: M31.3 MpaHynemaTo3 BereHepa, reHepanusoBaHHas gopma
C nopaxxeHWeM NeBoi opbuTLI, N1EBOr0 yxa (1eBOCTOPOHHUIA CYXOit TUMNAHUT,
aTMOMANT), nerkux (rpaHyNnemaTo3Hoe MopaxeHue), CycTaBoB (NONMAPTPUT),
noyek (Hedponatus, XbMN 1 cTagus), LHC (nopaxeHne TpoiiHWYHOro HepBea, nu-
uesoro Hepsa) ANCA+.

MauneHT HaXOAUTCA NOA AMHAMUYECKUM JUCMAHCEPHbIM HAbMIOAEHUEM U
NPOXOAMT NeyeHne NpopuabHbIMK CreLnanMcTaMmm 0CHOBHOIO 3aboneBaHus,
OCNOXHEHWIA U conyTcTBYKOLW e natonornu. B kauecTBe 6asucHOI Tepanuu
MPUHMMAET: NPefHU30M0H, a3aTMONPUH, aHTMArperaHThbl, FTMNOTEH3UBHbIE Npe-
napartbl, cTaTuHbl. Ha doHe NpoBOAMMOI Tepanun oTMeYaeT MONOXMUTENbHYHO
AVMHAMUKY 3a6051eBaHusA B BUAE YMEHbLLUEHUS 60NN B rNa3HOM f610Ke, YyBCTBA
pacnupaHus W [aBJiIEHUSI B NIEBOM rNa3y, YMEHbLIEHUS OfbIKW NPU XoAbbe.
MpepcTaBneHHbIA KNMHUYECKWNIA CnyYyall HarnafHo AeMOHCTPUPYET Heo6XoAu-
MOCTb NPOBEJIEHNA CBOEBPEMEHHOrO U TLaTeNbHOro aAuddepeHunanbHo-ana-
FHOCTMYECKOr0o NOMCKa BBUAY PEAKOCTU 3a60N€BaHUs, MONMOPraHHOCTH NaTo-
NOrumM, OTCYTCTBUM CneumduyecKux Npu3HakoB B fe6toTe.

MUENOAUCNNIACTUYECKUIA CUHPOM
noj MACKOW B12-0E®GULUTHON AHEMUU

ABTOpbL:

Konpaypos Hukurta CepreeBuy,
DNo6pbiHuHa MpuHa CepreeBHa,
MocmetbeBa Onbra CepreeBHa,
Mypasuukas MapuHa HukonaeBHa,
XaHnuHa EneHa AHaTonbeBHa

BI'MY um. H.H. Bypaenko

Muenogucnnactuyeckue cungpombl (MAC) BkntovatoT cemeiicTeo 3abose-
BaHU KNIOHANbHbIX MUENOWAHbIX CTBONOBbIX KJIETOK, XapaKTepusylwuecs
ANCNNACTUYECKUM HeahdeKTUBHBIM reMonoasoM. [lnsa Bepudukaymm auarHo-
3a MCNoNb3yHT HAaboOp HEOGXOAMMbIX U pelakoLLnX Kputepues. Ha ypoBHe aMby-
NaTopHO-NONMKIMHUYECKOrO 3BEHA BO3MOXHO UCMOJIb30BaHWE TONIbKO HE06X0-
ANMbIX KpuTepues. K aTUM KPUTEPUSM OTHOCATCS:

« CtabunbHas uutonenusa B 1 unu 60nee pocTkax B TeyeHne 4 n 6onee mecsa-
LLeB B YaCTHOCTM: ypoBeHb remorno6uHa <110 r/n, KoNu4ecTBo HeUTpodhuoe
<1,8x10°/n, TpoMGoOLMTOB <100X10°/N
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* OTcyTCTBVIe APYrux reMatonornyeckux n Herematosiorm4eckux 3aboneBa-
HUR, KOTOpble NPOTeKakT C UUTONEHUAMMN.

Onucaxue cnyyan

MauymeHtka Mynaxuna M. H. 22.10. 1951 ropga poxpeHus Haxogunacb Ha
cTtaumoHapHoM neyeHnun B KB N23 ¢ 26.03.2021 roga no 19.04 2021 ropa
C puarHosom: B-12 geduuutHaa aHemusd, Tsxenoi cteneHun. Muokappauo-
auctpodus. HK 2A. XpoHuyecknii ractput, o6ocTpeHne. CoctosHue nocne
xoneyucTakToMum no nosopy XKb (2011). Llonuxocurma. BHyTpeHHwii remop-
poii BHe 060cTpeHus. UBC, cteHokapausa Hanpshkenus, K 2. Kapguocknepos
Anddy3HbIi  oyarosblit (2018). TMnepToHuyeckas 6onesHb Il ctaguu, puck 3.
XCH 2 A, OK 1.

OAK npu noctynnexuu:

Hb 63 r/n, 3p 1,54x10"2/n, Tp 40x10°%/n, Neiik 5,2x10°%/n, rpanynouutbl 54,3%,
numad 39,3%, MID 6,4% CO3 57 Mm/y

OAK npwu Bbinucke:

Hgb 91 r/n, 3p 2,56x10"%/n, Tp 28x10°%/n, Neiik 5,2x10°%/n, rpaHynouyuntsl 54,3%,
numd 39,3%, MID 6,4% CO3 57 mm/y

Mocne npoBeAeHHOro 06CNef0BaHMA U IEYEHNS ObINN faHbl pEKOMEHAALNY,
BbinucaHa 19.04 c ynyyweHuem.

MauneHTka nonana noj Ha6/AeHUe K Bpayy y4yacTKOBOMY TepamnesTy.
CocTOosHME NMaLMEHTKW He yNyyllanoch, OHa TakXxe NpeAbsABAsiaa Xanobbl Ha
€nabocCTb, FONIOBOKPY)XEHME, NOBbIWEHHY YTOMASEMOCTb, ABUAACH HAa NpUEM
30.04.2021 ropa.

O0AK o1 05.05: Neiik 3,51x10°, Heiitpodunbl 42,7%, umd 44,7%, MoH 9,7%, Jo-
3nHodunbl 2,3%, bazopunsi 0,6%, 3p 2,16x10'2, Hb 75 r/n, HCT 22,7%, MCV 105,1,
MCH 34,7, MCHC 330, RDW 19,2, Tpom6ouuTbl 32x10° Tpomb6okput 0,04, CO3 no
BecTeprpeHny 30 MM/y

13.05 Bpayom 6biia NpoBeAeHa TefnemMeAnLMHa C BPauOM-remaTosiorom, B
XOAie KOHCYNbTaLMW 6biNn AaHbl peKOMeHAAL MW NO fanbHelwei TakTUKe Befe-
HWA NaLMEHTKU: KOHCYNbTaL A reMaTonora Ans pelenns Bonpoca o nposeje-
HUM CTEPHANbHOI NYHKLUW.

01.06 nauneHTKa 6bina Ha KoHcynbTauuu B AY3 BO «BOKK[L», rae 6bin
nocTaB/fieH BEPOSTHbIA AMarHo3: MuenogucnnacTuyeckuii CUHLPOM HeyTou-
HEHHbIN C MYNbTUAKNHEAHOW Aucnnasmei. AHEMUS TAXENON CTENEHN TAXECTH,
TpombouuTONEHNS 683 reMopparmieckoro CUHAPoOMa.

03.06 nauneHTKa HanpaBneHa B bY3 BO «BOKB N21» rematonormyeckoe ot-
peneHue.

Mocne aTOro NayMeHTKa 06palyanach 3a MeAULMHCKO NOMOLLbIO K APYroMy
CMeLManucTy, UICXOA 3TOr0 KITMHUYECKOTO Cyyast 0CTAeTCAA HEM3BECTHBIM.
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[uckyccua

[Ouarnos MAC npeacTaBnsieTcs LOCTaTOMHO 060CHOBAHHbLIM, T.K. HabntoAa-
€TCSA CTOWKOE CHUXEHUE FeMOrno6uHa, HeATPoUNOB M TPOMOBOLUTOB B TEYEHUE
3 MecsLeB, 0AHAKO B ONUCaHUM AAHHOTO KNMHUYECKOrO ciyyas OTCYTCTBYHOT
CBEJIeHMs 0 pe3ynbTaTax N1abopaTopHbIX UCCNe0BaHMUiA, NPOBESEHHbIX paHee.

CTtout 06paTnTb 0CO60E BHUMAHKE HA OAMH NIOOONLITHLIA GaKT: NpK KONK-
yecTBe TpombouuToB 25x10°/n B aHanmse ot 08.05.2021, yTo cCOOTBETCTBYET
TAXENOW TPOMGOLMTONEHUM, Y MALUEHTKM HE OTMEYAETCA HUKAKUX HapyLIeHNii
COCYANCTO-TPOMOOLMTApHOrO reMocTasa.

3aknoyeHune

B 3aknouyeHnMn MOXHO CKasaTb, YTO BbisBNneHue nauyueHtos ¢ MAC npeg-
CTaBNSIET CEPbE3HYI0 TPYAHOCTb ANA AMArHOCTUKM U3-3a OTCYTCTBUA aKTUBHbIX
Xanob6 u xapaKTepHbIX KNTMHUYECKUX NPOSIBNIEHUI. BbisiBNeHMe NOA06HbIX Nauu-
€HTOB TpebyeT CTPOro CAeA0BaHMS COBPEMEHHbIM PeKOMEHAaLMaM, a Takxe
BbICOKOr0 YPOBHS NOAFOTOBKM Bpaya, ero BHUMaTeNbHOCTU U HaBbIKOB.

KAPBYHKYN NOYKU HA ®OHE NEPBUYHOI0 CUCTEMHOTIO
AL-AMUNIONA03A U HEGPOTUYECKOI0O CUHAPOMA

ABTOpBI:

KoTtukosa UpuHa AnekcaHapoBHa,
burywes Unbgap PydkaToBuy,
CbicoeBa [lnaHa AnbbepToBHa,

JNésuna KceHus CepreeBHa

PHUMY um. HW. Muporosa

HayuHbiii pykoBoguTeib:
AnneBa AMuHa Marome0BHa — K.M.H., AOLEHT
PHUMY um. HW. Muporosa

AmMunounpo3 — 3To rpynna 3a6oneBaHui, XxapakTepU3yoLLascsa 0TNOXEHNEM
HepacTBOPUMOro 6enka-aMuionaa BO BHEKIETOYHOM NpoCTpaHcTBe. [lokasa-
HO, YTO AaHHas NaTo/IOrUA Yalle BCTPEYaeTCa Y MyXUYMH MOXKUIOro Bo3pacTa,
ay NauMeHTOB C NNa3MOKJIETOYHOW ANCKPa3neln U 6eCCUMNTOMHON MOHOKNO-
HanbHOW ramMmanaTueit HesicHoro reHesa (MIHI) puck paseuTua Al-amunougo-
3a BO3pacTaeT B HECKOJIbKO pas.

MauueHTka H., 62 roaa, rocnuTanManpoBaHa B TepaneBTUYECKOE OTAENeHNE
cTaunoHapa. Cuntaet cebs 60nbHoii ¢ 2016 1., KOraa 6bi1 AMArHOCTUPOBAH XPO-
HUYECKMWIi TIIOMepyNoHepPUT C BbipaXKeHHbIM MOYEBLIM CUHAPOMOM 1 MIHT ¢
COXpaHHoOI novyeyHoit GyHkuuei. [1Ba roga cnycTs nocne foobcnefoBaHus B
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cTauMoHape BbICTaBfIeH AMarHo3: nepBUYHbIN AL-amMunongos ¢ nopaxeHuem
noYeK, XenyAoYHO-KULIEYHOro TpakTa, HePBHOW CUCTEMbl, HaANOYEYHNKOB,
XpoHuyeckas 6onesHb noyek C1 A4. MauyueHTKa nonyymna neyeHne Xxumnore-
paneBTMYECKMMM NpenapaTtaMu. BoinucaHa B y40BNETBOPUTENILHOM COCTOSIHUN
3a 14 fHen Jo HacToALWei rocnuTanusauuumn. YxygleHue BO3HUKNO0 BHE3AMHO:
nosBuiacb NUXopaaka ¢ NOTPSCAWMUM 03HOGOM M NOTNMBOCTbI, BbipaXeH-
Has cnabocTb, KOTOPble COXPaHANNUCL B TeyeHue 5 gHeii. Mpu paHHoI rocnu-
Tanusauyun B aHanu3e KpoOBM — MOBbILIEHWE YPOBHS NEKOLUTOB, MMNULO0B K
C-peakTUBHOr0 6enKa, CHUXEHNE KOHLEHTPaLUin anbbyMUHa, HaTpUA U Kanus.
B remocTasuorpamMme oTMEYEHO yBeNnuyeHne puépuHoreHa. B aHanuse moun:
NPOTEUHYpUS, NENKOLMTYPUA, IPUTPOLUTYpUA. YNbTpasByKOBOE McclefoBa-
Hue (Y3W) BbIIBUNO YMEPEHHYIO renaToMeranuto U CrnieHoMeranmto, KucTol B
obeux nouykax. Bcnegcteme Hannuua NpM3HakoB CUHAPOMA CUCTEMHOI Bocna-
NNTENbHON peakuWu HeCHOro reHesa U OTCYTCTBMS UAEHTUOULUPOBAHHOIO
ovara MHeKLKM bbl1a HayaTa IMNMPUYEcKasn Tepanua aHTUb6aKTepuanbHbIMU
npenapatamu. Ha BTopble CYTKM C MOMEHTa rocnuTanusaLum Habntoganach oT-
puuaTenbHas AMHAMKUKa, B CBA3M C YeM MOTpe6oBanach CMeHa aHTUBaKTepH-
anbHoii Tepanuu. Ha TpeTby CyTKM OTMEYEHa He3HaUUTeIbHasA NONOXMUTENbHAnA
AvHamuKa. bbina BbiNosHEHA KOMMbOTepHasa TOMOrpapusa opraHoB 6pHOLWHOIA
nosiocT — 06HapyXeH KapOyHKYN CPeAHEro CerMeHTa NpaBoi MOYKM C NpU3Ha-
Kamu Gopmupytouierocs abeuecca.

[OunarHos noateepxaeH npu Y3W. MauneHTka 6blna NnepeBefieHa B cneuna-
NN3NPOBaAHHOE YPONOrMYeCcKoe OTAENEHNE ANA AanbHelilero 06¢cnes0BaHNUs U
neyexus.

MIHI M aMnnonpaos ABNAKTCA akTyalbHbIM MEXAUCLMNANHAPHBIM BOMNPO-
COM, TaK Kak CUMNTOMbI JaHHOI MaToONOruu pasnnyHbl U MOTYT BCTPEYaThCA B
KNMHMYECKOI NpaKTMKe Bpayeil pasHbix cneunanbHocTei. BHeaperue addek-
TUBHbIX CKpUHMHIOBbIX METOL,0B MOXXET MOMOYb AMArHOCTMPOBATb aMUIOU03
Ha paHHMX 3Tanax 3a60/ieBaHuMsA, YTO NO3BOJIUT CHU3UTb CMEPTHOCTb OT AAAHHO-
ro 3aboneBaHus.
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ME3EHTEPUAJIbHbIA TPOMBO03 Y MALUEHTA C PAHEE
AWATHOCTUPOBAHHbLIM CUHAPOMOM TAKAAICY

ABTOp!:
JlamnexeB AnaHi AcnaHoBuy
PHUAMY unm. H. M. NMuporosa

HayuHbie pykoBogutenu:
Pe3Huuk Enena BnagumupoBHa — A.M.H., IOLEHT
Xypaenee Anekcanap KoHcTaHTHHOBMY — A.M.H., npodeccop
PHUAMY unm. H. M. NMuporosa

ApTepumut Takascy — 3T0 CUCTEMHbII BACKYNUT C NOpaXeHMeM apTepui Kpyn-
HOro Kanubpa, XapakTepu3ylowmiica NporpeccupyoluM rpaHynemMaTo3HbIM
BOCMasieHWeM aopTbl M ee OCHOBHbIX BeTBeN. MauneHT A. 65 net rocnutanusu-
poBaH 05.10.2021 1. ¢ )xanob6amu Ha CU/IbHbIE pa3NuTble 60N B 0611aCTH XUBOTA
M HanpaBUTE/bHbIM ANArHo3oM «Me3eHTepuanbHblii TpoM603. CuHLpOM Taka-
ficy». B aHaMHe3e ANMTeNbHO apTepuanbHas r’MNepTeH3na ¢ NoBbilweHnemM AJl
00 220/110 MM pT. CT., XpOHUYECKAA ULLEMMA HUXHUX KOHEYHOoCTel |Ib cTaaum
no ®ouTteitHy. B 2020 r. B HMULICCX uM. A. H. bakyneBa, BbISiBJIeH CTEHO3 yCTbA
BLUA cnpaBa o 80%, OCA cneBa 4o 50%, OKK/1t031si 06eMX NO3BOHOYHbIX apTe-
pWii, aTePOCKIepo3 M TOTaNbHbIA KaNlbLMHO3 aopThl, cTeH03 YC f0 65%, CTeHO3
BBA 0 90%, HBA no 60%, cTeHO3 npaBoit 06Leit NoAB3A0LWHOW apTepuu Ao
85%, neBoi 06L,el NOAB3AOLWHON apTepumn Ao 75%, KPUTUYECKMNIA CTEHO3 NeBOI
MOYeyHoii apTepuu. Y naymeHTa oTMeYaanuch «nepemexarolasacsa» XxpoMoTa Ko-
HeyHoCTen, BbifiBNeHa pasHuua AJl Ha npaBoii u nesoi pykax > 10 MM pT. CT,,
WYM NpW ayCcKynbTaLnmu GPHOLLHOI a0PTbl, YTO ABUJIOCH OCHOBAHMEM JMarHoCTy-
Ku «CuHapoma Takasicy». Tepanus Ha gorocnutanbHoMm 3Tane: CumeactatuH 10
mr/cyT (c dbeBpans no Hoa6pb 2020 r.) nanee AtopsacTaTtuH 40 Mr/cyT, Tpom60
ACC 100 mr 1 p/cyT, Omenpason 20 mr 2 p/cyT. OXC — 3,23 mmonb/n, JIMHI —
2,08 mmonb/n o1 okTa6ps 2020 r. B 06wem aHanu3e KpOBM NpU ONUCHIBAEMOI
rocnutanusauum nenkounTtos 16,50x10°/n, OTHOCUTENBHOE KOIMYECTBO FpaHy-
nouutoB 78,80 %, ocTanbHble NOKa3aTenu B npefenax pedepeHcHbIX 3Haye-
HUA. QunaTtauus neTeNb TOHKON KUWKK npu Y3U opraHoB 6pLOWHO NMONOCTY.
BbinonHeHa 6annoHHas aHrnonnacTuka YC, nonbiTka pekaHanusauum BBA 6e3
apdekTa. Mocne MmaHMNynaumMit 63 NONOXMTENbHON JUHAMUKM — NPOrpeccHu-
poBaHue 6oneii B xuote. 09.10.2021 r. cocTOAHME KIMHUYECKOI CMEpPTH, pea-
HUMaLMOHHbIe MEPONPUATUS B MOSTHOM 06beMe 63 apdekTa, KOHCTAaTUPOBAHA
6uonornyeckas cMepTb. 10 AaHHbIM ayTONCUU: NPU3HAKKM PAacCNPOCTPaHEHHOro
aTepocknepo3a C nopaxeHuem LepebpanbHbIX apTepuii, KOPOHapHbIX apTe-
puii, aOpTbl U GPbIKEEYHbIX apTepuit B BUE ME3eHTepUanbHoOro Tpombosa ¢
pa3BUTMEM FaHrpeHbl TOHKOI KuwkK (B npoceeTe BBA cBeXWii 06TypupytoLLmii
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TpoMm6), 6udypkaLmm aopThbl ¥ NOAB3AOLWHbIX apTEPUii C pa3BUTUEM CUHAPOMA
Nepuwa. NaTtonoroaHatomuyeckuit fuarHos: OcHOBHOe 3a6oneBaHue: MeseH-
TepuanbHblii TPOMB03, FaHrpeHa YyacTu Towen U BCel NOAB3AOLIHON KULLKK.
Atepocknepos 6ptowiHoit YacTi aopThl (IV cTaguu, 3 cTeneHun, 06TypupyHoLLnii
Tpom6 B npoceeTe BBA). CoyetanHoe 3a6onesaHue: Cungpom Takascy ¢ uc-
X040M B MynbTU(HOKaNbHbIA aTepocknepos: cteHo3 YC 90%, cteHo3 BBA 90%,
cteHo3 HBA 80%, cTeH03 noAB3A0WHbIX apTepuit go 90 %, cuHgpom Jlepuwa.
OcnoxHeHnusa: OTek nerkux. OTek ronosHoro Moara. fmaponepukapa (120 mn).
[BycTOpOHHMIi rugpoTopakc (no 300 mn).

[JaHHbIl KNUHUYECKWIA cnyyail AEeMOHCTpPUPYeT MpuMep COCYAMCTOM Ka-
TacTpodbl y NauueHTa c paHee AMarHOCTUPOBAHHbIM CMHAPOMOM Takascy. Y
60NbHOr0 AoKasaH MyNbTU(OKaNbHbIA aTepocknepos npu aytoncuun. Y nauu-
eHTa MMeno MecTo reHepanu3oBaHHOE NOpaXeHue apTepuii, BMecTe C pa3BuB-
WHUMCH B HUX TAXEeNbIM aTepocknepo3oM. CBoeBpeMeHHas afilekBaTHas KoM-
OMHUpOBaHHAA TMNONUNUAEMUYECKAN Tepanus, BEPOATHO, MOXET 3aMefNUTb
nporpeccuMpoBaHue NaToforMYecKoro npoLecca u ynyywuTb NPoOrHo3 y Takux
nayueHTOB.

NOJIMMUO3UT Y MYXKYUHDI 58 NET

ABTOpSI:

Jléanna Kcenus CepreeBHa,
Burywes Unbpap PydkarToBuy,
KoTtukoea Upuna AnekcaHpapoBHa,
CbicoeBa [lnaHa AnbbepToBHa

PHUAMY um. H.W. Mnporosa

HayuJHbiv pykoBoanTesb:
AnneBa AMuHa Maromep,0BHa — K.M.H., BOLEHT
PHUMY um. HW. Muporosa

MonMMUO3UT OTHOCMUTCA K peaKnuM ayTOMMMYHHbIM TeTepPOreHHbIM 3abone-
BaHNAM, XapaKTepusyetca BocnaantesibHbIMKU U3MEHEHUAMU CKeneTHOM My-
cKynartypbl, CNaboCTbiO B HUKHUX U BEPXHUX KOHEYHOCTAX.

BonbHoii [1., 58 net, noctynun B TepaneBTUYECKOE OTAENEHUE C Xanobamm
Ha KPaTKOBPEMEHHbIe, NPUCTYNoo6pasHble AaBsle 601 B 3arpyANHHOI 06-
nacTu, Kynupytowmecs npueMom HUTponpenapaTto., gucdaruto u 60au no xoay
nuuieBoa Npy ynotpe6ieHun TBEPAO0I NULLK, BbIPaXKEHHYIO CNaboCTb B KOHEY-
HOCTAX.

3arop fo HacToAWe rocnuTanusaLmny B Xofie NpoBeieHHOro 06cnefoBaHmus
KapAMonorom 6bin UCKNKOYEH KOPOHAPOTreHHbIii reHe3 60neit 3a rpyAMHON, Npu
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330(haroracTpoyoAeHOCKONMM NaToNOrMM NUWEBOAA BbISBNIEHO He 6bI10, NpU
YNbTPa3BYKOBOM UCCJIEJ0BAHNN OPTaHOB GPIOLIHOM NONOCTH TaKXKe NaToNormm
He BblfIBNIeHO. BONbHOII 6blN NPOKOHCYNBTUPOBAH HEBPOMATONOrOM, NPOBEje-
Ha MarHUTHO-pe3oHaHCHas TOMorpahus NO3BOHOYHUKA, BbISIBNIEHbI NPU3HAKK
OCTEO0XOHJP03a, CMOHANN0aPTPO3a, FPbIXK AUCKOB U MPOTPY3UM MEXMNO3BOH-
KOBbIX AIMCKOB, YEM W 6bl1 06bACHEH 6ONEBOI CMHAPOM 3a FpyANHOIA. Kpome
TOro, B aHa/iM3ax KpoBu 06palyano Ha ce6st BHUMaHUE Hanuuyne NoBbllLEHHbIX
KOHL|eHTpaLmit 6e/KOB B KPOBM, B MOJTyYeHHbIX 06pasL,ax KOCTHOrO Mo3ra njas-
MaTU4ecKue KNeTku He 06HapyXeHbl, MUeNoMHas 60/1e3Hb 6bina UCKIoYeHa.

B HacTosLLYy0 FrocNUTanU3aL o 0TMeYEHO 3HaYUTENbHOE NOBbILEHUE YPOB-
HA hepmeHTa KpeaTMH(HOCHOKMHA3DI, AEKPEMEHT-TECT BbISIBUN NMPU3HAKK Nep-
BUYHO-MbILIEYHOTO NMOPAXEHMS, N0 AAHHbIM 6MONCUN HparMeHTOB NOMEPeYHO-
nosocatoii MbllLbl BbIABAEHbI NPU3HaKK MUO3UTa. BoNnbHOMY 6bIn BbiCTaBNEH
anarHos «MonMMMO3UT ¢ NOpaXeHUEM MbIlLL, KOHEYHOCTEN, TOTKH, NNULWEBO-
Aa». bbina HayaTa UMMYHOCYNpPecCUBHas Tepanus rlOKOKOPTUKOCTEPOUAAMY,
Ha G OHe KOTOPOii 0TMEYanoch ObICTPOE CHUXEHME KOHLEHTPaLNii KpeaTuHdoc-
(GOKNHA3bl U YMEHbLLUEHNE BbIPAXEHHOCTW KIMHUYECKUX NpOsiBNeHUiA. B nanb-
HeiilweM K Tepanuu 6bin fo6aBneH a3aTUONPUMH, HayaTa NOCTENEHHas OTMEHa
rNIOKOKOPTUKOCTEPOMLOB.

06CyXaaeMblil KNIMHUYECKWIE ciydaid ¢ 1e6HTOM NONMMUO3UTA B BUAE TOPa-
Kanruii nokasan BaXHOCTb CBOEBPEMEHHOIi IMAarHOCTMKN JaHHOIi maTonorum,
Heo6XxoAMMOCTb OpraHu3aLMn B3aMMOAeCTBHNII Bpaueii pasHbiX creluanbHo-
cTeil B Bonpocax autbdepeHunanbHoii MarHoCTUKK, a TaKe HeoBX0AUMOCTb
ANUTENbHOTO HabNoAeHNs 3a TedeHUeM 3aboneBaHUs C UHAUBMAYANbHbIM
NOAX0J0M K IEYEHMIO N CBOEBPEMEHHON KOppeKLiMeil HasHaYaeMoii Tepanuu.

MALMEHT C CEPAEYHON HEQOCTATOYHOCTbIO
B COYETAHUU C U30JINPOBAHHBIM HEKOMMAKTHbIM
MUOKAPAOM

ABTtop:
No6eer Anekceii BuktopoBuy
PHUMY nm. H.W. Tinporoga

HayuHbiii pykoBogUTE B!
Napuna Bepa HukonaesHa — a.M.H., npodeccop
PHUMY um. H.W. Muporosa

MaumeHT, 57 net, noCTynun B KapANONIOrMYeCcKoe oTaeNieHmne B utone 2022 r.
C Xano6aMu Ha 0AblLWKY B NOKOE, OTEKM HOT. Pa6oTaeT NU(pTEPOM, KYPUIbLLNK
(MKY=40).
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B Hos6pe 2020 r. nepenec COVID-19 ambynaTopHo, cnycTs Mecsl OTMeTuN
3NuU304 3arpyAuHHoN 6onu. 06paTunca B sHBape 2021 r. kK TepaneBTy, Ha IKI
MpU3HaKu py6LOBbIX U3MEHEHNIE 3aJiHE-HU)XHEN JIOKanu3aLnm.

C deBpans 2021 r. 4o HacToALEero BpeMs 6bl1 rocnUTanM3MpoBaH 8 pas B
cBA3K ¢ gekomneHcauuen XCH, guarHoctupoBaHbl napokcusmanbHas dopma
®N, noparpa, CLL 2 Tuna co ctonoi LWapko.

Mpu ocMOTpe COCTOsIHME CPefHeR TAXKECTU, CAMMETPUYHbBIE OTEKMU HUXKHUX
KOHeYHocTeil, feopmaLns NpaBoii CTOMbI, AblXaHWE B JIETKUX XXECTKOE, HE Mpo-
BOAUTCA B HUXHUe oTaenbl nerkux, YA O 20 ya/MuH. TpaHuLbl OTHOCUTENBHOM
CEepAeYHOIi TYNOCTW pacluMpeHbl BNEBO, TOHbI MPUIAYLLEHbl, pPUTM CUHYCOBbIH,
YCC 72 ya/muH, ALL 95/65 MM pT. cT. XKMBOT MArkuin, 6€3601e3HEHHbINA, CBOOOS-
Has XXMAKOCTb B GPHOLLHOI NONOCTH.

Na6opaTopHo: nosblwenue ITM (3 HopMbl), NTproBNP — 11134 nr/mn, rato-
KO3ypus ¥ NeAKOLMTYpUS, OCTaNbHbIE NOKa3aTeny B npefenax HopMbl.

9XOKT: Nesblit xenynouek (J1XK) ymeHblueH, aHfoKaph YTOMWEH 3a cyeT
Bcex oTtaenos JDK(MXM/HBJIK) 0,9 cm, umeet ry6uyatoe ctpoenue (N/C>2).
®B — 52%. MnoknHe3 cpeAHEro HUXXHero u 3agHero cermenToB JIXX. Boinot B
nneBpanbHbiX NONOCTAX — cnpaBa Ao 122 mm, cnesa Ao 110 mm. CBob6oAHan
XWAKOCTb B 6PIOLIHONI NONOCTHM.

[Ouarnos: UBC: MUK (OUM HensBecTHOI gaBHOCTH). MepBUYHAsA KapAUOMU-
onatusa: usonuposaHHblil HMJTK. KopoHapoaHruorpagus 6e3 3HauMmbIx cTe-
Ho308B, 0T 09.02.2021. HPuIC: NapokcuamanbHas dopma O, BHe napokcusma.
Mpexopswasn AB-6nokaaa Il c1. Mo6uTy 2. XCHc®B (52%), Ill cT. IV ®K. ABycTo-
POHHWIi rugpoTopakc. Acuut. Oxupenue llcT.

lMpoBeneHbl nnespanbHbie MYyHKLWW, BO3BPAT YYBCTBUTENIbHOCTU K neTne-
BbIM AWYpPETUKAM, NleYeHUe ConyTCTBYHOLWUX 3aboneBaHuil, KBaaputepanua
XCH. Ha d)OHe Ne4yeHnd nonoxutenbHaa AuHaMnKa — BO3MOXHOCTb NPUHUMATb
FOPU30OHTaNbHOE NOJIOXEHUE, perpecc OTEKOB HUXHUX KOHEYHOCTeil, acuuTa,
NnoBbIlWEHNE TONEPAHTHOCTU K d)VI3W{ECKOl7I Harpyske.

3akntoyeHue. YuutbiBaa HecneunpuyHoCTb CUMNTOMOB, OTCYTCTBUE YHUDU-
LMpOBaHHOr0 NOAX0AA K AMAarHOCTUKE, AMarHo3 nogTBepxAeH yepes 1,5 net ot
Havyana nepsbix cumnTomoB. HMJIXK BcTpeyaeTcsa yalle y MyX4uH B Bo3pacTe
cTapwe 18 net, 0CHOBHbIM MeTOAOM fuarHoctuku asnsetca IXOKI ¢ knuHuye-
CKU-yA06HbIMK KpuTepuamu R. Jenni. Momumo XCH y Takux nauneHTOB BO3MOX-
Hbl XXM3HEYrpOoXatoLme apuTMuK, raBHbIM 06pa3oM — Gbubpunnsauus npegcep-
AviA, yTo Habnoganoch y nayueHTa. JleueHne oCHOBaHO Ha komneHcauum XCH
KOHCepBaTUBHbIMU CPefCTBaMK, NPU HeobxoauMocTH — ycTtaHoBka IKC/UK],
0flHaKO paAnKasibHO MOMOYb NaLMEeHTy MOXET NULWb TPaHCNaHTaLms cepaua.

KnuHuyeckoe HabnogeHne unnoctpupyeT, yTo XCH y nauneHTa sBnsercs
pesynbTaTOM COYeTaHWUs MHOXeCTBa GaKTOPOB: HENPaBMILHOIO 06pasa Xus-
HU, MyNbTUMOPOMHOCTH, HEKOMNAKTHOro MUoKapAa. CoyeTanue AaHHbix hak-
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TOpPOB MpuBENO K paHHEVI WHBannan3auun nayneHTa u CHUXEeHU KayectBa
XU3HN.

KNUHUYECKNA CNYYAN YCNELIHOIO XMPYPIMYECKOIO
NNEYEHWUA PACNMPOCTPAHEHHOIO HAPYXHOTIO,
BHYTPEHHEIO FrEHUTAJIbHOIO U AKCTPATEHUTAJIbHOIO
9HAOMETPUO3A

ABTOp!:
Mamepnu CoHa 3Tnéap Kbi3bl
PHUMY um. H.W. Muporosa

HayuHbiii pykoBogunTEIb:
Hacbiposa Hauns UnbgapoBHa — K.M.H., AOLEHT
PHUMY um. H.W. Muporosa

JHpomMeTpuos nopaxaet 5-10% xeHckoii nonynaymu. MpupocT 3aboneBae-
MOCTU cpeam XeHwmuH 24-35 net 3a 1999-2021 rr. 8 Poccuu coctaBun 72.9%.
JHpoMeTpMUO3 nynka BcTpeyaetca ¢ yactoton 0,42-4% cpepmn BCex ciyvyaes
9KCTpareHMTanbHOro aHAOMETpMOo3a.

Maunentka ®., 33 1., Habntoganacob ¢ 2013 1. ¢ AMarHosom: [lucmeHopes. k-
Tonusa weiikn Mmatku. C 2020 r. npucoefMHUANCHL NOCTOSAHHbIE 60N B 061aCTH
nynka, ycunueatownecs 3a 3-5 fHeil [0 MEHCTPyaLum; CKyAHbIE «AErTeobpas-
Hble» BblAeneHuns u3 nynka. B ¢espane 2021 r. npu ocMoTpe Nynok 6bin 6ones-
HEHHbIM W MAOTHbIM, B HEM UMenacb ManuanoMaTo3Hasi ONyxoSib pasMepoMm
10x15x10 MM B BUAE LBETHOI KanycTbl, KpOBOTOYALLAA NPWU HajaBAUBaAHUMN.
[pn uuTONOrMYECKOM UCCNef0BaHMU MasKa C MOBEPXHOCTMU ONMYXONMN HalfeHbl
KNETKN 3HLOMETPUSA. BoicTaBneH gmarHos: PacnpocTpaHeHHblit 3HAOMETPUO3:
AWYHUKOB, LWEHKMN 1 Tena MaTKu, NyNoYyHoro KonbLa.

16.03.2021 r. npoBegeHa cumynbTaHTHas onepauus B LKB rpaxpaHckoi
aBuauuu: 1) Jlanapockonus. YganeHue 3HAOMETPUOMAHOW KMCTbl NPaBoro
AMyHuKa. Agresmonusuc. Koarynsuus oyaroB aHAoMeTpuosa, 2) Yaaneuue
3HAOMETPUOUAHON 3KTONUM B 06/M1acTu Nynka. MnacTuka nynoyHoro Konbua ¢
MOMOLLbIO CETYATOro 3HAO0NpPOTE3a, 3) MMcTepockonus. BoickabnueaHue Lepeu-
KanbHOro KaHana. buoncus weikn MaTKu.

B xoae nanapockonuu o6HapyXeHo: B NpaBoii NoJB3A0LWHO 061acT — BOC-
XoAswas 060404HasA KMIWKa U NPAAM 60NbLIONO CalbHUKA CMasiHbl K NepefHeit
OpIOLWHOI CTEHKE U 60KOBOIA CTEHKE Tasa, NPON3BELEHO UX OTAeNeHNe. MaTka
yBennYeHa o 6-7 Heflenb 6EpeMEHHOCTH, WapoobpasHas, oTMevaeTcs yTon-
LeHne 3afHel cTeHku. MpaBble U neBble NpUAATKY NOANASHbI K 3afHEMY NIUCT-
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KY LUNPOKOIA CBSA3KU U 6GOKOBOI CTEHKE Ta3a, 04arv 3HLOMeTp1o3a Ha NOBEPXHO-
CTW NpaBoro ANYHMKa. Npu BbIeNEeHUM NPaBOro ANYHMKA U3 CaeK U3NUIIOCH A0
30 mn “wokonaaHoro” copepxumoro. Mpaebii AnyHUK — 50x40x40 MM, copep-
XUT SHOOMETPUOUAHYIO KUCTY Anametpom 40 MM, KoTopyto yaanunu. JleBblii
IMYHUK pasmepamu 30x20x20 MM, He u3MeHeH. MaToyHble TPyGbl HE U3MeHe-
Hbl. Ha 6plolwnHe No3agMMaTOYHOr0 U PETPOLLEPBMKANLHOMO NPOCTPAHCTBA U
KPecTL0BO-MaTOYHbIX CBA3KAaX — MHOXECTBEHHbIE 3HJOMETPUOUAHbIE OYaru.
Cnaliku pacceyeHbl, 04arv 3HAOMeTpMo3a KoarynmpoBaHbl. [1ns npo@unakTukm
cnaiikoobpa3oBaHus BBefieH renb Intercoat (30mn). KposonoTeps — 50 mn.

YnaneH ovar SHAOMETpMOMAHOM 3KTOMMUW B 061aCTH nynkac nocnenywmeﬁ
nNnacTmKomn nynKa cet4yaTbiM 3HAOMNPOTE30M.

Mpu rUCTEPOCKONUM 06HAPYKEHO: Ha LeliKe MaTKU — Y4acTOK CUHIOWHO-6a-
rPOBOro LBETA BOKPYF HapyXHOro 3eBa, AUaMeTpoM 1 CM; 3H[OLEPBUKC — He
M3MEHeH. HAOMETPHIF — cooTBeTCTBYET | hase MeHCTpyanbHOro uukna. B no-
NOCTU MaTKU — MHOXECTBEHHbIE HZLOMETPUOUAHDBIE XOAbI. [poN3BesEeHo Bbl-
cKka6nuBaHue 3HAO0LEPBMKCA U KOHYCOBUAHAA GMONCUSA WENKN MaTKU.

MMcTonornyeckoe 3akJioueHne: IHAOMETPUONAHAA KNCTA NPABOro AMYHUKA.
JHAOMETPNO3 WeiKN MaTKN. PETEHLMOHHbIE KUCTbI LWEeRKN MaTKK. IHAOMETpPH-
03 nynka.

MocneonepauyuoHHblii nepuog — 6e3 0Co6eHHOCTEI.

B nocneonepalMOHHOM nNepuoae npuHMUMaAna rOpPMOHabHY Tepanuio:
TpuntopenuH B gose 3.75 mr, 1 uHbekuua/4 Hegenu, Bcero 3 uHbekuuu; u-
eHorecT 2 Mr/cyT, HenpepbiBHO, 6 Mec. bepemeHHOCTb AuarHocTupoBaHa
18.02.2022, cnycTa 2 Mec nocne OKOHYaHUA ropMoHoTepanuu. TeyeHue Gepe-
meHHocTH: I-Ill TpuMecTp — 6e3 ocobeHHocTel. B cpoke 40 Heaenb nayueHT-
Ka popuna ecTeCTBEHHbIM MyTeM, 6€3 OCNOXHEHUNH, AeBOYKY Maccoii 3250 T,
poctoM 51 cMm, oueHka no Anrap — 7/8 6annos. NocnepoaoBbiii nepuoy — 6e3
OCJI0XXHEHUM.

B pesynbraTe ycnewHo NpoBeAeHHOi CUMYNbTaHTHOI onepaLuu U FOpMOHO-
Tepanuu B TeyeHue 9 Mec., y NaLMeHTKU CaMONpPOM3BONbHO HacTynuna Gepe-
MEHHOCTb, 3aKOHYMBLUASACA POXAEHUEM 3L0pOBOro pe6eHka. [laHHblii cnyyai
MOATBEPXAAET BOZMOXHOCTb 3QPEKTUBHOIO NeYeHUs TAXENbIX POpM pacnpo-
CTPAHEHHOr0 3HJOMETPNO3a B COBPEMEHHDIX YCIIOBUAX.
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HEUPOCU®UIJIUC — HA CTBIKE TPEX HAYK

ABTOpbL:

Moposoea BepoHuka HukonaesHa,
lanowHnkoBa AnekcaHapa AnekceeBHa

PHUMY um. HW. Muporosa

Hayy4Hbisi pykoBOAUTENb!
Naw, Hatanmns IOpbeBHa — K.M.H., fOLeHT, npodeccop
PHUMY um. H.W. Muporosa

Heiipocudunuc — akTyanbHas npobnema, 3aTparmparowjas JepMaTOBEHe-
POMOTWIO, HEBPOMOTMIO U NcUxuaTputo. MNocneacTBUs [aHHOTO 3a60ieBaHNA
TSXKENble W, 3a4acTyio, UHBANUAN3UPYIOLLUE, NOITOMY Heilpocubunmc Tpebyet
MYAbTUANCLMNINHAPHOTO NOAX0Aa M 0COGOr0 BHUMAHUS Bpayell HECKONbKUX
cneymanbHocTel. Bonpekn MHeHuUI0, YTo anuaemus cudunuca octanaco B npo-
LWIOM, B HacTOsLLEE BPEMS OTMEYaeTCs pocT 3a6oneBaemMocTh Heiipocudunu-
COM, B YaCTHOCTH €ro NO3JHNX M aCUMNTOMHbIX GOpM.

MaumeHT T. 53 roaa, noBTopHO rocnutanuanposaHd B FKB N21 um. H.U. Mupo-
roea 24.10.2022 c xano6amu Ha HapyweHue peyn. Mo faHHbIM MeANULMHCKON
JOKyMeHTauum nssectHo, yto ¢ 30.08.2022 no 19.09.2022 Haxoguncsa B He-
Bponoruyeckom otgenennn Kb um. B. B. BepecaeBa ¢ anarHo3oM: BeHO3HbIi
uHdapKT B NeBOi remucdepe ronoBHoro mosra ot 29.08.2022 scnepcraue cu-
HyC-TpOM603a BEPXHEr0 CarrMTanbHOro v 1eBOro NONEpPeYHOro CUHYCOB. B aHa-
nuse nuksopa ot 12.09.2022 nonyyeHbl NONOXMUTENIbHbIE TPENOHEMHbIE TECTbI:
PMP — otpuuatensHo, UOA cymm. (KM 0=12.22; UDA 1gG 8.58; PMTA 4+ 1/2560;
PU® 4+; PUBT nonoxutenbHas 56%). KOHCYNbTUPOBaH AepMaTOBEHEPOIOTOM,
AMarHos: MeHuHroBackynsipHblil Heiipocuunuc. B okTabpe 2022 r. npoxoaun
ctauymnoHapHoe nieyeHne B HO KB N21 um. H. U. NMuporosa ans nonyyeHus kypca
aHTMbakTepuanbHoii Tepanuu no noBoay G04.2 Heiipocudunuca ¢ cumntToma-
mu. 24.10.2022 nocTpoeHo rocnutanusmposaH B HO ans npoxoxaeHus BTOporo
Kypca aHTubakTepuanbHoii Tepanuu.

Mpu o6cnepoBaHnu: O6wee cocTosiHME YAOBNETBOPUTENbHOE. HeBponoru-
YecKMil CTaTyc: B CO3HAHMMW, YaCTUYHO NOHUMAET 06palLEHHYI0 peyb. C nomo-
Wbt MoHpeanbCKOW WKabl OLLEHKU KOTHUTUBHBIX QYHKLMIA M KpaTKoii WwKanbl
OLIeHKM NCUXMYECKOro cTaTyca BbiBNEHa CEHCO-MOTOPHas aasus. MeHuHre-
anbHbIX CUMNTOMOB HeT. [MasHble wenu D>S, cumntoM Apraitna Po6epTcoHa —
MONOXMUTeNbHbIWA. [1ape30B HeT, MbILWeYHbli TOHYC CO CKJIOHHOCTbIO K TMNoTOo-
HUW. CYXOXMNbHbI U NepuocTanbHble pepnekchl ¢ pyk cpeaHen xusoctu, D=S.
KoneHHble pednekcbl HU3Kue, D=S. MoAolWBEHHbIE U aXWUNN0BbI pednekchbl HU3-
Kue, D=S. YyBCcTBUTENbHbIE HAPYLWEHMA OTPUL,AeT.

JNlabopaTopHble uccnegoBanus: AHanua kpoeu oT 25.10.2022: C-peakTus-
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HblA 6enok — 18,50; rntoko3a — 7,9; xonecTepuH o6wwuin — 6,94; KpeaTUHUH —
61,2. UccnepoBanue Ha Treponema Pallidum (IgM + 1gG) a U®A kayecTBeHHO
ot 01.11.2022 — o6HapyxeHbl; uccnegoaHue Ha Treponema Pallidum B PIMrA
KayecTBeHHO 0T 01.1.2022 — nonoxuTenbHo (4+); uccnegoBaHue Ha Treponema
Pallidum B PMP kayecTBeHHO 0T 01.11.2022 — noNOXNUTENbHO (2+).

AHanua Mouu: rN0Ko3a NoNyKoNMYecTBeHHo — 56,00; neiikountbl — He 06-
HapyXeHbl.

UHcTpymeHTanbHas auarHoctuka: KT ronosHoro mosra ot 05.09.2022: KT
JaHHble reMaToMbl B neBoii remucdepe 60/1bLIOro Mo3ra npuMepHbIM 06EMOM
61 Mn, BTOPUYHBIM pacnpoCcTpaHEHNEM reMopparmieckoro COLEPXXMMOro B Xxe-
nyLoYKoBYto cucTeMy. KOMNpeCCUOHHO-AMCNOKALUOHHbIE USMEHEHNS.

OcMmoTp noronepa: xanobbl Ha U3BMEHEHMe peyn, HapyLeHue naMaTu. Bo Bpe-
MEHW AU30pPUEHTUPOBAH. PeyeBoe BHUMaHUE BbipaXeHo UcTowaemo. B uteHum
W MUCbME 3aMeHbl, TPOMYCKK BYKB, CMMCbIBaHME € OlWNOKaMu. CaMocToATeNbHO
OWNGKM He ucnpaBnsieT. MMeeT MecTo 3puTenbHas arHo3us.

OcMmoTp gepmaToBeHeposiora: %ano6 HeT. KoxHble NOKPOBbI CBO6OLHbI OT
BbICbINaHMiA.

JNeuenne: LedTprakcoH 2r B/B cTpyitHO 2 p/cyT 21 aeHb; NMpefHusonoH 90-
60-30 Mr/cyT yTpOM B TeYEHUe NepBbiX TPEX AHEN.

OTHOCUTENbHasA peakoCcTb ClyyaeB Heipocudunmnca B NpakTMKe HEBPOO-
FOB W MCUXMATPOB M OTCYTCTBUE HAaCTOPOXEHHOCTU BEAET K 3HAYUTENbHbIM
TPYAHOCTAIM B AMArHocTuKe. Puck owmnbku Bo3pacTaeT, KOrfa nalueHT ¢ He-
BPONOrMYeCcKoil UM NCUXUYECKO CUMNTOMATUKOI BrepBble NonagaeT B none
3peHMs COOTBETCTBYHOLMUX CNeLuanucTos.

FEHEPAJIN30BAHHAA NTUMOALEHONATUA KAK AEBIOT
AMUIONA03A

ABTtop:
Hryen TxaHb JlyaH
PHUMY nm. H. /1. Tinporoea

HayuJHbiv pykoBoanTeb:
Pe3Huk EneHa BnagumupoBHa — f.M.H., AOLEHT
PHUMY um. HW. Muporosa

CucTeMHble aMuIonA03bl NPeACTABAAT COO0I paccTpoiicTBa pasnuYHOM
3TMONOMNK, CBA3AHHbIE C CUHTE30M U @HOMaJIbHbIM BHEKNIETOUHBIM OTJIOXKEHN-
€M HenpaBKUIbHO CBEPHYTbIX 6ENKOB B Pa3NUYHbIX OpraHax ¢ nocnefyrowum
noBpexgeHmeM. AMUNOMA03 NOTEHLWANbHO MOXET mopaxaTb No6oii opraH

101



[aa3oBckue yteHns. 2022. Cekuma «Tepanus»

W CUCTEMY, UTO fieflaeT CUMNTOMbI ManocneunduyHbIMU A8 ONpeaeNeHHoro
TUna amunongosa. Huxe Mbl npeacTaBiseM ciyyaii aMuiona0sa, rae nepebiM
CUMNTOMOM Gblfia reHepanu3oBaHHasa nuMdbazieHonaTus.

MauneHTka 42 net, o6paTunacb B MeJULUHCKOE YUpeXeHue ¢ xanobamu
Ha 061wyt cnabocTb, BANOCTb, CEpALEOUEHNEe, YBENNYEHUE BCEX TPYNN NUM-
(hoysnos, AUcKoMdOpPT B Wee, NEPUOANYECKM BOSHUKAKOLWME BONU B XKUBOTE,
BHe3anHo NosBAAWMNECA FeMaTOMbl, CYyXOCTb BO PTY, CYXOCTb KOXWU, KOXHbIN
3yAl, 3IMOLMOHANbHY NabunbHOCTb, 6011 B ropne. 3 aHaMHe3a M3BECTHO, YTO
y NaUMeHTKU XPOHUYECKMIA reHepanu3oBaHHbli numdageHuT. OceHbto 2016r.
OTMeuvasnia NnosiB/ieHUe BbIPaXEHHOro 60NeBOro CUHAPOMA B BPHOWHON Mono-
ctu. Ha KT opraHoB GpIOLWHOI MONIOCTU Me3eHTepuanbHblii nuMbpageHnT. Ha
KT nerkux AMCCeMMHMPOBAHHOE NOPaXXeHne 060Mx nerkux Ha poHe numdonpo-
nudepaTtMBHOro 3aboneBaHus, BbipaXeHHas nuMpoageHonaTus. B aHanusax
KpoBu noebiwenune JIAI, CPB, TpombouutoB go 618, CO3 — 39, 303uHopunoB.,
6a3odunoB. B TeyeHne roga oTMeyaeT NosiBNEHME reMaToM No BCeMY Teny 6e3
BMAMMOWN NPUYUHBI.

Ha 3Kl putm cunycosblil, YCC 78 ynapoB B MUH., OTK/IOHEHME 3/1eKTpuye-
CKOW OCH cepALa BneBo.

B o6wem aHanuse KpoOBU KOHLEHTpauua remorno6uHa 130 r/n, KonmyecTBo
aputpoumTtoB 5,37x10'2/n, TpomboumuToB 329x10°%/n, neiikoyntos 9,9x10°/n.

B 6uoxuMuyeckom aHanuse kposu D-gumep — 749 Hr/mn. CKd (CKD-EPI) co-
ctaBuna 80 Mn/MuH/1,73Mm2.

B o6uiem aHannse Moyn 6e3 0CO6eHHOCTH.

Mpu sxokappuorpaduu TonwmHa MXTI 9,6 mm, 3aaHel cTeHkm 9,8 MM, coxpa-
HeHHasa dpakuua BbiGpoca (6onee 55%), NONOCTU He pacliupeHbl. MpU3HaKoB
ANacToNUYeckoi AUChyHKLUM HeT (B TPAHCMUTPaIbHOM NOTOKE COOTHOLWEHME
E/A=1,27), MuTpanbHas peryprutauus | ctenetm.

Mpu Y3U markux TkaHeil, nuM@aTUYecKmx y3noB BbISIBNEHO YBENUYEHUE Na-
XOBbIX TMM(paTUYeCcKUX y310B 0 20 MM NOHUKEHHOI 3XOTEHHOCTMU.

Mo pesynbtataM KT opraHoB rpyfHoii knetku, KT-kapTuHa MOXeT COOTBET-
CTBOBATb 04aroBOMY NMOPAXEHWIO JIEFOYHON TKaHW npu numdonponudepaTus-
HOM 3a6oneBaHum; nuMdoageHoONaTUs CPeAOCTEHNS, 0611aCTN KOPHEN NErkux,
NOAMbILIEYHbIX 06nacTen.

Mo pesynbratam KT opraHoB 6ptowuHoit nonoctu, KT-npusHaku cnneHomera-
nnm (111x63x124 MM, CTPYKTypa ogHOpogHas 6e3 oyaros/KucT), NMUMQoageHo-
naTUu BHYTPUOPIOLIHLIX U 3a6PHOLLNHHBIX TMM(POY3N0B, MOBEPXHOCTHBIX NUM-
(hoy3noB B NOAB3AO0LIHOI W MaxoBbIX 061aCTAX.

B 6uonTaTte npsAMON KMWKKU npu okpacke KOHro-KpacHbIM M UCCnef0BaHum
B MONSAAPM3OBAHHOM CBETe BbISIBNIEHbl MHOXECTBEHHbIE Jen03uTbl aMUIONAa B
MbllLEYHOMN, COGCTBEHON MNACTUHKE CAN3UCTON 0600YKM, KanuansipoB, Npo-
cBeTe numdaTUYeCcKux cocyaoB. B aenosnTtax aMunonpa BbisiBNeHa akcnpeccus
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A-KOMMOHeHTa; pesynbTaT peakumit ¢ kanna, NAM6a U TPaHCTUPETUHOM — OT-
puuaTenbHbIi. MpK reHeTMYECKOM MCCef0BaHUM NaTONOrMYECKUX BapUaHTOB
HYKNeoTMAHOMN nocnefoBaTeNbHOCTU reHa TTR (TpaHCTUPETHMH) He 0GHapYXEeHO.

B okTa6pe 2021r npuuccnegoBaHum Ha Hanuyne MyTauuin BreHe LYZ B o6pas-
Lie 6YKKaNbHOro aNUTeNnus OT NaLUeHTKN U e€ 2 aeTel 6bIM onpefeneHbl My-
Tauumn, COOTBETCTBYHOLLME aMUHOKUCNOTHBIM 3aMeHaM B insouume p.F21LT88N
(Phe21Leu, Thr88Asn) oT MaTepu u cbiHa.

AMUIIONA03 — CIOXHOE 3aboneBaHue ¢ nopaXxeHnem MHOIuMX OpraHoB WU
pa3nnYyHbIMK NpoABNEHUAMMN. KAnHULMCTBI AONXHBI UMETb BbICOKYlO CTENeHb
HaCTOPOXXEeHHOCTH, 4TO6bI NOCTABUTD paHHVII?I n npaanbem AWarHo3 n HavyaTb
afleKBaTHOe /ie4yeHue.

17 NET NEYEHUA NAMUBYAWHOM Y NALUEHTOB
C XPOHUYECKWUM rENMNATUTOM B

ABTOpbI:
Hryen Txu Xaub
PHUMY um. H. U. Muporosa
MenbHukoBa Jlio6oeb MBaHOBHa
KB N2 85 ®MBA Poccun

Hayy4Hbii pykoBoAUTE B!
UnbueHko Jliogmuna IOpbeBHa — f.M.H., npodeccop
PHUMY unm. H.W. Mnporosa

Namusyaun (LAM) aBnsetcsa nepBbiM npenapaToM M3 rpynmnbl aHanoros
HYKNEO3WAOB ANA NeYyeHns renatuta B n fo cux nop wWMpoko ucnonb3yercs,
0COGEHHO B YCNIOBUSIX OFpaHUYeHHbIX pecypcoB. LAM 6e3onaceH U JoCTyneH,
HO ero e AMHCTBEHHbIM HEJOCTAaTKOM ABNSAETCA BbICOKUI PUCK pPa3BMTUSA Nekap-
CTBEHHOI YCTONYMBOCTH, KOTOPbIK cocTaBnseT okono 20% B TeueHne nepBoro
rofa n 70% nocne 5 net neyeHus. NpuBoAUM ONMcaHUe KANHUYECKOTO ciyyas
LNUTENbHOrO NPOAOMKMTENIbHOCTU NeYeHusi XpoHuyeckoro renatuta B LAM y
nauueHTkm T., Habntogatouweiica ¢ 2010r. B LieHTpe AMAarHOCTUKM U NEYEHUS XPO-
HUYECKNX BUPYCHbIX renatutoB Ha 6a3e Kb N2 85 @MBA Poccuu.

MauueHntka T., 1972 ropa poxaeHusa. CornacHo npeacTaB/ieHHbIM Meau-
LIMHCKUM [OKyMeHTaM, y naumenTkn B 2000 rogy 6bin AUarHoCTMPOBaH XPOHHU-
yeckuit renatut B (XIB). C ceHTa6psa 2005 rona B TedeHne 1,5 net naumeHTka
nonyyana neyenue LAM, no pesynbtatam 6bin NOAYYEH BMPYCONOTUYECKUIA W
6uoxumuyeckuit oTBeT. Yepes 6 MecsLeB nocne npekpalleHus npuema npenapa-
Ta, METOZOM MoNMMepasHoii LenHoit peakyuu (MLIP), BHOBb Gbina 06HapyxeHa
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DNA Bupyca renatuta B (HBV DNA), 1 naymeHTka cHoBa neyunacb LAM ¢ 2007
roga no HacTosee BpeMs. OTMeyeHa xopoluas nepeHoCUMOCTb NPOTUBOBUPYC-
Ho¥i Tepanum B TeyeHue Bcero nepuoga. C 2010 roaa 2 pasa B rog NpoxoauT 06-
cnefoBaHue y HbekuMoHucTa. B nonyyeHHbIX pesynbTaTax aHanu3sa KpoBm 61o-
XMMmuyeckue nokasatenu (06wuii 6enok, anb6yMuH, 061nit GUANPYGUH, NPSMOI
6unupy6un, ANT, ACT, FTTM) B npegenax HOpMbl, KOMYECTBO TPOMGOLUTOB He
CHMxkeHo. C nomoLlblo UMMYHO(hepMeHTHOro aHanu3a o6HapyxeHbl HBsAg, anti-
HBe, anti-HBcore 1gG. HBV DNA He BbisBneHa metogom MLP. Mapkepbl BupycoB
renatutos D u C (anti-HDV, HDV RNA, anti-HCV, HCV RNA) 06HapyXeHbl He 6biu.
YMDD myTauusa yctoitumsocTu HBV Kk LAM He onpefeneHa no npMunHe HU3KOM
BMPYCHOM Harpy3ku. Y3U opraHoB 6pOLWHON NONOCTM NPOBOANTCS KaX bl rof,
W, COrNAcHO MONYYeHHbIM pesynbTaTaM, OTpULATeNbHOW AWHAMUKM He Gbina.
MporpeccupoBaHue Gubpo3a NeyYeHn He OTMEYEHO N0 JaHHbIM GubpoanacTome-
Tpun (4,5 kMa — cTapus FO no wkane MeTtasup ot 26.06.2019).

B HacToswWwee BpeMsi peKOMEHAYETCS C CaMOro Hayana NpoBOAUTL NleYeHue
XI'B aHanoramu Hykneo3(T)UA0B C BbICOKMM 6apbepOM pe3ucTEHTHOCTH, YTOGbI
n3bexaTb pucka BUpPYCONOrMYECKOro npopbiBa. TeM He MeHee, y NaLMeHToB, N0-
nyyaswux LAM B npeablaywme rogbl, Korga npenapaTbl C BbICOKUM 6apbepom
PesnCTEHTHOCTM HepocTynHbl, LAM Bce ewe MOXeT 6bITb MCMONb30BaH Npu
perynsipHoM MOHUTOPUHIE AN PaHHEro BbIIBNEHUS NeKapCTBEHHOI YyCTONYM-
BOCTW M CBOEBPEMEHHON CMEHbI CXEMbI NeyeHus. HabntofeHne 3a naymeHTKOM
MPOLOJIKEHO.

PEABUJIUTAL A UHTANALLMEA OKCUA A30TA
Y NAUMUEHTA C NOCTKOBUAHbIM CUHAPOMOM

ABTOpbL:
Hryen XoaHr KbioHr,
LoreHoBa JliogMuna BnagumupoBsHa
PHUMY um. H. W. TTuporosa

Hayy4Hbisi pykoBOAUTE B!
Yyvanuu Anekcangp FpuropbeBuy — A.M.H., npodeccop
PHUMY um. H.W. Muporosa

MoCTKOBMAHBIA CUHAPOM — MOCNEACTBUE KOPOHABUPYCHOI MHdEKLUM KO-
BuA-19, passuBatowweecs y 10-20% ntogeit nocne nepeHeceHHoit kosna-19, npu
KOTOPOM CUMMTOMbI COXPaHSAITCA Ha NPOTSXEHUM He MeHee 2 MecsiueB. MHo-
rve uccnefoBaHua NPeAnonaratoT, YTo AUCPYHKLUA SHLAOTENIUS U CHUXKEHME
CbIBOPOTOYHbIX KOHUeHTpaumii NO y naumeHToB, nepeHeciunx Kosug-19 moryT
Cnoco6CcTBOBATb NAaTOreHe3y NOCTKOBUAHOIO CUHAPOMA.
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MaymnenTka X., 61 net, nocTynuna B NyNIbMOHONOrNYECKOE OTAENEHNE B CBS-
31 C OAbIWKON B NOKOE, HOYUHBIM NPUCTYNOO6GPA3HbIM CYXUM Kalunewm, cnabo-
CTbl0, KOTOPbIE YyCUNUBANUCH B TeYeHUe Hefenu. N3 aHamHesa U3BECTHO, YTO 7
MecsLieB Ha3aj nauueHTkKa nepeHecna kosua-19 (KT-3), nonyyana npenapar ne-
BMNUMAG. [ocne BbINUCKM OTMeYana ynyylleHne CoCTOSIHMSA, OfLHAaKO COXPaHA-
eTcsl CyXoi Kallenb, oAbllwKa. MayueHTka AAMTeNbHO CTpajaeT runepToHuye-
CcKoii 601e3Hb10 (2 cTeneHb, 2 ctagus, puck CCO 3), caxapHbiM AUa6eToM 2 TUna.

Mpu noctynnenun: Temnepatypa 36,10C, UMT 32,3 kr/m?, apTepuanbHoe
pasneHue 130/70 mm prt. cT., YCC 102 B MuHyTy, YA L 21 B MUHYTY, SPO2 94%.
MUP Ha koBMA-19 — oTpuuatenbHas. Mo gaHHbIM aHanusa KLC u rasos apTe-
pnanbHOM KpoBM BbisiBieHa runokcemus: pH 7,41, PaC02 41 mm pr. cT.,, Pa02 70
MM pT. CT., 6ukap6oHaT 26,0 MMONb/N, HacbiweHne kucnoposom 93%, naktasa
2,5. KT OFK: kapTMHa NOCTKOBUAHOM LBYCTOPOHHEN UHTEPCTULMANBHOW NHEB-
MOHWU, KOCBEHHbIE NPU3HAKN NeroYHoi runepteHsun. IxoKr: HeaHauymTeNbHan
runepTpodus Mmuokapaa /K, ®B — 60%, cuctonuyeckas dyHkums MK cHuxeHa
(TAPSE 15MMm), CLJTA — 36 MM pT.cT. ®B/L: peCTPUKTMBHbII TUN HAPYLIEHWIi BEH-
TUNALMOHHON yHKLMK nerkux, ®XEN=1,75 n (67 %), 00B1=1,36 n (62 %), 0OB1/
®XEN=81,4 %, OpOHXONUTMYECKMIA TeCT OTpULaTeNbHbliA. UccnegoBaHue aud-
(y3MOHHON CMOCOBHOCTM NErkMX N0 MOHOOKCUAY Yrnepofa: CHUXeHue fud-
(y3uOoHHOI crnoco6HocTU nerkux cpepHeii ctenedn (DLCO=45 %). YcTaHoB/EH
AunarHos: [locTkoBMAHAA MHTepPCTULManbHas nHeBMoHuA. [1H 1-2 ctenenu.

MaymneHTKa OLeHUBaNACh Ha TONEPAHTHOCTb K Harpy3ke c NOMOLLbIO TecTa ¢
6-MUHYTHOW X0Ab60it (TOMX): aucTaHuma 310M, max Sp02 93%, min Sp02 79%,
max YCC 141ya/mun, min YCC 79 ya/mMuH, ogbiwka no wkane bopra 8. OueHka
KauyecTBa XM3HU N0 ONPOCHUKY «SF-36»: Gusnyeckoe dyHkumoHnposaHue (PF)
25, poneBoe dusuyeckoe hyHkuuoHupoBaHue (RP) 55, obliee cocTosiHue 310-
poBbs (GH) 45, wkana counanbHoro pyHKLUoHMpoBaHus (SF) 75, ncuxonoruye-
ckoe 370poBbe (MH) 52. HasHayeH Kypc peabunutaluu ¢ MHransuueil okcuaa
asoTa B KoHUeHTpayuu 50 ppm no120 MUHYT exefHeBHO B TeueHue 14 gHei. MNa-
LIMeHTKa CYyObEKTUBHO OTMETUNA YNIyYLIEHWE CBOEr0 COCTOSIHUSA, 3HAUUTENIbHOE
yNnyylweHne NCUXUYECKOro cTaTyca U NMepeHocMMocTn GU3MYeckom Harpysku.
lMpu NOBTOPHOII OLEHKE NMOAYYEHbI crieaytolwme pesynbraThl. Mokasatenn KLUC
1 rasoB apTepuanbHoi kposu: pH 7,38, PaC02 42 mm pT. cT., Pa02 82 MM pT. CT,,
6ukapboHat 24,8 MMonb/N, HacblWeHne kucnopofom 96%, naktasa 1,5. T6MX:
auctaHyma 370m, max Sp02 98%, min Sp02 85%, max YCC 120 ya/muH, min YCC
81 ya/MuH, ogbiwka no wkane bopra 3. OnpocHuk «SF-36»: PF 35, RP 75, GH 55,
SF 100, MH 72. OTMeueHbl NOBbILWEHME OKCUTeHALUK, CHUXEHWE NlaKTaTa, yyy-
LWweHne GU3MYecKoro U MCMXMYECKOro 3,0POBbS U NOBbILIEHUE KAYECTBA XKU3HU.

[JaHHbI KNUHUYECKWI Criyyail feMOHCTpUpyeT, yto uHransaumusa rasa NO as-
nsetcst 3QHeKTUBHBIM METOAO0M peabUnnTaLum NaLueHToB ¢ NOCTKOBUAHBIM
CMHAPOMOM. HeobxoauMbl fanbHeiilne uccnefoBaHns ans oueHkn agpdekTus-
HOCTM U fo3npoBkn NO npu neyeHnm noCTKOBMAHOIO CUHAPOMaA.
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KNMHUYECKWIA CNYYAIN PA3BUTUA
WHOAPKTA MUOKAPAA, ACCOLLUNPOBAHHOIO
C AHTU®OCOOIMNUAHBIMU AHTUTENAMM,
NOCNE NEPEHECEHHON HOBON KOPOHABUPYCHOM
MHOEKLIMK (COVID-19) Y MOJTOA0M XXEHLLWHDI

ABTtop:
Hyp6aeea Kamuna CepukoBHa
OTrBHY HUWP um.B.A.HacoHoBo#

Hayy4Hbi11 pykoBoguTeIb:
PeweTHsak TaTbaHa MaromeanueBHa — j.M.H., npogeccop
OTBHY HUWP um.B.A.HacoHoBo#

TpoM603bl NOC/fe MepeHeceHHOW HOBOW KOPOHaBUPYCHOW MHMeKLuu
(COVID-19) sBnsAOTCA rPO3HbIM OCNOXHEHMEM 3aboneBaHus, KOTOpble Kak
npaBuno, BO3HMKAIOT y NaLUeHTOB NOXWUI0ro Bo3pacTa C TAXEeNIbIM TeYeHUeM
COVID-19. OgHako, BO3MOXHO pa3BUTUE TPOMBOTUYECKMX OCNIOXHEHUI nocne
nerkoro unu faxe 6eccumnToMHoro TeyeHns COVID-19 y Monofbix naLMeHToB.

MauneHTka X, 39 net, o6paTtunaco 8 Or6HY HUUP um.B.A.HacoHogoii ¢ xano-
6amu Ha rofioBHble 60111. 13 aHaMHe3a U3BECTHO, YTO € 3UMbl 2020 I. npuUCTynbl
ronoBHbIx 60neii. inarHoctuporaHa murpens. C 13.11.20 r. 3abonena COVID-19,
BUpYC nAeHTuduumpoBan ot 15.11.20 r. 0TMeyana cnegyrouime CUMNTOMbI: NO-
BbleHne TemnepaTypbl fo 38C, aHocMmus, cnabocTb. Mo gaHHbIM KT opraHoB
FPYAHON KNeTKn — mopaxkeHue nerkux 8%. Jleunnacb amOynaTopHO NMpPOTUBO-
BMPYCHbIMM NpenapaTamu C HopManusauuei TemnepaTtypbl B TeyeHue 2-x gHei
U BOCCTAHOBNIEHUEM OGOHSAHUA B TeyeHue 7 AHeid. 27.12.2021 r. — BHe3anHas
Aasswas 60nb 3a rpyaMHOIA. focnuTanuanpoBaHa ¢ AuarHo3om «MHGapkT Muo-
KapAa c nogbeMoM cermeHTa ST B 06NnacTu nepefHeil CTEHKU NeBOT0 Xenyaouy-
Kka». Mo JaHHbIM KOPOHapHOM aHruorpaduu: subhy3Hoe aTepoCcKNepoTMYeckoe
M3MeHEeHMe, CY6TOTaNnbHbIA CTEHO3 YCTbA, C aHrMorpaduyeckMMm npusHakamm
MaccUBHOro TpOM603a NeBoii NepeaHen MeXXenyLo4yKkoBON apTepumn n guaro-
HaNbHOW BETBU NMEpefHeli MexX)KenyaoukoBoi apTepun. BoinonHeHa Tpom60-
acnupauus — yaaneHbl MHOTOYMCNEHHbIE TPOMObI, BbINMONHEHA UMMNNAHTaLMUA
CTeHTa. BoinucaHa c pekoMeHaaLmeil npuema aleTuacanuymioBoi KUCNOTbl 1
Tukarpenopa. B aHanusax ot ¢espans 21 r. BoissBNeHbl aHTW-B2IM 1 (cymmap-
Hble) — 60,07, aHTMKapAMoONUNUHOBbIE aHTUTena (aKJ) (cymmapHble) — 7,42,
BOJIYAHOYHbIN aHTUKOArynsHT (BA) otp., AH® — 1/320. 3anopo3peH aHTudocdho-
NUNUAHBIA CUHAPOM. PeKOMEHA0BaHO NPOAO/IKUTL ABOWHYIO aHTUArperaHTyio
Tepanuio U KOHcynbTauusa peemartonora. O6paTtunacb 8 HUMP um.B.A. HacoHo-
Boi 10.2021 r. B aHanusax: aKJ11gG — 0,1, aKJ11gM-13, aB2-I'M IgG — 2,2, aB2-TM
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IgM — 3,1, BA-0Tp., KOMNOHEHTbI KOMNeMeHTa B Hopme, AHO — 1/640, aHTutena
K ds[JHK — oTpuuatensHbie. B 06uiem aHanunse n 6UOXMMUYECKOM aHanuse Kpo-
BM 6€3 3HaYMMbIX U3MEHEHWIA. TPOMOOLMHAMMKA: TUNepKoarynsLus.

N3 aHamHe3a Xu3HW 06palyaeT Ha ce6s BHUMaHWe ayTOMMMYHHbIA TUPeo-
uaut ¢ 30 neT — nonyyvyaet NIEBOTUPOKCUH 125 MKT B CYyTKU, CaxapHblii auadet
2 Tuna c 34 net — nonyyaeT aMnarnn@no3nH 25 Mr B CyTKKU U oxupenue 1 cTe-
neun — 30,84 kr/M. HacnepCcTBEHHOCTb NO peBMaTUYECKUM, CEPAEYHO-COCYAM-
CTbIM 3a60/1€BaHUAM He OTATOLLeHa.

YuynTbiBas TPaH3UTOPHbIA XapakTep W NOBbIlWEHUE CYMMapHbIX aHTUDOCHO-
NUMUIHBbIX aHTUTEN — ANArHO3 aHTUGHOCHONMNUIAHOIO CUHAPOMA B HacTosLee
BpeMs OTBEpPrHyT. [lnarHos He cooTBeTcTByeT CugHeinckum kputepusim 2006
r. BeposTHO, pasBuTMe MHDapKTa MMOKApAa CBA3AHO KakK C NePEHEeCEeHHON Ko-
pOHaBUPYCHOI MHbeKLMeli ¢ aHTUhoCcHONUNUAHBIMU aHTUTENAMU, TaK U C TS-
Xenoii conyTcTBytoWein natonoruii. MaymeHTke peKOMeHAO0BaHO NPOAOIIKUTD
LBOMHYI0 aHTUArperaHTyro Tepanuio u NpMCoeANHUTb anmkcabaH 2,5 Mr 2 pasa B
cyTku. Ha ¢oHe NpoBOAMMOIE Tepanuu — peyuauBOB TPOM603a HET, N0 AAHHbIM
TPOMGOMHAMUKM — HOpPMOKoarynaums. MNauneHTka ocTaetcsa noj AuHamuye-
CKUM HabNojeHneM.

3akntyeHune: nNpefCTaBeHHbIA KJMHUYECKMWIA CNnyyall AeMOHCTpUpyet
CNOXHOCTU AuddepeHLnanbHO-ANArHOCTUYECKOTO MOUCKA MPUYUH Pa3BUTUS
MHdapKTa MUOKapAa Y MONOAOMN XEHIWUHbI. B nuTepaType Mbl HalWIK eJUHNY-
Hble CyYan ONUCaHWA pa3BUTMA apTepuanbHbix TPOMG030B NoCIe NepeHeceH-
HOVi HOBOJ KOPOHABUPYCHOI MHBEKLUN. BONbIIMHCTBO NALNEHTOB M3 ONMCaH-
HbIX HAbBNIOAEHNIA GbINN NOXWUAbIE MYXYUHBI C CONYTCTBYIOLER KOMOPOUAHOI
natonoruen.
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ANUTENbHbIA NPUEM UHTMBUTOPOB
NMPOTOHOBOW MNOMIMbl KAK PE[LKAAl MTPUYMHA
XXENE3OAEOULLUTHOW AHEMUK

ABTOpbI:

06bepkoB Pycnan HukonaeBny,
CkonuHueBa Bapsapa CepreeBHa

PHUMY um. HW. Muporosa

HayuHbiii pykoBogUTE B!
Menexos Anekcanap Bcesonogoeuy — a.M.H., npodeccop
PHUMY nm. H.W. Tinporoga

MaumneHT E, 40 ner.

B TeyeHue fBYX neT oTMevaeT JUCKOMDOPT, HOKOLW e 60NN B BEPXHUX OTAE-
nax XmBoTa 6e3 YeTKoii CBA3M C NpueMoM NuLK. NHTepnpeTupoBan CMMNTOMbI
Kak MposiBfeHus ractpoasodareanbHon pedniokcHoii 6onesHu, He o6cnefo-
Banca. CamocToATeNbHO NpUHUMan 3somenpason 80-120 Mr/cyTku U aHTauu-
Jbl, 4TO HE NPUBOANNO K YyCTPaAHEHMIO CUMNTOMOB.

PaccTpoicTB cTyna, TOWHOTHI, pBOTbI He 0TMeyan. Cneynduyeckoin AneTbl
He cobnofan, nuTaHne HeperynsapHoe, pasHoobpasHoe. ANKOroNem He 310yno-
Tpe6nseT, KypuT. XpOHUYECKUI reMOppOii, NOCNeLHNE MECSLbI CUMNTOMbI He
6ecrnoKosiT, KPOBOTEYEHUI HET. B nocnefHuit Mecsal 0TMeyan KpaTKOBPEMEH-
Hble 3NnU30Abl nuxopagku, kynupyemoit HMBC. MposBneHunii pecnupaTopHbIX
MHQEKUMIi He 6b1N10, aHTMBAKTEPUANbHYH TEPaNMIo He nosyyan.

focnUTanU3NpoBaH B CBA3W C HapacTaHMEM Xanob Ha cnabocTb, OfbILIKY
Nnpu yMepeHHoii pUanyeckoii Harpyske.

Mpu ocMoTpe — 6e3 0co6eHHOCTEN. ACTEHUK, Macca Tena cTabunbHa. Temne-
paTypa HOpManbHas.

Mpu o6cnenoBanum: apuTpoLnTbl 3,7x10' /n, reMorno6uH 72 r/n, aHU3oLuTo3,
BbIpaXXeHHbIi MUKPOLUTO3, PETUKYNOUNTbI 4%, neiikountol 2,4x10° /n, 303uUHO-
¢bunbl 8%, TpombouuTbl 150x10° /n, CO3 13 MMm/uac. Xeneso 3,0 mkM/n, deppu-
TWH 5,0 Hr/Mn, TpaHcheppuH 2,78 r/n, )ene3ocBA3biBatoLas cnoco6HOCTb 62,3
MKM/n, KpeaTUHUH 96 MKM/n, 061wwnii 6unupy6uH 6,4 MkM/n, wenoynas gocda-
Tasa 78 E/n, unaHkobanamuH 224,9 nr/mn, bonuesas kucnota 5,10 nr/mn.

Mpu 3T AC oyaroBbIi racTpuUT, METANa3nsA CNM3NCTON TEPMUHANBHOIO OThe-
na nuweeoga. dnutennanbHoe o6pa3oBaHue ABEHALLATUNEPCTHO KUIWLKK Ha
(hoHe XenygoyHoN MeTannasum, npu 6uoncum Lo6poKaYecTBEHHOE.

NHcTpyMeHTanbHoe o6cnefoBanne (KonoHockonus, Y3U 6proliHoii nonocTwy,
noyek, WUToBUAHOMN xenesbl, TPY3WN, MCKT rpyaHoit, 6ptowuHoit nonoctu, KT,
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9X0-KT, MPT nosicHUYHO-KpECTLLOBOr0 0TAeNa NO3BOHOYHMKA) 6e3 CyL eCTBEH-
HbIX OTKJIOHEHUH.

B koarynorpamme, o6lemM aHann3e MoYM — 6e3 CYL,ECTBEHHbIX CLBUIOB,
MapKepbl FeMOTPaHCMUCCUBHBIX MHDEKLMI OTpuLaTeNbHbl. TupeonHas QyHk-
Lua B HOPMe, MapKepbl BocnasieHus He noBblweHbl. CA 72-4, P3A, CA 19-9, anb-
dadeTonpoTenH, npocTatocneymPuyecknii aHTUreH B npefenax HopMasbHbIX
3HAYEHUN. AHTUTENA K TeNIbMUHTaM (ONMMCTOPX03, TPUXMHENNES, IXMHOKOKKO3,
ackapuzio3, nAM61103) He 06HapyXeHbI.

TakuM 06pa3oM, 3HAYNMOI MaTONOrMM XENY[0YHO-KULIEYHOTO TPaKTa, yBe-
NUYeHUs TUMAATUYECKNX Y3N10B, MEYEHH, CeNe3eHKI He 06HapyXeHo. MpuymnH
noAo3peBaTb HeJOCTaTOYHOE NOTpe6eHNe XKenesa C NULLeil HeT, UCTOYHUKOB
KPOBOMOTEPY HE BbISIBIEHO.

KnuHnyecknx u nabopaTopHbIX MPU3HAKOB reMonn3a, Aeguunta BUTaMuUHa
B-12, bonueBom KNCNOTbI, NOYEYHO! AUCHYHKLNU, OHKOreMaToN0rMyeckoro 3a-
6oneBaHua HeT. Haubonee BeposATHasi NPUUYMHA aHEMUN — HapYLIEHMe BCacbIBa-
HUWA Xenesa BCAeACTBUE ANIMTENLHOTO HEONPABAAHHOIO NPUEMa UHIMOGUTOPOB
NPOTOHOBOI NOMNbI B BbICOKMX A03aX. Ha GoHe ux oTMeHbl U Tepanum npena-
paTamu xene3a (OAHOKPaTHO BHYTpuBeHHO 1000 Mr xenesa KapboKCMManbTo-
3aTa, Aanee Xxenesa nonumanbtosat 200 Mr/cyT nepopasnbHO) COCTOSHWE NaLm-
eHTa HopMmanusuposasnocb. Yepes 2 mecsua nocne BbINMUCKKU NONHAA peaykuus
CMMNTOMAaTUKKM, HOPMaNU3aLns YPOBHA Xenesa, reMorno6uHa.

LRENCTBUE PALUALMOHHOIO OBJTYYEHMSA
HA CEPAEYHYIO MbILLLY

ABTOpbI:

MeTtpawesuny AnnHa UBaHOBHa],
Hukonaesa 3apuHa MapcoBHa,
Kyp6aHoBa Kamunna AiipaTtoBHa,
W6parumosa LLlaxHo3axoH UHOMA)KOHOBHa,
AnekceeBa Bnagucnaea CepreeBHa

PHUMY unm. H.W. Mnporoga

HayuJHbiv pykoBoanTeb:
KnumoBa AHacTacus BauecnaBoBHa — acCUCTEHT
PHUMY um. H.W. Muporosa

AHanus 3a6oneBaeMocTu y niogeii ¢ natonorusamu CCC, BbIXMUBILKMX nocne
B3pblBa aTOMHOM 9NIEKTPOCTAHL MK, U MHOTOJIeTHUE HAGNIOAEHNS 33 NIUKBUAA-
Topamu nocnegcTeuii aapum (JIMA) Ha YepHobbinbeckoit AC nokasanu, 4to
Aaxe Manble A03bl 06/y4eHMst CNocoGHbI Bbi3blBaTb PSA OMAcHblX Cephey-
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HO-COCYANCTbIX 3a60neBaHUN. 1-e MECTO Cpefu Bcex natonoruii 3aHumaet UBC,
92 onpouweHHbix JIMA 13 100, a 3-e — runepToHuyeckas 6onesHb, cTpagarT 79
onpouwweHHbIx JIMA n3 100. K coxaneHuto, TOYHbIX aHHbIX M0 MOBOAY NOABNEHUA
Aapyrux 3aboneBaHuii CCC cpeamn NMKBUAATOPOB HET, OAAHAKO BO3MOXHO UMEH-
HO 3TO CO6bLITUE NOCNYXUNO0 NPUUMHON pasBUTUS B TOM yuciie n JKMI.

Yro xe Takoe JIKMMN? lunataymoHHas kapgmoMmonatusa — 370 NepBUYHOE
nopaxeHue MUoOKapAa, xapakTepusyioweecs BbipaXeHHON gunarauyuen nono-
CTeil M HapyLeHneM CUCTONNYECKO BYHKLMM XeNny[o4uKoB. YBbI, OTCYTCTBYET
yeTKas aTUONOrus faHHOro 3a6onesaHus, yto aenaet JKMI ewé TpyaHee pns
JMarHocTukm v Boibopa Tepanuu.

MauyueHT M, 66 neT, rocnMTanM3MpoBaH B OTAENEHME KAPANONOrUK C Xanoba-
MW Ha OfblWIKY NP MUHUMANbHOM Harpy3ke, yCMNMBALOLWYOCA B TOPU3OHTaNb-
HOM MOMOXEHUM, OTEKM HUXHUX KOHEYHOCTEMN, 6011 33 TPYAUHON AaBsILLEro xa-
paKTepa, NoBblWEHHOE apTepuanbHoe faBeHue, gocturatowee 190-200/80-90
MM pT.CT. I3 aHaMHe3a XXM3HW U3BECTHO, YTO NaLUEHT - NeHCUOHep, B 1986-1987
rogax 611 JIMA Ha YASC, rae 3a 16 CyTOK MONYYMN KPUTUYECKYHO [03Y 06/1y-
YeHus, PaBHYIO 23 peHTreHaMm, Npu MakcMManbHO paspeleHHoi — 25. MHpekc
Kypunblmka coctasnsaeT 10 nayka\net. HacneAcTBeHHbI aHaMHe3 60bHOTO
HE OTArOLEH.

B 2018 rogy 8 HMWUL, TpancnnaHtanoruu n N0 nm. ak. B.W. LlymakoBa 6bin no-
CTaBNIEH ANarHo3 — AunaTauuoHHas KapAUoOMUONaTmS, TaM Xe Oblia NpoBefeHa
9IX0-KI u BbisBNeHa ¢ppakuusa Bbi6poca 28%, aunatauus Bcex nonoctei, aud-
(by3Has runokmMHesus, CUCTONNYECKOE faBNeHNe B NeroyHon aptepun 45-50 mm
PT.CT., MUTpPanbHas peryprutauus 2 ctenenu. Mpu nostopHom 3X0-TK ¢ gonne-
porpadueit bpakuus Bbibpoca cocTaBuna 27%, B 3aK0UEHUN NOATBEPAMNACH
Aunartaums Bcex kamep cepaua, chepuyeckas Gopma 1eBoro Xenyfoyka, runep-
Tpoduma NeBOro 1 NPaBoro XeNyfo4KoB, 3HAYUTENbHO CHUXEHHAA COKpaTUTEb-
Has QyHKUMA Muokappaa. Peryprutauua B MUTpanbHOM KnanaHe ctana 3 cTene-
HW, B TPUKYCNMUAANbHOM KnanaHe — 2-if, a B KnanaHe neroyHoii aptepuu — 1-i.
Bbina o6HapyxeHa néroyHas runepTeHsus 2 cteneHu. CnefoBaTesbHo, BbisBNE-
Hbl BCe npusHakn JKMI. Ha ocHoBaHUM pe3ynbTaToB NPOBEAEHHbIX UCCNepao-
BaHWii, CneynanucTbl peKOMeHA0Bann AaHHOMY nauueHTy nepecajky cepaua.
Ho n3-3a HapyleHwil Lpyrux CUCTEM OpraHoB faHHas onepaunus npeactaBnser
OTPOMHBIIi PUCK ANS XW3HN NauueHTa. [pUHATO pelleHue NoALepXMBaTh pabo-
Ty cepALa nnaHoBbIMU NEPeoSMYecKUMMU rocnuTannsaumsiMm.

®oHOBbIM 3a60neBaHUEM SIBASETCS TMNepToHMYeckas 60nesHb 3 cTaguu,
KOHTpOAMUpyemas, C BbICOKUM PUCKOM Pa3BUTMA CEPAEYHO-COCYANUCTbBIX OCNOX-
HeHwii. Hanpumep, y Hawero nauneHTa XCH 3 OK, aBycTOpPOHHMIi rMapoOTOpaKC.
13 nabopaTopHbIX MCCNeA0BaHN KPOBU U3BECTHO, YTO Y NaLMeHTa 3pUTPOLU-
T03, BbICOKUI YpOBEHb FEMOrN06MHA U 3pUTPOLUTOB.

Bce faHHble nosiy4eHHble nocne c60pa aHaMHe3a n nposeaeHna puarHocTun-
YECKUX MepOI'IpVIﬂTVIﬁ, U3y4yeHua ero MeULUHCKON AOKYMEHTauun nanu Bo3-
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MOXHOCTb YCTaHOBUTb TOUYHbIWA ANArHo3. EMy 66110 HasHaYeHo ambynaTopHoe
NeyeHne, KoTopoe CoO BPEMEHEM OKasanacb Heah(peKTUBHbIM ANA NOAAepXa-
HWUSA COCTOAHMA MauueHTa. 3TO NPUBENO K YXYALIEHUIO COCTOSHUA B TEUEHUM
nocnegHux mecsaues. Mo3ToMy mauueHT U 06paTMACA BHOBb 33 NMOMOLbI B
rocnutanb. B 3akit04eHUM XOYETCA CKasaTb, YTO BKNaa nukeugatopos YA3C
CNULKOM BE/UK, OHU OTAANN CBOE 3[0POBbE paju cnaceHus OrpOMHOI0 KOJn-
yecTBa Nitofen u byaywero Bcero Mupa!

KNUHUYECKKNIA CNYYAN NAPOKCU3MANbHOM
X0/1010BOW FEMOTJIOBUHYPUK

ABTOpbI:

Mouenyesa Monuna AnekceeBHa,
Koponée Anekcanap Muxaiinosny

Ol'Y um. U.C. Typrenesa

Hayy4Hbiii pykoBoauTesib:
Koponéea Jlunus lOpbeBHa — cTaplumii npenogasarenb
Or'Y wm. N.C. Typrexesa

MapokcKuaManbHas xonoAoBas reMorno6uHypus (cuigpom flonata — JlaHg-
wTeitHepa) OTHOCMTCSA K pefKoMy Tuny 601e3HM XONOLOBbIX arrlOTUHWUHOB,
KOTOpble ¢ TUTPOM 0T 1:4 0 1:64 UMeloTCA B CbIBOPOTKE KaXJOro 340p0BOro
yenoseka. BbICOKWUIA TUTP yKasblBaeT Ha NaTonoruto. [leMosin3 BOSHUKAET Npu
BO3[EiCTBMM XONOAA, AaXe NOKaNbHOM (HanpuMep, MbITbe PYK B XONOAHOI
Boge). Mpu Hu3Koii TemnepaType aHTuTeno IgG cBsi3biBaeTca ¢ P-aHTUreHoM
Ha NOBEPXHOCTU 3PUTPOLMUTOB U Bbl3bIBAET BHYTPUCOCYAUCTbIA reMonus u re-
MOrNo6UHYpUID NpU NocneayloleM HarpeBaHuu. [laHHoe 3a6oneBaHue valye
BCEro pa3BUBaeTCsA Nocne nepeHeceHHol uHdekymu. Xonogosas TpaBMa fiBAA-
eTcs B AJaHHOM CNyYae paspewawmm GakTopoM.

BonbHas H., 29 net. Mpu noctynnenum B 60nbHULY 21.01.2022 1. npesbaBns-
na Xanobbl Ha MoBblWeHMe TeMnepatypbl A0 39°C ¢ 03HO6aMU, FONOBOKPYXe-
Hue, cnabocCTb.

M3 aHamHe3a 3aboneBaHusA: 60NbHOI cebs cumTaet ¢ pespansa 2020 r., Kor-
[ia BNepBble Nocsie KpaTKOBPEMEHHOTO NpebblBaHuUs Ha ynuLe Npu Temnepary-
pe Huxe 10° oTMeTUNa NOsIBNEHWE 03HO6A, NManyn Ha KOXe Nnua U pykK, Conpo-
BOXJABLUMXCA 3yAOM. [pyU nepemelLeHny B Tenjoe NOMeweHue CUMNTOMbI
KynupoBanucb CaMOCTOSITENbHO, NPU 3TOM HabNOAAN0Ch OTXOXAEHUE MOYM
TEMHO-KOPMYHeBOro LBeTa. MogobHble CMMNTOMbI BO30GHOBAANUCL C HACTY-
nieHMeM X0NOLHOT0 BpEMeHH roaa. M3 nepeHeceHHbIX 3aboneBaHuili oTMeYana
yacTble aHruHbl. [podeccroHanbHblit aHaMHe3: paboTaeT NpPoAaBLOM, N0 Xapak-
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Tepy pa6oTbl YacTo NOABEpraeTcs OXNaxAeHuto. Jleuunach B paiioHHON nonu-
KNMHUKE CUMNTOMaTUYeCKUMM CPeACcTBaMM, HO 6e3pesynbTaTHo. bonbHas Ha-
npaBfieHa Ha rOCNUTaNM3aLMIo C LieNblo 06CNef0BaHUs U YTOUHEHUS AnarHosa.

Mpn 06bEKTUBHOM UCCNEeA0BaHUM — GNefHOCTb KOXW U BULUMbBIX CIU3U-
CTbIX, CO CTOPOHbI CEpALa U NIerkux — 6e3 OTKIOHEHWI 0T HOPMbI, NeYeHb U
ceneseHKa He nanbnupyoTca.

061wuit aHanus kposu: Hb — 98 r/n, aputpoumnTol 3,3x10", neitkounTbl 6,2x10°,
Tpom6oumuTbl 198x10°%, peTukynountsl 0,3%. B neiikoyutapHoii Gopmyne yenu-
yeHue numdountoB Ao 41,5%, B ocTanbHoMm 6e3 ocobeHHocTeil, CO3 5 MM/u.
Bunupy6uH cbiBopoTKM KpoBu 12,6 MKMonb/n. benkoBble ppakLumn KPOBK: anb-
6ymuHbl — 50%, anbda 1-rnobynuHbl 5,2%, anbda 2-rnobynutsl 10,1%, 6eTa-rno-
6ynuHbl 12,6%, raMma-rno6ynuubl 22,90 %. Mpu nccnenoBaHnm KOCTHOTO MO3ra
npoMuenouuTapHas peakuus v yBenuyeHue yucna numQoumTos.

AHanu3 MouYu A0 NOCTYNNEHUA B KIMHUKY, NOC/e OXNaXLeHUs Ha ynuue: uBeT
Oypblii, peakuus kucnas, 6enok 3,3 r/n; MHOro KpOBSIHOTO NUTMEHTa, 3pUTPO-
LMTbl He 06HapyxeHsbl. [pu nocTynneHun Mova 6e3 ocobeHHocTel. B knuHuke
nponsseaeHa npoba c LeCATUMUHYTHBIM OXNaXAEHUEM KUCTHU U HUXHEN TPeTH
npeannieybs BOLONPOBOLHOW BOAOI TeMmnepaTypbl +7°C, cnycta 12 MUHYT no-
ABUNCA OTEK OXNaX[EHHbIX YY4aCTKOB W 3yAsluMUe Nanynbl Ha npeanneyse. Ye-
pe3 30 MUH y 60N1bHOI MOSIBUNCA 03HO6 M NOBbILWEHME TemMnepaTypsl fo 38,2°,
Moua — TEMHOTO LiBeTa, B Hell 06HapyxeH 6enok 0,66 r/n, reMorno6uH B HE60Nb-
LIOM KONNYecTBe.

Xonoposble arrNiOTUHMHBI — peakuus NONoXUTeNnbHasa Npu TemnepaType
+5°C, B TuTpe 1:512; oTpuyatenbHas — npu temnepatype +37°C, B TuTpe 1:4.
Mpsimoii TecT Kym6ca pe3ko NONOXUTENbHbIN (++++) NULWb C 3PUTPOLUTAMM, NO-
NyYeHHbIMU U3 KPOBM, XpaHuUBLLECA Npu TeMmnepatype +5°C.

Ha ocHoBaHNM BCcex uccnefoBaHuil 6bl1 NOCTaBNEH AUArHO3: ayTOMMMYHHas
remMosiMTMYecKasi aHeMusi C NapoKCU3MasibHOI XONOA0BOW reMOrno6uHypueii.
BepoATHOM NpUYMHON Pa3BUTMA ABNAIOTCA NEpPEHECEHHbIe aHruHbI. B xoae ne-
YEHWs TOPMOHANbHbIMKU NpenapaTaMu CaMOUYyBCTBME GONbHON 3HAYUTENBHO
YNy4WUnoch.

MpeacTaBieHHbIN KIMHUYECKUIA CNyYail MANKOCTPUPYET PeaKyo pasHOBUA-
HOCTb ayTOMMMYHHbIX FTEMONMTUYECKUX aHEMMUIA, B CBA3M C YeM 3acnyxuBaeT
0c060ro BHUMaHus.
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TPYAHOCTU AUATHOCTUKHN BOKOBOIO
AMMOTPO®UYECKOIO CKNIEPO3A — KJINHUYECKUH
CNYYAMN

ABTtop:
MyTtaTun Unba AnekcaHapoBuy
PHUMY um. H. U. Muporosa

Hayy4Hbii1 pykoBOAUTE B!
YykaHoBa Enena UropesHa — A.M.H, foLeHT, npodeccop
PHUMY um. HW. Muporosa

BokoBoii amuoTpoduyeknit cknepos (BAC) — HeilpojereHepaTUBHOe 3a-
6oneBaHue, xapakTepusytouieecs rubenblo LeHTpanbHbiX U nepudepuyeckux
MOTOHENPOHOB, HEYK/OHHbIM MPOrPECCMPOBAHUEM U HEU3BEXHbIM NeTaNb-
HbIM ucxofoM. 3a6oneBaemocTb BAC B Poccum cocTtaBnseT okono 2 cryya-
eB Ha 100000 Hacenenus. MexayHapogHol Geaepauuneit Hesponorun (World
Federation of Neurology) B 2020 rogy pa3pa6oTaHbl KpUTEPUM NOCTAHOBKM fUa-
rHosa bAC. [lnarHoctuka 3a6oneBaHusi BO3MOXHa TOJIbKO METOA0M MCKJHOYe-
HUsA 60N1ee pacnpoCTPaHEHHbIX 3a60eBaHNii. HeCMOTps Ha Hannune xapakTep-
HOW KNMHWUYECKON KapTUHbI, 6one3Hb cnefyeT AuddepeHyMpoBath ¢ 60MbLINM
KpYrom Lpyrux HeBpONOrMYeckux 3aboseBaHuin W AaHHbIA cnyvaii pasBuTUS
BAC Ha dhoHe TeueHUs Apyroi NaTonorum eMOHCTPUPYET BO3MOXHbIE TPYLHO-
cTu anuddepeHLMpoBKHU.

MaymnenTka W. 60 neT rocnuTanuanpoBaHa B N1aHOBOM NOpPsiAKe B HEBPONO-
rMYyeckoe OTAeNeHUe ANA JONONHUTENLHOTO 06CNE0BaHUSA U JIEYEHUS C XKa-
nobamu Ha cnabocTb B HOFax M pykax, HapyleHue KOOpAMHALWKU NpU XOAbbe,
«poXaHue» Mol 6egpa.

AHamHe3 3a6oneBaHMs — NOArofa TOMY Ha3aj NOSBUAIMCH Xano6bl Ha 60H
B MOSICHUYHOM OTZAeNe NO3BOHOYHMKA, NPOXoAMUBIINE HA GoHe npuemMa HIBI.
MonoxuTenbHO ANHAMUKN Ha (GOHe Tepanuu TONMEPU3OHOM U BUTaMUHAMK
rpynnbl B He Ha6noganock. Mo HasHayeHUO XMpypra nauueHTKe Gblio Npo-
BefeHo MPT-uccnegoBaHne MOACHUYHOTO OTAeNa NO3BOHOUYHMKA, Koraa 6bin
BbISIBIEH CTEHO3 MO3BOHOYHOr0 KaHana Ha ypoBHe L3-L4, L4-L5 no3BOHKOB.
bbina npoBefeHa onepauus: MHTpanaMuHapHas MUKPOXUpypruyeckas pge-
KOMMNpeccus KOpeLWKoB W JypanbHOro Melika Ha ypoBHe CTeHo3a. Mocne npo-
BEAIEHWUA ONEepaTMBHOIO NleYeHUs 6OMM MpoLWSM, NOYYBCTBOBANa HEKOTOPOE
«obneryeHne» npu xoab6e, 0lHaKO cNa6ocTb B HOrax NOMHOCTbIO He Ucyesna.
Kpome atoro, cTano 6ecnokouTb HapylIeHWe KoopauHaLmMn npu xoabbe, a Tak-
e BnepBble NOYYBCTBOBAJA CNaGOCTb B KUCTU NPaBOii pyKu, NPOSIBAIABLIYIOCS
MpW NOAHATUU THXKENbIX NPEeJMETOB, B NOCEAYIOLEM MOSBUIOCH OLLYLIEHUE
«pOXaHus» B MblwLax 6efapa. MocTeneHHo CMMNTOMAaTUKa NporpeccupoBana:
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ycununacb cna6ocTb B NpaBoii M NeBoii pyKe, ycunuics napes B Horax. AM6yna-
TOPHO Habnganach y HEBpPONOra No MecTy XUTeNbCTBA, NPUHMMana neyeHune
BUTAMMHAMU TPyNMbl B, TMOKTOBYIO KUCNOTY M ra6aneHTuH, 6e3 NON0XUTENbHO-
ro adpoexra.

Mpu nocTynneHun B HEBPONOTMYECKOM CTaTyCe — 0YaroBbIX U MEHUHre-
anbHbIX CMMNTOMOB HET. YepenHo-M03roBasi MHHepBauus — 3aTPyAHEHMI
NpW rNOTaHUW U AblXaHUU HeT, hacuuKynauMu Mol A3bika. Takxe oTMeya-
eTca Hanuuue dacumkynaumin B Mblwax Hor. 06beM NacCUBHbIX ABUXEHUN B
HOrax u npaBoii pyke orpaHuyeH. OTMeYaeTCcsi CHUXKEHWUE MbILIEYHON CUNbI B
Horax Ao 3-x 6annos, B NpaBoii pyke f0 4-x 6ann0B Ha (OHE NOBLILIEHUS Mbl-
WEYHOro TOHyca No cnacTuyeckomy Tuny. CyxoxunbHble pednekcbl BbICOKME,
CMMMETpPHYHbIE, C paclunpeHnem pednekcoreHHbix 30H. [MaTtonorunyeckue ped-
nekcbl: cumnTom MapuHecky-PagoBuya, cumntoM BabUHCKOro ¢ ABYX CTOPOH.
YyBCTBUTENbHbIX HAPYLWEHUN HE BbIABAEHO. Ta3oBble GYHKLMN KOHTPOAUPYET.
HapyweHnii BbiCLIMX NCUXUYECKUX DYHKLMA HET. B GUOXUMUYECKOM MCCNefo-
BaHWM KPOBM o6paliaeT Ha cebs BHUMaHMe noBblieHne ypoBHA KOK — 164,3
(pedepenc — po 145,0).

Ncxoas us KNMHUYECKUX AaHHbIX, NpeAnonoxeHa «bonesHb ABUraTenbHoro
HeilpoHa». [na nogTBepxfeHusa auarHosa nposefeHo SHMI-uccnepoBaHue
UronbyaTbiMU 31EKTPOAAMM, MPU KOTOPOM BbISIBNIEHA KAPTUHA FreHepanu3oBaH-
HOr0 NOpaXXeHUs MOTOHEPOHOB, C COXPaHEHMEM CEHCOPHOro oTeeta. Mauu-
€HTKe BbICTaB/IeH AuarHo3 «<bokoBoi aMmnoTpopuyeckmii Cknepos», HasHaYeHo
nannuaTuBHOE feyeHme.

ONTUKOMMENUT AEBUKA N NNIONYC-LIHC: ABE CTOPOHbI
OAHOW MEJAJIW. KNIMHWYECKOE HABNIOAEHUE.

ABTOpBI:

Xynuna lOnus CepreesHa,
PasutpuHoB Anekceii Uropesny,
Jlykawesa Anekcanppa [IMuTpueBHa

PHUMY nm. H.W. Tinporoga

HayuHbiii pykoBoguTEIb:
HoBukoBa AHHa BnagumupoBHa — flOL,eHT
PHUMY um. H.W. Muporosa

MauyuneHTka B., 44 roga, uHBanug 3 rp., obpatunacb B MOCKOBCKOW ropoa-
CKOVi peBMaTONIOrMYECKMii LEHTP C XanobaMmu Ha CYXOoCTb B rfias3ax U Bo pTy,
olylleHWe NPOXOXAEHNUA 3NeKTPUYECKOro ToKa NpU HaK/oHax rofosbl, cna-
60CTb B HOTax W HEYCTOWYMBOCTb NPK X0Lbbe, HapyLeHUe KOHTPONS MoYenc-
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NyCKaHuA{, MVIFDEHEI'IOLI,O6HbIE roNnoBHble 60K, CHUXEHUE KOHUEHTpauuu BHKU-
MaHuA U NaMATU.

C 2013 r. 6eCnOKONUT yTOMAAEMOCTb Npu GU3NYECKUX U IMOLMOHANbHbIX
Harpyskax. B 2016 r. nosBunocb HapyweHue Cuiibl U YyBCTBUTENbHOCTH, TOHU-
yeckue cnas3Mbl B HUKHUX KOHEYHOCTSX, aNM30/bl 3a1€PXKKMU MOYEUCTYCKaHMS,
HapyleHWst BHUMaHUS U NaMsTy, apTpanrun B MeNKUX cyctaBax KUCTei u cton,
BbINajeHne BONOC, NMXOpajKa, A3Bbl HAa CAU3UCTOW NMONOCTU PTa, FONOBHbIE
6011. 3ano4o3peH paccesiHHblii cknepos (PC), no gaHHbiM MPT LLHC — cy6kop-
TUKaNbHble 0Yaru B Nofywapusax ronoBHoro mosra (M), B cnuHHoM Moare (CM)
oyYaru HakomnJeHWs KOHTpacTa B WeWHOM W rnuo3a B rpyaHOM oTgenax. AHa-
nu3 nukeopa: aHTutena (AT) k akBonopuHy-4 (ATAM-4), onuroknoHanbHole AT
(OKAT) oTpuuaTtenbHbl (0Tp.). UckntoueHo 3a6oneBaHue CNEKTPa ONTUKOHEB-
pomuenuta (3COHM), yctaHoBneH PC. MpoBoaunach nyabc-Tepanus npenapa-
TaMu, U3MEHSAIOLUMM TEYEHWUE PACCESHHOTO CK/1eP03a C HEMONHbIM 3hdEKTOM.

B 2017 r. — anu3opf HEYETKOCTM 3PEHUS, CNABOCTb B HUXKHUX KOHEYHOCTSIX,
aHeMmus, neiikoneHus, TpomoouutoneHus, AH® 5 HopM, cHuxeHue C4-komnne-
MeHTa. B HayyHoM LeHTpe HeBponorun (HLLH) BbinonHeHo MPT LIHC. CocTos-
HUE pacLieHeHO B pamKax 060CTPeHUs AeMUENUHU3UPYIOWEro 3aboneBaHus,
npoBoaunacb nynbc-tepanus koptukoctepoupamu (FKC), nnasmadepes, mu-
TOKCAHTPOH CO cNnabbiM apdekToMm.

B 2019 r. — nporpeccupoBaHue HEBPOOrNYECKON CUMNTOMATUKHM, nMosinap-
TpuTbl. BbiiBneHo noebiweHue AHLLA, AMA-M2, AScl-70, BnepBble ATacHK.
MocTaBneH AuarHos «[emuenuHusnpyolwee 3ab6oneBaHMe HeEYTOUHEHHOEY,
HasHaueHbl [KC. B cBfizn ¢ 0TCYTCTBMEM OMNpeLefIeHHOro guarHosa nauueHTka
KOHCYNbTUpOBaHa Ha kabepape dakynbTeTckoii Tepanum um. akag. A.W. Hecte-
poBa PHUMY um H.U. MNMuporosa: yunTbiBas cUCTEMHbIE NposBAeHUs (nonnap-
TPUT, aTbl CAIMSUCTBIX, ANOMELMIO, TMXOPAAKY, FEMATONOrNYECKNA CUHAPOM) U
nopaxeHue LIHC u ATacIHK, 3anogospeHa cucteMHas KpacHas BondyaHka (CKB)
¢ nonyc-LHC. B HLLH npoBegeHo UMMYHONOrMYecKoe ncciefoBaHue NMKBopa:
At k pcAHK 90 ME\mn, ATAMN-4 otp., OKAT oTp. narHos: CKB xpoHuyeckoro
TeyeHus c nopaxeHunem LIHC. MHMuMMpoBaHa 6asucHas Tepanus BONYAHKMU C
KNUHUYECKUM ahdeKkToM.

05.2022 B cBA3K C NpUCOEAUHEHUEM CUHIPOMA CYXOro rnasa, yBenyeHmem
C/IIOHHOW Xenesbl, napanape3om o6paTunacb B MI'PLL, B3siTa 6uoncus, npose-
peHa MPT. MepecMoTpeHbl gucku MPT 3a 6 et 3a601eBaHuA: faHHbIX 33 AEMU-
eNMHN3MpYHoLLKii npouecc (nogpasymesas PC) He nonyyeHo, HEO6XOAUMO UC-
kntoyatb 3COHM. 08.2022 passunacb Tetpannerus, B FKb 24 BbinonHeH aHanus
nukeopa Ha ATAT-4 pe3ko NONOXMUTENbHbIA, AMArHOCTUPOBAH CUHAPOM [leBu-
Ka, HazHayeH putykcumab u NKC ¢ nonoxuTenbHon ANHAMUKON.

N3BECTHO, YTO ONTUKOHEAPOMUETUT MOXET accolunposatbcs ¢ CKB, 6ones-
Hbto LllerpeHa. B faHHOM KJMHWUYECKOM clyyae MaHubecTalus 3a6oneBaHns
npoTekana ¢ NoMMOPGU3MOM CUCTEMHbIX MPOSBNEHNI 6e3 ABHOro HapyLe-
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HUS1 3peHuns, HeCcTOMKUM noBbiweHnem ATacJHK B KpoBu u nukBOpe M No3g-
HUM nosiBneHnemM ATAl-4 B nukBope Ha CTafuUW TAXKENbIX HEBPOJIOrUYECKUX
paccTpoiicTB. TO CO34an0 OrPOMHbIE TPYLHOCTH B MOCTAaHOBKE AMarHo3sa, BO
MHOIOM yKnagbiBaBwerocs B ntonyc-LLHC u go nocnegHero octaBnsino oTKpbl-
TbiM BOMPOC O NEPBMYHOM XapaKTepe MuennTa. TeCHOe COTPyAHUYECTBO peB-
MaToJIoroB, HEBPOJIOTOB U Bpaya NyyeBoii MarHoCTUKM MO3BOAUNY BEPUPULIN-
poBaTb NPUPOAY 3a60N€BaAHMA U Ha3HAYNTL afleKBATHYIO TEpanuio.

BOJNIE3Hb OTCYTCTBUA NMYJIbCA:
KAK HE YIIYCTUTb AUATHO3?

ABTOpbL:

Payxesa Banentuna laBnoBHa,
lOnses Axmep PyctamoBuy

PHUMY nm. H.W. Tnporoga

Hayy4Hbisi pykoBOAUTENb!
OtapoBa CBeTnaHa MaXXMTOBHa — K.M.H., OLeHT
PHUMY nm. H.W. Tinporosa

bonesHb Takascy (Hecneyupudeckuii aopToapTepuut, 601e3Hb OTCYTCTBUSA
nynbca) — 3TO XPOHMYECKOE rpaHyNeMaTO3HOEe BOCManeHWe aopTbl U/mn ee
OCHOBHbIX BeTBeM, 06bIYHO pasBuBatoLLeecs B Bo3pacTe 4o 50 et u BcTpeyaro-
Lieecs yalye y XeHLUH.

OnucaH KNMHMYECKWii ciyyal nauneHTKn 28 net, kotopas 6bina rocnuTanu-
3upoBaHa B Kb N°15 um. 0.M. dunartoBa ¢ xanob6amu Ha cnabocTb B BEPXHUX
KoHeyHocTsX. PaHee mauneHTKa obpalianach B Apyrue nevyebHble yupex aeHus
C )xano6amu Ha Hecneuuduyeckme CUMNTOMbI: CNabOCTb, NOBbLILEHHYH YTOM-
NAIEMOCTb U ycTanocTb. BecHoii 2021 roga oTMeTHUNA CbiMb, NOABAAOLLYIOCA Ha
BbICOTE IMXOPALKN U PErpecCcUpyioLLyo CO CHUXEHWEM TeMnepaTypbl, 6011 B
ropne u cyctaBax. PeBMaTonorom 6bin BoicTaBneH anarHos «bonesub Ctunna
B3pPOC/bIX» Ha OCHOBAHMW CUMMTOMOB M OTpULLATENbHbIX MapKepoB peBMaTo-
NorMYecKoit natonoruu (peBMaTongHoro GakTopa U aHTUHYKNeapHoro $pakTo-
pa). B ceHTsi6pe 2022 rofa nauMeHTKa NepeHec a HUKHEe A0JIEBYH MHEBMOHUIO
u B okTsi6pe 2022 rofa 6bina rocnuTann3npoBaHa ¢ HanpaBUTEbHbIM JUarHo-
30M «KpoBoxapkahue» B Kb um. B.I. lemuxoBa, 0TKyAa u Gbina nepeBefieHa
B KB N°15 um. 0.M. ®dunatoBa. Mpu ocMoTpe obpalaeT Ha ce6s BHUMaHUE Co-
CTOSIHUE CEPAEYHO-COCYANCTON CUCTEMBI, @ UMEHHO: pasHble 3HaueHus Afl (Ha
neBoii pyke 96/64 MM pT. CT., Ha NpaBoii — 126/102 Mm pT. cT.), pulsus differens
(neas pyka — 64 yn/MuH, npaBas pyka — 68 ya/MUH), OTCYTCTBME MyNbCaLuu
06enx niyueBbix apTepuii. KpoMe Toro, y naumeHTKu 6bina BbisiBNIeHa peTUHONa-
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Tud, No-BMANMOMY, CBA3aHHAaA C UMMYHHbIM NMOpPaXeHnem ueHTpaanoﬁ apre-
pun ceT4yaTKu, KOTOpaa UMeeT MecTo ObITb npum 60ne3Hu TaKaﬂcy.

3akntoyeHue: 6onesHb Takascy NposBAseTcA NONMMOPOMHBIMU U Hecnel-
nbUYecKMMM CUMNTOMaMHU, YCITOXKHAIOLWMUMU ANArHOCTUYECKUI NoUCK. Tem He
MeHee, NOCTaHOBKA AMarHosa He GyAeT 3aTpyLHUTeNbHA NpU KayeCTBEHHOM
pu3nKanbHOM OCMOTpe C M3MEPEHWEM apTepuanbHOro JaBNeHUs Ha 06enx
KOHEYHOCTAX M U3MepeHneM nynbca. HecMoTpsa Ha «3aTyleBaHHY0» KIUHUYe-
CKYH KapTUHY, LaHHON HO30/10TMM HEOOXOAMMO YAeNATb NPUCTaNbHOE BHUMA-
HUWe, NpexAe BCero, U3-3a BbICOKOro pucka BOSHUKHOBEHMUSA: HEBPOJIOTUYECKUX
paccTpoiicTB, CBA3aHHbIX C MOPaXeHWEM COHHbIX apTepuil; pedpakTepHOi
apTepuanbHoii rMnepTeHsnn Npu NopaXeHUN NOYEYHbIX apTepuil; NeroyHoii ru-
nepTeH3un BCNeLCTBUE BOBMeYEHUs cTBoNa J1A; nepemexarolLeincsa XpoMoTbl.
Kpome Toro, Hecneuupuyecknit aopToapTeEPUUT MOXET COYETATLCA C 60NE3HBIO
CTunna, uto TpebyeTt 60Ne€e NpUCTanbHOr0 BHUMaHWA OT Bpayeii-peBMaTonoros
U HaCTOPOXEHHOr0 BeleHMA NaLMeHTOB B OTHOLWEHUU COYETaHHOCTU JaHHbIX
naTonorui.

TPYAHOCTW BEJEHWUA BEPEMEHHOMW NALMEHTKH
C OCJIOXXHEHHbIM CAXAPHbIM IUABETOM 1 TUMA
W LENUAKUEHN

ABTop:
Ckasbiw AHrenuHa BnagumupoBHa
Mepeblit MTMY M. .M. CedyeHoBa (CeyeHOBCKMi YHUBEPCUTET)

HayuHbii pykoBoaunTesb:
Mony6osipunoBa UpnHa BnaguMMpPOBHA — K.M.H., aCCHCTEHT
MepBblit MTMY M. V.M. CeuyeHos (CeueHoBCKMi1 YHIBEPCUTET)

CaxapHblit gua6et 1 Tuna (CA1) u uenmakus — metabonuyeckue ayTouMMyH-
Hble 3a00N1eBaHMA, UMEKLMe 0bLne reHeTUuYeckue GakTopbl pucka, YTto yBe-
NINYMBAET YaCTOTY UX COYETAHUS Y OAHOrO NaLMeHTa B 5-7 pa3 no CPaBHEHMIO C
o6wei nonynsayue.

MauneHTka A., 33 ropa. U3 anamHesa: ae6oT CA1 B 10 neT ¢ KeToaunaoTn-
YecKoro cocTosiHuA (runepramkemust 30 MMOJb/N, aLeTOHYPUS «++++»). Mony-
yana 6a3MCHO-G0NIIOCHYI0 MHCYNMHOTepanuio. 3a Bpems 3abonebaHus HbAlc
6,9-12%.

B 2011 (22 ropa) npu o6cnefoBaHuM fuarHocTupoBaHa Lennakus (ArAC ¢
6uoncueit). Cneyuduunbie AT B CbIBOPOTKE KPOBU He UCCNeAoBanuch. Ha GoHe
co6niofieHus 6e3rnoTeHOBOI AUETHI XKanob He NpeAbsABNSET.
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B 2013 HacTynuna nepeasi 6epeMeHHocTb. HbATc 3a Bpems 6epeMeHHOCTH
7-9%. PopgopaspelweHune Ha 39 Hep,. nyTeM KecapeBa cevyeHus, Bec nnoga 3200
rp. B Bo3pacte 5 nety pebeHka guarHoctuposan CA1.

B HacTosiee BpeMsi — BTopas 6epemMeHHOCTb 23-24 Heg. (HbATc 10%). Mo
pesynbtataM Y3W nnofa B | TpumecTpe naTonorun He BbisBneHo. MocTtynuna
B KIMHUKY ANS KOPPEKL UM MHCYAUHOTEpanuu, OLeHKN AUHaMUKK NO34HUX oC-
noxHeHuii CLl. XXano6bl Ha BapnabenbHOCTb ramkemun ot 5,1 o 11,9 Mmonb/n,
eXeHEeBHble TUMOrNNKEMUN A0 2,2 MMOMb/N, OTEKN HUXHUX KOHEYHOCTen K
nuua, owylweHue AasneHus B rnasax. lpuHumaer Mogomapun 200 MKTr/CyT.,
donuesyto kucnoty 400 mxr/cyT., Xonekanbundepon 2000 ME/cyT. AHTurunep-
TeH3uBHas Tepanus: Jonerut 750 mr/cyT, Ha aTom doHe AJl 110/70 mm pT.cT. B
aHanuse KpoBu oT 28.06.22 (16-17 Hea. 6epemeHHocTy): Hb 104 r/n (120-140),
remaTokpuT 33,1% (36-42), xeneso 3,8 Mmkmonb/n (10,7-32,2). OAK o1 30.09.22:
Hb 94 r/n, remaTokput: 28,8%. Ha poHe npuema Copbudep B TeueHue 2 Mec.
coxpaHsieTcsl aHeMusl, HasHayeHa Xxugakas Gopma npenapara xenesa Gepna-
TyM 15 Ma/cyT. C nioHs 2022 (c 8 Hep. 6epeMeHHOCTH) nepeBefeHa Ha HIMBU
C NoMoLbto MHCYNMHOBOW noMnbl Medtronic Paradigm 722. MpeumMyuiecTBeHHO
MCNoNb3yeT CTaHAapTHbIA 60NI0C, PaCIUMPEHHbIE HACTPOKHN, BKNOYas BPEMEH-
Hyto 6a3anbHy0 CKOPOCTb, He ucnonb3yet. [IpoBeEHO HenpepbIBHOE MOHUTO-
PUPOBaHWE FMOKO3bl, N0 pe3ynbTaTaM OTMEYEHO, UTO KonebaHUs rUKEMUM
accouuMupoBaHbl C MPUEMaMM MULLK, @ TaKXXe C HECBOEBPEMEHHON 3aMeHOi
UHY3noHHbIX Habopo. (1 pa3 B 1-1,5 Heaenn). YyBCTBUTENBHOCTb K TUMOMN-
KeMUAM coxpaHeHa.

CeefieHns 0 NO3AHUX OCNOXHEHUAX CaxapHOro auabeta: npu oueHke GyHK-
Lmn noyvek B utoHe 2022 BoisineHa XbM C1A2: CK® 101 mn/mMuu/1,73m%; cyTou-
Hasa anb6ymuHypma 120 mr/cyT. Mpu OCMOTpe rNasHOro AHa C pPaclUUPEHHbIM
3paykom B utone 2022: guabetnyeckasn nponudepaTuBHas peTMHONATUSA, CO-
CTOsIHMe nocne nasepHoii hoTokoarynauuu (2014, 2015, 2016). OD BuTpeopeTu-
HaNlbHble TAXKN C TPAKLWOHHON OTCNOWKOI ceTyaTKu. B TeyeHne gnutenbHoro
BPEMEHMN AnabeTnyeckas fgucTasnbHasi HeliponaTus, CEHCOpPHasA CUMMETPUYHas
(hopma. OTMeyana HeoJHOKpaTHOE NOSIBNEHNE A3BEHHbIX Le(eKTOB Ha NeBOi
CTOMe, NOC/e MECTHOTO NIeYEHUS HAacTynana nofiHas anuTenm3ayus.

Y 60nbHbIX CO1 Lennakua 4yacto UMeeT aTUNUYHOe, 6ECCUMNTOMHOE Te-
YeHWe, YTO CUbHO 3aTPyAHAET ANarHocTuky. Liennakus ocnoxHsaeT BefeHue
CA1: n3-3a HapyweHUsa BcacbiBaHMA NUTaTeNbHbIX BELLECTB NOC/e BBeAEHMUA
MHCY/NINHA BO3MOXHbI TUNOrNKEMUM, 60JbLE BApUaBeNbHOCTb FTUKEMUM, XYXKE
KOHTPO/b auabeTa. KnuHuyeckas KapTUHa MOXET OC/I0XHATHCA HE TONbKO Ye-
noBeyeckum (akTOPOM NpU KOHTPONE fuabeTa, HO U BHEKMLIEYHbIMU MPOAB-
NeHUSMU Lennakun, Ae@uunTHBIMU COCTOSIHUSIMU, YTO OCOBGEHHO aKTyanbHO
npv BeAeHUN 6epeMeHHOCTU. 1o AaHHBIM NUTepaTypbl Takue NaLueHTbl UMET
60nee BbICOKYH pacnpoCTpaHeHHOCTb Hedpo- M peTUHoNaTMK. Takum 06pasom,
ynpaBneHue NnuTaHneMm u KoHTponb CL1 AN nauneHToB, UMetLwmMx 0b6a 3abone-
BaHMSA, 0CNOXHAETCA.
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AWATHOCTUYECKUM NOUCK Y MALMEHTKM
C NOA03PEHUEM HA CUCTEMHbIA AMUNIOUAO03

ABTOp!:
CMmupHoBa Beponuka BnapumuposHa
PHUMY unm. H.W. Mnporoga

HayyHble pykoBogUTENN:

Co6onesa BaneHTnHa HuUKonaeBHa — K.M.H., OLLEHT
KokopuH BaneHTUH AneKcaHApPOBUY — f1.M.H., OLLEHT
PHUMY um. HW. Muporosa

Amunongo3s — rpynna 3ab6oneBaHuil, XapaKTEPU3YIOWAACA OTIOXKEHUEM B
TKaHsIX W opraHax naTos0rMYeckoro HepacTBOPUMOro GUBPUNNAPHOTO FIKKO-
npoTenaa amunonaa.

BO3 knaccupuumpyet amunoujo3 B 3aBUCUMMOCTM OT CTPYKTypbl 6en-
Ka-npeawecTBeHHUKa amunoupa. CaMbiMM pacnpocTpaHEHHbIMM GopMamMm
amunounposa sasnatotca AA-amunongos, Al-amunonpos, ATTR-amnnonaos. Tak-
xe Bbigensiotcs AB2M, AGel, AApoAl, AFib, AB2, APrPScr, AANF, AIAPP, ACal,
ACys popMbl amunoungosa.

B HacToALMIA MOMEHT HET eMHbIX CONOCTABUMbIX CBE,eHMIA O pacnpocTpa-
HEHHOCTH 1 3a6071eBaeMOCTH aMUNOUJ030M Ha Tepputopuu P®, B CBA3K C UeEM
KaXXA bl KNMHUYECKUI Ciyyail Cc AUarHo30M «aMuonaos» npeAcTaBnser Hayy-
HbI/ M CTaTUCTUYECKMWIA MHTEpeC.

B 4aHHOM K/IMHMYECKOM pa3Gope OMMCaH X0 AWArHOCTUYECKOro noucka
y NauMeHTKN C NOAO3PEHNEM Ha CMCTEMHbIA aMUNOM[03, pacCCMOTPEHa Npo-
onema guddepeHUManbHOn AMarHOCTUKM KNMHUYECKUX OPM aMUNoMAo3a
NPUBEPXEHHOCTU NALMUEHTKMN K JIEYEHUIO.

MpuYMHOIA rocnuTann3aLmn nayMeHTKu ¢ OTArOLWEHHbIM CEPAEUYHO-COCYAN-
CTbIM aHaMHe30M (runepToHnYeckas 60/1e3Hb) U paHee BbiiBNIEHHbIM aMUIOU-
A030M KuweyHuka oT 2021 roaa (Tun He Gbll yCTaHOBEH), MOCAYXWN 3NN304
CUHKOMANbHOTo COCTOAHMS. [pU MHCTPYMEHTaIbHOM 06CNef0BaHUm 6bina Bbl-
SIBNIeHa BYCTOPOHHAS MHEBMOHMS, ABYCTOPOHHMIA rMAPOTOPAKC, [BYCTOPOH-
Hee paclwupenue YJIC, HanMyme KOHKPEMEHTOB B 060MX MOYETOYHMKAX. [Nis
neyvyeHus u goobcnefoBanus 6obHas 6bina roCNMTanM3MpoBaHa B TepaneBTH-
YecKoe OTAENEHME.

YunTbiBan ABNEHUS HELOCTAaTOYHOCTU KPOBOOGPALLEHMS, TUNOTEH3UIO, CHU-
XeHWe BonbTaxa 3y6uoB R Ha IKI, 6b110 3aN003pEHO NOpaXeHue cepaua B
pamKax CUCTEMHOro aMuiIonao3a, B CBA3mn ¢ yem nposegeHa Ixo-KI: BbisiBieHa
Bblpa)XxeHHasi KOHLEHTpUYeckas runepTpodumsa MuMoKapfaa neBOro Xenygouka
c Hebonbloii 06¢cTpykunein BTIIK, aucnokauus nesoro npeacepans. Takxe
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6bI/10 BbISIB/IEHO NOpPaXeHue novek: npotenHypusa (3,39 r/n B CYyTOYHOI MOYE),
runepxonectepuHemus (7,26 Mmonb/n), runonpoTtenHemus (30,3 r/n). Takum 06-
PasoM, N0 AaHHbIM MHCTPYMEHTANbHbIX U Na6OpaTOPHbIX UCCNEf0BaHMI GbIN0
cAienaHo NpeanosoxXeHne 0 NOpaXeHUM CepaLa U NoYeK aMUIoUA030M.

Mo paHHbiM ATC 6bIN BbIABIEH 3pO3UBHO-reMOpparnyeckuii racTput, 6bin
B3AT racTpo6uonTat ans ganbHeiwero UrX-uccnefoBanus.

[lnsa ycTaHOBNEHUS KNMHWUYECKO GOpPMbl aMUION[03a NaLNEHTKE NNaHUpo-
BasoCb NPOBEAEHNE CTEPHANIbHOI MYHKLNM, TaK)Xe 6bIN0 NOKa3aHO TUNUPOBa-
HUE aMUIONAA C Lenbto nogbopa naToreHeTUYecKoi Tepanuiu (B3aTbl aHanU3bl
KPOBM L1151 UMMYHOTMCTOXMMUYECKOTO UCCEe0BaHMUA), OAHAKO NaLMeHTKa OT
JanbHelllero nevyeHus B yCNOBUAX CTauMOHapa oTkasanacb. [pu Bbinucke
6blN0 peKOMEHA0BaHO A006CNeA0BaHME B aMOYNaTOPHbIX YCIOBUAX, NpOBee-
HUE UMMYHOTMCTOXMMUYECKOTO UCCIE0BaHMS, FEHETUYECKOTO UCCNeA0BaHUS.

Ha npumepe AaHHOrO KAMHWUYECKOrO Clyyas MOXHO CAenaTb BbIBOJ, UTO
anddepeHunanbHas [UarHocTuka TUNa amunoujosa npepcTaBnseT coboii
npouecc, Tpe6ytoWwmnit COTPYAHMYECTBA C NaLUEHTOM W 3HAUYUTESIbHbIX 3aTpaT
BpemeHu. [pu 0TCYTCTBUM COTPYLHUYECTBA C NALMEHTOM JoBecTu AuddepeH-
LManbHyl AMArHOCTMKY [0 NOTMYECKOr0 KOHLUA M Ha3HauuTb adh(hekTUBHOE
naToreHeTUYeckoe NeyeHne He NpeAcTaBNAETCA BO3MOXHBIM. BeposiTHO, npu
nocTaHOBKE NpeABapMTENbHOrO AMarHo3a «aMmMnongo3» Tpebyetcs NpocBeTyH-
Tenbckas paboTa c NaLMeHTOM A5 Nyyleil NpUBepXEeHHOCTN NaLMeHTa K ne-
YeHUH.

NMEPEKPECTHbI CUH[POM: AYTOUMMYHHbIWA FTENATUT
U MEPBUYHbIN CKNEPO3UPYIOLLNIA XOJIAHTUT

ABTOpbI:

CbicoeBa [lnaHa Anb6epToBHa,
burywes Unbpap PydkaToBuy,
Kotukosa UpuHa AnekcaHapoBHa,
Nésuna KceHus CepreeBHa

PHUMY um. HW. Muporosa

HayuHbiii pykoBoguTEIb:
AnneBa AMuHa Marome0BHa — K.M.H., AOLEHT
PHUMY um. H. W. Tuporosa

B renatonorum ofHuUM U3 BapuaHTOB NEPeEKpPEeCTHOro CMHAPOMa ABNAeTCA
Hanuyne 'y OAHOro nauneHTa Npu3HaKoB, XapakKTepPHbIX AN ayTOUMMYHHOTO re-
naTuta n ayTOMMMYHHOTI 0 XonectaTuyeckoro 3a6osieBaHus.
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bonbHoit C., 28 net, nocTynun B Sleye6Ho-peabuNMTaLMOHHDbIA LLeHTp MUH3-
ApaBa Poccum B mapTe 2020 roga ¢ AnarHO30M «renaTuT HeSICHOW 3TUONOruH,
A13BEHHbII KONMT». XXano6bl Npu NOCTYNNEHUM Ha YMEPEHHO BblPaXKEHHbIN KOX-
Hblil 3yA, 06y CNAabocTb, MONYXUAKUIA CTYN, BbICbINAHWA Ha KOXe. M3 aHaM-
Hes3a U3BECTHO, 4TO B cepeamnHe 2018 roga okono 20 gHEH OTMeyan YacTHbIi
XUAKUA CTYN CO CAU3bIO, KPOBbIO, rTMNEPTEPMMIO. Bbln rocnuTanuanpoBaH B
MHOEKLUUOHHYI0 G6ONbHULY (MefMUMHCKAs AOKYMeHTaUus He npejcTaBjieHa).
B koHue 2019 roga npoxopun o6cnenoBaHue B LleHTpanbHOW KJIMHMYECKON
6onbHuLe Poccuitckon akageMun Hayk. CornacHo faHHbIM nabopaTopHOii au-
arHoCTUKW y nauuMeHTa OTMEYEHO MOBbIWEHWE acnapTaTaMUHOTpPaHcdepassbl,
anaHMHaMuHoTpaHcdepasbl, ramma-rnlTaMUATPaHCNenTUAasbl, LWENOYHON
pocdarasbl, 06wero 6UNUpybUHa; BbISBIIEHbI MONOXMUTENbHbIE aHTUTENa K
rnagkoit myckynatype. [LJaHHble MHCTPYMEHTaNbHbIX METOAO0B AMArHOCTUKMU:
330¢aroracTpoyoAeHOCKONUA — 3p03nUKM aHTPanbHOro OTAeNa Xenyaka; mar-
HWUTHO-pe30HaHCHasA ToMorpadusa — yMepeHHas rematocniaeHoMeranus, norpa-
HWUYHbIA pa3mep BOPOTHOI BEHbI; KOOHOCKONUA — AI3BEHHbIA KOMUT, TOTalNb-
HOEe NnopaxeHue, CPeSHAN aKTUBHOCTb, OCTPOE TeyeHne. PesynbTatbl 6UoONCHUm:
Mopgonoruyeckas KapTUHa He NPOTUBOPEYMT JiMAarHO3y I3BEHHOr0 KONuUTa.
MauyueHTy Gblna HayaTa Tepanus NpefHU30NOHOM U YPCOCAHOM, Ha (OHE KO-
TOpOii 0TMeyYanacb NONOXMTENbHAA AWHAMUKA. Ha MOMEHT rocnuTanusaunu
B Jleye6HO-peabUNUTALMOHHDI LEHTP 6ONbHOI NpUHUMan MecanasuH W yp-
cocaH. bonbHOMYy 6blfio NPOBEAEHO paclMpeHHoe o06cnefoBaHe — C yYeTOM
KNMHUYECKOW KapTUHbl (CoYeTaHMe C SI3BEHHbIM KONMTOM), 1aGOpaTopHbIX
AaHHbIX (BbICOKMii YypOBEHb LMTONM3A, XONECTa3a, NONOXUTENbHbIE aHTUTENA K
rnagKoi Myckynatype, oTpuuaTesibHble MapKepbl BUPYCHbIX FeNaTUToB), OTBE-
Ta Ha KOPTUKOCTEPOMAHYIO Tepanuto, HECMOTPS Ha NOYYeHHY TUCTONOrNYe-
CKYI0 KapTUHY (0TCYTCTBUE YOeANTENbHbIX AAHHbIX 3@ ayTOMMMYHHbIA renaTut
W MEPBUYHBINA CKNEPO3UPYIOLWMIA XONAHTUT, Hanuune «106YNAPHOr0 aKTUBHOTO
renaTuTar), nayueHTy Gblfl BbICTaBNEH AMArHO3 NepekpecTHbI CUHAPOM: ay-
TOUMMYHHbIA renaTuT, BbiCOKas akTUBHOCTb + NEPBUYHbIA CKNEPO3UpPYHOLLNii
XONaHIUT, I3BEHHDbI KONUT, pemuccus. B ctayuoHape 6bina Hayata Tepanus
TNIIOKOKOPTUKOCTEPOMAAMMN 1 a3aTUONPUHOM.

[J.aHHbIN KNMHWUYECKWNIA CNyYaid NoKasan CNOXHOCTb U FreTeporeHHOCTb nepe-
KpecTHOro cuHppoma. KnnHuyeckuii nonumMop@uam nepekpecTHoro CMHAPOMa,
He6naronpuUsTHbIA NPOrHO3 M HEL,OCTAaTOYHASA €ro M3YYEHHOCTb Npeaonpesens-
0T BECOMbIii MHTEpeC K Npo6neMam JMarHoCTUKM W IeYeHUst AaHHOl naTono-
rUm, a TakXke Heo6X0LMMOCTb NOUCKA HOBbIX JMAarHOCTUYECKMX U hapMakono-
rMYeCKMX NOAXOLO0B K BELEHUIO 6OJIbHbIX.
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KNUHUYECKNIA CNYYAN NO NPUMEHEHUIO CAR T
TEPANWWN B IEYMEHUX OCTPOI0 IMM®OBJIACTHOIO
NEWKO3A, B-1l UIMMYHOJIOrMYECKWIN BAPUAHT,
L1 MO FAB

ABTOpbL:
Tonkmut Mapusa CtaHucnaBoBHa
ChBrmmy
Porayésa lOnus AnekcaHppoBHa
HW O0TWT um. P.M. Topbayesoit

HayuHbiii pykoBogUTE B!
Porayésa lOnua AnekcanapoBHa
HWW OOTWT um. PM. Top6ayeBoit

Knunuyeckuit cnyyvait: B centabpe 2015 nauueHT B Bo3pacTe 15 net o6pa-
Tuncs B «MoOpo30BCKYIO JETCKYH KAMHUYECKYID 60MbHULY» C XanobaMu Ha
NUXOpaaKyY, cnabocTb, ronoBokpyxenue. KAK: Hb — 87 r/n, Tr — 20x10°/n, Leu —
5,22x10%/n, 6nactbl — 51%. Muenorpamma: 6nactHble knetkun — 97%. NOT: beHo-
TUM ONYXONEBbIX KNeTOK COOTBETCTBYET OCTPOMY NMM(PO6GNAaCTHOMY NeiKoay,
B-1l — ummyHonoaBapuaHTy ¢ Koakcnpeccuein CD33.

LUIW: npu cTaHgapTHOM KapuOTMNUPOBAHMKM OBGHApYXeH TrMNepniougHbli
KNOH C MOAaNbHbIM YACNIOM XPOMOCOM 53.

BepuouunpoBaH guarHos ocTpblii NuMpo6nacTHbli neiikos, B-1l uMMyHono0-
rmyeckui sBapumant, L1no FAB.

C 09.2015 HavaTa cneuynduyeckas Tepanua B pamkax npotokona ALL-MB
2015 gnsa rpynnbl C. KnuHuko-rematonoruyeckas pemuccus | ot 10.2015.

| no3pHMIA M30IMPOBAHHBIN (KOCTHOMO3roBoM) peunpmus ot 08.2018r. MpoTu-
BOpeunanBHas Tepanus no npotokony: «<ALL-REZ-BFM-2002». KnuHuko-remaTto-
noruyeckas pemuccus Il ot 10.2018 .

B Hos6pe 2018r. nauueHT KoHcynbTupoBaH B HAW LOMMT um. P.M. Top6aye-
BOIi, MpoBefEeHa anioreHHas POACTBEHHAs ranjouAeHTUYHas (0Tel) TpaHc-
nAaHTauus KOCTHOro Mosra. PexuM KOHAWLMOHWUPOBaHUSA: GnynapabuH, Tu-
otena, TpeocynbdaH. UctouHuk TCK: KM. [0 — nepenuto 9,9 maH. CD34+/kr.
NepeHec yposnetsoputensHo. Mpodunaktuka PTMX: TCRa/b-penneumns. Oc-
NIOXHEHUS: CENCUC, accoLUMpoBaHHblii ¢ E.coli., paspeweHnune (TeHam+Tura-
umun). NMpuxXMBNEHME TPaHCNNaHTaTa AOCTUTHYTO Ha [+14. [0+30 — xumepusm
MOJHbIA JOHOPCKUMA.

[l Mo3aHMIA KOCTHOMO3TOBOW peunauB (NepBblit NOCTPaHCNNAHTALUOHHBbIN)
ot 05.2019r. C 31.05.2019r. no 03.06.2019r. Tepanus uuknodocdaHom ¢ Lenbio
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penykuum 6nactosa koctHoro Mosra. C 04.06.19 no 01.07.19 Tepanus 6nuHaTy-
MomaboM Ha dpoHe [KC. OcnoxHeHUs: reMaToNornyeckast TOKCUYHOCTb: TPOM-
bouuToneHusi; HeiiTponeHus. Herematonormyeckas TOKCUYHOCTb: KaHAUAO3
nonocTu pTa. [Mocne nepsoro kypca 6nmHatymoma6om: 6nactol 89%, NPT — ake-
npeccus Mapkepa CD22 99,4%. 3ameHa UMMYHOTEpaNMWU Ha MHOTY3ymab 030-
raMuLMH, NONOXMTeNbHbI 0TBET. Il KNMHMKO-remaToNornyeckas pemuccus ot
08.2019r.

MoBTOpHas POACTBEHHAA ranioufeHTUYHas (0T MaTepu) TpaHCNNaHTaLUS
KOCTHOro mosra ot 05.09.2019r. Pexxum KoHamunoHmpoBanus: FluBu10

Pexxum npodunaktukm PTAX — CyTXMMF. UcTouHuk FCK: KM Mpuxuenenmne
TpaHcniaHTara JOCTUIHYTO Ha [1+23

OcnoxHeHns: Gpe6punbHas HeATPONEeHUs (MEPOHEM), MyKO3UT POTOBOIA Mo-
nocTu paspewuncs. NpusHakos PTMX HeT.

Il nosgHuin peunams ot 02.2021. NOT — akcnpeccus mapkepa CD22 96,8%.
Muenorpammbl — 6nactbl 95,5%. NpoBefeHne NOBTOPHON MMMYHOTepanun —
MHOTY3yMab 030ramMuumH. MNpuHATO peweHne o npoBefeHun CAR-T Tepanuu.
Pexum numopoaenneuyum ¢ 26.03.2021r. no 29.03.2021 r.: dnygapabuH, yukio-
dochamug. Tpancoysma 1 gosbl CAR-T 31.03.2021r., nepeHec yLoBneTBOpHU-
TenbHo. TpaHcdy3sua 2 fo3bl CAR-T 07.04.2021 r., nepeHec yA0BNETBOPUTENBHO.
OcnoxHeHus: HelipoTokcnyHocTb Grade 3. SnunenTUYeckuit NPUCTYN C reHe-
panu3oBaHHbIMU TOHUKO-KJIOHMYeckumu cyfoporamu ot 10.04.21 r. Anno-TrCK
N°3 ot 30.11.2021r. (BOHOP: HEPOACTBEHHbIA MYXUYMHA YACTUYHO-COBMECTHU-
Mblii no cucteme HLA (9/10) ) Pexum KOHAMLUOHUPOBAHUS — HeMUenoa6naTue-
HbliA: FluBu 8Mmr/kr7. Pexxkum npodpunaktuku PTIX: unknodpocdaH, Takponumyc,
MMF Uctounmuk ICK: KM. MpuxueneHue Ha O+19. NMpogonxeHa UCT B o6beme
Takponumyc (2mr/cyTku). Ha paHHbIi MoMeHT 6e3 UCT, coxpaHsieTcs nonHas
pemuccus.

PesynbTatbl: [naBHOE 0CNOXHEHME, KOTOPOe BO3HMKO HA GoHe CAR T Te-
panuum — cuHApoM BbiGpoca uuTokuMHOB (CRS). B kauecTBe NpodunakTuku
CRS — 2 kypca Touunusymaba, HO B JIeYEHUM HE UCMNONb30BAJCA, TaK KaK U3
npusHakoB CRS uMenacb T0MbKO HEMPOTOKCUMYHOCTb 3 CTENeHU, OTCYTCTBOBA-
Ny nuxopagka, npusHaku runotoHun n JH. Kynupoanu HeiipoTOKCUYHOCTb CH-
6a30HOM, ileKcaMeTa30HOM M Kennpoi. MepBble NpU3HaK HEMPOTOKCUYHOCTH
6blNM 3aperncTpMpoBaHbl MO U3MEHEHUIO MOYEPKa NaLMeHTa Npu NpoBeAeHNN
eXXeAHEBHbIX NCUXONOrMYECKNUX TecTupoBaHuii ICE (BxoanaT B 06s3aTenbHblii
MoHUTOpUHr CRS). CRS HyxHO auddepeHumupoBath ¢ cencucom (no IFNy, IL1B).
Tak Kak OHW MOTYT NPOTeKaTb BMECTe, TO aHTUbBaKTepuanbHyto Tepanuio obs3a-
TeNbHO HaYnHaTb BMecTe ¢ Tepanueii CRS.

3akntoyeHue: [laHHbI KNUHWUYECKMIA Cyyail AeMOHCTPUPYET HOBbI 3ddek-
TUBHbI nogxog B neyeHum OJ1J1. BosmoxHo CAR T Tepanus 3amenut anno-TIHCK
B Tepanuu OJ1/1, CTaHET WMPOKO UCNONb3YeMON Tepanueil OHKONOTMYECKMX 3a-
6oneBaHuii B LLeIOM (B TOM YuCNie CONUAHBIX onyxoneii). OCHOBHbIe Mpo6nembl
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CAR T, KOTOpble HYXXHO MOAMGULMPOBATD: 1) TOKCUYHOCTb, HYXHO CNeAuTb 3a
BCEMM NOKa3aTesu NaLueHTa, NPOBOANTb ABYX(PasHyto TpaHCchy3Uto KNETOK; 2)
WAEHTUdUMKALMSA ONYXOMb- UMW TKaHb-CNELMdUYHBIX aHTUTEHOB, 06ecneynBato-
LWMX HEOBXOAMMYIO CEIEKTUBHOCTb TEPANeBTUYECKOr0 BO3AENCTBHUA.

KNUHUYECKNIA CNYYAN AHKUNO3UPYIOLLETO
CMOHAWIUTA C HETUNMUYHbIMU NPOABNEHUAMU

ABTOpbL:

YepHsesa Anuna lOpbeBHa,
Yupkos AnekcaHap Bnagumuposny

PHUMY unm. H.WN. Tnporosa

Hayy4Hbi41 pykoBoAgnuTe Ib:
ComoB [iMutpuii Bagumoeuy
PHUMY nm. H.W. Tinporoga

AHkunosupytowuii cnoHannuT (AC) — XpoHHUYeckoe BocnannTenbHoe 3a6o-
neBaHWe U3 rpynmbl CNOHANN0APTPUTOB, XapakTepusyoleecs 06s3aTeNbHbIM
nopaxeHneM KpecTLOBO-MOAB3/J0WHOI0 COYNIEHEHUS U/UAN NO3BOHOYHMKA C
NOTEHLMWANbHLIM UCXO0M UX B @HKWUN03, C YaCTbIM BOB/IEYEHUEM B NaTONOrU-
Yeckuii npoLecc sHTE3UCOB U NepudepuyecKkux cycTaBoB.

MauueHT P, 39 net, B 2006 rogy oTMETUA NOsiBEHWE 60NN U NPUNYXaHUS B
KOMEeHHbIX CYyCTaBOB U B MeKUX cycTaBax Kuctei. MpuHuman HecTeponiHble
npoTUBOBOCNaNUTENbHble NpenapaTtbl (HMBMM) ¢ nonoxutenbHbIM ahdekTom B
Bufe perpecca aBneHuii aptputa. 2010 rogy oTMeTUN NosiBNeHMe 601U U CKo-
BaHHOCTU B HUXXHEM OTAene N03BOHOYHMKA. M0 AaHHbIM peHTreHorpadum Ko-
CTeii Ta3a BbiiBNEH ABYCTOPOHHMIA cakpounuuT Il cTagum, AMarHocTUpPOBaH: aH-
Kunosupytowuin cnoHaunut. NMposogunace Tepanus HIBM — 6e3 gocTuxeHus
HM3KON akTMBHOCTM 3a6oneBaHus. B despane 2021 roga o6ocTpeHne 60neBoOro
CUHLpPOMa B HWXHEi YacTu CruHbl. B xofe o6cnefloBaHUA BbISIBAEHbI OTKO-
HeHus B nabopaTopHbIx aHanusax: CO9 — 48 mm/y, CPB — 31 mr/n. Mo faHHbIM
MPT Ta3obefpeHHbIx (T/6) cycTaBoB: [BYCTOPOHHUI KokcapTpos Il ctagum, c
npU3Hakamn acenTUYecKoro HeKpo3a BEpTAYXHbIX BNajuH U rONOBKU NeBON
6eApeHHON KOCTH, [BYCTOPOHHUIA CUHOBMT U TPOXAHTEPMUT, MHOXECTBEHHbIE
cy6xoapanbHble KUCTbl BEPTAYXHbIX BNAJWH U B TENAX MOJB3J0LHbIX KOCTEIl.
MpoBogunach Tepanusi STOPMKOKCUOOM U cynbdacanasnHoMm — 6e3 BbIpaxeH-
HOro KNIMHUYeckoro adpdekTa. B uione 2021 roga B CBA3M € coxpaHsatowmmes 60-
neBbIM CUHAPOMOM 06paTUCA 3a KOHCYNbTaLmeill K peBmartonory. lpu ocMoTpe
o6paliaeT Ha ce6s BHUMaHNE: BbIpaXeHHOE OrpaHUYeHNe HapyXXHOii poTaLum B
06oux T/6 cycTaBax 3a cYeT 60J1€BOr0 CUHAPOMA, BblpaXXeHHbIE OrpaHUYEHUA
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MOABUXHOCTM OCEBOr0 CKeneTa, 60koBoe crinbaHme No3BOHOYHMKA 1,5 cM, pac-
CTOSIHWE 3aTblIOK-CTEeHa 3 CM, MaKCUMalbHOE PacCTOAHME MEXAY NOAbIKKaMM
65 cM. OTKNIOHeHUA B nabopaTopHbix aHanuaax: C03 — 20 mm/y, CPb — 11 Mr/n,
NTC — 4 Hr/n (cHuxeH, 8-24 Hr/n), HLA-B27 — o6HapyXeHo, KBaHTU(EePOHOBbLIN
TecT — 0,58 ME/Mn (COMHUTENbHO). PeHTreHorpadms KpecTL0BO-NOAB3A0LHbIX
COYNEHEHNIA: fBYCTOPOHHUI cakpounuuT IV cTaaus. Mo ganHbiM MPT 1/6 cycTa-
BOB: MONOXUTENbHAsA ANHAMUKA B BUJE YMEHbLUEHUSA 06bEMA BbINOTA, OTpULLA-
TeNnbHas — B BUJE yBeNMYEHUS CYOXOHAPANbHbIX KUCT 0 2 CM B NOAB3AOLIHbIX
U 6eApeHHbIX KOCTAX. [eHe3 BbiSiBJIEHHbIX KUCT TPe60Ban UCKI0YEHUsA TaKUX
3aboneBaHuii Kak Tybepkynes, runonapatupeos. UaeHTUOULUPOBAH AUArHO3:
aHkunosupywowmit cnoHgunut, HLA-B27-accouunpoBaHHbIid, NO3AHAN CTagus
(aHKMNO3 wWeiiHOro, rpyAHOro OTAena NO3BOHOYHMKA), BbiCOKAasi akTUBHOCTb
(ASDAS-CPE 2,9 6anna). [lBycTopoHHMiA cakpounuuT IV cTaguu. [1ByCTOpOH-
HWIA KOKCUT. BTOpMYHbIA ABYCTOPOHHUI KoKcapTpos Il ctagun. IBYCTOPOHHUIA
acenTUYEeCcKMit HEKPO3 rONOBKYW GEAPEHHON KOCTH, BEPTYXHbIX BNaanH. OK2.

Takum 06pasoMm, y nauMeHTa C TAXENbIM TeYEHUMEM aHKWIIO3UPYIOLLEro
cnoHannnuTa U hakTopaMn HeGnaronpuATHOro NpPorHosa, Ha GoHe NeyeHus
pasnuyHbiMu HMBIM v cynbdacanasnHa coxpaHseTcs 601b U CKOBAHHOCTb B
rPYAHOM OTAesne MO3BOHOYHMKA, MO AaHHbIM NabopaTOPHbIX MCCNEeA0BaHUM
COXpaHAeTCA NOBblIWEHME NoKasaTenen, ¢ y4eToM HeahPeKTMBHOCTU NPOBO-
AUMOW Tepanuu NokKasaHO HasHayeHue TeHHO-UHXEHEepPHbIX mpenapaToB —
n®HO-anbda. MHOXECTBEHHbIE KUCTOBUAHbIE NPOCBETNEHUSA B NOAB3AOLHbIX
KOCTAX, roioBKax GefpeHHbIX KOCTel pacleHeHbl B pamKax MOCTHarpysouy-
HbIX U3MEHEHWUI B CBA3U MEPEHECEHHbIM BOCNANUTENIbHbIMU USMEHEHUSIMU U
acenTMYeCKUM HEKPO3OM.

MPOrPECCUPYIOLL WA HAQBALEPHBIA MAPANNY:
TUNWUYHDINA BAPUAHT «ATUNUYHOTO» MAPKMHCOHU3MA

ABTOp!:

LWanowHunkoBa AnekcaHapa AnekceeBHa,
Mopo3oBa BepoHuka HukonaeBHa

PHUMY um. HW. Muporosa

HayuHbiii pykoBoguTesib:
Tutosa Hatanua BnaguMupoBHa — K.M.H., AOLEHT
PHUMY nm. HW. Muporosa

MHN (nporpeccupytowuii HagbAREpHbIA Napanuy) — cnopagnyeckoe npo-
rpeccvpyioliee HeipogereHepaTuBHoe 3aGonesBaHue W3 TPynnbl TaynaTuii.
XapaKTepusyeTcsi cOYyeTaHWeM B PasHblX BapuaLuAX aKWHETUKO-PUrMAHOrO
CUHAPOMA C BOB/IEYEHUEM AKCHASbHON MYCKYNaTypbl, PAHHUM PasBUTHUEM MO-

125



[aa3oBckue yteHns. 2022. Cekuma «Tepanus»

CTypanbHOIi HeyCTOMYMBOCTU, HAAbAAEPHBIMU FNAa30ABUraTENbHBIMU HapyLLe-
HUAMMU, NCeBA06yNb6AaPHBIM CUHLPOMOM M ileMeHUmneil. Knaccuyeckum BapuaH-
Tom MHM aBnsetcsa cunapom Ctuna-PuuyappcoHa-0nblieBcKoro.

®eHoTMnMYeckas reteporeHHocTb MHM 1 KNMHUYECKOE CXOACTBO Ha PaHHMX
cTagusx c 6onesHbto MapkuHcoHa (BM) u Apyrumu HelipogereHepaTUBHbIMMU 3a-
60M1eBaHNUSIMMU, COMPOBOXAAOLWMMUCA NAPKUHCOHU3MOM, YacTO BEAET K HEBEp-
HOI1 NOCTaHOBKE KJIMHUYECKOrO iMarHosa.

MauymeHTka E. 74 roga noctynuna B HeBponornyeckoe otaenenune N'Kb N21
uM. H.W. Muporosa 31.10.2022 gns yTOYHeHMs fuarHosa c XanobaMu Ha Ha-
pacTaHue CKOBaHHOCTU ABWXEHUIA, HEYCTOWYNBOCTM, NafLeHNS U CHUXKEHMe na-
MATH Ha TeKywme cobbiTuA. HanpaBuTeNbHbIii fuarHo3s «bM».

[le6ioT 3a6oneBanus 4 roga Hasag (B 2018 1.) c 3aMeANEHHOCTU MEKOI Mo-
TOPUKM, PEYM U CKOBAHHOCTU. B TeueHne nepBoro rofa NnosiBUNach HeycTonum-
BOCTb, ABaXAbl Nagana. MosaBuUANCHL TPYLHOCTU NPU YTEHUM M NPU CMYCKe No
nectHuue. B 2020 roay 6bin BbicTaBneH guarHo3 b1, HasHayeH Mupubeaun.
HecmoTps Ha neyeHune, CUMNTOMbI NPOrpeccMpoBanu, ctana nonépxueaTbeA
npu NpMEMe NULLM, NOABUIINCH BblpaXXEHHbIE HapyLWeHMs NaMaATh U BHUMaHMA,
nepecTtasia KOHTPOMPOBaTb NPMEM NEKapCTBEHHbIX MpenapaTos.

B HeBponornyeckom ctatyce: MeHUHreanbHbix, 061eM03roBbIX CAMNTOMOB
HeT. [nasHbie wenu u 3payku D=S. lemnaHoncun Het. PoTopeakyms xusas. [py-
Oblii Napes B30pa BHW3 U BBEPX. 3aMefleHne rOpM3oHTaNbHbIX cakkag. OTcyT-
CTBME KOHBEPreHLUMUM C [BYX CTOPOH. ANpaKCus OTKPbIBaHUA rnas. MoToYHbIe
pednekcbl Bbicokne. unomumus. Barnag «yaAuBNEHHbIA». Peyb Txas, MOHO-
TOHHas, 6pagunanus. [usaptpus, gucdarus. TMNOKMHE3NUs NpU BbIMONHEHUU
MOTOPHbIX NPo6, 6osiee BbipaxeHHas cnpaa. MocTypanbHblii MENKOAMINUTY -
Hblli TpEMOp pyk, 60nblue cneBa. MblleyHbli TOHYC B KOHEYUHOCTSAX C 3N1EMEH-
Tamu nnacTuku. Fpy6oe NOBbILEHUE MbILIEYHOTO TOHYCA B aKCMaNbHOW MYCKY-
natype. CyxoxunbHble U nepuocTanbHble pednekcbl cpegHei xuoctu D=S.
KooppauHaTopHbIX HapyweHuin HeT. MocTypanbHas HeycToiWYnBOCTb. CKOPOCTb
X0AbObl HOpManbHas. MMnoxedpoknHes. TazoBbix PacCTPOICTB HeT. KOrHMTMB-
Hble HapyWeHUs B CTaAnUN yMepeHHO AeMeHuun (no wkane MoCA: 12 6annos,
no wkane MMSE: 15 6annos)

MPT ronoeHoro mo3ra ot 07.11.2022: aTpodus Kpbllun cpeHero mosra (CuM-
NTOM «KONMGPU») C paclUMPEHUEM MEXHOXKOBOI LucTepHbl U Il xenyaouka,
carruTanbHblii pasmep cpegHero mosra — 8,05 MM (Hopma — 0T 16 MMm).

Ha ocHOBaHMM AaHHbIX aHaMHe3a, KTMHUYECKOT0 OCMOTPA U JaHHbIX Helnpo-
BU3yanu3auun BbicTaBneH guarHos MHIM (cuHgpom Ctuna-PuyapacoHa-Onb-
WEeBCKOro) C CUHAPOMOM NapKUHCOHM3Ma C NOCTYpasbHOI HEYCTONYNBOCTHIO,
rnasofBMUraTesibHbIMU HapyLWeHUsiMK, NCeBA06YNbOAPHBIM CUHAPOMOM, KOTHU-
TUBHBIMMW HapPYLWEHUSIMU B CTaAUN YMEPEHHOW AEMEHLMN.

HasHaueHo neyeHue: Jlesogona-kap6ugona 300 mr/cyT., MemaHTUH 20 Mr/cyT.
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Takum 06pasoM, KNMHMYECKME MPOSBJIEHUS YKNaAbIBAlOTCA B KpUTepuu
auarHoctuku MHM mexpyHapogHoro o6wecTtsa bl 1 paccTpoiCTB ABUXEHNIA
(MDS-PSP, 2017r.). inarHos noaTBepXAaeTca AaHHbIMM MPT rofoBHOro Mo3ra,
yKasblBaloLWMMKU Ha NaTOrHOMOHWYHbIe ans MHI gereHepaTUBHble USMEHEHMA
CpeAHero mosra. [laHHblii KNMHUYECKMIA NpUMep AEMOHCTPUPYET TPYAHOCTU
paHHel nocTaHoBKKM puarHosa [MHI, oTHocsweroca K rpynne «aTUNUYHOro»
NapKUHCOHM3Ma.

AWATHOCTUYECKWUI NOUCK NPU PELUAUBUPYIOLLNX
WHTEPCTULUAJIbHbIX MOPAXXEHUAX JIETKUX
Y NAUMEHTKU C NEPCUCTUPYIOLLUM PUHUTOM

ABTOpbI:
Wynsauckas lOnua BayecnasoBHa
PHUMY um. HW. Muporosa
EropoBa [lapbs EBreHbeBHa
FbY3TKB um.[.[. NMneTHERA

Hayy4Hbii pykoBoauTesib:
bpopckas Onbra HaymoBHa — K.M.H., AOLLEHT
PHUMY um. H.W. Mnporoga

HasanbHas nukeopes — MCTeyeHUe LepebpoCnUHaNbHON XUAKOCTU U3
NIMKBOPHBIX MPOCTPAHCTB NOJIOCTM Yepena B NONOCTb HOCa UM OKOJIOHOCOBbIE
nasyxu BCIEACTBUE BPOXAEHHOTO UM NpUoGpeTeHHoro aedekta KocTei 0CHO-
BaHWS Yepena U MO3roBblX 060/104eK PasNIUYHOI 3TUONOTWN. [TPY BbIpaXXeHHOM
UCTEYEHNUN LepebpocnUHaNbHOM XUAKOCTM Y NALUEHTOB B NONOXEHUM NEXa Ha
CMUHE IMKBOP YacTO NONagaeT B HUXKHUE OTAENbI AblXaTeNIbHOr0 TPAKTa, Bbl3bl-
Basi aCMMPaLUOHHbIA MHEBMOHMUT.

MayuenTka I, 36 neT, nocTynana B CTaLMOHap C Xano6amMn Ha OAbIWKY Npu
(usnyeckoi Harpyske, Cyxou, NPUCTYNnoo6pasHbIi Kalenb, CHUXEeHMe NamaTy,
yacTble rofI0BHbIE 60K, OTLENSEMOE U3 HOCA CJIM3UCTOro xapakTepa. PaHee
HEOAHOKpaTHO o6cnefoBanachb y OTONAPWHIONIOra, NPOBOAUNUCH PEHTIEHO-
rpadua u KT npugaToyHbix na3yx Hoca, BbICTABASNCA AMArHO3 XPOHUYECKOTO
puHuTa. B ceHT6pe 2021r.HaxoAunacb Ha CTalLMOHApHOM NIeYeHUN MO NOBO-
gy COVID-19, Bupyc na6opaTopHo uaeHTuduumposan, KT-3. C anpens 2022r.
HeOJHOKpaTHble rocNUTanu3auumn ¢ ABneHusMu cy6ebpunbHO nuxopagkwy,
HapacTaHWEM Kalns, NosBIEHUEM OfbILIKMW, TONOBHOW 60/1bt0, pUHOPEEi, Hanu-
YMeM y4yacTKOB YNNOTHEHUSA NAapEHXUMbI MO TUMY «MaTOBOro cTekna» Ha KT op-
raHoOB PYAHOI KNETKK, a TaKXe AUCCEMUHUPOBAHHOIO OPOHXMONNTA NPU OTPHU-
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LaTenbHbIX pe3ynbraTax TecToB Ha SARS-Cov-2. MNpu uccnefoBanum GyHKLUM
JbIXaHUS HapyLeHUi 6POHXMaNbHON NPOXOAUMOCTH HET, IeroYHble 06beMbI CO-
XpaHeHbl, 0TMeyYaeTcsa CHkeHue auddysmoHHON cnocobHocTu nerkux. Mo pe-
3ynbTatam labopaTopHOIi AMAarHOCTUKM UCKNtYeHbl MHdekLun Mycobacterium
tuberculosis complex, Mycoplasma pneumonia, Chlamidia pneumonia, 60ne3Hu
COEJMHUTENbHOI TKaHW. MpoBefeHa pUOPO6GPOHXOCKONUA C GPOHXO0aNbBEOD-
NAPHLIM CMbIBOM W TPaHCOPOHXMaNbHOM 6uoncueii: Pneumocystis jirovecii, AHK
BMPYCOB reprneca, MULLeNUanbHbIX U JPOXKeNo60LHbIX TPUGOB He BbISIBNEHO,
FMCTONOMMYECKMN TKAHb JIEFKOr0 C TOHKMMMU MEXanbBeoNspHbIMU Neperopoj-
KaMu, B CTEHKaX aNnbBeosl yMEPEHHOE YUCNO0 303MHODMUIOB, HEGOMbLLIOE YUCTO
HeliTpoduno.. B npouecce HabnoaeHNs 06CyXLanuch AUarH03bl 303MHOOUNb-
HOW MHEBMOHWW U TMNEPUYYBCTBUTENbHOrO MHEBMOHMTA, Ha3Hayanca MeTun-
MpesHNU30JI0H 16 MI B CYTKM 6€3 MONOXMUTENbHOA JUHAMUKMU.

Mpu peBu3uu puarHosa obpalleHO BHUMaHWE Ha OTAesneHue Npo3payHon
XWAKOCTKU U3 NPaBOro HOCOBOrO X0fa NPeuMyLLecTBEHHO B NONOXeHUU Néxa
Ha NpaBOM 60KY U HaK/NOHE ronoBbl BHM3. [IpOBefEH LMTONOTMYECKNiA N 61O-
XUMWYECKWNiA aHanu3 OTAEeNAeMOro U3 npaBoro HOCOBOrO X04a, pesynbrarbl
KOTOPOro C BbICOKOW BEpOATHOCTbIO MOATBEPAUIN NUKBOPED: ANUTENNanbHbIX
kneTok HeT, pH 8.0, rntoko3a 2.8 MMonb/n (TMoKo3a KpoBwu 5.8 MMonb/n), Genok
0.2 rp/n., no pesynbtatam KT rosioBbl NauMeHTKa KOHCYNbTUPOBAHa OTONAPUH-
ronorom — oTMevaercst AedekT B 061aCTM CUTOBUAHOW NNACTUHKKM CNpaBa, B
CBAI3U C YeM rocnutanusmpoBaHa B Heipoxupypruyeckoe otgenenme HMUL
HX uM. akapemuka H.H. bypaeHko, npoBegeHa MUKPOXMpYpruyeckas niacrtuka
CNoxHoro fedexkTa 0CHOBaHWA yepena c MPUMEHEHMEM ayTOTPaHCNNAHTaToB
1 BU,E03H0CKONUYECKUX TEXHONOrWiA. Mocne NpoBefeHHOro XUPYPruyeckoro
BMellaTeNbCTBa NPU3HAKOB Ha3anbHOW NNKBOPEN HeT, pecnupaTopHble CUM-
NTOMbl perpeccupoBasm.

[laHHbIi KNUHUYECKUI cnyyal NOKasbiBaeT CNOXHOCTM JMAarHOCTUKM acnu-
PaLMOHHOr0 NHEBMOHNTA Ha GOHE Ha3anbHOIi IMKBOPEN, B CBA3M C YEM NpU
npoBefeHnn auddepeHunanbHO AMarHOCTUKM HeoOX0AUMO o6pallaTbh BHYU-
MaHMe Ha OAHOCTOPOHHEe BblfefieHne MPO3PayYHON XMUAKOCTM M3 HOca Mpu
HaKJIOHEe r0NO0BbI, HapaCcTaHWe CUMNTOMOB B MOJIOXEHUU NeXa, peLnauBupyto-
WMit xapaKTep TeYeHUsi n oTcyTCTBME 3dpekTa Ha PoHe aHTMOAKTepHUanbHOIA,
[KC-Tepanuu.

128



[aazoBckMe YyTeHna. 2022. Cekuua «Tepanus»

PAK HOCOIJIOTKKN Y 20-JIETHEN NALMEHTKMN.
KNMHUYECKNI CNYYAMN

ABTtop:
Llllep6uHa EkaTepuHa CepreeBHa
PHUMY nmenn H.W. Muporosa

Hayy4Hbii1 pykoBOAUTE B!
Napuna Bepa HukonaeBHa — g.M.H., npodeccop
PHUMY um. H.W. Muporosa

CTyaeHTKa, 20 net, aMbynaTopHO o6paTunach k TepanesTy B AsHBape 2021 r.
C Xano6amu Ha 60nb, OLLYLLEHNE 3a10XEHHOCTM B 06N1acTh neBoro yxa. B aHa-
MHE3e XPOHUYECKMIi TOH3UIIINT C eXerofHbIMU 060CTPEHUSIMU, BPeLHbIX NPH-
BblYeK HEeT, CeMeNHbI aHaMHe3 He oTAroweH. KoHcynbTuposaHa JIOP-Bpayom,
LNarHo3: «XpOHWYECKUA IKCCYAATUBHbIA NEBOCTOPOHHMIA OTUT, 060CTPEHUEY.
Ha doHe KOHCepBaTUBHOIO NneyeHUs PEruCTPMpPOBANOCh ynyylleHne COCTos-
Hus. B anpene 2021 r. nocne nepeHeceHHon uHpekuyum COVID-19, nosBunach
NOCTOAAHHAA BblpaXXeHHas 60Mb B ropne, ycunusarowasaca npu rnotaHuu. Mpu
OCMOTpE: runepemMus, MHQUAbTPaLMs, 0OTEYHOCTb HEGHbIX MUHAAJIUH, BbICTaB-
NeH MarHo3 «<XpOHUYECKMIi TOH3UANUT, 060CTpeHne». IPHEKT 0T Ha3HAUYEHHOI
aHTUOMOTUKOTEpPanun OTCYTCTBOBAN, pEKOMEH0BaHa TOH3UNNIKTOMMUS B Nna-
HOBOM nopsgke. B utone 2021 r. otmeTuna ysennyenme nuMpaTnyecknx y3nos
(Y) Ha wee cnesa u ¢ AMarHo3oM «iuMdageHonatus» JIOP-BpauyoM pekoMeH-
posaHa koHcynbTaumsa 8 HMUL LULHUUC n YNX, rae nposegeHa MPT: B neBoit
CTEeHKe HOCOrNOTKU OnpejenseTcs onyxonesoe o6pa3oBaHue 27 MM, NpUMbIKa-
€T K HOCOrNoTOYHON MUHAanuHe; MIT/KT: 3anofo3peHo HOBOOHpa3oBaHUE HO-
COrnoTKM ¢ MeTactasamu B J1Y weu cneea. BoinonHeHa 6uoncus J1Y, pesynbrat
rMCTONOMMM — NAOCKOK/IETOYHbIN pak, nocfie Yyero KOHcynbTupoBaHa B HMUL,
oHkonorun um. H.H. bnoxuHa, BbicTaBneH anarHos: Pak Hocornotku T2N1MO,
ctagua 2. C oktaopsa 2021 r. no sHBapb 2022 r. npoBefeHbl 2 Kypca nannua-
TUBHOI# xumuoTepanuu (MXT) u kypc xumnonyyesoii Tepanuu (XJ1T). B anpene
2022 r. npoBeieHa napuHrockonus: coctosiHme nocne XJ1T, nonHas pe3op6uus
ONyXO0/K; MO peLleHnto OHKOKOHCUnyMa npoeeaeHo MI3T/KT: runoBackynspHoe
06pa3oBaHue B apeHxnMe S4 neyeHu, C NOBbILEHHOW MeTab01MYECKON aKTUB-
HoCTbto (MeTacTas?). buoncus neyenu (Mait 2022 r.): NNOCKOKNETOYHbIA pak.
C untoHsa no ceHT6pb 2022 r. npoBeAeHo 5 kypcoB MXT. JleyeHue nepeHocUt
Y40BNETBOPUTENBHO.

06c¢cyxaeHune: Pak HOCOrNOTKN SIBNSIETCA PeAKOi 3N10KaYeCTBEHHO OMyXo-
Nblo, NpoTeKatoLei nog «Mackamu» 3aboneeaHuii JIOP-opraHos, B 2-3 pasa
yallue BCTPEYAETCA Yy MYXUMNH, YEM Y XKEHLUMH, @ MUK 3a60N1€BaeMOCTH NPUXOANT-
csi Ha BospacT 50-60 neT. Ha paHHeM 3Tane 3aboneBaHue HepeAKo NpoTekaeT
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6eccuMnTOMHO. [epBbIMU XXanobamu MoryT 6biTb 3aTpPyHEHUE HOCOBOTO Jibl-
XaHUsl, 3aN0XEHHOCTb M 60J1b B yXe, PaCCTPOIACTBO NpU r10TaHWUK, KPOBOTEYE-
HMe M3 HOCa M Hanuune 06pa3oBaHmA Ha Liee, KOrfa 3/10KauecTBEHHbIA npoLecc
pacnpocTpaHseTcs B pernoHapHblii J1Y, 4To, B 601bWIUHCTBE Cyyaes, U NPUBO-
JMT K OHKOMOUCKY. B npeACcTaBNEHHOM Cliyyae CpefjHuii 0TUT ABUNCA fe6oToM
3ab0neBaHua, pacCMaTpMBaeMblil Kak OAUH U3 NPeABECTHUKOB KapLMHOMbI
HOCOMNOTKU, B CBA3M C YEM YXKe HA 3TOM 3Tane C/iej0Bano NpoBeCTM AOMNON-
HUTENbHble 06CNEA0BaHNS, B TOM YUCIIE M ONPEAENeHNe aHTUTEN K aHTUreHam
Bupyca AnwTeiHa-bappa. MpnynHoii HeCBOEBPEMEHHOW NOCTAHOBKM AMarHosa
MOrfa NoCNYXMTb HU3Kas OHKOHACTOPOXEHHOCTb Bpauyeii B CBA3M C MONOAbIM
BO3PacTOM U XEHCKMM NONOM NaLMeHTKK, a TakXe OTCYTCTBUEM Npejpacnona-
rarowux ¢akTopoB pUcka B BUAE KYPEHUA U OTATOLLEHHON HAacNeLCTBEHHOCTH.

BbiBoA: ManocneunpuyHocTb U NOCTENEHHOE MOSIB/IEHUE CUMNTOMOB, XPO-
HUYECKWNit TOH3UANUT B aHaMHe3e, MOJIOZ0i BO3PacT NaLMeHTKN UANIOCTPUpPY-
0T CNOXHOCTb [MAarHOCTUKM paKka HOCOTIOTKM Ha PaHHEM 3Tane, YTo NPMBENO
K NporpeccupoBaHuto npouecca (0Kono 6 MecsiLieB) U MeTacTa3suPOBaHMIO B pe-
ruoHapHbii JTY u neveHb. Mofo6HbIE HA6NIOAEHMS TPEBYIOT 60Jee TLlaTeNbHOM
OLIeHKM Xano6, aHaMHesa, pU3nKasbHOro 0CMOTPa, NPOBEEHUS PEKOMEHAYe-
MbIX METO/Z10B 06CNIE0BAHNS U aKTyanusauum fanbHeNWero u3yyeHus KaHue-
POreHHbIX 3H/0- U 3K30reHHbIX (aKTOPOB.

TPYAHOCTUW AJIUTENbHON TEPANUN UHTUBUTOPAMMU
TUPO3UHKWHA3bI HA NPUMEPE NALUEHTA
C XPOHMYECKUM MUENONAHBIM JIEAKO30M

ABTOpBI:
IOnses Axmep PyctamoBuy,
PayxeBa BaneHtuna lNaBnosHa
PHUMY um. HW. Muporosa

HayuHbii pykoBogUTE B!
KokopuH BaneHTUH AneKcaHapoBUY — A.M.H., AOLEHT
PHUMY nm. H.W. Tinporoga

XpoHuyeckuit MuenougHblii neitkos (XMJ1) — ato onyxosb, BO3HUKatLWas U3
KNeToK-npeAWecTBEHHUKOB MMeNion0d3a U XapakTepusylolwasca yCUneHuem
nponudepalmnn rpaHynouMTapHoOro pocTka 6e3 noTepu cnocobHoOCTH K aud de-
peHuupoBkKe. B pesynbraTte TpaHcnokauuum mexay reHom ABL1 Ha 9-i1 xpomoco-
Me 1 reHoM BCR Ha 22-ii xpomocome o6pasyeTtcs oHkoreH BCR-ABL1, koTopbiii
KOAWPYeT aKTUBHYIO TUPO3MHKUHASY, BbI3bIBAIOLLYI0 HEKOHTPOIMPYEMOe fiene-
HUe KneToK. Ha nonyyeHHbIX 3HaHUsAX 6bina OCHOBaHa Tepanus, HanpaB/eHHas
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Ha MHrM6MPOBaHME TUPO3UHKMHA3bI, YTO NMPUBOAKO K NPEKPALLEHNI0 6ECKOH-
TPONbHOTO fleNneHns KneTok. B TeueHnn XMJ1 BoigensatoT Tpu dpasbi:

1. XpoHuyeckas pasa — runepnnasus rpaHynoLUTapHOro pocTka KpoBeTBO-
PEHUA C COXpaHEHWEM CNOCOBHOCTU KNETOK K suddepeHuupoBke. KnmHuyeckm
NposiBAAeTCA YMepPeHHbIM NeiKoLUTO30M, 3aTeM NMPUCOeAUHAITCA renaTtoc-
nNeHoMeranus U yMepeHHO BblpaKeHHbli# WHTOKCUKALMOHHbIA cuHApoM. Ha
AaHHoi ctagun XMJT yyBCTBUTENEH K NPOTUBOONYXONIEBOI Tepanum.

2. ®asa akKcenepauuu xapaktepusyeTca noaBIEHUEM 6nacTHbIX KNeTokK, pas-
BUTNEM Tp0M60L|,VITOI'IEHVIVI, aHeMUn n Bblpa)KEHHOVI MHTOKCMKaLumn. Ha faHHOM
dTane oTMevyaeTCcd HapaCTaHWe Pe3NCTEHTHOCTU K paHHee YCI'IELI.IHOVI Tepanuu.

3. bnacTHbIit KpU3 — TepMUHaNbHasa CTagns, Npu KOTOPOI PesKo yxyawaeT-
CA COCTOsIHWE, pa3BUBAETCSA TPOMOOLMTONEHNA BNAOTb A0 BbIPaXEHHbIX KPO-
BOTEUYEHUIA, @ TaK)Xe B KPOBW ONpefAensieTcs BbICOKOe COAepXaHue 61acTHbIX
KNeToK.

OnucaH KAMHUYECKWUI chyyail XpOHWYECKOro MUeNougHoro neikosa. Ma-
umeHT A., 68 net, noctynun B OPUT KB N215 um. 0.M. dunartoBa c xano6amm
Ha BbIpaXXeHHYH cnabocTb. 3 aHaMHe3a M3BECTHO, YTO AIMTENbHO CTpagaeT
XMJ. narHos 6bin noctaened B 2002 r., B TOM Xe rofy Havyan nonyyatb Te-
panuio B BUAE MHTMGUTOPOB TMPO3UHKMHA3bI. 3a 20 NeTHUI Nnepuof U3-3a pas-
NINYHBbIX OBCTOATENLCTB CMEHUN 6onee 5 MPOTUBOOMYXONEBbIX NMpenapaTos,
oAHako Bce 3To BpeMs XMJ1 Haxoguncsa B Gase akcenepauuu 6e3 nepexopa B
6nacTHbIA KpU3, laXe HeCMOTPSA Ha MEAJIEHHO HapacTaloLLy Pe3UCTEHTHOCTb
K nekapcTBeHHbIM CpeficTBaM. BaxHO TakXe OTMETUTb, YTO MPUYMHON CMep-
TV NauueHTa cTana SHAOreHHas onyxoneBas UHTOKCUKALMA, KaK OCNOXHEHUe
paka nofXenyLouyHoli Xenesbl, a He TepMUHaNbHaA cCTagusa nenkosa.
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KNUHUYECKNIA CNYYAN TOHKO-TOHKOKULLEYHOW
WHBATMHALIUU BCNEACTBUE AYTOUHBATUHALIUKA
AVNBEPTUKYJIA MEKKENSA Y PEBEHKA CTAPLLEN
MoAPOCTKOBOW rPYNMbl

ABTOpbI:

Anppees UBaH AnekceeBny,
Kopsawxkuu Nasen Bnagumuposuy

BIMY um. H.H. bypaerko

Hayy4Hbisi pykoBoAUTE B!
Beuépkun Bnagumup AnekcaHapoBuy — A.M.H., npopeccop
BI'MY um. H.H. BypaeHko

Beegenue: insepTukyn Mekkens, no AaHHbIM KNTMHUYECKUX PEKOMEHaLNA,
ABNAETCA OfHOM U3 YacTo BcTpeyaeMblx aHomanuii XXKT — no 2% B o6uwei no-
nynaunn. BeposiTHOCTb OCNOXHEHMIA B TeYeHME XNU3Hu — 4,2% n ¢ BO3pacTom
CHWXKaeTcs NpaKTUYECKM [0 HyNA.

CoyeTaHue OCTPOro AMBEPTUKYANTA C KOMMIEKCHbIMU OCMOXHEHUAMMU Y
NaLWeHTOB CTaplueit MOJPOCTKOBONM Fpynnbl NpefcTaBAsieT 0CO6bIA MHTepec
BCNefCTBME Mol 4acTOTbl BCTPEYAEMOCTH, HU3KOW HACTOPOXKEHHOCTM CO
CTOPOHbI CNeLnannucToB U 3aTpPyAHAIOLLeld LUarHOCTUYECKUIA NOMCK CraaXeH-
HOVi HecneundUUeckoih CUMNTOMATUKM.

KnuHnyeckuin cnyvaii: MaumeHt M., 15 net. MepBble CUMNTOMbI HACTOALLErO
3aboneBaHus npossunuch B Buae OPBU. Ha 3 cyTku — nosiBneHme nepuoguye-
CKUX TAHYWMX 60nel B anuractpanbHoii U Me3oracTpanbHoii 061acTax, pasxu-
XXEHHbI Kan — 3anofo3peHa OKW, HasHayeHa aHTUGaKTepuanbHas Tepanus. Ha
5 cyTkn — ycunenue 6oneii M OAHOKpaTHasA PBOTA C NPUMECHHO XEJTYHOT0 CoAep-
XMUMOro — naymeHT 6bin goctaBneH B BOLKBE N°2 ¢ suarH030M «0CTPbIN XUBOT».

Mpu ocMoTpe cOCTOsIHME pebeHKa TAXEsNoe, NMpU3HaKKU pasBuBatoLleics
MHTOKCUKaLuK. Ha 0630pHOI peHTreHorpamme OpraHoB 6pIOWHON NONOCTH B
NpAMON NPoeKLNK: pasayTble NETAN KULWEYHUKA C MHOXECTBEHHbIMU YPOBHAMMU
XuakocTu. Y3W opraHoB GpIOLWIHON NONOCTH: CBOBOAHANA XUAKOCTb B 06beMe
150mn.

Mpu HabnLeHNM B TeYeHMe 2 YaCOB OTMEYEHa [iByKpaTHas pBOTa C Xeny-
HbIM COZIEPXMMbIM, 0YMCTUTENbHAs KNM3Ma HeahpekTuBHa. NMpoeeaeH OAK no
cito — yBenunyeHue nokasareneit WBC — 16x10°/n, ESR — 15 Mm/u. B 6uoxumuye-
CKOM aHanuse — Hecneunduyeckue npuaHaku Bocnanenus 3a cyet CRP.
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Ha cHOBaHMM KNMHUYECKOI CUMNTOMAaTUKK, ANHAMUKK 3a60/1€BaHMS, NPUHSA-
TO pelleHmne 0 NPOBeJEHUM ANArHOCTUYECKOI 1anapoCKonuu.

MHTpaonepaunoHHO — cepo3Ho-remopparmyeckuii Bbinot o 500 mn. B npa-
BOW NOAB3AO0LIHOI IMKe YepBeo6bpasHblii OTPOCTOK 10 8 CM, HanpsXeH U oTe-
yeH. MeTnu KUWeyHUKa pasfyThl 4o 5 cMm B guameTpe. Ha pacctosHum okono 30
CM OT UNeoL,eKaNbHOro yrna 06HapyXeHa TOHKO-TOHKOKULIEYHAs MHBarMHaLus
AnuHO# 20 cM, LOBOJIbHO NIErKo pacnpaBiieHa. Y4acToK TOHKOro KMLWeYHuMKa, B
coCTaBe MHBarmMHaTa Xu3HecnocobeH. MpUUYNHOI MHBArMHaL MM ABAANCSA UHBA-
FMHUPOBaHHBbIA AnBepTUKYN Mekkens pasmepom 8x4 cM, Ha LWWIMPOKOM OCHOBa-
HUW. [IMBEPTUKYN CUHIOWIHO-60PAOBOrO LBETA, NNOTHbIA. [IPUHATO peLieHmne 0
KOHBEPCUM — NPaBOCTOPOHHASA HUXHecpefuHHasa nanapotoMua 8 cM. B paHy
BblBEAieHa NeTNs TOHKOM KULWKK ¢ auBepTUKynom Mekkens. [lposegeHa KnuHo-
BUAHAA pes3ekuus ANBEPTUKYNa, NnacTuka ABYXpAAHbIM WBoM (novosin 3/0) ¢
KOHTpO/IEM NPOXOAUMOCTMU U anneHA3KTOMUA KUCETHbIM MeTOf0M. 3aBeplue-
HWe onepauun cTaHAapTHOe, 683 OCNOXHEHUI, MaTepuanbl OTNPaBNEHbI Ha TH-
CTONOrMYeckoe UccneoBaHme.

Ha ocHOBaHuM Xanob, aHamHe3a, KNMHUYECKOI KapTUHbI U OnepaLnoHHON
Haxo4Ku, NOCTaBNeH fuarHo3: TOHKO-TOHKOKULIEYHAs MHBarunHaymsa. OcTpbii
raHrpeHo3Hblit AuBepTUKYANT (MeKKens). BTOpUYHbIA anneHguuuT.

ﬂ,I/ICKYCCMFIZ BBVI}J,y XWU3HECNOCOOHOCTU WHBArnHata, cCUMNTOMaTUKa o CI)Op'
MNPOBAHNA HENPOXOANMOCTH 6bina cnabo BblpaXeHa.

BaXHO MOMHWUTb O BO3MOXHOCTM MHTPAaoONepaLuOHHOW HAXOAKW y nuy ¢
paHee He AMarHoCcTMpoBaHHbIMM aHoManusiMu XXKT nyTem CTOpPOHHero one-
paTMBHOrO BMelIaTeNbCTBa (KakK C/y4alHOW HaXofKu), BU3YanM3aLUOHHBIX
nccnefoBaHUi MNKU PasfiMYHbIX KTMHUYECKUX OCOGEHHOCTE, MposBAsoLMUXCS
CUMMTOMOM «MOKHYLLEro nynkan.

Jlanapockonuyeckas peBu3uns ABNAETCA HaUAYYLIUM BapMaHTOM NMpu CNOX-
HO AnddepeHLMpyeMbIX NPUUNHAX BOCMANUTENbHbIX SIBJIEHWI T OpraHoB 6pHOLL-
HOI NONOCTH.

BbiBOAbI: B cTaplieM nofpoCTKOBOM BOo3pacTe W y UL, cTaplueit Bo3pacT-
HOWM TPynMbl He CNeayeT UCKNYaTb ANBEPTUKY MEKKEnNs U ero oCloXHeHus
n3 auddepeHunanbHO-LMarHoCcTUYECKOro paaa.
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9HTEPOKMCTOMA, KAK CIYYAHASl HAXOZIKA
NMPU TWATE/IbHOM CBOPE AHAMHE3A

ABTOpbL:
bakaesa Hapexpa CepreesHa
BI'MY um. H.H. BypaeHko

MscoepoB Cepreit BnagumupoBuy,
CapbiyeBa AHHa AneKkcaHApOBHa,
Hukonaes Oner BnagumupoBuy,
CtporaHosa UpuHa ButanbeBHa

bY3 BO OZKBE N2

HayuHbie pykoBogutenu:
llectakoB AnekcaHap AneKcaHppOBHMY — K.M.H., aCCUCTEHT
5Y3 BO OZKB Ne2
bapaHoB iMuTpHii AneKCaHAPOBNY — K.M.H., AOLEHT
BI'MY nmeHn H.H. BypaeHko

JeBouka, 9 net, obpaTunacb B KOHCYNbTaTUBHYI nonuknuHuky OOKB N2 2
C Xano6aMu Ha cy6(pebpunuTeT, 6bICTPYI0 YTOMAAEMOCTb, BOZHUKALLY C
NepUoANYHOCTbIO pas B 2-3 Mecala. Takue xanobbl 6eCNOKOAT LEBOYKY C 5
net. 3HayanbHo MaMa c pe6eHKOM 06paTUIIMCh K y4aCTKOBOMY NeanaTtpy, y Ko-
TOPOro NPOXoAUNM nevyeHue, ¢ NepuoanYHoCTbIO0 pas B 3-4 mecsiya, oT OPBU,
OpOHXMUTa, pUHKUTA. B KayecTBe Tepanuu UCNONb30BaNMCh NPOTUBOBUPYCHbLIE
npenapaTbl, PeLKO — aHTUBUOTHUKMU. BbblNo 0TMeYeHo, YTO 3pPeKT oT npuema
aHTUOUOTUKOB 6bIN 60/1€€ 3aMETHBIM 1 XXano6bl y NaLUEHTKM CXOANIN Ha «HET».
B o61em aHanuse KPoOBM OTMEYANoCh HE3HAYMTE/bHOE NOBbIWEHME NMOKa3aTe-
neil, rOBOPALLMX 0 BOCNANUTENbHOM npouecce. TeM He MeHee, Xanobbl BO3HU-
Kann BHOBb, U pe6eHOK 6bln HanpaBneH Ha nedenue Kk JIOP-Bpauy. B utore, B
061Weit CNOXHOCTY, NALMEHT 6bIN KOHCYbTUPOBAH M YAaCTUYHO 06CNef0BaH y
cnejyrowmx cneynmanucTos: neaguarpa, raCTpo3IHTEposora, OTOPUHONAPUHTO-
nora, HeBpoJsiora. Bce cneynanucTbl UCKIOYMAN CBOKO natosioruio. CneacTseu-
€M CTana 0TnpaBka nalneHTKM K AeTCKOMY XUPYPry, 63 YeTKUX NOKasaHMil, Kak
cKasan neguatp mame: «A BApYr aTo Xupypruyeckoe?».

[leTcKuii xupypr, NnoApo6HO co6paB aHaMHes, BbIACHU HEKOTOPbIA MOMEHT,
KOTOpbIit NO3BONINA CeNaTb HEKOTOPble NPeANOoN0XeH!A Mo NOBOAY AUarHo3a.
Pe6eHoK A0 Nonyroaa nevyuncs oT MOKHyLero nynka. MpuyeM Mama oTMeyana,
4TO J06POCOBECTHO BbINOJIHSANA BCE peKOMeHAaL 1 Bpaya 1 o6pabaTbiBana ny-
MOYHYI paHKy CTPOro Mo aAropuTMy, ONMCaHHOMY B Ha3HauYeHUM (NaLuueHTbl —
XUTENN paiioHHOTO LeHTpa U, CO CNIOB MaMbl, NOCeLaTh CTaLuoHap exeAHeBHO
He 6bI10 BO3MOXHOCTH). JleueHue 6b1io ManoaGheKTUBHbIM, U TOSIbKO K NoJy-
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rofy nynoyHas paHka saxuna. Xupyprom 6bi10 cienaHo NpeanoxeHune, 4To aTo
MOXET ObITb 9HTEPOKUCTOMaA (0Yar «CnAweii» MHdekyum).

Ha Y3W opraHoB 6ptoLHO NONOCTH 6blN0 06HapYXeHO 06beMHOe 06paso-
BaHue, paamepom 2,0 Ha 1,5 cM, HO TOYHO onucaTb, YTO 3TO0 — NUMbOy3en unm
3HTepokucToMa (Mnu ewe 4to-1o), Bpay Y3l He cMor. bbino pelweHo npose-
¢t MPT-uccnepoBaHme, Ha KOTOPOM B 061aCTU Me30racTpus 6bi10 06Hapyxe-
HO 06beMHoe obpasoBaHue 2,5 Ha 2,0 CM C YeTKMMU KpPasMu U XUAKOCTHLIMM
BKNOYEHUSIMU. Vicxoas M3 faHHbIX aHaMHesa, Y3 opraHoB GptoLiHoii nonocTu
1 MPT, neBoyKke 6biN1 NOCTaBNIEH NPeBapUTENbHbIii LUArHO3 «IHTEPOKUCTOMAY.

Pe6eHOK B NnaHOBOM nopsfke Gbin roCNUTanusMpoBaH, NpoBefeHa ua-
rHOCTMYecKas namapockonus. MHTpaonepauMoHHO OBHApYXeHo, YTO MeXay
NynKoM W NOAB3[JOLWHON KUWKOW HATAHYT TAX, NOCepeAuHe KOTOPOro Haxo-
AMTCS BHTEPOKMCTOMA. IHTEPOKUCTOMA IHAOCKONUYECKM yaaneHa. KataMHes
naluueHTa B TeYeHMe OJHOrO0 rofa nocse BbIMUCKHU: Xano6 Ha cy6pebpunuteT
1 GbICTPYIO YTOM/ISIEMOCTb HE NMOBTOPSAOCH. TaKXe XOTUM OTMETUTb BaXHbIM
MOMEHT: Xan06 Ha 6011 B XXUBOTE y ,EBOYKN HUKOTAA He 6bINo.

N3 gaHHOro ciyyas Mbl MOXeM CLLeNaTh BbIBOA, YTO SHTEPOKUCTOMA MOXET
6bITb NPUYNHOIT «<HEOGBSICHUMOTO» CY6he6punnTeTa U yTOMASEMOCTH (CUMNTO-
MOB MHTOKCMKaLMK), NO3TOMY AaHHAs NaTONOrUs JOMXKHA 6bITb yYTeHa B And-
dbepeHUnanbHol AMarHocTuke 3a60neBaHuii c MOXOXMMMU CUMATOMaMU.

KNWHUYECKUIA CNYYAN NEPOOPALLMU TOHKOW KULLKK
MATHUTHbIMWU UHOPOAHBIMU TENTAMU.

ABTOp!:
baxTuH Hukuta ButanobeBuny
Army

HayuHble pykosogutenu:
Auppees Anekcanpp Uropeeuy
KucnoBa Anactacus lOpbeBHa
A00KB

AkTyanbHoCTb. MHOpOJHbIE TeNa XeNny[0YHO-KMLWEYHOro TPakTa ABNSOTCS
aKTyanbHOW Npo6aemoii AeTCKoii xupypruu. MHTepec Bbi3biBalOT 0COGEHHOCTH
AaHHoIi naTonoruu y aeteid. Hanbonee onacHbIM OCNOXHEHUEM NPOrnaThiBa-
HWUA MarHUTHbIX MHOPOAHbIX TeN ABNseTcA nepdopaums nNonbix OPraHoB Xeny-
LOYHO-KUILEYHOro TpakTa. CNOXHOCTb AUarHOCTUKM 3aK/0YaeTCs B 06LIHOCTH
cMMNTOMOB nepdopauum n Apyrux 3a6oneBaHuii, JaroWmux KAUNHUKY OCTPOro
XMBOTA. [laHHbI/A KNMHMYECKUIA CNyYaii LEMOHCTPUPYET 3TOT (akT.
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HayyHasi HOBM3HA: HECMOTPS Ha WWKMPOKOE pacnpoCTpaHEHUe MarHUTHbIX
WHOPOZAHBIX TEN XeNyLOYHO-KMILEYHOrO TpaKTa, B IMTEPATYpe OMUCAHO He f0-
CTaTOYHO NOJOGHbIX C/lyYaes.

Lenb pa6oTbl: Onucatb KAMHMYeCKui cnyyait nepdopaymn nopB3AOLIHON
KUWKW MarHUTHbIMU UHOPOAHbIMU TeSTaMW, OCNIOXXHEHHON pa3BUTMEM pPa3nnTo-
ro NepuTOHUTA.

Matepunanbl 1 MeToAbl. PeTpoCneKTUBHbIN aHann3 UcTopun 601e3HN naum-
eHTa.

PesynbraTbhl. Manbuuk 2 roga, noctynun B npuéMHoe otaenexue O6nacTHom
DEeTCKON KNIMHUYeCKO 60NbHULbI Fopofa flpocnaens ¢ Xxano6aMu Ha 605n B
XMBOTE, CHUXEHWE anneTuTa, NOBbIWEHUE TEMMEpaTypbl Tena, pBoTy. Beissne-
Hbl CAMATOMbI OCTPOr0 anneHauuuTa. flocnMTann3npoBaH B XUpypruyeckoe ot-
aenenue. CocTosiHue cpefHeii TsxecTH. CaMOYyBCTBUE HApYLWEHO M3-3a 60M.
)XNBOT yMepeHHO B3AyT, HanpsiXXeH, 60Ne3HEHHbI B NPaBoii NOAB3A0LWHOI 06-
nactu. MNepuToHeanbHble CUMNTOMbI MONOXUTENbHbIE B NPaBOii NOAB3A0LIHO
obnactu. KnuHuyeckunit aHanma Kpoeu: neitkountos fo 13.6x10°/n ¢ HeiTpo-
GunbHbIM cABUIrOM BNeBO. peaBapuUTENbHbIA fuarHo3: OCTPbIiA anneHAuLUT.
Wkana AnbBopago — 10 6annoB. BoinonHeHa aKcTpeHHas onepauus. MHTpao-
nepauuoHHo: Mo BCKPbITUK BPOWHOW NOAOCTH BbIAENUNOCH YMEPEHHOE KOMH-
4ecTBO MYTHOrO BbINOTA XENTO-3e/1EHOr0 LiBETA, BbINOT PacrnofioXeH BO BCEX
3Taxax 6ptowwHoii nonocTu. O6HapyXeH KaTapaibHO U3MEHEHHBII yepBeobpas-
Hbli 0TPOCTOK. [1pyu peBN3nmn NoAB3[0WHON KMLWIKK, B 10 CM OT NeoLeKanbHOro
yrna, o6HapyxeHo nepdbopaTuBHOe OTBEPCTHE C NPUEXKALMM MarHUTHbIM Lia-
pOM, K HEMY MPUMarHWYeH aHanornyHolin npegmer. MNpu ganbHeiilwen pesnsumn
NoAB3AO0WHOM KUIWKMK, HAa paccTosiHUM 50 cM OT uneouekanbHOro yrna, obHa-
pyXeHo BTOpoe neppopauyuoHHoe oTBepcTue. poBEAEHO U3BNEYEHUE WMHO-
POAHBIX TeN W ywuBaHue neppopaluoHHbIX OTBEPCTMiA. MHTpaonepayuoHHO
BbINOJIHEHA 0630pHast PEHTITEHOCKONNUS OPraHOB BPIOWHON MONOCTU — APYrUX
MHOPOZAHbBIX TeN He 06HapyXeHo. 3aKNYnTeNbHbI AnarHos: UHopogHbie Tena
XKT. Nepdopauns nogB3AOWHON KUIWKKU. Pasnuton nepuToHUT. KatapanbHblii
anneHauunT. MocneonepaLnoHHbIi Nepuog 6e3 0CNOXHEHUN.

BbiBOAbI. CNOXHOCTb B C60pe aHaMHesa, a TakXKe CXOXeCTb KJIMHUYECKOM
KapTUHbI 3a4acTylo 3aTPYAHAET ANArHOCTUKY OCJTOXHEHMNI MarHUTHbBIX UHOPOA-
HbIX TEN XeNyA0YHO-KULWEYHOr0 TpaKTa y AeTei.
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WHTPAHATAJIbHASA ONMEPAL,MUA N0 KOPPEKLIUK
BPOXXAEHHOIO NMOPOKA PA3BUTUA [AbIXATEJIbHbIX
MYTEA NNOJA: NPOLEAYPA EXIT

ABTtop:
benkuHa Anekcanppa AnekcaHppoBHa
PHUMY um. H. U. Muporosa

HayuHble pykoBogutenu:
Kypuep Mapk ApkapbeBuy — f.M.H., akagemuk PAH
lWanuna Panca MBaHoBHa — A.M.H., npodeccop
PHUMY nm. H. V1. Tuporoea

BeepeHune. B nocnegHue rofibl C Lenbio KOPpPeKLUnN BPOXLEHHbIX NOPOKOB
pa3sutua (BMP) abixaTenbHbIX NyTei naofa ucnonbayetcs npouepypa EXIT
(Ex-Utero Intrapartum Treatment) — BMelwaTenbCTBO, NPOBOANMOE BO BpeMSs
onepauuun kecapesa cevyenus (KC). Mpoueaypa EXIT o6ecneymBaeT BO3MOX-
HOCTb COXpaHeHUs AbixaHnsi pebeHKa Yepes nuaLeHTy, Noka He 6yaeT BoccTa-
HOBJIEHA NPOXOAUMOCTb fblXaTesbHbIX NyTe.

Llenb. HDOAEMOHCTpMpOBaTb BO3MOXHOCTb KOpPpeKuun aTpe3nn Ttpaxewu
nnopa B UHTPaHaTa/lbHOM nepuope.

Pesynbtatbl. MauuenTtka A., 30 net, noctynuna B KAMHWUYECKMIA rocnuTanb
«JlanuHo». [lnarHo3 npu noctynneHumn: «bepemeHHocTb 38-39 Hep. MonoBHOE
npepnexanue. 06¢CTpyKLUs Tpaxen y nnoga. MHoroBoane». U3 aHaMHesa: be-
peMeHHOCTb |, | CKpUHUHT 12-13 Hef. — pUCK aHeynnouMauin HU3Kuin. Bo spems I
cKkpuHuHra B 19-20 Hep. npu Y3U BbisiBneHa atpesus Tpaxeu. Mo gaHHbiM Y3U
B 38-39 Hep.: Ha npoTs)keHun 13,0 MM HUXKe FOpPTaHM Tpaxes He BU3yanusupyer-
csi; AUcTanbHee paclwupenue Tpaxeu 4,0 MM Ao ypoBHS 6udypkauuu; ysenuye-
HWe pasMepoB U NOBbILEHNE IXOTEHHOCTU NErkux nnoga. MpoTueonokasaHui
K MHTpaHaTanbHOI KOPPEeKL MW AbixaTenbHbIA NyTei He BbIABNEHO. X04 onepa-
uum. NMpomnssefeHo ypesoceyeHnue no [xoan-KoxeHy, KC B HUKHEM MAaTOYHOM
cermeHTe. NonepeyHbiM paspesoM Haj, TOHOM BCKpbITa 6ptoluHas nonocTb. B
HUXHEM MaTOYHOM CErMeHTe MeX Ay HanoXeHHbIMU nuratypaMu npousBefeH
nonepeuyHblii paspes 2 cM. M3nunucb ceeTable 0KONONNOLHbIe BOAbl. ClimnBa-
IOWKUM annapaToM HanoXeHbl reMOCTaTUUYECKWA ABYPAAHbINA LWOB cKobamu.
Mex gy weamu nponssefeH paspes 10 cM. B paHy BbiBefieH nnog, 0 fonatok. B
nofioCcTb MaTKM BBEAlEH KaTeTep C MOCTOSAHHbIM TOKOM TENNOoro pacteopa PuH-
repa. lnoay B/M BBeieHO 25 Mr peHTaHuna, 1,5 Mr Tpakpuyma, 0,06 Mr atponu-
Ha. Xupypruyeckoe noco6ue nnogy: 1. FfactpouHTecTuHanbHbiM GubpoCKONom
BbINONHeHa pubpoaszodaroracTpockonus. CTPYKTYPHbIX MaTONOrWii NUWeBoaa
He BbifiBieHO. 2. Teneckonom Hopkins npon3BejeHa NlapuHroTpaxeockonus.
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Bxoj B ropTaHb TOUYEYHbIiA, BOKasbHbIE CKNafKM BbIpaXeHbl CNabo, Ha paccTos-
HUW 5 MM 061MTepaLus npocBeTa Tpaxen. MIHTpaonepayMoHHbIil fuarHos: ATpe-
319 FOPTaHMU 1 BepxHei TpeTu Tpaxeu. 3. YUuTbiBas HeonpeneneHHoCTb NpoTH-
XEHHOCTW CTeHO3a Tpaxeu, BbINONHEHA HUXHASA TpaxeocToMus. TpaxeocToma
chopmupoBaHa Ha Tpy6ke N22,5 Portex, npon3BefieHo ylIMBaHue onepaLuoHHOM
paHbl. 3BneyeH XUBoii LOHOWEHHBbI pe6eHok, Macca 3160 1, pocT 50 cM, oLleH-
Ka no wkane Anrap He Npon3BOAKUNACch BBUAY HAX0XKLeHNUsi pe6eHKa noj HapKo-
30M. 1o JaHHbIM OCMOTpa HeoHaToJI0ra COCTOSIHME HOBOPOXEHHOTO TAXENO0E,
06ycnoBieHo CMHAPOMOM AibixaTenbHbix paccTpoiicTs. KWC npu poxaeHuu: pH
7,28; nakTtat 1,8. Pe6eHok nepeBefeH Ha VBJ1 ¢c nepBOi MUHYTbI XXW3HU C NO-
Tpe6HOoCTbIo B kKucopoge (02) go 100%, nocne caHaLuii Tpaxeo6pOHXNaNbHOrO
nepeBa — Ao 35%. Yepes 22 yaca XM3HU NepeBeeH Ha caMoCToATeNbHOe fibl-
XaHue yepes TpaxeocToMy, 3aBUCUMOCTH OT KUCNIOPOAA HeT, No AaHHbiM KLLC
KOMMNEHCUpOBaHHOe cocTosHue. Mpu peHTreHorpaduu: Npu3Haku BHYTPUY-
TPO6HON NHEBMOHUM U TeMOLUHAMUYECKMX HApYLLEHUI B ManoM Kpyre KpoBOO-
6pawienus. Yepes 7 cyTok pebeHok nepeBefeH B OPUTH ATKb Cs. Bnagumupa
B CTa6GUIIbHO TAXXENOM COCTOSIHUM AN fanbHelilero HabnoAeHus U neYenns,
AblXaHWe CaMOCTOSTeNbHOE Yepes TpaxeocToMy. Pe6eHOK npofomkaeT Habnio-
JaTbCsA BpayaMu KJIMHMYECKOro rocnutans «/lanuHo» no noBojy aTpesuu Tpa-
xeun. PasBuTue cooTBETCTBYET BO3PACTY, HOCUTENb TpaxeocToMmsbl. B Bo3pacTe 2
neT rocnUTann3upoBaH 415 NOBTOPHO PEKOHCTPYKTUBHOM onepawuu.

Boiogbl. Mpoueaypa EXIT asnsetca aphekTMBHbIM METOAOM NPU UHTPaHa-
TanbHOW Koppekuuun BIP gbixaTenbHbIX NyTeit niofa, BbISBNIEHHbIX B NpeHa-
TaNbHOM Nepuoge.

KNUHWUYECKWUIA CNYYAN OCTPOI0 rTHOMHOIO
TUPEOUAMUTA, OCNIOXXHUBLUEroCcA MEAUACTUHUTOM
W ABYCTOPOHHUM NNEBPUTOM

ABTop:
FapmaHoBa AnuHa HukonaesHa
oMMy

HayuHbiii pykoBogUTE B!
MoHomapes Bayecnae MiBaHOBMY — A.M.H., npodeccop
omMrmy

THOMHbI TUpeoUAUT — 3aboneBaHue WMTOBKUAHOM Xenesbl BOCNaANTeNbHO-
ro xapakTepa, BCTpeyatouieecs y aeTeii 40CTaTo4yHO pefko. OfHOM n3 Hanbonee
YyacTbiX NPUYUH ABNAIOTCA 6aKkTepuanbHble MHPEKLNM, Bbl3BaHHbIE KOKKOBOI
¢dnopoi. MyTn pacnpocTpaHeHUs — reMaToreHHblii u nuMdoreHHbln. Bocnane-
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HUE MOXET 3aTparueathb YacTb [0/, BCIO AoJTt0 (Yalye NeByto) MM60 BCHO WHUTO-
BUAHYIO Xenesy.

MaymenTka C., 10 net 8 Mmecaues, noCTynunaa B Xxupypruyeckoe otaenenmne bY-
300 «O1KB» r. Omcka 04.06.2022 r. ¢ xanobaMu Ha 60511 B rope, NOBbILIEHUE
TemnepaTypbl Tena J0 BbICOKMUX Ludp. U3 aHamHesa: 6oneeT ¢ 29.05.2022. Mo-
nyyana neyeHue No NOBOAY OCTPOro pecnupaTopHoro 3abonebanus. 03.06.2022
B CBAI3N C YXYALWEHNEM cocTosiHUA nepeBefeHa B OJKB ¢ guarHosom: pnermo-
Ha Wwewu. B o6nacTu wewn no Bceil nepefHeit NOBEPXHOCTMU MAOTHbIW OTEK, NpU
nanbnauuu 6onesHeHHbld. OnokTyauns He onpegensieTca. Koxa ymepeHHo
runepemMupoBaHa.

YnbTpasByKoBas AMarHOCTMKA MATKMWIA TKaHeN Wweu nokasana HeoJHOpoS-
HYIO CTPYKTYPY, B NapeHXxuMe WHUTOBULHOW Xenedbl MHOXECTBEHHbIe reTepo-
9XOreHHble BkoyeHns. Y3 nneBpanbHbiX NOMOCTei NOKa3ano Hanumuue cBo-
GOLHOM XUAKOCTU TONLMHOI A0 4 MM.

MarHuTHO-pe3oHaHCHas ToMorpadus MArkux TKaHei 06nacTu Wen nokasana
yBE/MYeHMe pasMepoB WUTOBUAHON xenesbl (32x58x71 MM) ¢ ouaramu AecTpyk-
{1, U MHOXECTBEHHbBIMMU XWULKOCTHBIMU BK/tOUYEHNUAMM (7-40 MM), 0TEK MATKUX
TKaHei 1 nepeAHEro cpeaocTeHns 3a CYET BOCNANUTENbHbIX UBMEHEHMUA.

Ha ocHOBaHWMM Xanob, KANHWYECKOW KapTUHbI, AaHHbIX Na6opaTOPHbIX U
MHCTPYMEHTaNbHbIX MCC/ef0BaHUA BbICTAaB/IEH NpeABapUTENbHON JMarHos:
OcTpblii THOMHDI TUPEONANT. OCNOXHEHNS OCHOBHOrO: dnermoHa wen. Meana-
CTUHMT. [JBYCTOPOHHMIA NNEBPUT.

4.06.2022 66110 NPOBEAEHO ONepaTUBHOE JieYeHe — BCKPbITUE U OMOPOX-
HEeHUe THoliHMKa. M3 npeTpaxeanbHOro NpOCTPaHCTBA NOJ AABNEHUEM Bblje-
nunocb 6onbloe KonnyecTso (60 M) rycToro, CIMBKOOGPa3HOro, 310BOHHOIO
rHOs. HeckonbKo pa3Hoii BEIMYMHBI NONOCTHLIX 06pa3oBaHuUil B TKaHW NpaBoii
LONU XKenesbl COO6WAKTCS C MONOCTHbIO MpeTpaxeanbHOro NpPOCTPaHCTBA.
MpoBepeHa caHauus MHHEKLMOHHOrO ovara. MonocTy 3afpeHnpoBaHbl Maphe-
BO-pPE3UHOBbLIMM APEHAXaMM C TUNEPTOHUYECKUM PacTBOPOM.

Ha yeTBepTbie CyTKU NOCne onepauuu onepesensieTcs noBblWEHHOE cofep-
)XaHue YPOBHSA 06L1ero TPMAOATUPOHWUHA U YPOBHSA CBOOGOAHOI0 TUPOKCHUHA Chbl-
BOPOTKM KpoBu; MPT Ha BTOpble CYyTKKU GUKCMPOBana cTabuibHO YBEINYEHHYHO
WNATOBUAHYIO XXenesy HepaBHOMEPHOI CTPYKTYpbl, 0TMEYAEeTCA 3HaYMTENbHOE
YMEHbLIEHME XUAKOCTHbIX 06pa3oBaHUi.

[anbHeillwee neyeHne 3aK04anoch B aHTUGMOTUKOTEpPanum (CornacHo yys-
CTBUTENIBHOCTU MUKPOGAOpbI), NpueMe MHTEphepoHa, OpoLLeHUH 3eBa HU3N0-
NOTUYECKMM PacTBOPOM.

Mocnepyowme aHanu3bl U UCCNEAOBaHUS OTMEYanu 3HaYeHUs TOPMOHOB
WMTOBUAHOW Xenesbl B Npejenax HopMbl, yMeHbLIEHWe 06bemMa WUTOBUAHOM
XXenesbl O HOPMaJbHbIX 3HAYEHUI C NPU3HaKaMu YMEPEHHOIO MEeNKOo- U Kpyn-
HOcermMeHTapHoro ¢pu6po3HoOro npouecca.

MayneHTka BbinucaHa 20.06.2022 B yaoBNeTBOPUTENBHOM COCTOSHUM.
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CUHAPOM BEPAAOHA Y HOBOPOXXAEHHOIO

ABTOpbL:

FacanoB Kaman Anbpaposny,
MopTyran Monnna MuxaiinoeHa,
Bnagumupos UeaH Uropesuy,
Abacoga Lllapy3aT TemypoBHa,
Komnee ApTtemmii AnekcaHapoBuy

PHUAMY unm. H. M. Muporoea

HayuHbie pykoBogutenn:
Llymuxun Bacunuit CepreeBny — K.M.H., BOLEHT
PHUMY um. H. W. TTuporosa
Epoxuna Hapexpaa OneroBHa
OIKB um. H.®. dunatosa

CuHapom bBepaoHa (MeraumcTuc-MUKPOKOMOH-TUNONepuUcTanbTUYecKuit
CUHAPOM) — pepkoe TFeHeTMYECKoe 3aGoneBaHUe, XapaKTepusyioweecs
BPOXAEHHbIMU HapywWeHUAMU QYHKLMN XKeNY[0YHO-KMLWEYHOr0 TpakTa U Mo-
yeBoro nysbips. [posBnseTca B BUAE AMHAMUYECKON TOHKOKULLEYHOI HEnpo-
XOAUMOCTH, pe3ynbTaToM KOTOPOI ABNSETCA CUHAPOM Manbabcopbumu. Beugy
HapyweHuii GyHKLMK U MOPGONOTrMKN MOYEBOTO NY3bIPsi CTAHOBUTCSA HEBO3MOX-
HO ero caMoCTOATeNIbHOE ONOPOXHEHUE, YTO YBENUYMBAET PUCK Pa3BUTMA nep-
CUCTUPYIOLLE MHEKL MM MOYEBBIX NYTEN.

[leBoyka 0T MaTepu 27 neT, C OTATOLLEHHbIM aKYLEepPCKO-TMHEKONOrMYeCKUM
aHamHe3oM. OT 2 6epeMeHHOCTH, NTPOTEKABLLEN C XNaMUAM030M Ha 13 Hepene,
aHemuent u OPBW Bo 2/2, recTaynoHHbIM caxapHbiM auabeTom. Ha 28 Hepene
BbISIB/IEH Merauuctuc. 3anofo3peH cuHapomM bepaona. Poautenu 6binm ocee-
JOMJIEHbI O TAXECTM NOPOKa, MPUHANM PELIEHNE O NPONOHIUPOBaHUN GEPEMEH-
HocTU. lpeHaTanbHbIM KOHCMMYMOM PEKOMEH[0BaH nNepeBoj pebeHka B IIKb
uM. GunatoBa r. MOCKBbI Ha 1 CYTKU XU3HM.

OT 1 CpOYHbIX CaMOCTOATESIbHbIX POAOB, MHOFOBOAME, XPOHUYECKAs TUNOK-
cus, MeKoHeanbHble Bogbl. Mpu poxaenun: macca 3920 r, gnmHa 54 cm, Anrap
8/8. 3akpuyana cpasy. [locne poxaeHna yCTaHOBJIEH XeNYA0YUHbIA 30H 1 ype-
TpasibHbIA KaTeTep, N0 KOTOPOMY O4HOMOMEHTHO oTowWw N0 220 MJ1 CBETNOW MOYN.
HauaTa uHoy3noHHas Tepanus, nepesegeH B IKI'b umenn H.0. dunatosa.

Mpu NOCTyNNEHMM: COCTOSHNE TAXKEN0e, 06YCNIOBNEHO HAaMYNEM BPOXAeH-
HOro MOpOKa pa3BUTUS MOYENONOBOI CUCTEMBI (MEraLMCTIC), NEPUOAOM PaH-
Hell afanTauuu. bes 3HauMMbIX reMOJMHAMUYECKUX U PECnUpPaTOpPHbIX Hapy-
weHuini. )XMBOT yMepeHHO B3AYT, NpU Nanbnauuu MArkui, 6e360ne3HEeHHbI.
AyckynbTaTUBHO nepucTanbTuka Bsanas. Ctyna He 6bino, nocne NpoBefeHUs
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K/IM3Mbl — MEKOHWanbHbliA. M0 Xenyao4HOMY 30HAY FyCTOE CBeTIoe OTAense-
moe. Moya OTXOAMT MO ypeTpanbHOMY KaTeTepy, MaKporeMaTypus.

MppI/IFOCKOI'IMFII MUKPOKOJIOH: pe3KO CYXeH AuamMmeTp TOJICTON KULLKH, ray-
CTpauna He onpepensaeTcsd, KOHTpacTUpoBaHble nNeTnu MOAB3A0WHON KULLKK
CY>XXEHbl.

PeHTreHKOHTPaCcTHOE UCCNef0BaHNe: pasMepbl XenyfKa pes3ko yBenanye-
Hbl, KOHTYp HEYETKMI, HEPOBHbIA, CTEHKN YNIOWEHbI, 3BaKyaLus pesko 3a-
MefNeHHa.

Ha 12 CYTKW XW3HU BbINMOJIHEHO ONepaTuBHOE BMeLLaTe/1IbCTBO: N1E0CTOMMUS,
racTpocTtomMusa, LNCTOCTOMUA, B3ATA NO3TaXHaA omoncusa CTeHOK KUWKKU. UH-
TpaonepaunoHHO: neTnu TOHKOIA KULWKK BANblE, anepecTtanbTuU4Hble, OTMEYaeT-
CA CyXeHune MOAB3JO0WHON KULWIKK, TONCTasA KULWKA CyXeHa Ha BCeM npoTaxe-
HWUW, HE NepUCTanbTnpyerT.

Mo pe3ynbrataM ruCTonornyeckoro uccnefoBaHna otMeyaroTca }J,VICTpOd)VI-
Yeckune nsMeHeHUa B MbllLEYHbIX CNOAX CTEHKKN KULLIEeYHUKa.

nOCJ'IeOI'IEpaLWIOHHbIVI nepuop npotekan rnapgko, naccax no KUWeyHUukKy
yﬂ,OBHETBopMTEJ’IbeIVI, TpOd)I/Il-IECKOE nuTaHme c 5 CYTOK. Moua oTxoAuT No yu-
CTOCTOME.

Ha 21 cyTKM XXU3HU YyCTaHOBJIEH BHYTPUBEHHbII TYHHEIMPOBAHHbIN KaTeTep,
ANA LANTENbHOTO NapeHTepanbHOro NUTaHUS.

Ha oCHOBaHWUU AaHHbIX NMPeHaTaNbHO AUArHOCTUKMN, KTMHUYECKOH KapTUHbI,
pesynbTaToOB MHCTPYMEHTAaNbHbIX 06CNej0BaHUi, MHTPaonepaLuoHHON KapTu-
Hbl, A@HHbIX TMCTONOMMYECKOr0 UCCeA0BaHUA y pe6eHKa He Bbi3biBaeT COMHe-
HWii AuarHos cuHapoM beppioHa. B nocnefcTBUM NOATBEPKAEH FEHETUYECKM.

Cunapom bepfioHa — KpaiiHe peikoe 3ab6oneBaHNe C TAXeNOol columnanbHoM
afanTayuei, Tpebytowee MynbTUAUCLMNNIMHAPHOIO NOAX0AA XMPYPrOB, racTpo-
3HTeponoroB., yponoroB. CBOeBpeMeHHOE BbiBNIEHWE 3a60NeBaHNs, akTUBHaSA
XMPypruyeckas TakTMKa, HanpaBfieHHasa Ha afileKBaTHY AeKOMMNPEeCCuio Moye-
BblX NyTeld U BOCCTAHOBNEHUS MPOXOLUMOCTH XENYAOYHO-KULIEYHOrO TpaKTa
NO3BONAET B 3HAUUTENbHOW CTENEHN YNYYLINTL KAYECTBO XKWU3HM 3TUX NaLUEH-
TOB 10 Pa3BUTUA TAXKENbIX OCIOXHEHUN.

141



[aazoBckue YTeHusa. 2022. Cekums «[leTckast xupyprusa»

AWATHOCTUKA U NEYEHUE KUCTO3HOI0 ObPA30BAHMUA
BPIOLIHON NONIOCTU Y HOBOPO)XXAEHHOI O PEBEHKA.

ABTOpbL:

KomneB ApTeMuit AneKcaHppoBmy,
MapdeHor Muxann Cepreeeny,
TpuwkuH Anekcauap AHapeeBny,
FapHoBckaa Codus AneKcaHApoBHa,
Facanos Kaman Anbpaposny

PHUMY »m H.W. Muporosa

HayuHbie pykoBognTeu:

Xanagos Pawnpg BaxugoBu4 — K.M.H.
Kopuaruna Hatanbs CepreeBHa
ATKB um. H.®. dunaTosa

KncTo3Hble 06pa3oBaHuUs GPHOWHONA NONOCTW — MONU3TUONOTMYECKas NaTo-
norus, oTnuyarwLieeasca pasHoobpasHoii nokanusauyueir, Mopdonornyeckoii
CTPYKTYPOW 1 XapakTepuayrlascsa BapuabenbHOCTbIO KNMHUYECKMX NposBe-
HWiA, TpebytoLasnX pasnNYHO TaKTUKKN TEYEHUS.

B npescTaBneHHOM Npumepe paccMaTpuBaeTCs KWHUYECKUE cnyyaii yaa-
NIEHNUS KUCTbI BPIOLIHOI MONOCTM — KACTA NOJXKENYA0UHON XKenesbl.

AHTeHaTanbHO, Ha 32 Hegene, npu Y3U 6bin0 BbiIBEHO 06beMHOe 06pa-
30BaHMe GPOWHON NONOCTH, NPEANONOXUTENbHBIA AnarHo3: [aynnankaLuoH-
Has KuUcTa xenyaka?. PebeHoK poauncs B cpok. Ha BTOpble CYTKM XWU3HU ANs
NanbHeillwero o6cnenoBaHus U nedeHns pebeHok nepeseneH B AFKb umenn
H.®. dunarosa.

Mpu ocMoTpe cocTosHWE pebBeHKa CpefHeli TSXecTu, He 6Gecrnokoutcs,
KOpM/eHMe ycBauBaeT, nanbnaTopHO 06beMHble 06pa3oBaHWUs Heonpepe-
nstotes. NpuynbTpasBykoBOM uccnegosanuu Y3W GptowwHoit nonoctu (Y3MK):
NOJKeNyAoYHan Xenesa: KOHTYpbl YeTKWUe, pOBHble, He yBennyeHa. MNapeH-
XWMa cpefiHeil 9XOreHHOCTH, OfHOPOAHAs. [lononHuTeNbHbie 06pa3oBaHus B
CTPYKTYpe NoAXenyfouHOI Xenesbl He onpefensatoTca. Mexay XBoOCTOM noj-
XenyaouyHoM xenesbl, CeNe38HKOIM M CTEHKOWN Xenyfka onpeaensietca oKpy-
rnas axoHeraTtuBHasa aBackynapHasa cTpyktypa 30x36 MMm. Ha KomnbtoTepHoii
TOMOrpauu GploWHON MONOCTU MEXAY XeNnyaKoM, Cene3eHkoil U XBOCTOM
NOJXeNnyA0uHON Xenesbl onNpefensieTcs JONONHUTENbHOE OKpYrnoe o6paso-
BaHue, paamepamu 33x34x28 MM ¢ ToHKoM cTeHKol. Ha Mpu Y3U 6ptoluHoi no-
NOCTM NPU HANOMHEHUMN XeNyaKa MUAKOCTbIO XeNyfKa KUCTa TECHO MPUNEXMUT
K Xenyaky, XBOCTYyOM NOAXEeNyL0YHOW Xenesbl, cenesérke.oir. KoHTypbl eé
pOBHbIe, YETKME, CTEHKA TOHKas, onpefenserca nepudepnyeckuin KpPOBOTOK,
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B NPOCBETE HEMHOTO B3BeCU. Paamepbl 06pa30BaHUs HE YBEJIMYUIUCH, OTHO-
cuTensHo nepeoro Y3MW.

Pe6eHKy, Ha OCHOBaHWN aHaMHe3a, 06C/IeJ0BaHNA BbICTABJIEH NpejBapH-
TEeNbHbI fMarHo3: KUCTO3HOE 06pa3oBaHWe GPIOWHON NONOCTH, JyNAnKaLu-
OHHas KUCTa Xenyaka? BbINoNHEHO onepaTUBHOE NleyeHUe NnanapocKonuye-
CKUM cnoco6oM. MHTpaonepaLnoHHO onpeaensieTcs KUCTO3HOe 06pa3oBaHue
C NMPO3payHbiM 6eCLBETHbIM COAEPXUMbIM, pasMepaMn 40 3 CM. C TOHKUMU
CTEHKaMu, Npuiexawas uek Xenyaky, 60n1bwoMy canbHUKY U XBOCTY NoJxe-
NyROoYHOIA Xenesbl. C NOMOLLbIO 9NEKTPOKOArynaLumM KucTa MobuinsoBaHa us
OKpYXalowmnx TKaHeii. CofepXMMoe KUCTbl 9BaKYMpOBaHO, 06010YKM KUCTbI
yAaneHbl U3 6ploLWHOI nonocT. MakponpenapaTt OTNpPaB/eH Ha TMCTONOrMYe-
CKOe UccnepoBaHme.

Mo pesynbTaTam rMCTONOrMYECKOrO UCCNef0BaHMs Mopdonoruyeckas Kap-
TWHA XapakTepHa /15 Me30TeN1anbHOi KUCTbI C reTepoTONNel TKaHU Mo Xeny-
LOYHOI Xenesbl B CTEHKY.

B nocneonepaunoOHHOM Nepuoje B Te€YeHUM 1-X CYTOK pe6eHOK Haxoaun-
CA B OTAENIeHUU peaHUMaL U U UHTEHCUBHOI Tepanuu. MNocneonepaunoHHbIN
nepuog nNpoTekan rnagko u COOTBETCTBOBAJ TAXECTU ONEPATUBHOIO BMeLLa-
TenbcTBa. Ha 5 nocneonepaymoHHble CYyTKU BbINMCaH B YL0BNETBOPUTENbHOM
COCTOSIHUM.

[JaHHblii KNUHUYECKNIA cnyyail AeMOHCTPUPYET CNOXHOCTb guddepeHuu-
anbHOI LUArHOCTUKN KMCTO3HbIX 06pa3oBaHNi GPIOLLHON MONOCTK, TaK KaK HY
PEHTIEHONOrMYECKME, HU YIbTPA3BYKOBble METOAbI 06CNe0BaHUA, HU Jaxe
WHTpaonepaLuoHHas KapTMHa He NO3BOMWAW MOCTABUTb OKOHYATENbHbIA AU-
arHo3, KOTopblil 6bIn YCTaHOBNEH TONbKO MO pe3yibTaTaM rMCTONOrMYECKOro
nccnepoBaHus.
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KNMHUYECKNIA CNYYAN JUATHOCTUKK
W OMEPATUBHOI0 YAANEHUA NNEKCUGOPMHOW
HEUPO®UBPOMbI HAPY)XXHbIX FEHUTAJIUNA
W NMPOMEXHOCTWU Y AIEBOYKH

ABTop:
KocTiouenko AnuHa CepreeBHa
oMMy

Hayy4Hbi11 pykoBoguTE L.
Mucknakoe AHapeii BanepbeBuy — A.M.H., npodeccop
BY300 "04KB"

HeiipopubpomaTos (HD) — aTo reHeTMyeckoe 3aboneBaHue, Bbi3biBaoLee
MHOXECTBEHHbIE OMYXONN TKAHEN LeHTPaNbHON U nepudepuyeckoin HepBHOM
cuctembl. H® 1 Tna umeeT Han6onbLiee pacnpocTpaHeHue.

leHuTanbHblil HO 1 ABNsieTCA pefikuM BapnaHToM. Y ileBoYek Hanbonee va-
CTO nopaxaeTca ByNbea. OnucaHbl NopaXeHUs MaTku, AMYHUKOB, BRarannia,
KAuTopa 1 60/blUNX MONOBBIX Ty6.

OnucaHne NauneHTKu:

HeBouka LL.(11 net) 2.04.2018 nnaHoBO MOCTYNMAA B LIEHTP NaTONOrMM Ta30-
BbIX OPraHOB KNMHUKW AETCKOM xupypruu Ha 6ase bY3 00 «0[1Kb» ¢ xxano6amu
Ha Hannyue 06bEMHOro 06pa3oBaHNs B 0611aCTU HAPYXHbIX NOJIOBbIX OPraHOB
1 neBoii Aroguubl. AHaMHes: 0KoNo 1 rofa Hasag, yaapunacb NPOMEXHOCTbLHO, B
MecTe yaapa nosiBMNOCh ONyX0NeBUAHOE 06pa3oBaHme, yBenmumBLLeecs B 06b-
eme. B neka6pe 2017 roga rocnutanusmpoBaHa B [[1IKb N23 ¢ nogo3peHnemM Ha
napanpokTuT. XXanoBanacb Ha 60711 B NPOMEXHOCTU. BbINONHEH pa3pes MArknx
TKaHeW, FTHOii He MoJTyYeH.

fMcTonormyeckoe 3aknYeHue: arpeccuBHas aHrmoMmMKcoma.

06beKTUBHO: Ha TynoBule, BEPXHUX, HIKHUX KOHEYHOCTAX OTMevaloTcs
MHOXECTBEHHbIE MUIMEHTHbIE NATHA LiBETa «KO(Ee C MOIOKOM» PasfnyHbIX pas-
MepoB.

Status genitalis: OTMeuaeTcs acummeTpus 60MbLUMX NOMOBbLIX Ty6 3a CYeT
yBEeWUYeHNa NeBoN, B TOJLLE KOTOPOI C NepexofoM B NeByto Aroguuy onpefe-
nseTca TecToBaToli KOHCUCTEHLUM 06bEMHOE 06pasoBaHue okono 08x15 cwm,
cnerka 60se3HeHHoe Npu nanbnauum.

Y3 npomexHocTu: Msirkue TKaHW nepuaHanbHoOi obnactu, 60nblwoi no-
N0BOJi ry6bl cneBa NpeAcTaB/eHbl TKaHbO, MMEKOLLEN MOBbIWEHHYK 3XOMO0T-
HOCTb, MHOXECTBEHHbIE MeNKIUe FUMo3XoreHHble BKYerus. Mpu gonnnepos-
CKOM KapTUpOBaHWUN KPOBOTOK B HEll He BU3yanusupyeTcs.
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MynbTucnupanbHas KOMNblOTepHas TOMorpadus Manoro Tasa ¢ BHyTPUBEH-
HbIM ycuneHumeM: B neBoil NonoBMHE NPOMEXHOCTH, B HUXHUX OTAEnax neson
ArOANYHOI 06nacTu, neBoii 60MbILOA NONOBON rybe onpepensieTcs obpasoBa-
HUEe B BUAE MHOXECTBEHHbIX MATKOTKAHHbIX YY4aCTKOB YNNOTHEHMA, CANBatO-
WMXCA Mexay co60il, pa3nnyHoil NNOTHOCTU, NPUMbIKAKOWMX K MeManbHOMY
Kpato neBOW BHYTPeHHeli 3anupaTenbHOli MblLLbl, YaCTUYHO pacnpocTpaHsio-
Leecs Ha NpaBy NONOBUHY MPOMEXHOCTH. B XXMpOBOIi KneTyaTke ArofU4HOM
06N1acTu pacxofATcs U3BUTbIE, AUXOTOMUYECKU AeNALMUEcs TAXU TONLLUHOI
3-9 mMM. Mpn KOHTpacTMPOBAHWUM OTMEYAETCA HEOOJbLIOE HAKOMMNEHUE KOH-
TpacTa B 0OTCpoYeHHYto hasy fo 40-45ep,.

OnepaTuBHOe nedyeHue — yaanenue onyxonu (06.04.2018 r). Onyxonb He
“Mena Kancyny, oT NMOAKOXHO-XWPOBOIi kneTtyaTkn auddepeHumpoBanach C
TPyAoM. B BepxHei yacTu npopacTana JIeByl0 HOXKY KJIMTOPa, 3aHMMana BCio
6onblyio nonosyto ry6y. B MepamnanbHoii yacT onyxonb TECHO npunexana K
MbILLEYHOI CTEHKE HUXHEI TPeTH BNaranuwa, cnusnctas 060104Kka MHTaKTHa.
B popcanbHoi YacTu MefnanbHas NOBEPXHOCTb OMYXO0JIM NpopacTana MblllLibl
Ta30BOr0 AHa, NIeBY0 NONOBUHY HapYXHOTo CHUHKTEPA, MbILIEYHYI 060/104KY
NpAMOIi KNWKK Ha naowagu okono 1cm3, cnusncras 060104ka MHTaKTHa. BBepx
OnyXonb pacnpocTpaHanach A0 ypOBHA S3 N0O3BOHKA, KOHTAKTUPYA C HEpBaMU 1
cocynamu Manoro tasa. Onyxonb BbifiesieHa OCTPbIM NYTEM W yaaneHa.

MMcTonornyeckoe uccnegoBanue: Mophonorus nnekcupopmMHoit Heiipodu-
OpoMbl.

3akntoynTenbHblii guarHos: Heipopuopomatos | tuna. MnekcudpopmHas
Hellpo-hubpoMa NPOMEXHOCTHU.

Yepes 6 MecsaLeB 1 2 rofa nocJie onepauum npu3Hakos MeCTHOro peLuanBa
ONyXONM Her.

3aKnyeHue.

MnekcudopMHas HelipopUopomMa NPOMEXHOCTU Y AeTell ABNSETCS pefKon
natonoruei, TpebyroLieil CBOEBPEMEHHO ANAarHOCTUKM.

OCHOBHOI# METOA JieYeHns HeidpoPuOpPoOM GONblUMX Pa3MEpPOB — XUPYPru-
yeckuii. lMepupekTanbHas U reHnTanbHasa nokanusayus obpasoBaHuit Tpedyert
GopmMmpoBaHMa MyNbTUAMCLUNAMHAPHON ONepaTUBHON 6puUragbl.
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AYTOAEPMOMNACTUKA KOXHO- MbILLEYHO-
®ACLIUAJIbHBIM JIOCKYTOM HA LUEE B KOMBUHALIUU
C OTKPbITON NAPUHTOTPAXEOMN/IACTUKOW AYTOPEEPOM
C 0O®OPMJIEHMEM TPAXEO®UCCYPbI Y MALIMEHTA
C 9NIEKTPOTPABMOJA.

ABTop:
MupoHoBa AnHa PycnaHoBHa
MMIMY nm.CeyeHosa

Hayy4Hbisi pykoBoAUTE B!
Mpsauukos MNasen iMUTpHEBUY — K.M.H
PIKE M3 PO

Oxor — 3To TpaBMa BC/e[iICTBUE BbICOKOTEMMEPATYPHOro, XMMUYECKOTO,
3NeKTPUYECKOTrO UK PaiuaLlMoHHOr0 BO3AEHCTBMSA Ha TeN0, KOTOPOe NOBPeX-
JaeT KOXY W NoAnexaliue TKaHu.

MaToreHeTUYECKM NPU 0XOrax NPOUCXOANT AeHaTypaLus 6enka, YTo crnocob-
CTBYET PasBUTMIO KOArynsiMOHHOrO HEKPO3a. YCNOBUS TUNepKoarynsaymum v ga-
3ocnasma npuBOAAT K runonepdysny TKaHW BOKPYr HEKPO3a, YTo cnoco6CeTBy-
€T pacliupeHuto o6nacTi nopaxexus. HapyweHue anuaepManbHoro 6apbepa
NPUBOANT K BO3MOXHOMY 6aKTepuasbHOMY 3apakeHUto, NoTepU XUAKOCTU U
3NeKTPO/IMTOB, @ TAK)Xe HapYLWeH!o TEPMOPErynaLum.

B npuBeIeHHOM HUXE KNMHNYECKOM Ha6/1l0jeHUM NaLueHTy 6bin NOCTaBeH
JMarHos:

NH@MUMPOBaHHBIN 0XOr NIaMeHEM BOSIbTOBOW AYrn 2—-3 CTENEHN NNLa, WeN,
nepeaHen MOBEPXHOCTU OPIOWHONA CTEHKM, BEPXHUX U HUXKHUX KOHEYHOCTEMN,
S=12% noBepxHoCTK Tena.

AHamHe3 3aboneBaHusa: nauueHT X. 16 neT Nonyymn dN1eKTPOTPaBMy, OXOr
nnameHem BonbToBOM fyrn 01.06.2020 roga, Korga HacCTynuA Ha OrOJIEHHbIA
BbICOKOBO/IbTHbIA NPOBOA. MepBas nomollb Gblna 0KasaHa NO MECTY XUTeNb-
ctBa. 15.06. nayneHT nepesegeH B 9 [AIKB um. IH. CnepaHckoro. B oxorosoii
paHe Ha NOBEPXHOCTY LWewn 06palyano Ha ce6s BHUMaHNE AHO, NpeACTaB/IEHHOE
HEKPOTU3MPOBAHHbIMU TPYAUHOWMUTOBULHON WU NEBON TPYAUHHO- COCLEBUA-
HbIMK MbllILaMu. B xone fanbHeiilero o6cneaosanusa nauventa 30.06. 6bina
nposefeHa GUOPONapMHroTpaxeockonus, rae 6bino YyCTAHOBNEHO CKBO3HOE
NoBpeXAeHUe ropTaHu, NPOAOSbHbINA NepesioM WMTOBUMAHOIO XpAlla co CMme-
LieHWeM U paspyleHue WWUTONEPCTHEBMAHOIO OTAena C nepexogoMm Ha 1-2
nonykonbua Tpaxeu. Mpu ocmotpe JIOP- Bpayom 20.07 guarHos naymeHTa 6bin
CKOPPEKTUPOBAH: 0XOr NjiaMmeHeM BOJIbTOBOM yrn 2—3 CTENEHN LWeun, XOHLPO-
MEePUXOHAPUT WMTOBUAHOIO XPsLLa, MOCTOXOrOBbI CKBO3HOI AeheKT ropTaHu
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Ha ypoBHE WMUTOBUAHOIO N NePCTHEBNAHOTO xpﬂm,eﬁ C nepexonoM Ha BerHVIl7I
oTAeNn Tpaxeun Cc IM3NCOM KapKaca.

OnepatuBHoe nevenue: 30.07 Ha 6ase 1-ro oxorosoro otaeneHue Orkb 9
uM. I.H. CnepaHckoro 6biia BbIMOJIHEHA onepauus — ayTogepMonnacTuka no-
CTNOWHBIM KOXHO- MbIWEYHO- GacLuanbHbIM NOCKYTOM Ha COCYAUCTOR HOXKE
(m. pectoralis major) Ha wee. OTKpbITas TapMHroTpaxeonaacTuka aytope6pom.
OdopmneHue Tpaxeoduccypbol.

B cocTaB onepauuoHHOI 6Gpuragbl BOWAKW Bpayn: AETCKUA XMPYPT, A.M.H.,
npo@., Pbi6YoHOK. B.B., Bpay-0TOPMHONAPUHIONOT, K.M.H, [1psiHnkoB M. 1., Ae TCKuiA
XMpypr, K.M.H. KopeHbkoBa C.C., YenioCTHO-nuueBoi xupypr fainbagynuHa A.A.,
Bpay-aHecTesnonor MnotHukos H.A., Bpay-oTopuHonapuuronor fstnosa B.E.

Onepauusa Bkvyana B ce6s HeCKONbKo 3aTanoB. [epBbii: ayTogepmonna-
cTuka gedekta nepemMeLLEHHbIM MOCAORHBIM KOXHO- acLimanbHO- MbILWEYHbIM
TpaHcnnaHTaTtoM m. pectoralis major. BTopoii: 0TKpbITas napuMHroTpaxeonna-
CTUKa ayTopebpoM, oopmneHne Tpaxeopuccypol.

CnycTa 2 mecsua nocne onepaTMBHONO NeYeHUs 0OTMeYaeTCs CToiKas nono-
XUTENbHAasA AWHAMUKA: KOXHO- (hacLManbHO- MbIlIeYHblii TpaHCcnnaHTaT npu-
XUNCA, NPOCBET rOpPTAHOTPaXeanbHOro OTAEeNa C YCTaHOBNEHHOW T-Tpy6KOid
cBO6O/EH.

Taknum 06pa3oMm, faHHbI# KNNHUYECKNiA NpuMep AeMOHCTpupyeT apdekTnBs-
HOCTb COBMECTHOW paboTbl Bpayeii CMeXHbIX CNEeLNanbHOCTEN, @ TaKXe TEXHU-
Ky BEJleHUS NaLUeHTOB C COYeTaHHbIM 0XXOroBbIM NOPaXeHnem MATKNUX TKaHen
Wweu u rny6xenexawmx xpsaweBbix CTPYKTYP FOPTaHN 1 Tpaxeu.

KOPPEKLNA ABYCTBOPYATOIO AOPTAJIbHOI'O KJTAMAHA
METO/JJOM O3AKHU

ABTOpSbI:

O3eposa ExatepuHa CepreeBHa,
Xynaposa Kaponuna MapaToBHa

PHUMY nm H.W. Muporosa

HayuHbivi pykoBogmnTenb:
PycunoBa [luHa CepreeBHa — K.M.H., loueHT
PHUMY um. H. U. Muporosa

AKTyanbHOCTb.

[lBycTBOpYaTbIit aopTanbHblit kKnanaH (JAK) — Haubonee 4yacTo BCTpeya-
eMblii BPOX/EHHbI NOPOK KNanaHHOro annaparta cepAua, 06HapyXuBaeMbli
B 2% BCeX ayTOMNCHIi, reHETUYECKU AEeTEPMUHUPOBAHHDbIKA (ayTOCOMHO-AOMMU-
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HAHTHbIA TUN HACNeA0BaHUA C HEMOMHOM NEHETPAHTHOCTbIO), CoYeTalLuiica
C ApYrMMN NaToNOrMAMM CEpALA U aopTONaTUAMM (Yalle BCEro BbiABAETCA
CTEeH03/Hej0CTaTOYHOCTb a0PTaNbHOIO KNanaHa, aHeBpu3Ma aopTbl, KOApKTa-
LS a0pThl).

Lenb.

B apceHane Xupypruyeckoro neyeHus nNpu reMOAWHAMUYECKW 3HAYMMOMN
natonorun JAK npucyTcTBYIOT: 6annoHHast aopTanbHas BasnbBYNONNacTHUKa,
npoTe3anpoBaHUe KNnanaHa MexaHUYecKUMMU U BMONOTMYEeCcKM NpoTesamu, pas-
NUYHbIE BUIbI NNAaCTUYECKUX PEKOHCTPYKTUBHbIX OnepaLuil Ha aopTanbHOM
knanaHe. Kaxaas MeToAauka MMeeT CBOM MPOTMBOMOKA3aHMA U HeJOoCTaTKU.
CywecTByIOT anbTepHaTUBHbIE METOAbI KOppekuuu — onepauus Pocca — uc-
noNnb3oBaHKe NeroyHoro aytorpapTa Ha Mecto AK u romorpadta Ha MecTo ne-
FOYHOTrO KJlanaHa, YTo fABAseTcA TPYLHONCNOAHUMOI U TEXHUYECKU HEMPOCTOA
onepauwmeii. U B 2011r. 03aku coo6LWKUA 0 CBOEI METOMKE HEOKYCMAANM3aL UK
aopTanbHoro knanaHa (AK), 7.e. npoteaupoBaHue cTBopok AK npu nomotuu 0,6%
rnyTapanbgerng 06pa6oTaHHOro aytonepukapna, C UCnosb3oBaHMEM Cheun-
anbHbIX WABIOHOB.

KnuHuyeckuii cnyvai.

MauueHT A., 0T 2-0/1 6epeMeHHOCTH, 1-X CaMOCTOATENbHbIX, CPOYHbIX POAOB.
C poX[eHnst yCTaHOBNEH BPOXAEHHbI NOpoK cepaua. Mepuog agantauuu 6es
ocobeHHocTel. PaHHee pa3BuTUe cornacHo Bo3pacTy. Manbumk Habnogancs
y Kapauonora u neguaTtpa no MecTy XuTenbcTsa. 1o HacToAHMIO Kapguonora
Oblna NpeAnoXeHa NnaHoBas rocnuMTanusaums B KapauMoXmpypruyeckoe otae-
neHne MOHUKW pns oueHKU COCTOAHMUS, OoNpefeNieHns ganbHewmii TakTUKu.
YcTaHOBNEHO nporpeccupytowan HegoctatoyHocTb AK, yxyaweHuwe camouys-
CTBMSA NauueHTa. B cBA3U C YeM NPUHATO pelleHne 0 XMPYpruyeckon Koppek-
uuu knanaHa. [lnarHos nepep nposefeHnemM onepauuu — «BINC — BpoxAEHHbIN
MOpOK aopTanbHOro knanaHa. HegoctatouyHocTb AK 3 cTenenun. JAK. YmepeH-
HOe MOCTCTEHOTUYECKOE pacluMpeHne KOPHA aopTbl. YMePEHHbIA aopTanbHbIi
cTeHo3. HK 2A ct. Il ®K no Ross». B BospacTe 9 ner, 18.02.2022 roga, nnaHoBO
npoonepupoBaH B MOHWUKW — Heokycnupanusauua aoptanbHOro KfianaHa no
03aKu B yCNOBUAX UCKYCCTBEHHOTO KPOBOOGPALLEHUA MO CTaHLapPTU3MPOBAH-
HoVi MeTogMKe. ITOT cnocob koppekuun AK B MOCKOBCKOM perMoHe Ucnonb3o-
Bancs Bnepsble. [locneonepayoHHbIi Nepuoj NpoTekan yao0BAeTBOPUTENbHO.
Ha 3xo-KI ot 24.02.2022 r. peructpupyetca yo0BNeTBOpUTENbHAsA KoanTauus
CTBOPOK HE0A0PTaNbHOrO KJjlanaHa, He orpaHUu4yeHHas noABUXHOCTb CTBOPOK,
MOSIHOe pacKpbiTUe, MMHUManbHas peryprutauus, N'CL nukoBbll 9 MM.pT.CT.
IMpu oueHke cpeAHeOTAANEHHbIX Pe3yibTaToB OnepaTMBHOIO BMeLLAaTeNbCTBa,
ycTaHoBJIeHa yA,0BNETBOPUTENbHAA KOanTaLmsa CTBOPOK HE0aopTanbHOro Kna-
naHa, yLoB/NeTBOPUTENbHbIA MaKCUMalbHbIA rpagueHT 16-17 MM.pT.CT., peryp-
rutaums 1,5-2 cteneHu, HesHaunTeNIbHOe paclMpeHmne BOCX0AALLei aopThbl, 4TO
CUMUTaeTCA XOPOLIKUM NocneonepaLtuoHHbIM pe3ysibTaToM.
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BbiBog,.

[JaHHbIN KNUHUYECKKiA cnyyan eMOHCTPUPYET pefKyo MeTOAMKY Koppek-
uum nopoka AK. Ucnonb3oBaHue ayTonepukapaa uMeeT psj NpenMyLLecTs, HO
eCTb W HeJOCTaTKU — HEeT JaHHblX 0 AOATOCPOYHbIX NocnecTBuMax. AopTanb-
HbI KNanaH 3aHWMaeT aHaTOMUYECKN U GYHKLMOHANbHO LIeHTpanbHoe MecTo
B Cepjle, YTo ANKTYET NPaBuIo ANa KapANOXMPYPrumn, HaiTh Takon MeTog, Ko-
TOpbIA CMOXET 06ecneynTb CTOMKOCTb KNanaHHOro annapaTa K BbICOKUM Ha-
rpyskam, 0CBO60ANTb NAaLUEHTOB OT PeoNepaLymu U NOBbICUTb KAYECTBO XMU3HMU.

XWPYPTUYECKOE JIEYEHUE KULLEYHOM
HEMPOXOAMMOCTHU Y HOBOPOXX/AEHHOIO
C HENPOBJIACTOMOW 3ABPIOLUIMHHOIO MPOCTPAHCTBA

ABTOpbI:

Maenosa [lapbsa HukonaesHa,
Moptyran Monuna Muxaiinoexa,
MponneTtkuHa KpuctuHa [iIMutpuesHa,
LapunoBa CyranaHa AHBapoBHa,
UBaHoB AHppeii AneKcaHapoBuY

PHUAMY nm H.M. Muporosa

Hayy4Hbiii pykoBoanTesib:
LymunxuH Bacunnii CepreeBuY — K.M.H., LOLEHT
OTKB nm H.O. ®unatosa

JleBouKa, pogunacb ecTecTBeHHbIM nyTeM Ha 37 Hepene rectauuun. Cpa-
3y Nocne poXAeHUs 06HapyXeHbl MPU3HaKK AUCHYHKLMM Ta30BbIX OPraHOB U
CHUXEHUS MbILLEYHOTrO TOHYCA B HUXHUX KOHEYHOCTSX, B CBA3M C YeM obere-
LOBaHa — BbiiBNeHa Heilpo6nacToma 3a6pIOLLNHHOIO NPOCTPAHCTBA Ha YPOBHE
Th11-S1 no3BoHkoB. B Bo3pacTe 1 Mecsia 6biN0 BbIMOAHEHO XMPYPruyeckoe
ynaneHue onyxonu. Ha 9 n/o cyTku cTanu HapacTaTb MapKepbl BOCManeHus,
NpU3HaKuU napesa KUWeYHMKa W OCTPOil NOYEeUYHOW HeLOoCTaTOYHOCTH, NoTpe-
6oBaBLUIe NPOBESEHNA 3aMECTUTENbHON NOYEYHOI Tepanuu. YuuTbiBas Kiu-
HWKO-NabopaTopPHbIE JaHHbIe, HENb3s BbIN0 UCKIOYNTL NephopaLMio KULWIKK, B
cBA3n ¢ yeM B Bo3pacTe 1 Mecsaua 10 gHeii geBoyka 6bina nepesefeHa B [JIKb
uMm H.®. dunatosa.

Mpu nocTyniieHUn — BblpaXKeHHbI 0TeuHbli cuHgpoM, Sp02 91%, AJl 90/40,
KapAWOTOHMYeCKan NOLJEPXKa JONaMUHOM M fobyTaMUHOM. Haxogunach Ha
WBN ¢ ppakuymeit kncnopoga 75%. Anypus, OMM KDIGO llI, 6bina HayaTa npoue-
Aypa BeHO-BEHO3HOro remogmnanu3aa. Mo pesynbtatam Y3U OBIT — netnu ToHKoM
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KMLKKN C YTONIWEHHbIMU CTEHKaMM, NepucTanbTuka He BbipaXKeHa, cBO60AHan
XWAKOCTb B 6ptowHoi nosoctu. CPB 43,9 mr/n, NMKT 35,5 Hr/mn.

Mocne npefonepayMoOHHOI NOATOTOBKM AeBOYKE 6blsia BbIMONHEHA Nanapo-
TOMUS — NPU BCKPbLITUN GPIOLIHON NONOCTU BbIAENIMNOCh MYTHOE COAEPXUMOE
C KaJioM 1 3710BOHHbIM 3anaxoM. B nonepeyHoi 060j04HOI KuLIKe 06Hapyxe-
Ha nepdopayusa go 0,5 cm, BbiSiBNEH abcLecc 3a6piOLMHHONO NPOCTPaHCTBA,
MHUNBTPAT, COCTOALWMIA U3 NEeTeNlb TOHKOM U HUCXOASALLEH 060404HOI KULIKK
C yyacTKaMu Hekpo3sa. BbinonHeHo ywuBavue nepdopauun TONCTOR KULIKK,
peseKkums yyacTka TOHKOW KUWKKU ¢ GOpPMUpPOBaHUEM pa3feNibHON eHO-une-
ocToMbl. CocTosiHME B NOCeonepaLnoHHOM NEpPUOAE 0CTaBaNoCh TAXKENbIM,
06yC/IOBIEHHbIM 06bEMOM NPOBELEHHOr0 ONEPAaTUBHOrO BMELLATENbCTBA, Te-
yeHneMm cenTuyeckoro npouecca. Ha 3 n/o cyTkn No fApeHaxy U3 nonocTn mMa-
N10ro Ta3a CTanu 0TXOAMTb Ny3bIpbKW BO3JyXa, N0 pesynbTaTtaM 06cneoBaHNs
JaHHbIX 3a nepdopaLunto HeT, 04HAKO COCTOsSHWUE pebeHKa yXyALanoch: UMeno
MecTO HapacTaHue MapKepoB BoCnasieHus, oTcyTcTBue apdekTa 0T NpoBo-
AMMOI Tepanuu, o6HapyXeHne CBOGOLHOI XUAKOCTU B GPIOLIHON NONOCTU U
OTEeK CTEHOK MeTenb KWLWeYHMKa. B ¢BA3KU ¢ 9TUM Ha 5 n/0 CYyTKW BbINONHEHa
peBM3Ns OpraHoB OGPIOWHON NONOCTU: BbIAENUNOCh YMEPEHHOE KOJIMYECcTBO
reMopparMyeckoro BbINOTa, OOHApYXeHbl ABa [ECepO3MPOBaHHbIX yyacTka
TOHKOW KWWKMK, yWNTbI. BpiowwHas nonocTb 1 3a6poLIMHHOE NPOCTPAHCTBO Cca-
HUpPOBaHa, yCTaHOBNEH ApPeHaX. B nocneonepauuoHHOM nepuofie oTMeyanachb
NONOXUTENbHAA AUHAMMKA. IXO-NPU3HAKOB CKOMNEHMS XULKOCTU B GPIOLLHOM
nonocTu o6HapyXeHo He 6b110. IHTepanbHas Harpyska HayaTa ¢ 11 n/o cyTok
B 06beme 10 mn, yceauBana. C 11 n/o cyTok 6e3 KucnopogHoii nogaepxku. K 6
n/o cyTkam fuypes cTan BOCCTaHaBiMBaTbCA, NpoLeaypa remofmanusa 6bina
npekpauweHa. NMKT B guHamuke 52,14a13,83a0,14 ur/mn, CPB 15,7 mr/n. B Bo3pac-
Te 2 mecaueB 14 gHell BbiINONHEeHa penanapoToMuA C HaloOXKEHWEM SHTEpPO-3H-
Tepo aHacToOMo3a. 06beM 3HTepasibHOI Harpy3ku NOCTENEHHO Obl JOBESEH [0
(Gnanonornyeckoit Hopmbl. CTyn perynspHboli.

Nepdopayusa KMwWeyHnKa ABNAETCA PESKMM OCJIOKHEHUEM NOCNe yaaneHui
onyxoJiei 3abpOWMHHOIO NpocTpaHcTBa. B Bo3pacTe 3 MecaueB 1 AHA AeBOYKa
6blia BbiNuUcaHa U3 cTalMoHapa B y40BNEeTBOPUTENIbHOM COCTOSHUMW. B aHHOM
KAMHUYECKOM CNyyae MynbTUAMCLUNAUHAPHBIA NOAXOA, aKTUBHAA XUpPYpruye-
CKaf TaKTUKa M NMpPUMEHeHWe MEeTOAO0B 3KCTPaKopnopanbHOM AeTOKCUKaLuu
MoMOrno cTabunuanpoBaTb COCTOSIHME AEBOYKM U M36exaTb AanbHeiilero
MporpeccupoBaHus cencuca.
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KIMHWYECKUI CNYYAN MELUKOBUHOI TOJICTOM
KULIKM C NEPMHEAJIbHOI ®UCTYNOIA

ABTOpSbI:

Mapdenor Muxaun Cepreeeny,
Komnee Aptemuii AneKcaHapoBHY,
TpuwkuH Anekcauap AHapeeBny,
FapHoBckas Copua AnekcaHapOBHa,
MenkymsH EnnsaBeta dayappoBHa

PHUAMY um. H.W. Mnporosa

Hayy4Hble pykoBogutenu:
Xanagos Pawnpg BaxuoBuy — K.M.H.
KopuaruHa Hatanbs CepreeBHa
OTKB nm. H.®. dnnaToBa

MelwwkoBugHas ToncTas Kuwka (pouch colon) — BpoXAEHHbIA NOPOK pasBu-
TSI @aHOPEKTaNnbHOW 061aCTH, NPM KOTOPOM OTCYTCTBYET aHaNlbHOE OTBEPCTHE,
0TMevaeTCs 3HaYMTENbHOE pacliMpeHne aTpe3upoBaHHOM M rMNonnasnpoBaH-
HOM TONCTOMN KULWKWU B BUSE CYMKM.

B [aHHOM KJIMHWYECKOM CNyyae paccMaTpuBaeTcs AUarHOCTUKA U XUpYpru-
yeckoe JieyeHue ofHoI U3 pefikux GOpM aHOpPEeKTaNbHbIX aHOMaIMn — MEeLWKo-
BUAHAsA TONCTAA KMULWKaA C NepuHeanbHon GUCTYNON.

Manbunk 5 mecaues noctynun B AATKB um. H.®. dunaTtoBa ¢ fuarHosom —
bonesHb MpwnpyHra?

Pe6eHOK 0T 2 6epeMeHHOCTU, BTOPbIX CAMOCTOSATENbHbIX POAOB Ha 40 Hefe-
ne rectaumn. Habnogancs no MecTy XuUTenbCTBa ¢ NOA03PEHMEM Ha 60NE3Hb
MmpwnpyHra.

Mpu ocMOTpe cOCTOsHWE pebeHKa CpefHel THXECTH, XUBOT Crerka nog-
B3[YT, MATKWii, 6e3601€3HEHHbIA. AHYC BU3yann3upyeTcs B TUMUYHOM MECTE.
Mpu pekTanbHOM OCMOTpE onpefensaeTca CTeHO3 3afHenpoXoHOro KaHana,
o6nacTb aHyca uaMeHeHa no Tuny dbucTynbl. Mo cnoBaM MaTepu, Noce KAU3Mbl
y pebeHKa caMOCTOATENbHO OTXOAUT CTYN U rasbl.

Mpu o6cnepoBaHum 6bina NnpoBefieHa uppurorpadus: B GproWHOI NonocTyH
onpefenseTcs pacluMpeHue TONCTOW KUWKKM (CUTMOBMAHOW). Yepes npsamyto
KWWKy BBefeHa 6apueBas B3BECb, KOHTPACTUPOBAHbI HUCXOAALME OTAENb
TONCTOM KMWKN. CUTMOBUAHASA, NPAMas KULWKW pacluMpeHbl, rayctpaluus AocTo-
BEPHO He npocnexusaetcs. [paMas KULWKa CyXeHa.

BbINno NPUHATO pewieHne o HEOﬁXOAI/IMOCTVI nposefeHna suaeoaccucTmpo-
BaHHOW aHopekTonnactuke. Mpu nanapockonuu NOATBEPXKAEHO pacliupeHmne
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CUrMOBUAHON KUWKKU JO 6CM, CyXeHue NpsAMON Kuwku. Xopowo onpepens-
I0TCA TEHWUM, rayCTpbl He BbipaXeHbl. Boilwenexalue otaenbl TONCTOW KULWKK
BM3YyaNbHO He pacliMpeHbl, raycTpauus npocnexusaetcs. [lpomssefeHa mo-
OMNU3aLNA U3MEHEHHOTO yYyacTKa TOICTON KMIWKMU NPM NMOMOLLM 3N1eKTPOKoa-
rynatopa. CBUL, B3AT HA [EepXanku, BbINOJHEHA MOOUNU3ALUA LUCTaNbHOIO
oTAena npsAMON KULLKKM Ha NPOTAXEHUU 2,5 CM, KULLKA BblfleNeHa U3 MArKMX TKa-
Hell NpoMeXHOCTU. NepuHeanbHblii CBULL PacnooXeH B NPOEKLNM aHaNbHOTO
chuHkTepa. MobunusoBaHHas KMLWKa HU3BEJEHa Ha MPOMEXHOCTb, BbINOJIHEHA
peseKkuus M3MEHEHHOMN KWULIKKM B NpeAenax 340p0oBOro yyacTka, 0kono 15 cm.

MpoBeAeHo nocneonepaluoHHOe TUCTONOrMYECKOe UCChefoBaHue U3Me-
HEHHOro yyacTKa NpsMOii U1 CUTMOBMAHOW KUIWLKK. B npenapate onpegensercs
Hannuue auddy3Ho pacnonararomxcs MbllUEYHbIX BOMOKOH, MEXMbILIEYHbIX 1
MOACNM3NCTbIX raHrnueB. MMOATBEPXAEH ANArHO3: BPOXAEHHANA MELLKOBUHASA
TONCTan KUWKa 4 Tna ¢ peKTonepuHeanbHoii GUcTynoii.

B TeueHMe nepBbIX CYTOK pe6eHok Haxogunca B OPUT, no ctabunusayum
COCTOSIHMA NepeBefieH B XUPYpruyeckoe oTaeneHne HoBOPOXAEHHbIX U Hefo-
HOLEHHbIX geTeii. locneonepaLuoHHbIA NEPUOA COOTBETCTBOBAJ TAXECTH 3a-
6051eBaHNA U 06beMY BMELLATENbCTBA, OCN0XHEHMIE He 6bin0. CTyn nonyyeH B
nepBble NocneonepaLMoHHble CYyTKU, 9HTepabHas Harpyska Hayarta Ha WecTble
CYTKMW. Ha fecATble cyTKu pebEHOK 6blN BbINUCAH AOMOI B YAOBNETBOPUTESb-
HOM COCTOSIHUM.

MpeacTaBieH peaKnii cnyyailt aHopeKkTanbHoit ManbdopmMalimn. CNOXHOCTb
BbI3bIBAET AUArHOCTHUKA, NOITOMY HEOBXOANUM TILLATENbHbIA OCMOTP NPOMEXHO-
CTu n o6cnepoBanue. Mpu Nogo6HOM BapuaHTe aHOpPeKTabHbIX Manbpopma-
LMl BO3MOXHO BbIMOJIHEHWUE ONEepPaTUBHOIO BMeLlaTeIbCTBa BUAL0ACCUCTMPO-
BaHbIM CMOCO60OM.
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KNMHUYECKNIA CNYYAN NALMEHTA
C KOMBMHUPOBAHHOW MATOJIOIMEWA KOJIEHHOTO
CYCTABA, BbIPAXKAIOLLENCA B NATENNNO®EMOPA/IbHOM
bOJIEBOM CUHAPOME

ABTtop:
Monsak EkaTepuHa AHppeeBHa
PHUMY um. H. U. Muporosa

Hayy4Hbii1 pykoBOAUTE B!
CemeHoB AHppeii Bcesonogoeuy
OTKB M. H. ®. dunatosa, PHUMY um. H.M. Muporosa

MatennodemopanbHblit 60N1€BO CUHAPOM SIBASETCSH 4acToil Xano6oii u
BCTPEYaeTCa y KaXAoro YeTBEPTOro cpeamn NogpOCTKOB, BOBJIEYEHHbIX B MpPO-
(eccuoHanbHbli cnopt. MpuynHamu natennodemopanbHoro 60N1€BOro CUH-
LPOMa MOXeT 6bITb paf natonoruii: 6onesHb fodda, CUHAPOM TYyroro peTuHa-
Kynyma, CHHAPOM runepnpeccun HajkoneHHuka, patella bipartita. o cux nop B
nMTepaType HeT YeTKOro 060CHOBaHNS CBA3M MeXJY 9TUMMU 3a6011eBaHUAMM.

MauuneHT K. 13 net, npodeccrmoHanbHblii CNOPTCMEH, 2 rofia Hasaj nonyuun
npsMoii yfap B obnactb NpaBOro KONEHHOro cycTaBa. B TeueHue nocnepyo-
Wwux ABYX NneT pebeHka 6ecnokoun Nepuognyeckn BO3HMKawLWNiA natennode-
MopanbHblii 6051eBoii cMHApOM. Mo pe3ynbTaTam 06cnefo0BaHusa B OTLENEHUM
TpaBmatonorun ArKb um. H.O. GunatoBa BbisiBneHbl: 60ne3Hb Modda, cuH-
APOM TYroro peTuHakynyma, CUHAPOM runepnpeccuu HagkoneHHuka, patella
bipartita. BoinonHeH apTpoCKonMYecKkuii natepanbHbii penus ¢ octeonepdo-
pauMsaMu HagKONEHHMKA, @ TakXe YaCTUYHaA XONOALHO-NNa3MeHHas abnauus
Tena fodda. Yepes 2 mecsiLla nonyyeH Xopowuit GyHKLNOHANbHbIA pesynbTaT:
MOABWXHOCTb HaAKOJIEHHUKA YAOBNETBOPUTENbHAA, HaKJIOHA HaKOJIEHHUKa
B NlaTepanbHylo CTOPOHY He onpefensieTcs, 06beM ABUXKEHUS B KONEHHOM CY-
CTaBe MOJHbIN, fBMXEHNEe 6e360ne3HeHHO. Toka3aTenb 06wWero 340poBbs No
wkane SF-36 100%.

KoMnnekcHoe apTpoCKonMYyeckoe NeyeHue peéeHka ¢ natennodpemopasnb-
HbIM 60/1€BbIM CUHAPOMOM B YC/OBUAX KOMBUHUPOBAHHO NAaTONOTUU NPUBO-
AWT K XOpoleMy QYHKLUMOHaNbHOMY pe3ynbTaTy. B cBA3K ¢ 3aTpyAHEHUAMU B
onpeAeneHnn NMAUPYIOLLEN NaTONOrMK B AaHHOM KJTMHUYECKOM CiiyJae, Tpe-
6yloTCA flanbHedwne uccnesoBaHua 4NS U3yyeHus cBa3u 3a6oneBaHuii, Bbi3bl-
BalowWMxX naTennodemMopanbHblil 601eB0Oi CUHAPOM Yy NOAPOCTKOB, Npoheccuo-
HaNbHO 3aHUMaAlOLLMUXCS COPTOM.
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KPUTUYECKMI CTEHO3 TPAXEMN Y PEBEHKA
C 0)XOTOM MUILEBOAA AUCKOBOW BATAPENKOIA

ABTOpbL:

Moptyran Monuxa MuxaiinoBHa,
WeaHoe AHgpeii AneKcaHApOBKY,
Maenosa [lapbsi HUKonaeBHa,
lapunoBa CyranaHa AHBapoBHa,
Facanos Kaman Anbpaposny

PHUMY um. H.W. Muporosa

Hay4Hble pykoBogutenu:
CtenaHeHko Hukuta CepreeBuY — K.M.H., aCCUCTEHT
PH/MY um. H.W. Muporosa, AFKB nm. H.O. dunatosa

Tennos Bagum OneroBuy
OIKB um. H.®. dunatosa

B nocnepHue roabl Bce Yalye BCTPEYAKOTCA Ciyyau NpornaTbiBaHUA JUCKO-
BblX 6aTapeek AeTbMU. 3acTpeBaHue 6aTapenku B NULLEBOAE ABNSAETCA KpaiiHe
onacHoii cuTyauueii. lNpouecchbl 3NeKTPON3a, KOTOPbie NPOUCXOASAT NPU KOH-
TakTe 6aTapeiiku co CTeHKaMu MuLLEeBOAA, 3aMycKalT 6bICTPOe pa3pyleHue
TKaHel, B pe3ynbTaTe KOTOPOro MOTYT Pa3BUTLCA TSKENbIE OCJIOXHEHMUS.

[leBouka, 1rog 4 Mmecsita. 0TMeYanuchb aNU30Abl NOBbIWEHMA TeMNepaTypbl 1
Kawns. Yepes 4 AHS roCNMTanU3upoBaHa B 061aCTHYIO KIIMHUYECKYH 6ONbHMLY
C NoJ03peHNEM Ha MHOPOAHOE TeNo NuueBofa. B TOT e feHb BbINONIHEHO 9H-
JOCKOMUYECKOe yaneHne MHOPOAHOrO Tena nuwieBoga (fuckoBas 6aTapeika).
B mecTe dpukcauum 6atapeiikn oTMeYancs A3BeHHblit gedekT. Mo gaHHbIM KT
Onpeaensinuchb NPpM3HaKM Hanuunusa TPaxeonui,eBOAHOr0 CBULLA, AUBEPTUKYNA
Tpaxeu, NpUsHakn MejmacTuHMTa. BoinonHeHO onepaTMBHOE BMeLWaTeNbCTBO B
9KCTPEHHOM NOpsfKe — pa3fesieHne TpaxeonueBoAHOro cauwa. B paHHem no-
cneonepalMoHHOM NEPUOAE BbiiIBIEHA HECOCTOATENIbHOCTb WBOB. BbINONHEHO
HECKONbKO 6e3ycnewHbIX NONbITOK pasfefieHns TPaxeonuleBo4HOrO CBULL,
YTO B KOHEYHOM UTOre NMPUBENO K Onepauun pasobLieHns KOHLOB NuueBoaa
U repmeTn3aunmn gedekta 3afHeil CTEHKN Tpaxeu CTEHKOI Pa3obLeHHOro nu-
wesoga. MocneonepaunoHHbIi Nepuog npoTekan 6e3 0CNOXHEHWIA, U pe6eHOK
Obl1 BbINMCAH foMO#. CnycTa TpK Mecsia B CBSI3W C HapaCTaHUEM AblxaTesib-
HOVi HEL,OCTAaTOYHOCTW Ha GOHe pecnMpaToOpPHO BUPYCHON UHDEKL MK AeBOYKa
noctynuna B OPUT. Mpu nepeBoge Ha UBJ1 Habntopanuch TpYAHOCTU YCTaHOBKM
SHAOTpaxeanbHoii Tpy6ku. Ha KT guarHocTUpoBaH CTEHO3 HUXHEl TpeTu Tpa-
Xeu, 06HapyXXeH CBHULL, BEAYLLNIi B pa30OLLeHHbI nuueBod. [ns fanbHeiiwero
neyeHus peéeHok nepesepeH B ATK6 um H.®. dunatosa (Mocksa).
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Mpw nocTynneHn BbINONHEHA SHAOCKOMNMUS, Ha KOTOPOIA 6bln NOATBEPXEH
LNarHo3 cTeHo3a Tpaxeu, NpoBeieHO M3MEpeHUe NPOTSAKEHHOCTM 30HbI repMe-
TU3aLMUM TPaxeun NULLEBOAOM, KOTOpas cocTaBuna 6onee 2,7 cm. bbino pewweHo
BO3[EPXATbCA OT pe3eKLMn Tpaxen B CUNY PUCKOB HOPMUPOBAHUSA BblpaXeH-
HOrO HaTsXeHus. Pe6eHKy BbINOMHEHbI 3KCTUPNALMS pa3obLLeHHOro NUWeBo-
4a C BbIBeleHNeM 330(aro- 1 racTpoCTOMbI, MNAcTUKA 3aJHE CTEHKM Tpaxen
MULLEBOSHbIM NOCKYTOM. JleyeHue cTeHO3a Tpaxem 6bI0 HAYaTo € BYXUpPOBa-
Hus. Yepes 3 Hefenn Gbina npoBejeHa nasepHasi AECTPYKLUSA 30HbI CTEHO3a.
CnycTa mecsil, BO3HUKIIM Xanobbl Ha MyYUTENbHbIA Kawenb u oablwky. Ha KT
npocBeT Tpaxen fepopMUPOBaH, CYXeH 0 1,9 cM. bbino BbINOAHEHO 6YXMPO-
BaHWe Tpaxeu 6e3 MONOXUTENbHOW ANHAMUKW. YUUTbIBas HapacTaHWe fbixa-
TeNbHOW HEAOCTAaTOYHOCTU U COXpaHEeHME 3HAYNTENbHOrO CY)XEHWUA npocBeTa
OpraHa, 6bls10 NPUHATO pelleHne 0 pe3eKLNY NPOTSKEHHOTO CTEHO3UPOBAHHO-
ro yyacTka Tpaxeu B YCNOBUAIX 9KCTPAKOpnopanbHON MeMOPaHHOW OKCUIeHa-
uuK. B nocneonepalnoHHOM Nepuoge Ha Tpaxeo6pPOHXOCKONNUMU NPOXOAUMOCTb
Tpaxew yAOBNeTBOPUTENIbHAA, aHACTOMO3 cocToATeneH. CnycTa noarofa nocne
onepauuu BbinofHeHa konoasodaronnacTuka. NocneonepaymoHHbIA Nepuos
npotekan 6e3 OCNOXHeHUA. Ha cerofHAWHMA MOMEHT coCTosiHUE pebeHka
YL,OBNETBOPUTENbHOE, AblXxaHUe CBOGOJHOE, NUTaHMe Yepes poT ycBauBaeT B
MoNHOM 06beMe.

AKTyanbHOCTb aHHOTO KJIMHUYECKOr0 cllyyasi B TOM, YTO HECMOTPA Ha TsXe-
N0€ OCNOXHEHWE U MHOFOKpaTHble onepaTUBHble BMeWAaTeNbCTBa, UHBANNUAK-
3UpyloLLMe NaLMeHTa, yaanocb JOCTUrHYTb paAnKanbHOro yAOBAETBOPUTENb-
HOrO pesynbTaTa, KOTOPbIii MO3BOAMUA YAYYLINTb KAaYeCcTBO XU3HU MaLUEHTa U
coumanbHyto peabunuTaumio.
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CAKUT-CUHAPOM UTUAPOMNEPUTOHEYM
HEACHOW 3TNOJIOTMKN Y HOBOPOXXAEHHOIO PEBEHKA.
AWATHOCTUYECKUMN NOUCK. TAKTUKA IEYEHUA

ABTOpbL:

MponneTkuHa KpuctuHa iMutpuesHa,
Masnoea [lapbs HukonaesHa,
AyanHoBa AHHa CepreeBHa,
MenkymsH Enusaseta ayapaoBHa

PHUMY um. H.W. Muporosa

HayuHbiii pykoBogUTE B!
Lymuxux Bacunuit CepreeBny — K.M.H., JOLLEHT
OTKB um. H.®. dunatosa

Manbuuk oT 1 6epemeHHOCTH, T CBOEBPEMEHHbIX poAoB. Ha 19 Hegene 6Ge-
PEMEHHOCTM y pe6eHKa 6bl/ BbiSBEH BYCTOPOHHUI MeraypeTep. Ha cpoke 32
Hejenuy matepu guardoctuposaH COVID-19. Ha 3 cyTku Xun3HU pe6eHOK NocTy-
nun B ATKB um. H.®. dunatoBa And o6¢cnefoBaHns U nedeHus.

Mpn NOCTYNAEHMN MOYMNCS CaMOCTOSTENIbHO, AUYPE3 OblNl CHUXEH, XUBOT
yBenuyeH B o6beme. Mo AaHHbIM Y3U — paclunpeHmre YaleyHo-n10XaHOYHOM cU-
CTeMbl U KUCTO3HAsA AUCNNa3ns 06emx noyek, [BYCTOPOHHUIA MeraypeTep, 60/ib-
LU0 KONUYECTBO XUAKOCTHU B GPIOLIHON NONOCTW. YCTaHOBUTb ypeTpasbHbIi Ka-
TeTep He yAanochb, Npu NONbITKe HanoJHWTb MOYEBOIA NY3blpb — HE HAMOMHANCS.
C Lenblo UCKOYEHNA pa3pbiBa MOYEBOM0 Ny3bips BbINOHEHA MUKLMOHHASA LiK-
cTorpausa — BbIiBJEH Ny3blpHO-MOYETOYHUKOBBI pedtoKe cnpaBa 5 cTenewy,
KOHTPAacT U3 Nny3bipsi MOMEHTaNbHO Nonajan B NpaBblii MOYETOUYHUK, B CBA3U C
4yeM MOYEBOI Ny3blpb HE HAMONHAJICA, NapaBe3nkKanbHO 3aTeKOB He onpeaens-
nocb. Mo AaHHbIM GMOXUMUYECKOT0 aHaM3a KpoBM KpeaTUHUH 457 MKM/n, Moye-
BMHa 23,3 MM/n. BbinonHeHa nocTaHOBKa NYHKLMOHHOW HedpocToMbl cnpasa. C
LeNblo LEKOMNPECCUn GPIOLLHON NOJIOCTM B HEe YCTAHOBJIEH APEHaX, NoayyeHa
npo3payHas Xentas XWAKOCTb. Ha 4 CyTKW XWU3HM COXPAHANOCb 3HAYNTENbHOE
CHWXeHMe fuypesa, No AaHHbIM Y3W oTek napaHedpanbHOii KNeTyaTku Cleea,
aunartauus n1eBOro MOYETOYHMKA M NIOXaHKK C HapacTaHWeM. YCTaHOBJIEH BbICO-
KWii MOYETOYHUKOBBI CTEHT CNEBa — MOYa NO HeMY OTXOAuMN1a XOpOoLUo, Anypes
MONHOCTbIO BOCCTAHOBU/CS, B BMOXUMUYECKOM aHanu3e KpoBM Habnwaanochb
3HaUNTENbHOE CHUXEHNE YPOBHSA a30TEMUM, O HAKO OTAENIIeMOE Mo APeHaxy u3
OpIOLWIHOI NONOCTU COXPaHANOCh B NpexHeM o6beMe. Mo 3Tol NpuYnHe U3onu-
POBaHHbIii acLUT Ha HOHe 0OCTPYKLMN MOYEBBIBOAALLMX NYTel ObIN UCKITIOYEH.

Mpu aHanuse XWUAKOCTM, MOJNYYEHHON M3 GPIOLIHON NONOCTH, 06HApYXeH
6en0K, UMTo3 ¢ NMMAMOLMTAPHBIM CABUIOM, TPUINULEPUALI. 3aN0A03PEH Xu-
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NonepuTOHEYM — HasHauyeHa aHTepanbHaa naysa M aHTUCEKPEeTOpHas Tepanus
OkTpeoTupoM. Ha doHe 3TOro oTMeyanacb NonoOXuUTeNbHas ANHAMUKA, OTAe-
naemMoe no fpeHaxy npekpatunocb. Hayata aHTepanbHasa Harpyska. OfHako
yepes 2 CyTOK W3 GPIOLIHOI MONOCTM BHOBb B 60NbLIOM KONWYECTBE CTana oT-
XOLMUTb XUAKOCTb. B 6UoXMMMyeckom aHanmse KpoBK HabNO[AaN0OCh CHUKEHUE
ypoBHA anbbymuHa fo 17,4 r/n. BHoBb HasHaueHa aHTepanbHas naysa, aHTuce-
KpeTopHas Tepanus, TpaHcdysus anbbyMmuHa. 3anofo3peHa MMMYHHas npupo-
Ja rugponeputoHeyma, B CBA3M ¢ nepeHeceHHbIM COVID-19 matepsbio B Il Tpu-
MecTpe 6epemeHHOCTU. lpoBeaeH Kypc UMMYHOKoppekLuu MeHTarno6MHOM.
OTpensiemMoe nNo ApeHaxy npekpaTuioch. Yepes 3 AHA HauaTa aHTepanbHas Ha-
rpy3Ka c noCTeneHHbIM paclMpeHnem A0 BO3PACTHOW HOPMbI, 3aTEM CHUXEHUE
£03bl OkTpeoTuaa. NMpu KOHTposbHOM Y3U XUAKOCTb B GPIOWHON NONOCTH He
o6HapyxuBanacb. [lpeHax yaaneH. Pe6eHok B yA0BNETBOPUTENLHOM COCTOS-
HUW BbINUCaH Ha MeAULIMHCKYIO Nay3y.

Takum 06pa3om, cyllecTBYeT HECKONIbKO NPUYMH TMAPONEPUTOHEYMa y HOBO-
poxAeHHoro. OnucaHbl ciyyan M30NMPOBAHHOIO acLuTa Ha GOHe 06CTPYKLMM
MOYEeBbIBOAALMUX NYTei, KOTOPbI CAMOCTOATENbHO paspellaeTca npu BoccTa-
HOBNEHUU YPOJMHAMUKK. BOZMOXHO TaKKe pasBuTME BTOPUYHOIO HETpaBMaTH-
YeCcKOro XMNnonepmToHeyma, aTMoIoOrMyeckine NpUYnHbI KOTOPOro A0 KOHLA He
U3yyeHbl. HepewweHHbIM BOMPOCOM B HacTOALMIA MOMEHT AIB/IAETCH U BAUAHUE
COVID-19 Ha nnog npu 3aboneBaHuu MaTepy BO BpeMs 6epEMEHHOCTM.

B 1aHHOM K/IMHUYECKOM Cyyae NpefCcTaBIeHo Pa3BUTHE Y HOBOPOXAEHHOTO
XWUNOMEPUTOHEYMa HEeSICHON 9TUONOMNH, KOTOPbIN, BEPOSTHO, GbiNl CNeAcTBUEM
BHYTPUYTPOGHO NepeHeceHHOi KOPOHAaBMPYCHOW MHBEKLMUM, YTO NOLTBEPXAa-
eTCsl NONOXNUTENbHOM ANHAMUKOI NPW NPOBELEHUM KYpCa UMMYHOKOPPEKLUU.

KNUHUYECKNIA CNYYAN NEYEHMA
XOHAPOBJIACTOMbI BEJPEHHOI KOCTU

ABTOp:
Ckasbiw AHrenuHa BnagumupoBHa
MMIMY nm.CeveHosa

HayuJHbiv pykoBoaunTesb:
Maenoea [lapbs [IMUTpUEeBHa
Mopososckasa Kb

MauyunenTka A., 17 net. C pespansa 2021 roga oTMeyana 6onu B o6nacTu ne-
BOr0 KofieHHoro cyctaBa. 11.06.21 camocTtoaTenbHo BbinonHuna MPT nesoro
KONEHHOr0 CycTaBa: YyMepeHHbli CUHOBUT, KUCTO3HOe obpasoBaHue 19x14x-
15mMM. Obpatunacb B Mopososckyt [AIKB ¢ xano6amu Ha 6onu B 06nactu
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NeBOro KoneHHoro cycrtasa. MNpu nposegeHun KT neBoro KoNeHHOro cyctaBa
C KOHTpacTHbIM ycuneHuem ot 12.08.21: B naTepanbHOM Mbllwenke 6eapeHHoil
KOCTW onpefAensinoch KUCTO3HOe 06pa3oBaHue C YETKMMU HEPOBHbIMU KOHTY-
pamu, 6e3 Npu3HaKoB cknepo3sa, pasmepom 16x19x19MM. KopTukanbHbIi cnou
CO CTOPOHbI CYCTaBHOW MOBEPXHOCTH Ha MPOTSXeHUU TTMM 6bIN pe3KOo UCTOH-
YEH C yyaCTKamu MOAHOro OTCYTCTBUA ero Bu3yanusauuu. lMNocne BBefeHus
KOHTPACTHOro npenapaTa B ;aHHOM y4YacTKe ero HakonaeH!s He BbiBNEHO.

MauneHTKa 6bina rocnUTanM3MpoBaHa B OTAeNIeHWe TPaBMaTONOMUK U OPTO-
neaun Mopo3sosckoi IKB. 13.09.21 BbinoNHeHa TpenaHO6MONCUA HAPYXHOIO
MbllLenKa neBoit 6eipeHHON KOCTH, NOJTYYEH OTBET: XOHApPO6NacToma.

XoHpapo6nacToMa — 9T0 pefKas, [o6poKayecTBeHHas onyxob KOCTH. Jleue-
HUE TONIbKO XMPYpruyeckoe, xapakTep u 06bEM onepauun 3aBuUCAT OT pasMmepa
W NOKanMsaLuu onyxonu: KopeTax c nocnepytoleit KOCTHOM nnacTukoii (3a-
MelieHue AedeKTOB ayTo- UM annoTpaHCNNaHTaTaMu) UK Kpaesas pesekuus
KOCTH, 3aTeM YacTUYHOE JHAOMPOTEe3MpOBaHWe CycTaBa. HegocTaTkoMm cylue-
CTBYIOLLUX METOJIOB JIeYeHUs XOHAPOGNaCTOMbI ABAAETCSA HEN36eXHoe pasBu-
TWe 0CTaoapTpuUTa B CNyyae, ecnim 06pasoBaHUe pacnoNoXeHO CyGXOHAPabHO.
Kak npaBuio B ;aHHbIX CUTYaLUAX HEBO3MOXHO BbINONHUTL PafMKabHYyto one-
pauuio 6e3 NoBpeXAEHUsS BHYTPUCYCTABHOIO Xpslia, YTO CHUXAET KauyecTBO
XU3HW B OTAANEHHOM NOCe0NepaLnoHHOM Nepuoge.

B faHHOM KNMHMYECKOM CJlydyae C YYeTOM JoKanusaluum XoHApo61acToMbl
1 3aMHTEpPECOBAHHOCTM XPsAllLa KIOPETaX C KOCTHOM NNAcTUKOi 6bi AOMONHEH
MEeTOAMKOW ayTONOrMYHOTO MaTPUKCUHAYLMPOBAHHOTO XoHaporeHesa (AMIC).
AMIC TexHONOrMs 06bIYHO UCNONBb3YETCA NPU NOCTTPABMATUYECKUX NOBPEX Ae-
HUAX XpslLa ¥ XoHAponaTuax. OHa coyeTaeT MUKPOGhPaKTYpUpPOBaHUE KOCTH C
3aKpbITMEM fedekTa CyCTaBHOMO XpAwWa KonnareHoBoi MeM6paHoid, KoTopas
BbICTYMaeT Kak Matpuua ans nponudepauun u andodepeHLMpoBKU Me3eHXHU-
ManbHbIX CTBONIOBbIX K/IETOK. Mem6bpaHa yaepX1BaeT KPOBSHOW CryCTOK BHY-
Tpu AedekTa, paccacbiBaeTca B TedeHne 6-24 Hefienb, 0CTaBNAA Ha CBOEM Me-
CTE HOBYHO XPALLEBYHO TKaHb.

B xoze onepauuu 6biia BbINOHEHA 3KCKOX/1eaL s XOHAP061acTOMbI, CTEH-
K1 06pa3oBaHusa 6binn 06paboTaHbl KOArynaTopoM, 3aTeM OYypOM, BbINOSHEHO
MukKpodpakTypupoBaHue. [TonocTb Hbia 3anoNHeHa KOCTHbIM ayTOTPAHCMaH-
TaTOM M3 Kpbi/a JIeBOW NOAB3AOLWHON KOCTU. 30Ha AedeKTa CyCTaBHOro Xpsawa
6blna 3aKpbiTa KoNnareHoBoi MemobpaHoi, o6paboTaHa GMOPUMHOBLIM KJlEEM.
MocneonepauMoHHblit Nepuo npoTekan 6e3 0cobeHHocTel. bbino JOCTUrHYTO
ynyyleHne COCTOSHUSA B BUAE KYNUPOBaHUS 601eBOro CUHApPoMa. lMauneHTka
6bl1a BbiNUCaHa B YA0BNETBOPUTENIbHOM COCTOSIHUM.

B HacToALee BpemMsa nauneHTKa HaxoauTca noa AMHaMUYeCKUM Ha6J'HOJJ,EHI/I-
€M, Xanob He UMeeT, ABUXeHNA B KOIEHHOM CyCTaBe BOCCTAHOBJIEHbI B MOJIHOM
o6beme. Ha KT neBOro KofieHHOro CyCTaBa, KOTOpOe ObINO BbINONHEHO yepes 2
MecdLla nocne onepauuun, XnaKoCTh B CyCTaBe HET, onpenendeTca HEDECTpOIZ-

158



[aasoBckue YTeHua. 2022. Cekumsa «[leTckas xvpyprusa»

Ka KOCTHO/ TKaH! B 30HE NnacTUKn. Ha 0CHoBaHWM 3TOro 6bin1a pa3pelleHa oce-
Baf Harpyska. B HacTosiLee BpemMda nalneHTKa Ha4yana d)l/l3|/|l-IECKI/Ie Harpysku.

JlaHHbIN KNMHWYECKWIA cyYail AeMOHCTPUPYET BOSMOXHOCTb NPUMEHEHUS
MeTO/10B, HanpaBNEHHbIX Ha COXPaHEHWUE U BOCCTAHOBNIEHWE BHYTPUCYCTABHO-
ro Xpsila, B NeyeHun Jo6poOKaYecTBEHHbIX 06pa30BaHMil KPYNHbIX CYyCTaBOB.

PENJAHTALUA KUCTH

ABTOp!:
CMonsaHkuHa [lapbsa AnekceeBHa
PHUMY um. HW. Muporosa

HayuHbii1 pykoBoanTesb:
Fonvapyk I.B.
OTKB nm. H.®. dunaToBa

Lenb — AeMOHCTpaLus pe6EHKa C OTUYIeHeHWeM NpaBoi KUCTU, KOTOPOMY
BbIMONIHEHA ONepaL s — penaHTaLms KUCTH.

OnucaHue KnuHndeckoro cnyyvas. 30.08.2022 B r Yxta (Pecny6nuka Komu),
okono 14:00 pe6éHok 16 neT nonyymn TpaBMy NpaBoi KMCTU annapaToM s
KONKKU ApoB. B pesynbTate NpousoLWwno HENosHOe OTYNEHEHME NPaBOi KUCTH
Ha YpOBHe OCHOBHOW (GanaHru 1 nanbua u 2-5 NACTHbIX KOCTeik. AucTanbHblil
(bparMeHT KUCTN yaepXUBaNCs Ha MATKOTKAHHOM «MOCTUKE» WWUPUHON OKONO
3 cM. [1ns KOPpEKTHOW TPAHCMOPTUPOBKU Pe6EHKA U OTYNEHEHHOTO GparMeHTa
BbINOMHEHO MOJIHOE ero OTAeNIeHUe OT NPaBON BEpXHel KOHeYHOCTH. Ha aTane
3BaKyauun pebEHKY BbINOMHEHO 06e360/MBaHUE, HANOXEHME acenTUYeCKUX
NoBSA30K U TpaHCNOpTHasA UMMo6Un3aunsa. B 22:00 pe6éHok ocTaeneH B ANKb
uM. H.0. GunatoBa r. MockBbl, rae nocie npefonepayMoHHOR NOATOTOBKM B3AT
B onepawuuoHHyl. Hayano onepauuun B 23:00 31.08.22. BoinonHeHa peBusus,
nepBMYyHas xmpypruyeckas 06paboTka NPOKCMManbHOro KOHLA KOHEYHOCTH U
OTuY/NIeHeHHOro GparMeHTa. BbiSIBNIEHO, UTO YPOBEHb MOBPEXAEHUS CYXOXUMIA
¥ HEPBOB COOTBETCTBOBA/ YPOBHIO NEPeNoMOB KOCTeil. Pe6EHKY BbiNONHEHa
pennaHTaums kuctu. MponseedeHbl: OTKPbITad penosnyma, MeTannocTeoCuH-
Te3 NepenoMOB NACTHbLIX KOCTel U OCHOBHOW dananru 1 nanbua, WoB CYX0XU-
nnii crnéateneii u pasrubatenen, WoB NOBEPXHOCTHOI NaAOHHON JYTW, CPeLUH-
HOro, NOKTEBOrO, Iy4eBOr0 HEPBOB, TPEX ThiNbHbIX BeH. CluMBaHWe COCyAoB U
HepBOB NPOWU3BOAMIIOCH NOJ ONEpaLMOHHbIM MUKPOCKOMNOM C UCMOJIb30BaHHU-
M MUKPOXUPYPrUYecKoro MHCTPYMeHTapuma U WoBHOro Matepuana. KpoBoTok
B OTY/IeHEHHOM (parMeHTe BOCCTAHOBEH, KanuansipHas peakuus B o6nactu
ero ygosnetsoputenbHas. KoHeu onepauun B 04:00 01.09.22. MpogonxuTenb-
HOCTb onepauuu 5 yacoB. B TeueHue 7 nocneonepaymoHHbIX CYyTOK PeBEHKY
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NPOBOAWNACH aHTUKOATryNAHTHasA Tepanus (Ans npodunakTMKM TpoOM603a aHa-
CTOMO30B), aHTUGaKTepUanbHas, UHPY3NOHHAA, CUMNTOMaTUYeCKas Tepanus.
MpoBoauncs Kypc GpusnoTepanum, HayaTo U NPOAOIKEHO PeadUIUTaLUOHHOE
nevyeHne — pas3paboTKa aKTUBHbIX U NACCUBHbIX ABUXEHWI nanblLeB NpaBoii
KUCTH.

PesynbTathbl. OTYNEHEHHbI ParMeHT KOHEYHOCTU NPUKUICS. 3aXKNBNEHNE
paH NepBUYHbIM HaTsXKeHUeM. Ha (poHe NPOBOAMUMOro peabuIMTaLUoHHOrO fe-
YeHus y pe6EHka 0TMeYatoTCs ABUKEHMUS NanbLeB NpaBoii KUCTU — crubaHue u
pasrubaHue. Pe6EHOK Nosib3yeTcs NpaBoil KUCTbIO 415 CaMOO6CNYXMBAHNA U
peweHus psapa 6biToBbix 3agad. 0gHaKo, peabunnUTaLUoOHHOE IeYeHUE U NPOTH-
BOpY6L0Bas Tepanus NPOAONXaOTCS U B HAacTOsILLee BpEMS.

BbiBogbl. OTpbIB parMeHTa KOHEYHOCTM CUYMTAETCA OJHOW W3 Haubonee
ApaMaTMyHbIX BUAOB TpaBM Yy AeTeii. PennaHTauua oTYNeHEHHOro gparmex-
Ta — 30/10TOi CTaHAAPT NeYeHus Takux nauyueHToB. OfHaKo, 6e3ynpeyHo Bbl-
MONHEHHas onepawuma U Kak 6nnxaiilunii peaynbTaT NPUXMBIIEHNUE PENNAHTUPO-
BaHHOro GparMeHTHa He 03HAYarT OKOHYATENbHbIA ycnex neyeHus pebeHkKa.
Heo6xoauM TiaTeNbHbI nocieonepaLyUoHHbIii yXxo4 U AAUTeNbHOe peabunu-
TaunoHHoe neyeHune. OCOGEHHOCTbI OMUCAHHOIO KJMHWYECKOro cliyyas fiB-
nseTcs JOCTUXEHNE Pe6EHKOM OmnpeAeNeHHOro 06bEMa aKTUBHbIX ABUXEHWI
npaBoil KNCTHN YXe yepes 2,5 MecsLa ¢ MOMeHTa onepauuun. BocctaHoBneHue
aHaTOMKUM MocTpajaBlueit KOHEYHOCTH, Haubonee NPUBNIMKEHHON K HOpMab-
HOW, M e& QYHKLMHK, 03HaYaeT AN pebeHKa BO3MOXHOCTb NOJHOLEHHOr0 B3au-
MOJENCTBUA C OKPYXatoLMmM MUPOM.

KnioueBble cnosa: TpaBMaTMyeckas aMnyTauus; KUCTb; Nanblibl; peniaHTa-
Lus; nocneonepawLMoOHHbIIi yXO4.

NMPUMEHEHUE NPOLEAYPbI CENEKTUBHOW COPBLIMK JINC
Y PEBEHKA C CEMCUCOM

ABTOpbL:

TepewnHa AHacTacusa AneKcaHapoBHa,
bycanaesa [lapbs UropesHa

PHUMY nmenn HWN. Muporosa

Hayy4Hbi41 pykoBoagnTeE Ib:
AHTowMH Muxaun MuxaitnoBuy
POKB
Cencuc siBNsieTCA Cepbe3HON NPO6AEMOIl y NALMEHTOB C OHKOreMaToNnoruye-

CKUMM 3a6oneBaHnsAMU. BaxxHelilyto ponb B naToreHese cencuca urpaeT sHAo-
TOKCUH (nunononucaxapug, JIMC), IMEHHO OH YacTo 06ycnaBnUBaeT TAXECTb
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COCTOsAHUS naumeHTa. OCHOBHbIMM HampaBfieHUsIMU B 60pbbe C Cencucom
ABNATCA PaHHAN fMAarHOCTWKa, MHAKTMBALNUA 9HAOTOKCUHA U ero yaaneHue.
OAHUM M3 KNMHUYECKUX METOAO0B, MOMOratLLUM PEeLNTb NOCTaB/IeHHbIe 3a4a-
yu, ABNSieTCA cenekTuBHas copbuus JINC MeToAoM npsamoii remonepoysum c
NpPUMeHEHNEM KapTpuaXa ¢ MMMOGUNM30BaHHbIM Ha HOCUTENE MONUMUKCUHOM
B, KoTOpBbIit CNOCOGEH HENTPanu30BbIBaTb GUONOTMYECKYHD AKTUBHOCTb 3HLO-
TOKCMHA, CBA3bIBAA NUNUA A — OCHOBHOM NaToreHHbIN yyacTok monekynbl JIMNC .

MauuneHTka I, 6 NeT HAXOAUTCA HA NIEYEHUMN B OTLENEHUN FEMATONOTUN U XU-
muoTepanun N21 Poccuitickoit geTcKoii KnuHuyeckoi 6onbHuLbl ¢ 24.06.2022
C AuarHosoM: MMcTMoLMTO3 U3 KNeTok JlaHrepraHca. Ha ¢oHe npoBofMMOIi
cneyupuyeckon Tepanum ¢ 07.07.2022 BbIABNIEHO YMEPEHHOE NPOSBIIEHUE He-
XenaTeNbHON peakuuu B BUAE pPasBUTUA MeJMKaAMEHTO3HON annasnmn KposeT-
BOpeHMs ¢ TpaHChY3MOHHOW 3aBUCUMOCTbIO. [epnop annasumn KPOBETBOPEHMS
OCJIOXHUNCA NPUCOEJMHEHWEM NIMXOPAfKW W 3HAYMTENbHbIM NOBbILEHUEM
YPOBHSA NPOBOCNANUTENbHbIX LMTOKUHOB . o peaynbTaTtam MUKpo6uonoruye-
CKOro uccnefoBaHua B KPOBK BblaeneH mukpoopraHuam Klebsiella Pneumonia,
npoBejeHa CMeHa aHTubakTepuanbHoil Tepanuu. B auHamuke oTMevaeTcs Ha-
pacTaHue C-peakTMBHOro 6esika o ypoBHS 316 Mr/n 1 MHTEpneikuHa-6 go 1152
nr/mn. KOHCUAnyMoM Bpaueii 6b110 NPMHATO pelleHne 0 NPOBESEHUN NpoLesy-
pbl cenekTuBHOI copouum JIMC. Mpoueaypbl B KOANYECTBE ABYX NPOBOLUIIUCH B
KOHTYpe annapaTa «<MCKYCCTBEHHasa Noyka» B OTAENIEHUM peaHMMaLmu. B kave-
CTBE COCYAMCTOrO fO0CTYyNa ANns npoBefenus agcopbuuu JINC ucnonb3oBanacb
6eapeHHas BeHa. BeHo3Hast KpOBb NaLMEHTKM NOCTynana Yepes LeHTpanbHbIN
LUWANHAMPUYECKUI KaHan KapTpuaxa, 0TKyAa pacnpeaensnacb B pajuanbHoM
HanpaB/ieHUM Yyepes BOJIOKHUCThI MaTepuan ¢ afcopbupoBaHHbIM MONUMUK-
CMHOM B, 3aTem nonafana B C60pOYHYIO KaMepy ¥ BO3BpaLLanach B CUCTEMHbIIA
KPOBOTOK 60JIbHOIA.

3a Bpems NpoBefieHns NpoLeayp COCTOsHUE pebeHka CTabunnanpoBanocs,
ypOBeHb NPOBOCMANNTENbHbIX LUTOKUHOB CHU3MIICA ( YypOBeHb C- peakTUBHOIO
oenka c 210.5 mr/n go 9,8 Mr/n, uHTepneiiknHa-6 ¢ 1386 nr/mn go 39,33 nr/mn u
NpoKanbLuTOHUHa ¢ 2,86 10 0,137 Hr/mn). [leBouka 6bina NepeBefieHa B oTaene-
HWe remMaTosiorum u XMMUoTepanuu LN NPOAOMKEHUA IeYEHMS NO OCHOBHOMY
3a60neBaHuto.

Mpwu neueHms cencuca metopuka copbuuu JINC, no Bcei BUAUMOCTH, ABNS-
eTca NepcnekTUBHOIA, 04HaKo TpebytoTca nccnenoBaHns 3QpGeKTUBHOCTH AaH-
HOro MeToJia B CPaBHEHMN C KOHCEPBATUBHOI aHTUGAKTepUaNbHON Tepanueil.
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KNMHUYECKNIA CNYYAN OCTPOW CTPAHTYNALIMOHHOW
KWLWEYHON HENPOXOAUMOCTH, 3ABOPOTA
Mo/AB3/0LHON KULLKWU BOKPYT AUBEPTUKYJIA
MEKKENS, AUBEPTUKYNAPHO-BPbKEEYHOMN CMAWKMN.

ABTOpBI:
Toipuna KpuctuHa AnekcaHapoBHa
Army

HayuHble pykosogutenn:
Kucnosa AHactacus lOpbeBHa — acnupaHT,
Anppees Anekcaupp Uropeeuny
OLKB

BBeaeHue u akTyanbHOCTb: [JuBepTukyn Mekkens sBnseTcs Haubonee ya-
CTOW BpOXAeHHOW aHoManueii XXKT, BcTpeyaeMocTb B nonynauumu coctasnseT
2%. YacTbIMM OCNOXHEHMAMN AUBEPTUKYNA BbIBAOT KPOBOTEYEHUA, BOCMane-
HME M MHBArMHaLUns, ropasfo pexe — CTPAHTyNALWOHHASA HENPOXOAUMOCTb Ha
(oHe 3aBOpOTa KULWKK BOKPYr GUOGPO3HOro TXa AnBepTUKyna. MpuBeAeHHbIi
KNMHUYECKNIA cnyyan AeMOHCTPUPYET NPUMEp TaKoro sBNEHNS.

HayyHas HoBu3Ha: Cnyyaum CTpaHTynALMOHHONW HEMpPOXOAUMOCTM Ha (oHe
3aBOpOTa KUWKKM BOKPYr GUOPO3HOro Tsxa AuBepTUKYNa Mekkens JOBONbHO
peako onucbiBaloTcA B nuTepatype. KnuHuyeckoe HabnofeHue umeno psaj
KNMHUYECKUX OCOBEHHOCTEN, UTO 3aTPYAHANO LMAarHOCTUKY, U 3acnyxuBaeT
BHUMaHMS.

Llenb pa6oTbl: onucaTb KAMHUYECKUIA Cryyaii CTPAHTyNSALMOHHOM| KULLEYHOM
HenpoXoAMMOCTM, 3aBOPOTA M HEKPO3a NOAB3JO0LWHON KULWKKU BOKPYT AUBEpPTH-
Kyna Mekkensi, KULWeYHO-6pbKeeyHOM cnaiiku.

MaTtepuanbl u MmeToabl: bonbHoii J1., 4 rofa, o6paTuncsa B npueMHoe oTaene-
Hue 06nacTHoOl JeTCKON KNMHUYecKoii 6onbHULbI (aanee O[KB) r. Apocnaens ¢
Xanobamu Ha 60111 B XMBOTE 6€3 YeTKOIi 1oKanu3aLmum, BHe3anHoe 3HaunTeNb-
HOe B3[lyTHe XXMBOTA, PBOTY A0 5 pas, TOWHOTY, OTCYTCTBUE CTYyN1a B TEYEHUN 2
CYyTOK. AHaMHe3 3aboneBaHus: : Hayano sa6onesaHus 3a 40 yacoB A0 NOCTY-
NNeHus, Korga nosiBUNach pBoTa, 3aTeM No3biBbl HAa PBOTY, BCero Ao 5 pas. bonu
B )KMBOTE NOSAABUINCH He CPasy, CNycTA CYTKN OT Hayana 3aboneBaHus, HENOCTO-
SiHHble, HEMHTEHCUBHbIE, 683 YeTKON NOKaNu3aLnm, COXpaHAIMCh 0 MOMEHTA
obpaleHus. 3a 12 yacoB A0 NOCTYNNEHUS — BHE3aNHOe 3HAYMTeNbHOE B3AY-
TUE XXMBOTA, NOCNYXNUBLIEE OCHOBHOW NPUYMHOIN 06paLLeHNUs B CTaLnoHap. 3a-
JepXKa cTyna o 2 cyToK. 3a Bpems 60/1e3HW POAUTENN OTMETUIIN, YTO Pe6EHOK
cTan 6neaHbiM, BanbiM. Mpu noctynneHuun: Temnepatypa 38,4C, Y[ 48 /MuH,
YCC 170 ya/muH, Al 80/50 MM pT.cT.. )KMBOT 3HAUMTENbHO B3AYT, B3AYTHE CUM-
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MEeTpUYHOe, 60Ne3HEHHOCTb BO BCEX OTAENaX YMepeHHas, nepuToHeaNbHble
CUMNTOMbI OLEHUTb CIOXHO U3-3a B3LYTMS XUBOTA, CUMNTOM NOKOMa4YMBaHNS
C 06eMx CTOPOH OTpULLaTENbHbIA. B NpueMHOM 0TAeNneHun BbINONHEHA OYUCTU-
TeNbHan KNU3Ma, CTyN He nosydeH. KnuMHWYecKunit aHanna KpoBu — nenkoum-
Tbl — 35,17x10°%/n, HeliTpodunbHbIi caBur. 0630pHas peHTreHorpaMma opraHos
optowHoit nonoctn — GopmupoBaHue yaw Knoitbepa, peHTreHONOrMYecKue
MPU3HAaKN TOHKOKMILEYHOI HENPOXOAMMOCTU. BbicTaBneH npeaBapuUTeNbHblii
AnarHos: OcTpas KuweyHas HenpoXoAMMOCTb, BbINOHEHO 9KCTPEHHOE onepa-
TUBHOE BMELATENbCTRO.

PesynbTatbl: bbina npoBeaeHa nanapoToOMusi, pe3eKLms NoaB3A0LWHOI KKLW-
KM, KULWEYHbIA aHacToMo3. OnepaunoHHasn Haxoaka — 3aBOPOT W HEKPO3 NeT/u
noAB3J0LWHON KULWKW BOKPYr AuBepTuKyna Mekkens, AUBEPTUKYNSPHO-6pbI-
XEEYHOW crmanku, uayuen oT BEPXYLKU AuBepTUKyna Mekkens K Gpbixeiike
NoAB3A0LWHON KNLLKW.

3aknitoyeHue u BbIBOA: [laHHOEe HabNeHNe LeMOHCTPUPYET 0COBEHHOCTH
BapuaHTa KJWHWYECKOrO TEYEHUS] KULIEYHOW HEeMmpoOXOAUMOCTH, CBA3aHHOI C
3aBOPOTOM KULWKK Ha HOHE BPOXAEHHON aHOMaNun KUIWEYHNKa — ANBEPTUKYNA
MeKKens npu OTCYTCTBUM XUPYPrMYECKOro aHaMHe3a y pebeHKa AOWKONbHOro
BO3pacTa.

KIUHUYECKUIA CNYYAN PEBEHKA C MEXAHUYECKOWN
KULEYHOW HENPOXOAUMOCTbIO MPU FTACTPOLUM3UCE

ABTOpbI:
YypukoBa Buktopus OneroeHa
MMIMY um.CeveHosa

lyauHoBa AHHa CepreeBHa,
bycanaesa [lapbs UropeBHa

PHUMY um. HW. Muporosa

Hay4Hble pykoBoagutenu:
LymnxuH Bacunnii CepreeBuY — K.M.H., LOLEHT
OTKB nm. H.®. dnnaToBa

FacTpowmnsnc — BPOXKAEHHbI NOPOK pa3BUTUS, MPU KOTOPOM OpraHbl 6pHoLL-
HOVi NONOCTH, He MOKPbITble GPIOWMHON, 3BEHTPUPYHOT Yepes aedeKT nepeaHeit
OpPIOWHOW CTEHKM, PacrnosIOKEHHON crpaBa OT HOPMalbHO CHOPMUPOBAHHOM
MynoBKHbI U OTAENEHHON OT HEe Y3KMM KOXHbIM "MOCTMKOM". YacToTa BCTpe-
yaemocTun B cpegHem 1:5000, puck poxaeHus pebéHKa C JaHHOI naTosoruei
noBbiweH y MaTtepeit Mosioxe 20 neT — 1o 1:1500 XXUBOPOXAEHHbIX JeTeN.
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[leBouka, 1 Mec. oT MaTepu 19 feT C OTArOLEHHbIM aKyLEPCKO-TMHEKONOor K-
yeckum aHamHe3oM. OT 1 6epeMeHHOCTH, KoTopas NpoTeKkana B NnepBoM TpuMe-
CTpe C TOKCUKO30M, C 22 HeieNM BbISIBNIEHA Yrp0o3a NpepbiBaHUs 6EPEMEHHOCTH,
yCTaHOBJIEeH aKylWepcKuii neccapuii. AHTeHaTanbHo Ha 12-13 Hejene BbiiBNEH
BIMP nnopa: ractpowusunc. Poabl 1, npexeBpeMeHHble C NOMOLLbIO KecapeBa
ceyeHus Ha 34-35 Hegene rectayuu. OueHka no wkane Anrap 7/7 6anno., mac-
caTenanpu poxaeHun 1950 r., anuHa 41 cm.

08.06.2022 pe6éHok 6bin gocTaBneH B OPUT B TsXenoM cocTosiHUM, 06YCIIOB-
NeHHbIM HanuuueM BMP u HapacTaHuem [H. Mpu ocmoTpe — AedekT cnpaga oT
MYNOYHOro KOMbLa: HapyXy 9BEHTPUPOBaHbl NETAU TOHKOW M TONCTON KULIKK,
xenypok. MpoBeaeHa MHTY6aLusA Tpaxeu, HanoXeHa CTePUbHaN NOBA3Ka.

Ina panbHelwero neyeHus pe6éHka nepeeenu B OPUT ATKB um. H.®. du-
naTtoBa. B 1 CyTKM XMW3HM BbINONHEHA CpefMHHas nanapoTOMUA W CO3AaHa
«BpeMeHHas» 6prowHas nonoctb. OT eAMHOBPEMEHHOTO NOTPYXEHUA Kuey-
HbIX NeTeNib B 6PIOLWIHY0 NONOCTb PELEeHO BPEMEHHO 0TKAa3aTbCA M3-3a Bbipa-
XEHHON BUCLepo-abfoMUHaNbHOW gucnponopumn. CTyn Ha GOHe cTUMyns-
LMK KIN3MaMW HeperynspHblid. MeTnu KuweyHUKa NOCTeneHHO Norpyxanucb
B GpIOLIHYO NONOCTb U K 9 N/0 cyTKaM BCE BHYTPEHHWE OpraHbl OKa3anuch B
OPIOLLHOI nonocTy.

17.06.22 BbINONHEHA OTCPOYEHHAs NnacTuKa nepeaHeit 6pIOWHOI CTEHKK. B
nocneonepayMoHHOM nepuoje — oTpuuaTesibHas fMHaMUKa 3a CYeT BblpaXeH-
Horo nape3a XKT. BoinonHsanoch foobcneoBaHue Ha NpeAMET UCKIYEeHMS
nepbopaumun U HeMPOXOJMMOCTU KULIEYHNKA.

MpoBeaeHo P koHTpacTHoe uccnepgoBaHune XKT ¢ uenbk UCKAKOYEHMS
KWUILEYHO HenpoxoauMocTu. Maccaxa HeT. B CBA3U C KJIMHUKON KULIEYHOW
HEMPOXOAMMOCTW NOKa3aHO NPOBeAEeHNE IKCTPEHHOTO ONepaTUBHOIO BMeLla-
TenbCTBa.

26.06.2022 penanapoTomus, peBuU3usa 6PIOLWHOA NONOCTH, aAre3nonunsuc,
6uoncus TONCTON KULLKK, BbiBeieHMe NeTneBoit nneoctoMsl. Maccax BoccTa-
HOBJIEH.

Yepes 2 Hefenu nocne BbIMMCKW NOSIBUNUCH XKanobbl Ha nepuojuyeckue
3BaruMHauuu cTombl. lMocne NnoBTOpHON Xanobbl obpaTunmce B OIKE N2T Hux-
Hero HoBropopaa, rne BnpaBunn CToMy, fianee BbiABUIM OTCYTCTBUE OTXOX Je-
HUS ra3a v 0TAEeNseMoro u3 Heé. Houbio NOABUAMCH Xanobbl: pgoTa GOHTaHOM
Xenublo, peskoe B3 yTUE XMBOTA, pebeHOoK rocnutanusnposad B OPUT no T4-
XXECTU COCTOSAHUS.

B ArKE um. H.®.dunaTtoBa B KOHLE UoNsA pebEHOK Obln 3KCTPEHHO npoone-
pupOBaH B 06bEME: penanapoToMus, peBnu3nus 6PLOLWHOI NONOCTH, afre3nonu-
31C, BbiBeeHNs T-06pa3HON CTOMbI Ha YPOBHE NOAB3AOLWHON KUIWKK. B nocne-
onepauuoHHOM nepuofe ANUTENbHO COXpaHANCA napes KuweyHuka. Cnycta
3 MecAua npoBefieHa NnaHoBas onepawyus: penanapoToMus, pesekuns yyactka
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NOAB3AO0WHOI KMWKWU M3-3a HEBO3MOXHOCTH ee BNpaBJieHUA, HaloXXeHue nne-
ouneoaHacToMo3a. 3aXuBieHue I'IOCJ'IeOI'IepaLI,VIOHHOVI PaHbl NEPBUYHDLIM HaATA-
XXEeHuewM, LWoB CHAT.

MexaHnyeckast KuweyHas HenpoxoauMocCTb ABnAeTca OAHUM U3 BO3MOX-
HbIX, HO HE YacTblX OCNOXHEHMWIA y nayneHToB C racTpowmsncom. CnoxHoCTb
}J,Md)d)EDEHLl,I/IaJ'IbHOVI LNarHoCTUKN C AMHAMUYECKUM eé BapMaHTOM B HEKOTO-
PbIX Cny4yadaXx NpuBoAUT K TAXENbIM MHd)EKLWIOHHbIM OCJIOXXHEHNAM. ﬂpanmb-
HO BblﬁpaHHaﬂ WHOMBUAYaNbHaA TaKTUKa BeAeHUA No3BoNndeT Bbl6paTb ontn-
ManbHYI CXeMy nevyeHna Ana KOHKPETHOro nauuMeHTa c MUHUMM3aLMen puckos
TSXENbIX OCJIOXKHEHMA.

OMbIT NEYEHMA TUTAHTCKOW KOHAUNTOMbI
BYLUKE-JIEBEHIWUTENHA Y IEBOYKU

ABTOp:
Wecnep 3BennHa AnekcaHppoBHa
oMMy

Hayy4Hbii pykoBoauTesb:
MaBneHnko Hatanba UBaHOBHA — K.M.H., AOLEHT
OOKB, OMIMY

Mo AaHHbIM BcemMupHoOii opraHnsaLlnmu 3ApaBoOXPaHEHNA eXerofHo B MUpe
oTMevaeTcs 6onee 32 MUANMOHOB CNy4yaeB KOHAWJIOM HaPYXHbIX MOJIOBbIX
OpraHoB, acCOLMMPOBAHHbIX C BUPYCOM nanunnombl yenoseka (BMY). 9Tuo-
nornyeckum daktopom B 90% cnyyaes BbicTynatoT BMY HU3KOro OHKOreHHOro
pucka 6-ro u 11-ro TunoB. B HacToAwWwee BpemMa ANA Tepanun KOHAWIIOM aHo-
reHuTanbHOM 06nacTh y AeTeil NPUMEHSAIOT pa3NyHble METOAbI AeCTPYKLNK, a
TaKXe XUPYpPruyeckoe MCCEYEHME NPU OBLIMPHBIX MOPAXEHUAX KOXU U CNU3U-
CTbiX 06onoyek. Hepeko pe3ynbTaT NeyeHns COMHUTENEeH: YacToTa peyuanBa
3a60s1eBaHus, N0 faHHbIM NUTepaTypbl, AocTuraet 51%. peanbHoii B AeTCKOIA
NpakTUKe ABNAETCA BO3MOXHOCTb MUHUMU3UPOBATb UCMOJIb30BAHUE XMPYPIit-
Yeckoro sieyeHus Npu faHHoi natonorum. lNpenapart «asokcumepa 6pomMugy,
ABNASICL UMMYHOMOJYNUPYIOLUM CPefICTBOM, HanpsAMYI0 BAWAET Ha 3BEHbA
KNeTOYHOro U ryMopanbHOro UMMYHUTETA, NPOABASET aHTUOKCUAAHTHbIE U Ae-
TOKCUKaLWOHHbIE CBOWCTBA.

JeBouka M., 1 rop 3 mecsiya (2020 r.p.), XuTenbHuua ropoaa Xa6aposck,
HanpaenieHa B 06/1acTHYO AETCKYI0 KAWHWYECKYyl 60nbHuULy ropoga Omcka
ANS NeYyeHus nocne oCMOTpa AepMaTOBEHEPOIOrOM U AETCKUM XUPYProMm ro-
POACKOI MONUKNMHUKK, Kyfa ob6paTunach c xanobamu Ha Hanuuue 60MbLINX
no TUNY «LUBETHOW KanycTbl» pa3pacTaHuii Ha NPOMEXHOCTH U B NepuaHanbHOM
obnactu.
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N3 aHaMHe3a W3BECTHO, YTO aHOreHWTanbHble KOHAWAOMbl MOSABUAUCHL B
Bo3pacTe 1 roga nocne nepeHeceHHon AeTckoii uHbekuum (BeTpsiHas ocna),
XapakTepu3oBasuCb aKTUBHbIM POCTOM (3a 3 Mecsila AOCTUTAN TUTaHTCKUX
pa3MepoB — KOHAMNOMa bywke-JleBeHwTeiHa). MauneHTKa ¢ pOAUTENAMU He-
0JHOKpaTHO o6palanuch 3a MeLULMHCKOM MOMOLLbIO N0 MECTY NPOXUBAHUS ,
30 (EeKTMBHOro NeyeHns NpeANioxXeHo He 6bin0. BBMAY npogonxatouierocs po-
cTa o6pa3oBaHuii npuexanu B ropos OMcK U 06paTUANUCh B MONMKIIMHUKY NO
MecTy npe6biBaHus, OTKYAa 6bln HanpaBaeHbl K xupypry 061acTHON [eTCKOW
KNWMHUYECKOi 6onbHULbI. Y poguTeneil B xoge 06cnef0BaHus BbiiBNEHbl -
HUYHbIE HEBONbLUME aHOTEHUTANbHbIE KOHAMIOMbI, acCoLMMpoBaHHble ¢ BMNY
11 Tuna.

Ha MOMEeHT oCcMOTpa Hapy)XHble NOMOBbIe OpPraHbl MO XEHCKOMY TNy, Ciun-
31CTas U KOXa NPOMEXHOCTH runepeMupoBaHa. Ha BynbBe, NPOMEXHOCTH, B
nepuaHanbHOW 061aCTM MHOXECTBEHHbIE CNMBAKOLMECS 06pa30BaHuUA MO TUNY
«L4BETHOM KanycTbl» Ha LULWPOKOM OCHOBaHUM 06wum pasmepom cnpaea 10,0x7,0
cM, cnesa 7,0x7,0 cM, B nepuaHanbHoit o6nacTu 7,0x7,0 cM, He KpoBoTouar. Mo
pe3ynbTaTaM 0CMOTpPa BbiCTaB/ieH AnarHo3: A63.0 — AHoreHuTanbHble (BeHepH-
yeckue) 6opogaeku. fMraHTckas KoHAMnoMa bylwke-fleBeHwTeiiHa.

YuuTbiBas BO3PACT NaLMEHTKM, 06WMPHOCTb NopaxeHus (6onblune paamepsbl
06pa3oBaHuii Ha LWIMPOKOM OCHOBAHMK), 1eBOYKE Ha3HaYeHa MMMYHHOKOPPUIy-
pyrolias Tepanus npenapaTtom «a3okcumepa G6poMUA» NMPOAOMKUTENbHOCTbIO
Ha 10 gHeii. Mo pesynbTaTaM NepBOro Kypca eyeHus OTMEYanoch YMEHbLUEHNe
pasMepoB KOHAWIOM, YTO MOCYXNN0 OCHOBAHUEM NPOJOIKUTD KOHCEPBATHUB-
Hylo Tepanuto. Bcero npoBefieHo 3 Kypca feyeHust npenapaToM «a3oKcUMepa
6pomupy». Yepes 1 MecsiL nocne OKOHYaHUs eYeHUs Y 1€BOYKN ONpeAensiinch
€AMHWYHbIE KOHJMIOMbI Ha NIOCKOM OCHOBaHWUN fuameTpom Ao 0,5 cM ¢ TeH-
JeHUMel K fanbHeiiwemy perpeccy. MosiBNeHNUs HOBbIX KOHAUIOM HU BO BpeMs
NIeYEHUS, HU NOCIIe er0 OKOHYAHUS HE 0TMeYanoch.

Takum 06pa3oMm, faHHbIA KIUHUYECKWI TPpUMEpP AeMOHCTpUpYeT 3@ hekTmBs-
HOCTb MPUMEHEHMA npenapaTa «a3okcuMmepa 6pomMua» B Tepanuu KOHAUIOM
aHoreHMTanbHOM 06/1aCcTU, B TOM YMCNe TUTAaHTCKUX pasmepos, ¥ geTeil. Uc-
nosb3oBaHUe MMMYHHOKOppUrupyrowei tepanuu npu BlY-accoymupoBaHHoit
MHOEKLUM NO3BONSAET CHU3NUTb YaCTOTY NEPBUYHbIX U MOBTOPHbIX OMEPATUBHbIX
BMeLLaTeNbCTB NPU AaHHOW NaTONOMUN.
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PEBEHOK CO CTEHO30M TOJICTOM KULLKMH,
OCNOXXHEHHbIM KULLEYHbIM KPOBOTEYEHUEM

ABTOpSbI:

bycanaesa [lapbsi UropeBHa,

OyannoBa AHHa CepreeBHa,
Tepewnna AHacTacusi AnekcaHppoBHa,

JembsaHeHKko AHHa IOpbeBHa

PHUMY nm H.W.Mnporosa
YypukoBa Buktopus OneroeHa
MMIMY nm.CeveHosa

Hayy4Hbii pykoBoauTesib:
XonoctoBa Buktopus BanepbeBHa — fi.M.H., AOLEHT
OTKB M. H.®. dunaToBa

AKTYyanbHOCTb U YHUKANbHOCTb: CTEHO3 KULIEYHNUKA — ONacHoe COCTOSIHMeE,
npyu KOTOPOM MNPOUCXOAUT CYXeHUe ero npoceeta. AT0 pefKas BpOXAeHHas
aHoOManus XenyfoyHo-KMWeYHOro TpakTta, BcTpevatowascsa 1 pas Ha 40 000
HOBOPOXJEHHbIX U cocTaBnaowas 1,8-15% atpesunit ToNCToi Kuwku. Mpuuu-
HaMu 3TOro NOpoKa MOryT 6bITb MAaTONOIMKM BPbIKEEYHbIX COCY0B NN0AA U3-3a
nepern6oB KULWEYHNKA, BHYTPEHHUE FPbIXU U MHBArMHALUKM KUILEYHMKa. M3-3a
peAKoCTH 3TOli NaTonorum B IMTEpaType uMeeTcs Mano nHbopmaLum o ee Kiu-
HUYECKMNX NPOSABIIEHUAX U NEYEHUM.

Llenbto paﬁOTbI ABNAETCA NpOaHanuM3npoBaTb pe3ynbraTt Ie4yeHuUA p66EHKa C
BPOXAEHHbIM CTEHO30M CUrMOBMAHOI KUMKW U MOKa3aTb ONTMManbHbIii anro-
PUTM AMArHOCTUKU PaHHEro Havyasna fneyeHunsa 3TOW TSHKENOoii naTonorum

KnuHuueckuin cnyyait: bonbHoii C., 6 MecsiueB NOCTYNuA B OTAENEHUE THON-
HoW xupyprum OIKB um H. ®. dunaToBa c xanob6amu Ha B3AYTUE XXMBOTA, KPOBb
B CTyne, 3anopbl u nepuoanyeckyto psoty. Co cnos poanuTeneil 3anopbl nos-
BMNUCL MOCNe BBEAEHUs B paLnoH pebeHka npukopma. CTyn y pe6eHka 6bin
nocnefHui pas 3a 7 gHeil 4O NOCTYNNEHUs, a 3a AieHb A0 rocnuTanusalmum Ha-
6nofanca cTyn no Tuny MeneHsl. [Ipy 0ocMOTpe B MOMEHT 06palLeHus oTMe-
yanocb B3fyTue XnBoTa. bbino npoBeeHO MHCTPYMEHTaNbHOE 06Ce0BaHuE:
Y3W (BblsiBNeHO pacliMpeHWe CUrMOBMAHOW KWWKW, 3anofo3peHa 60nesHb
MMpwnpyHra), uppurorpadus (onpesensietcs 30Ha CTeHo3a (2 MM) Ha rpaHuue
CUrMOBUAHOIN 1 BOCXoAsLLeid 060A04YHOI KULWIKKM) U KONOHOCKONUA (MOATBEPXK-
AEHO CY)XXeHWe CUTMOBUAHON KULIKK). Ha OCHOBaHUM KIMHUYECKOIH KapTUHbI U
MHCTPYMEHTaNbHbIX AaHHbIX 6bl1 NOCTaBNeH AnarHo3s: “CTeHo3 CUrMOBUAHOM
KULWKKW, YaCTUYyHas 06Typauus KuweyHuka’. bbino npoBefeHO onepaTMBHOE
neyeHue, BbINOJHEHA NanapoCKoONUYeckas pesekuns CUrMOBUAHON KWLIKH,
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HaloXeHne CUrMa-curMa aHactomMosa. MocneonepalymoHHblii nepuop y pebeH-
Ka NpoXoAun rnaAKko, Naccax no KULWeYHUKY BOCCTAHOBUICS HA TPETbU CYTKH
nocie BMeWaTeNbcTBa. ANU30Abl KPOBOTEUEHUS HE MOBTOpsSANCL. Pe6eHok
BbINMCaH B YAOBETBOPUTENIbHOM COCTOSIHUN Ha 7 CYTKM nocne onepauuu. Mo
JaHHbIM TUCTONOMMYECKOr0 WCCNefoBaHUA MOLTBEPXAEH AMArHO3 CTEHO3a
CUrMOBUAHOM KUIIKKW, BbISIBNIEHA oyaroBas runonnasus n Gpu6posHo-mbiliey-
Hasi AUCNIa3nsi MbILEYHOTO CI0Si CUTMOBUAHOI KMILKM, B NOCNEAHEl BbiSBNEH
BOCManuTesbHbI nonun. Takum 06pa3oM, popMuMpoBaHMe CTeHO3a, NO BCeil
BEPOSATHOCTH, GblfI0 0GYCIIOB/IEHO IOKAsbHbIM MOPOKOM Pa3BUTUSI MblLLEYHO-
ro C/1051 CUTMOBMAHOMN KUILKM, @ KPOBOTEUYEHUE CBS3aHO C HaNnunem BoCnanu-
TeNbHOro nonuna, o6pasoBaBllerocs Ha GOHe XPOHUYECKOI TONCTOKMILEYHOI
06CTPYKLMNHU.

BbiBoAbl: flaHHOE HabNoAeHWe NpeACcTaBNAET UHTEPEC He TONbKO B clej-
CTBWW TOTO, YTO JaHHasA NaTONOrUsA peAAKO BCTPEYAETCS, HO U B CBA3U C HETUMMY-
HbIM KMHUYECKUM NPOABNIEHNEM — MACCUBHbIM KULWEYHbIM KPOBOTEUYEHUEM,
OC/NOXHMBLIMM OCHOBHOE 3a6oneBaHue.

KUCTO3HAA AHOMAJINA PA3BUTUA ANYHUKOB
N MATOYHbIX TPYB Y HOBOPOXXAEHHOIO PEBEHKA.
KNNHUYECKNI CNYYAHN

ABTOpbI:

[yanHoBa AHHa CepreeBHa,
bycanaesa [lapbs UropeeHa,
MponnetkuHa KpuctuHa [IMUTpHEBHa,
MenkymsH Enusaseta ayapaoBHa
PHUMY nm H./. Muporoea
Yypukosa Buktopus OneroBHa
MMIMY nm.CeuveHoBa

HayuHbii pykoBogUTE Ib:
Yynpokoea MaguHa ApceHoBHa — J.M.H., npodeccop
ATKB vm. H.®. dunatosa

BpoXAeHHbIe KUCTbl SUYHUKOB MPEACTABAAIOT CO60i A06POKAYECTBEHHYIO
(GYHKUMOHANbHYIO aHOManuto, KOTopas BO3HUKAET B pe3ynbTaTe Ype3MepHoii
CTUMYNALMM AUYHUKOB Noja nnaLeHTapHbIMW U MaTEPUHCKUMU FTOPMOHAMM.
TakTMKa NeyeHus 3aBUCUT OT pasMepa KUCTbI U OCNOXHEHUI, KOTOPble MOTyT
BO3HWUKHYTb BO BpeMsi 6epeMeHHOCTM Uu nocne pofoB. CornacHo nutepatyp-
HbIM ZaHHbIM, KUCTA AMYHUKA Y NNOAA MOXET 6bITb 06HaAPYXeHa ¢ 25-i Hefenu
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6epeMeHHOCTH, Haubonee YeTKo OHa onpeaenseTcs B |l TpumecTpe 6epeme-
HOCTH.

Pe6eHok 0T MaTepu 23 neT OT 2-0ii 6epeMeHHOCTH, NPoTeKaBLen Ha (oHe
recTaLyMOHHOro caxapHoro fuabeta u ocTporo nuenoHedputa martepu; B Il Tpu-
mecTpe BbisiBNeHbl MBIP nnoga, KUCTbl SMYHUKOB C 2-X CTOPOH. PebeHok po-
auncs Ha 38 Hepene 6epeMeHHOCTM. C poXAeHNA o6palano Ha cebs BHUMaHUe
yBeNNYeHue pasmepoB xuBoTa. CTyna He 6bin0. C NOA03PEHNEM Ha KULIEYHYHO
HenpoxoaumocTb nepesefeH B ANKB um. H.®. Gunatosa.

Mpyu 0oCMOTpe XMBOT yBENUYEH B pa3Mepax, Npyu nanbnayum onpeaensiercs
N0THOE OKPYrnoe o6pasoBaHue paamepaMu 6x4 cMm cneBa, CnpaBa B HUXHUX
oTAenax XvBoTa — MJ0THOe 06pa3oBaHNe OKPYribix pa3aMepoB 3x3, MAOTHbIE,
6e360s1e3HEHHbIE. HapyXHble NONOBbIE OPraHbl CHOPMUPOBAHBI MO XEHCKOMY
TUNY, Manble NOOBbIE Iy6bl M KNUTOP r’UNepTPOdUPOBaAHbI, 0TMEYAOTCS KPOBS-
HUCTbIE BbIAENEHNA U3 BNaranuiya, 6e36onesHeHHoe. [locne peHTreHonornye-
CKOro 06cnef0BaHNUs U OUNCTUTENBHON KIN3Mbl ANArHO3 «KULLEYHas HEMPOXO-
AUMOCTb» UCKJTIOYEH.

Mpu Y3U 6ptowwHoii nonoctn AamyHmuku: cnpasa 87x60 mm, cnesa — 104x40 Mm
KMCTO3HO M3MEHeHbl. MaTouHble Tpy6bl 06NNTEPUPOBaHbI, CBOGOAHAA XUJ-
KOCTb B ManoM Tasy. 31.03.22 npoBef,eHO nanapocKonnyecKoe yganeHue KucT
AMYHMKoB. Mopdonoruyeckoe nccnegosanme ot 01.04.2022: ponnukynsapHas
KMCTa IMYHMKA, NapaoBapuanbHas kucta. B nocneonepayuoHHoM nepuoge oT-
Meuancs 6bIcTpblii pocT KUCT Ao 85x40 MM cneea, 70x39 Mm cnpaBa. 04.05.22 —
npoBefeHa NanapoToMus, yaaneHue KMCT AMYHMKOB. o gaHHbiM Y3U B au-
HaMUKe: AMYHUKKM 3HAYUTENbHO YBENMYeHbl B pa3Mepax, AOXOAAT [O YPOBHA
HUXXHEro Kpas MeYeHW M HUXHUX NontocoB noyek. Mopdonoruyeckoe nccne-
poBanue ot 05.05.2022: kucTosHaa aHoOManua pasBuTus AnYHUKoB. OfHaKo, B
nocneonepauuoHHOM nepuofe 0OTMevyaeTcs NOBTOPHbIA POCT KUCT AUYHUKOB
50x70 MM, nosiBNeHNe NPU3HAKOB KUIWEYHOW HENPOXOAUMOCTH.

Ha ocHoBaHWUM NPOBeAEHHOI0 KOHCUMYMa (aKyLep-rUHEeKoNor, S3HAOKPUHO-
NOT, feTCKMNIi XMPYPT, TEHETUK, HEBPOJIOT) B CBSA3M C HEBO3MOXHOCTbIO NPOBe-
AEHUSI MEANKAMEHTO3HOI Tepanuu, HEKOHTPONMPYEMbIM (GONIMKYIOreHe30M,
6bICTPbIM POCTOM KUCT, 06/MTepaLueit TpY6 U HapacTaHWEM NPU3HAKOB KMLIEeY-
HOI HEMPOXOAUMOCTYU PELIEHO NPOBECTU afAHEKCIKTOMMUIO C ABYX CTOPOH MO
XXW3HEHHbIM NoKa3aHUsM.

OnucaH KNUHUYECKWUI clyvyail KpallHe pefKo BCTpevarlencs y HOBOpO-
XAEHHbIX aHOManuu. Psaj aBTOpOB CBA3bIBAOT BHYTPUYTPOOHOE MOSIBNEHUE
OBapuanbHbIX KUCT C 9CTPOreHn3auynemn co CTOPOHbI MaTepK, reCTalMoOHHbIM ca-
XapHbIM AKNa6eToM, pesyc-UMMyHU3aLuei nim npeaknamncuein, XpoHUYECKUM
nuenoHeGpMTOM M TOH3UANUTOM Yy MaTepu, TMNOTUPEO3OM M runepnnasnen
Hafnoye4yHUKoB y nnoja. PeweHne BONpoca o TaKTUKe BEAEHUS TaKMX naLueH-
TOB A0/DKHO MPUHMMATHCSA KOHCUSIMYMOM CheLmnanucTos.
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CEKLUHUA «MEQUATPUA»

TPOMBO3 BPIOLIHOIO OTAEJIA AOPTbI
Y HOBOPOXXAEHHOIO

ABTOp!:
AbpeTteHéBa [luaHa [iIMuTpneBHa
PHUMY um. H.W. Muporosa

HayuHbie pykoBognTeu:

CapkucsH EruHe Anb6epToBHa — K.M.H., JOLI€HT,
MakynoBa AHacTacusi UBaHOBHAa — K.M.H., JOLL€HT
PHUMY um. H.W. Muporosa

BeegeHne. TpomM603 6PIOLWHOIO OTAENA a0PTbl — PefKOe COCTOSHUE B HEO-
HaTaNbHOM nepuofe. GakTopamMu pucka ABAAIOTCA KaTeTepusalusa NynoyHoi
apTepuu, BPOXAEHHbIE MOPOKN CepAua, Cencuc, nepuHaTanbHas achukcus,
3KCTpeMasibHas He,OHOWEHHOCTb, HacNeCTBEHHbIE TPOMBOd UK.

Llenb. Moka3aTb 06beM ANArHOCTUYECKUX U TEpPANeBTUYECKUX MePONPUATUI
y pe6eHka c TpOM6030M GPIOLIHOIO OTAENa aopThl.

Knunuyeckuii cnyvai. lesouka M., 26.05.2022 r. p., B Bo3pacTe 12 gHel no-
ctynuna B KB N29 um. I'H. CnepaHckoro no noBofjy aHypuu, oTkasa oT ejpbl,
KpOBOTEUYEeHUIA U3 BNaranuiya.

AHamHe3 xu3Hu. Pogunacb ot 1-it 6epeMeHHOCTH, NpoTeKaBlueli B 1-M Tpu-
MecTpe C TOKCUKO30M, TPUXOMOHMA30M, BO 2-M — reCcTallMOHHbIM CaxapHbiM An-
a6etom (C[), B 3-M uMTOMeranoBupycHoit uudexyueii (LMBW), npocTbiM repne-
COM, 1-X POA0B eCTECTBEHHbIM GMOMEXAaHU3MOM Ha CPOKe recTauuu 39 Heaenb.
Macca Tena npv poxaeHuu — 31401, anmHa — 52 cm, APGAR 8/9 6annos.

AHamHe3 3a6oneBaHus. Mocne BbINMCKK M3 poALOMa y pebeHka Habnofa-
nocb BANOe cocaHue, OTCYTCTBME NpubaBku B Macce. 6.06.2022 KpoBAHUCTbIE
BblJeJIEHNS U3 BNaranuiya, 0Tkas oT efibl, BANOCTb, aHYpus B TeueHne 12 yacos.
B ArKBE cB. Bnagumupa 3anofospeHa runepHaTpuemMuyeckas gerumgparauus,
OC/IOXHMBLUASIC PAa3BMTUEM apTepuanbHOro TpoM603a NMOYEYHbIX COCYA0B W
ocTpbIM noBpexgeHuemM novyek — KDIGO 3 cT. (MoueBMHa 26,65 MMonb/n, Kpe-
aTUHUH 255 mkmonb/n, O-gumep > 1000 Hr/mn; Ha Y3W — ymepeHHOe CHMXeHne
NINHEIiHbIX pa3MepOoB NOYeK, 0TCYTCTBUE KPOBOTOKA). C LieNiblo NPOBEAEHNS 3a-
MecTUTEeNbHOM NOYeYHON Tepanuu feBouka nepesejeHa B LleHTp HeoHaTanb-
Hoii Hepponorum n gnanusa ArKb N29 um. I H. CnepaHckoro.

Mpu noctynnenuun: ALl 92/67 MM pT. CT., Ha HOrax He onpefenseTcs; nepu-
(hepuyeckune oteku. JlabopaTopHO: NeiKOLNUTO3 ¢ HENTpoQuUIe30M, TpOMBOLU-
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Tonenus, CPb 37,2 mr/n, NKT 1,99 Hr/mA; runonpoTenHeMus; runepasoTemMus;
runoKoarynsaums, noBblWeHHbI ypoBeHb [-aumepa. MposegeHo KT ¢ KoHTpa-
CTUPOBaHMEM: TPOMBO3 a0pThl OT YPOBHSA BepXHEN OpbixeeyHol apTepuu. Kpo-
BOCHaGXeHMe NOYEK N HUXHUX OTAENOB Tena OCYWecTBSANOCh Yepes Kosna-
Tepanu. Hayat neputoHeanbHblii gnanus (M) B knaccuyeckoi Moaudukauum.

[poBeneHHas Tepanus: TUTPOBAHUE aHTUKOAryNAHTOB, aHTUarperayMoHHas,
aHTVI6aKTepVIaJ'IbHaFI, natoreHeTnyeckasd, cumnTomaTuyeckas.

B TeueHue 2-x MecsALEeB COCTOSAHWE OCTABaNOCh TAXENbIM 3@ CYET CUHAPOMA
nonuopraHHoii HegoctatouHocTu (OH, ONM B ctagun KDIGO3, koarynonaTum)
Ha GOoHe TPOM603a GPIOIIHOrO OTAENa aopThl, PELMANBUPYIOLLE MTHEBMOHUMY,
HEBPOSIOrMYECKUX HapYLIEeHUI 38 CYET FTMNOKCUYECKN — reMopparmyeckoro no-
paXkeHus roNoBHOro M0O3ra, aHeMum, TpomboumToneHuu. JlabopaTopHo: coxpa-
HaAnacb azotemus. HA Y3U noyek: KOPTUKaNbHbIA HEKPO3, TEHAEHLUSA K YMEHb-
LWEeHMI0 pa3MepoB MoYex.

MpoBefeHO FeHeTUYeckoe WCClefoBaHWe Ha HAcNefACTBEHHbIA Aeduuut
(aKTOpOB CBEPTLIBAHMS, pe3ynbTaTbl B paboTe.

B Hauane ceHTAGpA Npou3olWNa pekaHanusauus aopTbl, BU3yanusupoBa-
NIUCb NPUCTEHOYHbIE TPOMBbI. COCTOAHNE pebeHKa C BOHOO6PasHbIM TEeYeHH-
eM Tpe6oBsano nposeaeHus Kak M[] v remoananusa. CocTosHUE C YIyULLIEHUEM.
MuTaHne pe6eHKa yacTUYHO NapeHTepanbHoe. B nnaHe nepecaaka nouku.

BbiBoAbl. B HeoHaTanbHOM nepuofe TPOM603 OPIOWHOrO OTAENa aopThl
BCTPEYaeTCA Uy AOHOWEHHbIX AeTed. Hanuune AnnTenbHOro NaTeHTHOro nepu-
0[1a, B CBA3M C BbICOKUMMU CMOCOGHOCTSAMU AOHOLWEHHOTO pebeHKa, 3aTpyaHaeT
paHHIOK fMarHocTuky. MpUYMHOA pa3BUTMA AaHHbIX COCTOSAAHWIA YacTo ABNAOT-
csl 3aboneBaHMs MaTepu U BHYTPUYTPOOHAsA UH(EKLUSA, YaCTbIM OCNOXHEHU-
eM — TepMUHanbHasa cTagns 3aboneBaHus nNoyek, 06yCNOBNEHHAN UX CKIIEpO-
30M, TpebytoLas 3aMecTUTENIbHON MOYEYHOI Tepanuu.
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CNYYAN MOYEKAMEHHOW BOJIE3HW Y PEBEHKA PAHHEIO
BO3PACTA

ABTOpBI:

Axkky3uHa EkaTtepuna BnapgucnaBoBHa,
MupmaHoBa AHapa CamuynnoBHa

PHUMY um. H.W. Muporosa

Hayy4Hbi41 pykoBognuTe Ib:
fipowesckass Onbra UNbMHMYHA — K.M.H., lOLLEHT
PHUMY um. H.W. Muporosa

KnuHuueckwii cnyvaii: [leBouka, 2,5 roga noctynuna B ceHtaope 2022 roga B
Hedponoruyeckoe otaenenue B rKb um. dunatosa H.9.

YXano6bl npu NOCTYNNIEHUM — KPAaCHOBATbIN LiBET MOYM, UBMEHEHUS B aHaNu-
3e Mouu (nerdKoLuTypusA, apUTPOLMTYpUSs). HacneACTBEHHOCTb — YPONUTHA3 Y
otuac 21 rofa. PaHHuit aHaMHe3 He OTATOLWEH, BCKapMIMBaHue rpygHoe.

AHaMHe3 3aboneBaHuA:

B 3 Mec. — TpaH3uTOpHas Hebonblias neiikouutypus, Y3N noyek — HopMa.
B 1 rop 6 Mmecsiuee — ataka nuenoHedputa (hebpunuter, neiikountypus). Y3U
noyek — 6e3 natonoruu. 2 roga 4 Mecsaua — crnyiowHas neikouuTypus 6e3 Knu-
HMYECKUX CUMNTOMOB. 2 rofia 6 MecsALeB — 60/IM B XXUMBOTE, PBOTA B TEYEHUE
1-2 gHei. Y3W opraHoB MOYEBOIA CUCTEMbI: B IEBOM MOYETOYHUKE KOHKPEMEHT
0BanbHOI popMbl pasmepom 11x4 MM C POBHbIMU YETKUMU KOHTYpaMM, C YeT-
KOW aKyCTUYeCKOW TEHbIHO.

CamocToATeNbHO 06paTUIMCh B NpuemMHoe oTaeneHne GunatoBckoii 60nbHNU-
Lbl. XXano6 Ha MOMeHT o6paLLeHns HeT. [pu npoBeaeHun Y31 noyek u 0630pHOM
peHTreHorpadum KOHKPEMEHTOB He BbisiBieH0. OTnyleHa AOMON. 2 roga 8 Me-
CAILeB — KpacHOBATbI LBET MOYH, IPUTPOLMTYPUSA, CNNOLLHAA NEAKOLUTYPUS.

locnuTanusauuns B Hedponoruyeckoe otaenenue B ArKb um. dunatosa. 06-
WA M BUOXMMUYECKUIA aHANN3 KPOBM B HOPME, B aHanM3e MOUN BblpaXeHHas
apuTpounTypua. Y3U noyek n MoYeTOYHNKOB (CeHTABPb 2022 I.) — NMenoakTa-
3ud cneBa. KoHKpeMeHTbI He BbiiBNEHbI. B fuUHaMuKe Yepes Hefenun: B aHanuse
moum: YB — 1,035, 6enka HeT, aputpouutbl 12, neiikoumntol 0. MoBTopHOE Y3U
MOYeK M MOYETOYHUKOB: MOYETOYHUK ClleBa PacLUMPEH Ha BCEM NPOTAXEHUN A0
18 MM, B BEPXHEN TPETHU IEBOTO MOYETOYHUKA — FTUNEPIXOreHHOe BKOYEHNE
AnameTpoM Ao 7 MM. Takum 06pasom, Npu NpoBefeHnm yetoipex Y3-uccnego-
BaHWii C MOMeHTa NepBOro 06HapyXeHUs KOHKPEMEHTa pe3ynbTaT ABaX bl N0-
NOXMTENbHbINA M ABaXAbI OTPULATENbHbIN.

KT nouek ¢ koHTpacTupoBaHueM (oKTs6pb, 2022 r.): MoYkM pacnosioXeHbl
06bIYHO, popMa M pasMepbl He W3MeHeHbl. MTapeHxUMa NoYyek He W3MEHeHa.
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YJIC: cnpaBa He pacluMpeHa, cnesa oxaHka 10 9 MM . [IpocBeT N1eBoro MoyeToy-
HUKa pacluMpeH Ha BCEM NMPOTSXeHUN (MaKCUManbHO B HUWXHel TpeTu (17 MMm).
B npoceeTe BepxHeil TpeTW NEBOr0 MOYETOUHMKA ONpeensaeTca KOHKPEMEHT
pasmepamu 9x5x3 MM. MoyeBoii ny3bipb 6€3 0CO6EHHOCTEIA.

06cnefoBaHue Ha HanMuMe MeTaboNMYECKUX HapYLLEeHUIA: MOYEBas KUCNOTa
B CbIBOPOTKE KpoB#H 220 MKMOJIb/N (B HOPME), KaNbLiWii CbIBOPOTKM 2,62 MMONB/N
(B HOpME).B MOuYe: UMCTUH OTCYTCTBYET, MOYEBast KUCNoTa 229 Mr/cyT (B HOpME),
docdop 19,2 (B Hopme), Kanbuuii 4,2 Mr/cyT; okcanatbl 27,72 Mr/cyT; TO ecTb,
MMeeTCA He3HauuTeNbHasA rMnepKanbLuypums u yMepeHHas runepokcanypus.

TakTuka neyeHus: nepeBog B yponoruyeckoe otaenerue ArKb um. H.O. du-
naToBa, NonbiTKa yfanuTb KOHKPEMEHT 3HAOCKONUYecKW okasanacb HeBO3-
MOXHOW U3-3a BbICOKOFO PacnofoXeHus 1 60/1blIoro pasmepa kaMHs. Pe6eHok
HanpassieH B UHCTUTYT Yponorum.

Llenb onucanus:

[aHHblii cnyyail BbISBNSET pafj Npo6aeM B MAarHOCTUKE U NIeYeHUM yponu-
Tuasay geTeii:

* 06paaoBaHV|e KOHKpPEeMEHTa B paHHEM BoO3pacTe 'y pe6eHKa C nonoxwutenb-
HbIM CeMelHbIM aHaMHe30M U 6e3 SIBHbIX BHELIHUX NPUYnH (He UCKNKYyaeTt
ponn HacneaCTBEHHbIX d)aKTOpOB)

+ TpynHOCTU OGHApYXeHNUs KOHKpeMeHTa (NpOTUBOPeYMBbIe pesynbTaThbl Y3U
Ha pa3HbIX aTanax)

+ TPyAHOCTYU yAaneHna KOHKPEMEHTa
« TpyAHOCTU B YyCTaHOBIEHUN METa60oNMYeckoro aedekTa AN NpoPuIaKTUKY
peLuanBa KaMHeobpasoBaHus.

NOCNEACTBUA NO3AHEN ANATHOCTUKM
CENTUKONMEMUYECKON ®OPMbl OCTPOI0
FTEMATOrEHHOIro OCTEOMUENIUTA Y IEBOYKU 4 NET

ABTOpbI:

AKceHoB AHTOH OneroBuy,
MawkuHa AneHa CepreeBHa

PHVIMY um. H.W. Muporosa
Hayy4Hbii1 pykoBOAUTE B!

NapuHa Jlio60Bb EBreHbeBHa — K.M.H., AOLEHT
PHUMY nm. HW. Muporosa

MuenougHas capkoma (MC) — OHKOreMaTonoruyeckoe 3a6onesanue, npes-
cTaBnstoLLee CO60ii ONyX0Nb U3 MUENONAHbIX KNETOK-NPeALecTBEHHNUL, KOTO-
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pasi BO3HUKaeT 9KCTpaMeAynnsapHo, yalle B Koxe, KocTax, KT, numbaTtuuecknx
y3nax, amukax. loctaHoBka gnarHo3za MC Bbi3biBaeT TPYAHOCTH B CBA3M C pas-
HOObpa3neM KIIMHUYECKUX MPOSIBIIEHNI U peaKocTbio 3aboneBaHua. YactoTa
MC B Mupe cocTaBnfeT 0KoJi0 2 ciyyaeB Ha 1 MJTH HaceneHus.

MauuneHT b., 4 Mec., poauncs ot | 6epeMeHHOCTH, | CPOYHbIX ONEpaTUBHbIX
poaoe (06BUTHE NYMOBUHbLI, CUMGBU3NT), HA UCKYCCTBEHHOM BCKapMJIMBaHUMU.
OueHnka no APGAR 8/9. U3 poaaoma BbinucaH Ha natble cyTkU. 19.02.2022 06-
paTUiMCb aM6yNnaTopPHO C XXanobamu Ha MOBbILIEHWE TEMMEPATYPbl Tena Jo cy6-
(hebpunbHbIX 3HaYEHWI B TeyeHne 6 CYTOK. B o6wem aHanuse moum ot 20.02
nenkouutypus 15/mMkn u npoteunypus 0,3 r/n.

25.02 Ha hOHe NnpueMa aMOKCULMNANHA C KNaBynaHaTOM NiMxopajKa coxpa-
HAnacb. focnuTanuanpoBaH B Hedponoruyeckoe otaeneHme MAIKBE. Mpu no-
CTYNNEHUN: B KIMHUYECKOM aHanu3e KpoBKU — neitkounTo3 22x10°/n, aHemus.
OTmeyanocb 3HauuTenbHoe nosbiweHue JIAT, deppuTuHa M TpaHcaMuHas. B
061LeM aHann3e MOYM He3HAUUTEJIbHO BblpaXXeH MoYeBoii cuHApoMm. o pesynb-
Tatam Y3W o1 25.02 BbisBneHbl audPysHble M3MEHEHNUS MAPEHXMMbI NOYEK K
yTOJNLeHME CTEHOK N0XaHoK. Tepanusa npoposixeHa uedgukcumom. B cBasu ¢
HeCO0TBETCTBMEM NaboOPaTOPHbIX LaHHbIX TeYEHMIO UHbEKLUM MOYEBbIBOASA-
WMX NyTed NPOAOJIKEH fMarHocTuyeckuin nomck. Obpawanu Ha cebs BHUMa-
HUe MeNnKue eANHUYHbIE BHYTPUKOXHbIE MHOUABTPATbl HA BONOCUCTOI YacTu
ronosbl. CoxpaHAnucb aHemus, nemkouutos, nosblweHue JIAI, nossunacb
TpoMmboUMTONEHNSA. VCKNIOYEeHbl OCTPbI NeiKo3, Ae6l0T peBMaToNOrMYeckoro
3ab0neBaHus, NePBUYHbIA remodaroyuTapHblit nuMporucTuoymtos. C Lenbio
oHkonoucka 03.03 BbinonHeHa KT ¢ KOHTpacTMpOBaHWEM, N0 pesynbTaTam Ko-
TOpPOIi 06HAPYXeHbl MHTPaKpaHWanbHble U 3KCTPaKpaHuanbHble HOBOO6Pa3o-
BaHWA NeBOIi BUCOYHOI 06nacTm, 06LINPHbIE 30HbI KOHCONUAALMN JIETKUX, KO-
nnyecTBeHHas nuMpageHonaTms.

05.03 npoBeAeHO ncceyeHMe MOBPEXAEHHbIX KOCTei yepena, maTepuan
OTMpaBJieH Ha NnaToMop(hoNoruyeckoe UCCnes0BaHme, B CBA3N C TAXKENOi aHe-
mueii (64 r/n) npoussefeHa TpaHcdysus apuTpoLUTapHON B3BeCU. B cBA3M C
MOSIBJIEHNEM BbIPAXEHHOTO FEMOPParnyeckoro CUHApPOMa BbIMOSHEHA Koary-
norpamma, no faHHbIM KoTopoi yctaHoBneH aeduunt Xl pakTopa. NpoeegeHa
TpaHcysua kpuonpeyunuTara.

11.03 pebeHok nepeBefeH B OPUT ana oHkonoruyeckux 6onbHbix. Mo
JAaHHbIM UMMYHOTUCTOXUMUM ¥ pebeHka BepupuumuposaHa MC. Ha doHe npo-
BefeHust NMXT cocTosiHMe pebeHKa C pe3Ko OTpuLaTeNbHOW AUHAMUKOI 3a
CYEeT ycuneHusa remopparuyeckoro cuHapoma. C 16.03 pe6eHok nepeBefeH
Ha MBJ1, npoponxeHa NOCUHAPOMHAs M 3aMecTuTenbHaa Tepanus. 19.03 Ha
(GoHe MeANKaMEHTO3HOMN ceaLum y pebeHka pa3BuaCS TOHUYECKUI MpUcTyn.
YyutbiBas TAXKECTb COCTOAHMSA 3a CYET HapacTaHMA NONNOPraHHON HefJoCTa-
TOYHOCTU, KOHCUINYMOM onpefefieHa KOHCepBaTMBHas TaKTUKa fNeyeHus.
Mo paHHbIM I3 rpy6oe yrHeTeHne KOPKOBbIX QYHKUMiA. Mo gaHHbIM MPT:
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061WMpHbIe NPOABNEHUS Cy6apaxHOMAaNbHOTO KPOBOU3NUAHUA, AUD(Y3HbIi
OTEK BeLecTBa FOJIOBHOMO MO3ra, BKJIMHEHNE MUHAAINH MO3XKeuka, TPOM603
BEPXHEro CaruTTajbHOrO CUHYCa M MPU3HAKU HapyWeHUs KPOBOCHa6XEeHUs
TONI0BHOTO MO3ra.

25.04 pe6eHOK NOCTYNW B NaNNNaTUBHOE OTAENEHNE B COCTOSHUM aTOHNYE-
ckoii kombl (LUKT 3), rae ckoHYancs npu SBNEHUAX CepAEYHO-COCYANCTON Hefo-
ctaTtoyHocTu 12.07.2022.

OnucaHHblit NaLMeHT JEMOHCTPUPYET CIOXHOCTb AWArHOCTUKKU MUENoup-
HOM CapKOMbI B CBSI3M C OTCYTCTBUEM PaHHUX NAaTOFHOMOHWYHbIX NPOSIBAEHUI U
HE0BXOANMOCTbH WMPOKOI fuddepeHLanbHON ANAarHOCTUKH.

PEAKWUE BPOXXAEHHBIE MOPOKWU PA3BUTUA Y PEBEHKA
C CAHAPOMOM AENELNU 22Q11.2

ABTOpSbI:

AHTOHSIH Banepus BnagumuposHa,
LlakupoBa AHHa AneKkcaHApOBHa,
Bsanbix AHHa AnekceeBHa

PHUMY um. HW. Muporosa

Hayy4Hbii pykoBoaunTesib:
CapkucsiH ErnHe Anb6epToBHa — K.M.H., OLLeHT
PHUMY um. HW. Muporosa

BeeaeHue. Cuiapom feneunn 22q11.2 xpomocombl (22q11.2DS) — 3To reHe-
TUYeckas aHOManus, BO3HUKalLWas B pesynbraTe Aenelyun Ha JAMHHOM nneye
22 XpOMOCOMbI, Hapywatowas npoyecc amopuoreHesa 3-4 rnoToyYHbIX KapMa-
HOB U (hapuHreanbHbIX Ayr v npuBoAALLas K GopMUPOBaHMIO KOHOTPYHKaNbHbIX
BPOXAEHHbIX MOpokoB cepaua (BIC), uMmyHogeduuutHoMy cocTosHuio (MAC)
u runonapaTupeosy. Yactora BcTpeyaemoctu cuigpoma: 1:6000-1:3000. Onu-
caHo 6onee 180 knuHMYeckux popm 1 190 cMMNTOMOB CUHAPOMA.

Llenb. NMpogeMoHCTpUpoBaTh MHOroo6pasne GeHoTUNUYECKUX NPOSBIEHMWIA,
B TOM YMC/ie peflKUX MOPOKOB pa3BuUTHS, y pebeHKa ¢ cuHgpomom del 22q11.2,
NOATBEPANUTb 3HAYUMOCTb ANArHOCTUKM U TEHETUYECKOTrO KOHCYIbTUPOBAHMSA.

KnuHuuecknii cnyyvai. MauneHt M., 14.03.2022 r.p., 31.03.2022 6611 nepese-
geH B AATKB N29 um. IH. CnepaHxckoro.

AHaMHe3 XU3HKU. Manbuuk poannca ot 3 6epeMeHHOCTH, 2 CBOEBPEMEH-
HbIX POAOB Ha cpoke 37 Hefenb (1-af 6epeMeHHOCTb — CPOYHble POAbI; 2-as
6epeMeHHOCTb — MeJi. a6opT B 8 Hefenb). Pe6eHOK OT MaTepy C OTArOLWEHHbIM
COMaTUYECKUM U aKyLIEPCKO-TUHEKOSIOTMYECKMM aHaMHe30M. Bo Bpems ckpu-
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HuHra BO |l TpumMecTpe 6epeMEHHOCTH y NNOAA BbiBIEHbI MHOXECTBEHHbIE
BPOXAEHHble Mopoku pa3sutus (MBIP). Macca Tena npyu poxaeHun — 2 460 T,
OnuHa Tena — 44 cm.

AHaMHe3 3a6oneBaHusi. Pe6eHOK pOANNCA LMAHOTUYHBIM, 6€3 fibIXaTeNbHbIX
ABWXeHWiA. Mocne TakTunbHoM cTumynauuu yepes 30 cekyHg YCC 130 B MuH.,
JblXaHUE CaMOCTOATENIbHOE, HEPETYNAIPHOE, C BTSHKEHWEM YCTYNMUYUBbIX MeCT
rPYLHOM KNeTKM, aKpoLMaHo30M, runopediekcuei, MblLeYHOW TMNOTOHKER. Ha
5 MUHYTE XWU3HU NPU3HAKM JblXaTeNbHblX paccTpoicTs — 3-4 6anna (no wkane
Downes).

Mocne KoMNNeKcHoro o6enefoBaHus nogTeepxaeHbl MBIP: BMNC (teTpaga
®anno, runonnasns neroyHoii aptepumn (JTA) c fedekToM MexKenyLouyKoBoii
neperopopku), BMP LIHC (runonnasus/ annasus yepBsa Mo3xeuka), BMP moye-
NosoBoii cucTeMbl (rMnogucnnasns o6enx NoNoBMH NOLKOBOOBPA3HOI MOYKM,
MeraypeTtep), MHOXECTBEHHble CTUrMbl AW33MGpMOreHe3a B BUAE NNLLEBOTO
aucmopdusma.

23.03.2022 pebeHky npoBeaeHa onepaTuBHas koppekuus BMNC B AIKb N213
uMm. H.®. dunatoBa — TpaHCAOMUHANbHAA 6annoHHas BafbByNONnacTuKa kna-
naHHoro cteHo3a JIA 6annoHoM.

Y nauueHTa u ee MaTepu bbisia BbisiBNeHa Mukpogeneuuu 22q11.2DS.

Mpwu CKPUHMHTe nepBUYHbIX UMMYHOZeduMunTOB TREC 169 konuit/105 kneTtok
(> 450), uto cBugeTenbcToBano 06 UAC.

31.03.2022 pe6eHok 6bin nepeBefeH B OPUTH HoBopoxaeHHbix ATKB N2 9
um. [LH. CnepaHckoro, rae y Hero 6bina BbisiBNieHa guadparmanbHas rpbixa.
Takxe 06HapyXeHbl peTUHaNbHbIe KPOBOU3NMAHUS, HAPYLLEHUSA TEKTOHUKM CO-
CYLOB rnasHoro AHa. Umenacb gbixatenbHas, neYeHOYHas, BPOXAEHHas noyey-
Has HegocTaToudHocTb (KDIGO 3), reMonuTuyeckas aHeMus, TpOM6OLUTONEHMS,
remocuepos. Pe6eHoK He npowen ayAnonormnyeckuii CKPUHMHT.

HecMoTpsi Ha NpPoBOAMMYIO KOMMEKCHYK Tepanuio, COCTOsHUE pebGeHka
cTpeMutenbHo yxyawanocb. 30.05.2022, Ha 77 c.X. 3apMKCMpOBaHa KANHUYe-
ckasi cmepTb. CMepTb pebeHka M. 6bina HenpeaoTBPaTUMOI B CBA3M C HANNUU-
eM MBIP, npuBogAWMX K NOANOPraHHON HEZOCTAaTOYHOCTMH.

BbiBog. Bce petn ¢ MBIP u koHoTpyHkanbHbiMu BIC nognexar moneky-
NAPHO-TEHETUYECKOMY MCCNeAoBaHUtD. B HeoHaTanbHOM nepuope Tpebyertcs
BHUMaTeNbHOe OTHOoweHKe K BMP gpyrux opraHos u cucteM. B faHHOM cnyyvae:
rMnonnasua YyepBs MO3XeYKa, BYXCTOPOHHAA rMnonnasus noYek, NogKoB0OO-
6pa3Has nouka, Meraypetep, auadparmanbHas rpbka, peTUHaNbHas naTono-
rusi. MoATBEPXAEHNE ¥ MaTepyu pebeHKa MUKPOAEeneLn, HECOMHEHHO, UNHO-
CTPUpPYeT BaXHOCTb FeHEeTUYEeCKOro KOHCYNbTUPOBAHUA B CEMbAX C LeTbMU C
JlaHHOW naTonoruen.

176



[aazoBckMe YyTeHna. 2022. Cekuusa «Megnatpust»

Y3EJIKOBbIN NOJIMAPTEPUUT: KNMHUYECKNA CNYYAMN
Y MAJIbYUKOB 12 U 8 NIET

ABTOpSbI:

AwmupoBa JinaHa dpyapaoBHa,
YeTioxaHuHa [lnaHa BceBono0BHa,
Mucoukasn IOnua BacunbeeHa,
borayeea Codbsas MakcumoBHa

Ky6rmy
Hayy4Hbiii pykoBOANTE D!
bypnyukaa Anna BnagumupoBHa — Ai.M.H., AOLEHT
Ky6rmy

BeegeHue. Yzenkoeblii nonuaptepuut (Y1) — ocTpoe, NOAOCTPOE MW XPOHHU-
yeckoe MMMYHOKOMMIEKCHOE 3ab6oneBaHne, B OCHOBE KOTOPOTO IEXMUT NOpaxe-
HWe nepudepruyeckmnx n BUCLepanbHbiX apTepuil NpeMMyLLeCTBEHHO MENKOTO U
cpefiHero kanu6pa, pa3Butue AecTpyKTUBHO-NPOAMdepaTMBHOro apTepumuTa u
nocnepaywouwas nepudepuyeckas u BucLepanbHas ULEMUS.

Llenb nccnegosanus. lpoaHanu3nmpoBaTtb TeYeHUE KIMHUYECKON KapTUHbI
y3eNKO0BOro nonnaprepunTay manbymkos 12 u 8 ner.

PesynbTatbl uccnegoBanus. Manbuunk P. 12 net 6oneH ¢ ceHTabpsa 2017 r, no-
Cne nepeHeceHHOro TOH3UANMTa ¢ AnxopagKoii o 39°C. B okTsi6pe nosBuAnUCh
6011 B NpaBoii NATOYHOI 06/1aCTH, Y3€/IKOBbIE BbICbINaHUs B 06/1aCTH NPaBoro
nneva, Ha TynoBuiLe, KoHeyHocTAx. Haxoguncs Ha nedeHun B ATKB r. Kpac-
HoAapa C gumarHosom: ysnosartas aputema. KoHcynbTMpoBaH cneuunanuctamm
DKKB r. KpacHogapa, ycTaHOBNEH LUarHo3: Y3enKoBblIii OBEHUIbHbIN Monap-
TepumT, akTuBHOCTb 3 cTeneHu. Ha ¢oHe npoBoAUMOI Tepanun oTMe4anocb
KpaTKOBPEMEHHOe ynyyLieHue.

C cepeanHbl Hos6psa 2017 r. oTpuLaTeNbHas KNMHMKO-NabopaTopHas AuHa-
MuKa. B nekabpe pe6eHOK HaxoAMNCs Ha rocnuTanMsaLuu B AETCKOM peBMa-
Tonornyeckom otgeneHun MIMK um. CeyeHoBa. Ha MOMEHT rocnuTanusauum
y6eauTeNbHbIX faHHbIX 32 Y3e/IKOBbI MONMPTEPUNT BbISIBIEHO He 6bINo, U3Me-
HeHa Tepanus.

Pe6eHOK rocnutanuanMpoBaH B peemartonornyeckoe otaeneHne HMUL 3po-
poBbs fieTell B CBA3M C yXyflleHUeM cocTosHUsA. [one npoBefieHHOro o6ene-
LOBaHNA yCTaHOB/EH AnarHos: OBeHWbHbII y3e1KOBbI NONMApTEPUNT, aKTUB-
HOCTb 3 CTENEHMU.

Pe6EHKY 6b110 NpoBefeHo 11 rocnuTanuaauui, B TedeHue 4-x neT naymeHT
Habntogancs B HMULL 3gopoBbs AeTeid, nonyyan Tepanuto roKOKOPTUKOUAA-
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MU, Ba3ofMnaTaTopamu, reHHO-MHXEHEPHbIMU 6MONOrMYECKUMM NpenapaTamu,
UMMYHOCYNPECCUBHBIMU CPeACTBaMM.

B nioHe 2022 r. nocne 3aHATWIi TaHLaMm y pe6eHKa NosIBUNCH NPeAHEKPO3bI
Ha NpaBoil CTONE, YMEPEHHbIE B 061acTh NagoHel. Pe6eHOK 6bl1 rocnuTanuam-
poBaH B [Ir'Kb N21 r. KpacHogapa. YuuTbiBas TAXXECTb COCTOSAHUSA, pe6eHOK Obin
nepesefeH B pesmartoniornyeckoe otaenenune [1KKB r. KpacHopapa.

Ha goHe npoBeieHHOr0 NIEYEHNS: FTEHHO-NHXXEHEPHbI 61M0NOrMYecKuii npe-
napaT (PuTykcumat), MMMyHOAenpeccuBHas Tepanus (MMkodeHonata Mode-
TWU, NNaKBEHWUN), FOPMOHaNbHas (NPeAHU30II0H), aHTUarperaunoHHas Tepanus,
npenapatbl npoctarnaHAuHa E1 (annpoctagun) oTMeyeHa NoNoXuTeNbHas an-
HaMuKa, ynyyleHue obLLero COCTOSHUA NaLueHTa, HopManusauus naéoparop-
HbIX NOKasaTeneil.

MaumeHT A., 8 net B anpesie 2022 roga nocTynun B peBMaTosiormyeckoe ot-
aenenue OKKB r. KpacHogapa ¢ xano6amu Ha cnabocTb, MUANTruio, 60ne3HeH-
HOCTb HUXHUX KOHEYHOCTEMN, NOABEHWE 0Yara HeKpo3a B IEBOMN MOSICHUYHOM
o6nactu. 3 aHaMHe3a 3aboneBaHUsA U3BECTHO, YTO B MapTe 2022 I. y Manbunka
Ha ()OHe NONHOro 3L0POBbS NOC/E TPEHUPOBKU MOABUIIUCHL CUHIOLWHbIE 60es-
HEHHble BbiCbiNaHus B 06/1aCTH roneHeil. U3aMeHeHUs KOXU N 60NE3HEHHOCTb
CaMOCTOSTENbHO KynupoBanuch 6e3 nedyenus. Mocne npoBefeHHoOro o6cene-
JOBaHUA 6blN yCTaHOBNEH AKMarHo3: l0BeHUNbHbIA Y3€NKOBbIA MONMAPTEPUNT,
aKTMBHOCTb 3 CTeNeHU. B oTaeneHnn 6bino HasHaYeHo fleYeHne: aHTMbaKTepu-
aNbHbIMM M UWTOCTAaTUYECKMMW NpenapaTaMu, NynbCc-Tepanns rOKOKOPTUKO-
upamu.

Ha ¢oHe neyeHns oTmevanacb NosOXuTeNbHaA AMHAMUKa, obLiee cocTos-
HUE NaLMeHTa yNyyLWNIoCh, HOpManu3oBanuch NabopaTopHble NOKa3aTeu.

BbiBOAbI. [JMarHOCTMKa y3eNKOBOro MonuapTepuuTa NpeacTaBiseT co6oii
TPyAHYlo 3agavy. CBoeBpeMeHHas AnarHocTuka 3Toro 3a6oneBaHus faet oc-
HOBaHMe ANl PaHHEro HasHayeHWs akTUBHOI Tepanuu, KOTopasi CHUXaeT pUCK
XKU3HEYIPOXKAIOLUX OCTTOXHEHWIA.
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noab60P 3®GEKTUBHON NEKAPCTBEHHOW TEPANUW
Y NAUUEHTA C CACTEMHbIM IOHOLUECKUM APTPUTOM
W BTOPUYHBIM TEMO®ATOLUTAPHbIM CUHAPOMOM

ABTtop:
baiipaweBckas AHacTacua BacunbeBHa
MMIMY nm. CeveroBa

HayuHble pykoBogutenu:
Yucrtakosa EBreHns leHHagneBHa — K.M.H., fJOLLEHT,
Kpuynuu UBaH AnekceeBuy
[IMI'MY nm. CeveHoBsa

lOHOwWecKuii apTpUT ¢ cMCTEMHbIM HavyanoM (clOA), cornacHo KIMHUYECKUM
pekoMeHpauusim Munsapasa PO 2021 roaa, — 3To apTpuUT OfHOro 1 6onee cy-
CTaBOB, KOTOPbI CONPOBOXAAETCA MOATBEPXAEHHON Nepemexatowenca nu-
XOpafAKoi NPOAOMKUTENbHOCTbIO He MeHee 3-X AHEN B TeYeHne MUHUMYM 2-X
HefeNb B COYETAHUM C XapaKTepHbIMU KAWHWUYeCcKUMK npusHakamu. clOA xa-
paKkTepusyeTcsa caMbiM BbICOKUM cpefu IOUA puckom passutua remodaroum-
TapHOro CUHAPOMa, B TOM uucne Ha hoHe npuema MMBI. lemodaroymnTapHblit
CUHAPOM AIBNAGTCA OCHOBHOW NMPUYMHON IeTanbHOCTK, NOITOMY paHHee ero
BblfIBIEHWE U HasHauyeHMe KOMNNeKCHoW Tepanuu clOA aBnseTCa akTyanbHON
npo6nemMoi AeTCKoi peBMaToNornm.

KnuHuueckuin cnyvaii. MaunenTka K., 2 roga 8 mecsiyes, noctynuna 8 HMULL
3], B ceHTAGpe 2020r.

W3 aHamHe3a: geBouka 6oneet c heBpans 2020r. [le6roT 3aboneBaHusa xapak-
Tepu3oBancs NOBbIWEHNEM TeMNepaTypbl, yBENUYeHMEM TMM(HOY3n0B, 6011bi0 B
npaBoii HOTe, 0TEYHOCTbIO FONIEHOCTOMHbIX U KOJIEHHbIX CYCTaBOB. Bnepsbie ro-
CNUTanu3upoBaHa c fMarHo3oM PeakTUBHbI apTPUT NPaBOro roJIEeHOCTONHOIO
cycTtaBa. JlabopaTopHble nokasatenu: yckopeHue C0J, neikoymtos, HeliTpodu-
nes, nosbiweHue CPb. 3a Bpems Npe6biBaHKUs B CTaLMOHape NOsBUAACH CbiMb.
MpoBeAeH Kypc aHTUGAKTepManbHOI Tepanum, fLeBoyka BbinucaHa AoMoii. B
MapTe NOBTOPHO rOCNUTaNU3UpoBaHa. B KNMHUYECKOI KapTUHE: Cbifb, apTpuT,
XenuT, KOHbIOHKTUBUT, N0 AaHHbIM Y3U — NpU3HaKu pacluupeHns KOPpoOHapHbIX
apTepwii. lnarHos — cuHgpom Kasacaku. Monyunna 2 kypca BBUI no 2 rp/kr/
Kypc, acnupuH, néynpodeH. HecMoTpsi Ha NPOBOAKUMYIO Tepanuto CoxpaHsncs
aKTWUBHbIN CYCTaBHO CUHAPOM, aHeMus, nosbiwenne CO3 n CPB.

Mpu GuankanbHOM OCMOTPE: COCTOSIHME TAXKENOE, CAMOCTOATENBHO He XO-
[MT, 9KCCYAaTUBHbIE U3MEHEHUS B KONIEHHbIX, FONIEHOCTOMHbIX CycTaBax, npu-
MyXaocTb CTOM, C/INBHAA CbiNb Ha 60KOBbIX NOBepxHocTaX Tena. Y3U OBI: re-
natocnieHoOMeranus, nepuBackynapHas peakuus B neyeHu u ceneseHke. MPT:

179



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

renatocniaeHoMmeranusi, nuMpafieHonaTus, peakTMBHbIE U3MEHEHUS B MOJXE-
NYAOYHON Xenese, CAHOBUT BEPXHUX U HUXHUX KOHeYyHocTel. [locTaBneH gua-
rHO3 OHOLWeCKKiA apTPUT C CUCTEMHBIM HayanoM. AKTUBHOCTb 3 cTeneHn. PeHT-
reHosorunyeckas ctagua 1. ®yHKLMOHaNbHBbI Knacc 3.

HasHayeHa aHTUGaKTepuanbHas Tepanus MeporeHeMOM W JIMHE30NUAOM,
nynbc-Tepanus METUANPEAHN30I0OHOM C NOCTEMEHHbIM CHUXEHWEM [03bl. VHU-
uuupoBaHa Tepanus Touunuaymabom. BcneAcTBMe COXpaHeHUst KNMHUYECKOM
KapTWHbI K Tepanun fo6aBneH HUTPOMULMH, OfIHAaKO OTMEYEHO HapacTaHue pep-
PUTHUHA, TEHAEHLIMSA K CHUKEHWNIO KONNYeCTBa NeiKoLMTOB U TPOMBOLUTOB, COCTO-
SIHWE pacLeHeHOo KakK NMpuMcoeMHeHe BTOPUYHOIO reMoparoyMtTapHoro CUHApo-
Ma. HasHaueH lekcameTa30H, HOPMarnbHbIii YeIOBEYECKMIA UMMYHOTIO6YNUH. Bo
BpeMs BTOpPOi MH(Y3umn Tounnusymaba Habntoganack aHahunakTMyeckas peak-
uusa. Beegen metunnpegrHnusonoH. C uenbio npefoTBpalleHns 060CTpeHus oc-
HOBHOr0 3aboneBaHWs HasHayeHa Tepanusa LinknocnopuHoM A. MHMLKMMPOBaHa
ITMBT Putykcumabom. CnycTs Hefento nocne MHy3nn HapacTaHue KNMHUYECKOM
KapTuHbl. HasHayeH npegHnU3onoH. YuutbiBas Bbiasnenme LUMB metogom MNLUP B
KpOBU, NpM3HaKku remodaroyutapHoro CMHAPOMa HasHayeH LiumeseH. C mapTa
2021 r. HadHayeH KaHakuHyma6 4 Mr/Kr ¢ NoNoXuTeNnbHbiM 3pdekToM. [laHHyio
Tepanuio NauMeHTKa NofyyaeT [0 HaCTOALLEro BPEMEHH.

[laHHbIN KNTMHWUYECKMNIi clydYail LEMOHCTPUPYET CNOXHOCTb B Nofbope Tepa-
NMUUM OBEHW/IBHOTO apTPUTa C CUCTEMHBIM HayanoM U BTOPUYHBIM reModaroum-
TapHbIM CMHAPOMOM, @ TaKXe NoYepKMBaeT He06X0AUMOCTb OLIEHKM COCTOS-
HWUS NALWEHTOB C LieNbio paHHel [UarHOCTUKM reMoaroyMTapHoro CUMHApoOMa
W ero He3aMeAJIMTEeNbHOTO KYNMMPOBaHMS.

NMPUMEHEHWUE KETOTEHHOW AUETbI NPU TEYEHUW
CYNEPPE®PAKTEPHOIO AMUNENTUYECKOIO CTATYCA,
PE3UCTEHTHOIO K IEKAPCTBEHHOI TEPANUU

ABTOpbL:

buayns Anactacus CepreeBHa,
ErnasapsH Ixxynbetta KapeHoBHa

PHUMY um. HW. Muporosa
Hayy4Hbisi pykoBOAUTENb!

NapuHa Jlio60Bb EBreHbeBHa — K.M.H., JOLEHT
PHUMY um. H.W. Muporosa

FIRES — cuHppoM TAXXENON anuienTUYeckon aHuedanonaTum y geTeu, KoTo-
pbiii BO3HMKAET nocne nHdekumn unm nuxopaaku. Yactora coctasnsiet 1-9 Ha
100 000 petckoro Hacenenus. lposaBnseTca aNUAENTUYECKUMN NPUCTYNAMK
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Y paHee 3J0pOBbIX JieTeii U B TeyeHue 24-36 yacoB NepexofuT B aNUNenTU-
yeckuin ctatyc. MHdeKLMOHHan 3TMONOrUSl He NOATBEPXKAEHA, NAaTOreHes He
usBecTeH. Cneyuduyeckoe neyeHne He paspaboTaHo. B HekoTopbix uccnepo-
BaHMAX onucaHa 3@ HeKTUBHOCTb KETOreHHOi fueTsl. B 90% cnyyaes B ucxoge
pasBuBaeTca papMaKope3MCTEHTHAs AMUNENCHUs U CTONKIME HEBPOJIOTUYECKME
HapyLlweHus.

MayneHTka B., 3 net 9 Mec., nocTynuna B HEBPONOrUYeckoe OTheNeHune
MAOrKb. U3 aHamHesa: Habntofanacb HEBPOIOroM C 3aflepXKoi ncuxopede-
BOr0 pa3BuTUS. HacnefCTBEHHOCTb OTATOWeEHA CO CTOPOHbI 0TLUa (B AETCTBE
OTMeyanuch npucTynbl cygopor). B Bo3pacTte 1,5 Mec. oTMeYanucb anuU3o4bl
3aBefleHMs rNasHbIX 670K BBEPX, NOAyYana Tepanuio aMuHOQeHNIMacAHOI
KMUCNOTOW, 3NN304bl KYyNMpoBaHbl. B 3 roga KoHCynbTUpOBaHa aNuAenToN0rom,
npoBefeHa anekTpoaHuedanorpadus (33r), anunencus ucknoyeHa. B sospac-
Te 3 net 4 mec. noctynuna B MATKB ¢ hokanbHbIM NpUCTYNOM CYLOPOT B BUAE
yTpaTbl CO3HaHWA, BEPCUM B30pa BNEBO, NPUCOEANHEHNA KJTOHWIA MUMUYECKON
MYCKYNaTypbl cNeBa, 0CMOXHUBLWIMMCS CTaTyCHbIM TeyeHueM. [pucTyn passun-
cs Ha GoHe hebpunbHoli nuxopaaku npu otute. Ha MPT — LUTOTOKCUYECKHNI
0TeK KOpbl OCTPOBKOBOIA, BUCOYHOI W 3aTbINOYHOI foneil. Pe6eHok nonyvan
aHTMbaKTepuanbHyH Tepanuto no NOBoAY 0TMTA, NPOBOAMCA NOAGOP NPOTUBO-
anunenTUYecKoii Tepanuu. TemnepaTypa CHUXanacb TOMbKO C NOMOL b GU3u-
YecKMX MeTO40B 1 BbICOKWUX 403 TMONEHTana HaTpus. Yepes 13 gHeii B nukBope
BblfesieH BUpYC NPoCTOro repneca 6 Tuna, Ha3HayeHa NPOTMBOBMPYCHas Tepa-
nus. CnycTa 10 Hei NMKBOP CaHUPOBAH. YuuTbIBas TeueHne cyneppedpakTep-
HOrO 3NMNENTUYECKOro CTaTyca, OTCYTCTBME 3HAUNMOT0 3hheKTa OT KOMOUHMU-
poBaHHOW Tepanuu, BBeLeHa KeTOreHHas Auerta. YCTaHOB/IeHa TpaxeocToma,
ractpoctoma. Cyaoporu KynmpoBaHbl.

Ha MOMEHT 0CMOTpa 06Lee COCTOSHUE TAXKENI0€e 3a CYET HEBPONIOTUYECKOI
CUMNTOMATUKM, fibiXxaHUEe CaMOCTOATE/IbHOE Yepes TpaxeoCTOMUYECKYIO Tpy6-
Ky. HeBponoruyeckuit ctaTyc: Wwkana koMbl [nasro 9 6annoe. Okynouedanuye-
cKUii pednekc nonoxuTenbHblid. Barnag Gukcuposana, KpaTKOBPEMEHHO Npo-
cnexuBana ¢ OTCPOYKOW 3a KpYMHbIMU NpeaMeTaMu, GoTopeakLns CHUXKEHa,
Ha rpOMKMe 3BYKW pearupoBasna, rnoToyYHbli U HebHble pednekcbl cnabo Bbipa-
XeHbl. AKTUBHbIE ABUXKEHUSA B MUHUMaIbHOM 06beMe, AnddysHas MbllweyHas
TUNOTOHMSA. BpiolHbie pedneKcbl HE Bbi3bIBaNNCh, NOAOLWBEHHbIE CHUKEHDI. [0
0CTasIbHbIM OpraHaM U cuctemMam 6e3 0CO6EHHOCTEIA.

MpoBepeHHble uccnefoBanns: 3 — anunenTuhopMHas akTUBHOCTb Npep-
CTaBJ/IeHa BbICOKUM UHAEKCOM KOMMeKCaMu ocTpas-MeANieHHas BOJiHa B N106-
HO-LIeHTPaNbHbIX M TEMEHHbIX 0TAENax, C YOPpMMPOBAHMEM JlaTepaNn30BaHHbIX
u AnddysHbix paspagos. KT noyek u MOYEBLIBOAALMX NyTel — KOpannoBua-
Hblii KOHKPEMEHT NPaBO NOYKM, MHOXECTBEHHbIE MUKPOJIUTbI JIEBON NOYKMU.

npOBe}J,eHHOE Jle4yeHne: nepamnaHen, soHUcCamMua, MeTunnpeaHn3osioH, Ke-
TOreHHasa pueta.
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MauueHTKe ohopMNEH NananaTUBHbIA cTaTyc, Ha MOMEHT NepeBofa B nan-
NINaTUBHOE OTAEeNEHUE COCTOSHWE CTABUIU3UPOBAHO, NPUCTYNOB CYAOPOT HE OT-
Meyvanocs. Mo pesynbtataM 33l coxpaHaeTca NaTTepH “BCMbIWKa NOfaBneHue”.

TakuMm 06pa3oM, OMMCaHWEe NauueHTa MOLTBEPKAAET TSKECTb TEYEHUs
FIRES-cuHpapoMa, cnoxHocTb nopgbopa apdeKTUBHON Tepanuu, BEPOATHOCTb
pasBUTUA B UCXOLe TSXENbIX HEBPONOrUYECKUX HapyLeHuii. B cnyvae cTaTtyc-
HOro TeYeHMs BOSMOXHO NPUMEHEHNE KETOreHHO ANeTbl, KOTopas okasanacb
30 GeKTUBHOI Yy AAHHOTO NaLMeHTa.

BOJIE3Hb MOA-MOfl Y PEBEHKA C BETA-TAJIACCEMMEW

ABTOpBI:

bnyposa Onbra AnekcaHfpoBHa,
Yyiiko fipocnas Muxaiinosuy

PHUMY um. H.W. Muporosa

HayuHble pykoBogutenu:
Napuna Jlio6oBb EBreHbeBHa — K.M.H., AOLEHT
PHUMY nm. H.W. Tinporoga

bonesHb Mos-Mos — pefikoe XpoHUYeckoe 3a6oneBaHne HEN3BECTHOI 3TH-
O/10TUM, XapaKTepnU3yrLeecs NpPorpeccMpyowmM CTEHO30M, BNAOTbL L0 NOJ-
HOI OKKIO3WUK, AUCTANbHbIX Y4aCTKOB BHYTPEHHUX COHHbIX apTephii (BCA) u
HayanbHbIX cermeHToB nepegHeit (MMA) u cpeaHeit (CMA) Mo3roBbIx apTepwit
C nocneaywlum BoBleYeHNEM BepTebpo6asnnspHoro bacceiiHa u pasBuTU-
€M aTUNUYHbIX aHacToMo30B. YacToTta BcTpeyaemocTu — 0,08-4,6 cnyyaeB Ha
100.000 HaceneHus, npeBanupyet B cTpaHax Asum.

beTta-Tanaccemus — HacneACTBEHHAsA reMorno6uHonaTus, CBsi3aHHas c ae-
(bekTOM cuHTE3a B-Leneii u NPUBOASALLAA K TEMONUTUYECKON aHemMum. YacToTa
BcTpevyaemocTn — 1 cnyyaii Ha 100.000 HaceneHus.

[leBouka, 5 net, oT 6/IM3KOPOACTBEHHOIO 6paka (poAnTenu KyseHbl), 6 pusu-
onoruyeckoit 6epeMeHHOCTH, 4-X CPOYHbIX pofioB. HabnogaeTca y remartonora
no noBoAy 6eta-TanaccemMun Manoii Gopmbl, NonyyaeT CUMNTOMAaTUYECKYIO Te-
panuio. Y cTapleii cectpbl — 601e3Hb Mos-Mosi.

fluBapb 2022 r. — B TeYeHue ABYX NeT y pebeHka Habno[anucb OHeEMEHME |
€nabocTb NEBbIX KOHEYHOCTE, TPYAHOCTM NpM X0 b6e, BbiNajieHne NpejMeToB
W3 PYK, YXYALIEHUE peun, ronoBHble 601, KomnbtoTepHas Tomorpadus (KT) ro-
noeHoro mosra (FM) ot 28.01: npuaHaku 6onesHu Mos-Mos.

®espanb 2022 r. — B CBA3K C YXYALWEHUEM COCTOSHUSA (HapylleHue ABUXeE-
HUI B NEBOW pyKe, poKanbHbIi NeBOCTOPOHHMIF TOHUKO-KNOHUYECKUIA MPUCTYT,
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MoTOpHas ahasus) obpaTuanch B NpUeMHOE oTAeNneHne Mopo30BCKOii AeTcKoii
TOPOACKOI KnuHuyeckoi GonbHuubl (MATKB). Mo faHHbIM MarHUTHO-peso-
HaHcHoi Tomorpadun (MPT) T'M ot 08.02: nocTuUleMUYECKNE USMEHEHUS Npa-
BOro nonywapus, obefiHeHne kpoBoTtoka B 6acceiiHe TMA n CMA. [narHos:
Mos-Mos. JTabopaTopHO: HOpMOLMTapHas HOPMOXPOMHas aHeMus BTOPOIi CTe-
neHu, TpombounuToneHus. PekomeHpgoBaHa reMoTpaHchysus, 0T NPOBEAEHNS
KOTOpOW OTeL, 0TKasancs.

Anpenb 2022 r. — cTauMoHapHoOe fieyeHne B OTAeNeHUn Hesponorun MAT-
KB. Mpu ocMoTpe: neBOCTOPOHHUIA remunapes o 3,5-4 6anno., HOCOTY6HbIE
CKnafKu crnaxeHnl cnpasa, gn3aptpus. 20.04 npoeefeHa LiepebpanbHas aHru-
orpatus cocygos (LLAT) 'M: 60ne3Hb Mos-Mos ¢ okknto3ueit 3aiHEMO3rOBOIi
apTepuu (3MA) cneea u cnpaea, cTeHo3 BCA cnesa 85% ¢ nepexofoM Ha MMA
u CMA.

09.08-08.09.22 — rocnutanusauusa B MACKb ans onepaTuBHOro BMella-
TenbCTBa, Ha3HayeHHoro Ha 22.08. B cBA3u ¢ pasBUTUEM Y NALMEHTKN OCTPOro
TOH3UNNIMTa ONepaLuna NepeHeceHa Ha ceHTA6pb. OTMeyYanoch yxypleHue co-
CTOAIHUA: NOsIBIEHME naTonoruyeckux pedpnekcos babuHckoro n OnneHreiiMa
cne.a, ¢ 18.08 naymeHTKa camoCTOATENbHO HE XOAUT. COXpaHANNCb NapoKCu3-
MasibHble COCTOSIHUS, IEBOCTOPOHHUI reMunapes o 3 6annos. Ha MPT I'M ot
24.08: Menkue ovaru vwemnn B 6en10M BeLLeCTBE BUCOYHON 06nacTu cnpasa,
He6oNbluas XpOHMYECKas cybapaxHouAanbHas rematoMa B JIeBOIl TEMEHHOM
obnactu.

09.09.22 — yuntbiBasi COXpaHeHUe Xanob, camotekomM obpatunuco B MAIKB.
15.09.22 — npoBefeHa onepauma: HanoXeHWe aHacToOMO3a MeXJy aKCcTpakpa-
HWaNbHbIMU U WHTPaKpaHUanbHbIMKW apTepusamu. PasBunacb ocTpas noctre-
Mopparuyeckas aHemus, nposejeHa remotpaHchysus. 17.09 — nwemuyeckui
UHCynbT B 6acceiiHe npaBoit CMA. MPT 'M ot 29.09 ¢ nonoxuTenbHoi fuHa-
mukoi. 30.09 BbinmucaHa B y4,0BNETBOPUTENIbHOM COCTOSIHUW. JleyeHne nog Ha-
6noLeHnemM HeBpoora, reMaTonora, neguarpa. AuetuncanuumnoBas Kucnora
5 Mr/Kr/cyTku gnutenbHo. Mpu cHuxeHun remornobuHa meHee 90-95 r/n remo-
TpaHcbysusa. KoHtponbHas MPT I'M uepes 3 mecsua.

[LaHHbIA KNMHUYECKUIA TpUMEp AeMOHCTPUpPYeT TeyeHue 6onesHn Mos-Mos
Y KOMOPGUAHOTrO NaLyueHTa ¢ OTATOLLEHHBIM CEMENHbIM aHaMHe30M. bonesHb
Mosi-Mos Tak Xe, Kak ¥ reMONIMTUYecKas aHeMusl, yBETMYMBAET PUCK Pa3BUTUS
ULWEMMUYECKNUX UHCYNBTOB.
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CUHAPOM MAPLUANNA:
ONMUCAHUE KJIMHUYECKOI'O CN1YYAA

ABTOpbL:

boraueBa Codpbss MakcumMoBHa,

Mucoukasn IOnua BacunbeBHa,
YcTioxaHuHa [luaHa BceBonoioBHa,

AwmpoBa JluaHa 3ayapaoBHa

Ky6rMy

HayuHbiii pykoBogutesb:
Bypnyukas Anna BnagumupoBHa — f.M.H., AOLEHT
Ky6rMy

AkTyanbHocTb. CuHgpoM Mapwanna (CM) unu PFAPA-CUHAPOM — 3TO ayTo-
BocnanuTenbHoe 3a6oneBaHne (AB3), xapakTepusyiloweecs Nepuoguyeckoii
nnxopaakoii, aPTo3HbIM CTOMATUTOM, GapuMHIMTOM U/Unu WeiiHbiM numdane-
HuToMm. lMonaratoT, yto PFAPA-cMHpOM BCTpeyaeTcs valle, YeM JUarHocTupy-
eTCA, TaK KaK He3HaHue ero KJIMHMYEeCKMX NPU3HaKoB UCKNOYaeT CBOEBPEMEH-
HYI LMarHoCTHKY.

Llenb nccnepnoBaHus: NnpoaHann3npoBaTh KAUHMYECKNI cnyyvail CM y manb-
yuka 5 ner.

MauyueHTbl U METOAbI: NPOBEAEH PETPOCMEKTUBHLIA aHanM3 uctopun 6ones-
HU nauneHTa W. 5 net, HaxoauBwwiica Ha neyeHun B F'bY3 [IKKB.

PesynbTaTbl: Manbymk 5 neT NOCTYNuA € Xano6amMu Ha nepmoanyeckue npu-
CTyNbl NNXOpPaAKMU HEeCHOTO reHesa. Bo Bpemsi de6punbHOI aTakn B aHanm3ax
KpOBM OTMeyancsa nenkouutos, ysenuyenHas CO3, nosbiweHue yposHsa CPB.
Mocne OKOHYaHMA NpUcTyna NMXopajku nabopaTopHbie MOKa3aTenm Hopmasnu-
30Banucb. 3 aHaMHe3a M3BECTHO, YTO B TeYEHUM 3 MECSALIEB Y NaLueHTa 6bino
HECKONIbKO 3MM3040B rOCAUTann3auumu no NoBOAY OCTPOro HasodapuHruTa u
Apyrux 3abonesaHuit pecnupaTopHoro TpakTa. KoHCynbTUpOBaH Mo IMHWM Ca-
HaBuMaLuu, 6bin BbiCTaBNEH NpeABapUTENbHbIA AnarHos «lOHowWwecKuin apTpwuT,
CUCTEMHbIi BapuaHT. AyToBocnanuTenbHoe 3abonesaHme?» Mpu npoBeaeHun
NnabopaTOpHbIX UCCIEA0BAHUI BbISIBNEHbI: B KTMHUYECKOM aHann3e KpoBu no-
BbllweHne COJ 32 mm/uac, neiikountos 23,1x10°/n, TpombouuTo3 665x10°/n, B
OMOXMMUYECKOM aHann3e KPOBW NoBbIWeHMe ypoBHA CPB 14 mr/n. Mpu ummy-
HONOrMYECKOM UCCNefoBaHNUN: aHTUHeRTpohUbHbIE LMTONNa3MaTuyeckue
aHTMTena k npotenHase-3(cANCA) (+), kK muenonepokcupase(pANCA) (+) u aH-
TUHYKNeapHble aHTuTena (AHA) B Tutpe 1/160. Mpu Y3W opraHoBs 6prowwHoi no-
NOCTW BbIABNIEHbI NPU3HAKK renatocnneHomeranus, numbagenonatus. KT-ner-
KUX MHQUNbTPATUBHON NaToONOrMM NErkux NpM3HakoB He BbiiBNeHO. C Lenbko
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onddepeHUnanbHoi ANArHOCTMKKU MPOBEAEHO FeHeTMYeckoe o6cnefoBaHKe
Ha CeMeiiHyl0 CpeAu3eMHOMOPCKY NUXOpagKy — MyTauun B 3K30Hax 2, 3, 5
1 10 reHa MEFV He o6HapyxeHo. Manbyuky 6bin YCTaHOB/IEH AMarHo3 «AyTo-
BOCnanuTenbHoe 3a6onesaHue. CuHapom Mapwanna». HasHauyeHa Tepanus
rNOKOKOPTUKOCTPEPOUAHBIMU NpenapaTaMu U UMMyHoAenpeccaHTamu ¢ no-
NOXNUTeNbHbIM 3GGEKTOM: KynupoBanach nuxopagka. Pe6eHok BbinucaH noj,
HabniofeHue negnaTpa no MeCTy XUTeNbCTBA.

3akntoyeHune: npeAcTaBNEHHbIA KNMHUYECKWNiA ClyYail LeMOHCTPUPYET, YTo C
noJo6HbIM MarHO30M MOXET BCTPETUTbCA KaX Ablii Bpay-neauaTp XoTs 6bl pas
B XXU3HW. BHUMaTENbHbIA M NOAPOG6HbLI C60p aHaMHe3a, aHannu3 KIIMHUYECKOM
KapTUHbI U NabopaTOpHbIX AAHHbIX MOTYT MOMOYb B paHHeli JMarHocTuke 3a-
boneBaHMa U M36exaTb YacTbIX, HEOBOCHOBAHHbIX KYPCOB aHTMHaKTepuanbHOM
WK NPOTUBOBUPYCHON U UMMYHOMOZYNPYIOLLER Tepanuu.

OCTPOE HAPYLUEHUE MO3roBOIro KPOBOOBPALLLEHUSA
B COYETAHUMU C NNOXXHON AHEBPU3MOM
NoAKNIOYUYHON APTEPUU Y PEBEHKA 8 NIET

ABTOpbI:

bonpapeHko EnusaBeta CepreeBHa,
Xapa6u6epoea AHHa CepreeBHa,
LlisepoBa AHHa MuxaiinoBHa

PHUMY um. HW. Muporosa

HayuJHbiv pykoBoagnTeb:
Napuxa Jlio6oBb EBreHbeBHa — K.M.H., JOLLEHT
Mopososckasa I Kb, PHAMY um. H./. Muporosa

OcTpoe HapyweHue M03roBoro kposoo6pauenus (OHMK) — ato knuHuye-
CKWUI CUHAPOM, XapaKTepu3ytoLniica BHE3anHbIM pa3BUTMEM 04YaroBoii u/unm
06LeM03roBO HEBPOIOrMYECKON CUMNTOMATUKK, 06YCNOBNIEHHOI TMNOKCHE
Mo3ra BCNeACTBME NMPUUYUHBLI LLepeOpPOBaCKYNSPHOrO MPOUCXOXKAEHMA. AKTY-
anbHOCTb U3yYeHUs AaHHbIX COCTOAHWIA Y AeTell cBA3aHa C TeM, YTO B OTIUUKE
0T B3pOCNOro, pe6eHok, nepeHecwuit OHMK, BbIHyXieH pasBMBaTbCSA Ha QoHE
c(hOpMUPOBABLLIUXCA HEBPONOTUYECKNX OCTTIOKHEHUN.

MauneHTka 8 neT 6bina rocnuTanu3npoBaHa B CTaLMOHAP C KJIIMHUYECKON
KapTuHon OHMK — aHu30KOpuSA, TPEMOP HUXHEeW YentCcTn, NPpaBoCTOPOHHSASA
remunnerns, psota. lpn AynnekCHOM CKaHMPOBaHWM COCYA0B LUeK BbifBNe-
HO CHUXEHME NMHeRHON ckopocTu KpoBoToKa (JICK) u Manblii fuaMeTp neBoi
BHYTPEHHeili COHHOIi apTepum (BCA), acuMMeTpus UHAEKCOB nepupepuyeckoro
conpoTuenenus u JICK B npaBoit u nesoii noakntounyHoii aptepusx (JINA), bl-
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fIBNIeHO 06pa3oBaHue B NeBoii NOAKN0YMYHOI 06nacTn 30x32 MM, KOTOpoOe pac-
LIeHMBANOCh KaK reMaTtoMa unu aHespusma. lNpu MPT-aHrnorpadum ronoBHoro
MO3ra — NoCTULEMUYECKME USMEHEHNS B 1EBOIi BUCOYHO-TEMEHHOMN 061acTy.
Mpu MPT-uccnepnoBaHnm COCy0B LWEN — CHUXEHWE KPOBOTOKA MO 3KCTPa- U UH-
TpakpaHuanbHbiM oTgenam nesoit BCA. MapaBepTe6panbHo creBa Ha ypoBHe
Th8,9 c3apu o1 JIMA, MeauanbHo OT IeBOM NO3BOHOYHOM W 06LWEe COHHOW ap-
Tepuu onpegensanocb 06beMHoe o6pa3oBaHne 37x26x31 MM C HEYETKUMMU POB-
HbIMMW KOHTYpamu, HEOAHOPOLHOM NAOTHOCTU C aKTUBHbIM PaBHOMEPHbIM Orpa-
HWYEHHbIM HAaKOMNEHWEM KOHTPACTa, NIOTHOCTb B apTepuanbHyto gasy 168 HU,
B BeHO3HYI0 — 194 HU, okpyXatowmuit KOMMOHEHT 6€3 NPU3HAKOB HaKOMNNeHus
KoHTpacTa. K nepefHeii noBepxHocTM 06pa3oBaHua npunexut JIMA, cyxeHHas
B 3TOi 06nacTi Ha npoTsixeHuu 30 MM. B BEHO3HY0 (asy JOCTOBEPHO BU3Ya-
NN3NpyeTcs COOBLIEHUE MEXAY apTepuMeil U HaKannMBawLW M 06pa3oBaHuEM.
O6pa3oBaHue pacLeHeHo Kak remaToma B o6nacTu JIMA. KoHcynbTupoBaHa co-
CYAUCTbIM XMPYProm, NOKa3aHUM K XMPYPruyeckomy neyeHuto He 6bin0 BbisiB-
NeHo, fuHaMuyeckoe Habnogenue. OcywecTBnsnacb MHOY3NOHHasR, Helipope-
abunuTaLMOHHan M aHTUKOAryNnsHTHas Tepanus. MpM3HaKu NPaBOCTOPOHHEro
reMunapesa coxpaHsnucb ¢ TeHAeHLUMel K ynydweHuto. [ina aanbHeiiwero 06-
CNnefloBaHMUA U JleyeHUs nepesefieHa B rematonoruyeckoe otaenenme MANKB.
JlabopaTopHO: runeproMoLuCTeENHEMUS, TUNepIMNUAEMUs, gucaunuaemus. No
pesynbtatam Y3W cocyaoB: npu3Haku 06beMHOro 06pa3oBaHuMa B IeBON Haf-
KJTOYMYHOI 06/1aCTH, KOTOPOE pacLeHUBaNoch Kak noXHas aHeBpU3Ma, CHHU-
XeHne CKOpPOCTM KPOBOTOKA Ha NeBON KOHEYHOCTU Ha 28-34% no cpaBHeHUIO
C KOHTpanaTepanbHOil CTOPOHOIA. B oTAeneHnu 6bin nocTaBneH OCHOBHOI Au-
arHo3: reMaTtoreHHas TpoM6ohunms (rMNeproMoLuCTENHEMUS, TUNEpPUNNLe-
MU, AUCTMMULEMUS), YTO NPEANONOKHUTENBHO SABAN0OCh OCHOBHOI NPUYNHOI
pasBuTuss OHMK. Mopo6paHa aHTUKOArynsHTHas Tepanus ¢ AOCTUXKEHUEM Lie-
neBbIX 3HaYeHM runokoarynsaunu. Ha boHe Tepanum oTMeyanoch ynyyleHue
COCTOSIHWA NALWEHTKM, ABMKEHMA B NOPAXEHHOW KOHEYHOCTU CTanu akTUBHEE,
peyb B CTauu BOCCTAHOBEHMSA.

Y naHHOI nauMeHTKW 3TMONOrMYeckunii pakTop YETKO He YCTAHOBNEH, YTO
OVMKTYeT Heo6X0AUMOCTb 6onee AeTanbHbIX U3bICKaHUIA N0 BbisBEHWO hakTo-
pOB pUCKa pa3sBUTMA yKa3aHHOI naTonorun. CBoeBPeMEHHO HayaTas aHTMKoa-
rYNsiHTHasA Tepanus ynyywaeT NPOrHO3 TeYeHUs 3a60N1eBaHNA BBUAY CYLLECTBY-
foLLero pucka pa3sBuTUsA Kak TPOMB030B, TaK U KPOBOTEUYEHMIA.
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TPYAHOCTU AU OEPEHLUANBHON AUATHOCTUKK
OCTPOro renATUTA

ABTOpSbI:

BnacoBa AHHa AneKkcaHppOBHa,
AsepbsiHoB Tumodeii lOpbeBuy

PHUMY um. HW. Muporosa

Hay4Hbii pykoBOAUTE B!
NapuHa Jlio60Bb EBreHbeBHa — K.M.H., AOLEHT
PHUMY um. H. 1. Muporosa

AkTyanbHocTb. OcTpblii renatut — gudpysHoe BocnannTenbHoe 3abonesa-
HWE MeYeHu, MPUYMHOI KOTOPOro Yalle BCEro CTAaHOBATCA renaToTPOMnHbIe BU-
pyCbl, HO K Pa3BMTUIO 3TOr0 3a60NEBaHNUS TaK)Xe MOTYT NPUBECTU TOKCUYECKUE
BeLLeCcTBa, eKapCTBEHHbIe npenapaThbl, ayTOMMMYHHbIE NPOLECChl U Hacnep-
CTBEHHbIE 60N1E3HN HAKOMJIEHNS.

Llenb. PaccMoTpeTb KNMHWMYECKUIA Cnyvyal OCTPOro renatuta W BbIACHUTH
0COo6eHHOCTH AndhepeHLUanbHoO [UarHoCTUKK.

Knununyecknin cnyyan. MauymneHt b., 2,5 net. 24.05.17 nepeBefeH B oTgene-
HUe C 0CTPbIM HenHbEKLNOHHbIM renaTUToM. M3 aHaMHes3a: B Havyane mas oT-
Meyanacb 60/1b B KOJIEHHbIX cycTaBax, 6.05 oaHOKpaTHas nuxopagka Ao 38,8°C
(nonyyan xaponoHWxatoLyto Tepanuto), CNa6ooKpaleHHbIi# CTYN U HacbILeH-
Has Moya. 17.05 nosBunacb UKTEPUUHOCTb KOXM U cknep, 21.05 — axoNMyHOCTb
cTyna, TeMHas Moya. C 21.05 no 24.05 Haxoauncsa B MHPEKLMOHHON 60NbHULE
C AMarHo3oM renatuT HEYTOUHEHHOM 3TMONOrNK, TAXenas popma. VckoueHbl
renatut A, B, C, Bupyc npocToro repneca, Bupyc dnwTeiiHa — bapp, yuutome-
ranosupyc, nonyyan uHAY3MOHHYLO Tepanuto, anpoTUHMH. YUnTbiBas BbIpaXeH-
Hble U3MEHEHUSA GENKOBO-CUHTETUYECKOWH QYHKLIMN MEYEHMN U TUMTOKOATYNALMIO,
npoBogunach TpaHchysus cBexe3aMopoXeHHoii nnasmbl (C3M). 25.05. us3-3a
KpOBOTEYEHUs, MEYEHOUYHOIi 3HUe(hanonaTun nepeBesiéH B OTAENEHUE peaHu-
Mauuu M MHTEHCUBHOI Tepanuu (OPUT), 6bina npoBefeHa TpaHchysus C3M.
Mpu cTabunnsaumm cocTosiHUA NepeBefieH B OTAENEHNe racTPO3IHTEPONIOruH,
rge Haxoaunca ao 28.05, nocne yero cHoBa nepesefeH B OPUT. JlabopaTopHO
B IMHaMUKe HabnoaaeTca HapacTaHue runepbunupyéuHemun (Ao 25 Hopm no
o6wwemy 61nnMpy6uHY), CYLECTBEHHOE NOBbIWEHWE TPpacHaMuHa3 (f0 67 HOpM
ANT n 23 HopM ACT) c nocnegytowmm cHuxeHunem. Ha Y3U npusHaku guddys-
HbIX U3MEHEHUI NapeHXUMbl NeYeHu C yBennyeHueM ee pasmepos. lpoBoau-
MOe neyeHue: Ae3NHTOKCUKALMOHHasA, rTOPMOHaNnbHas U cegaTUBHasA Tepanus,
doToTepanus, nnasmadepes. 14.07.2017 B 21.10 Ha doHe UBJT u Hekynupyto-
welica 6pagukapamv pasBunach acuCToNNS, 6blia KOHCTaTUpOBaHa cMepTh. 1o
pesynbTataM naTtosioroaHaTOMUYECKOro UCCNeA0BaHMA CMEPTb HAcTynuna ot
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MONIMOPraHHOi HeAOCTAaTOYHOCTH, pa3BUBLUENCS HA ()OHe PacnpPOCTPAHEHHOTO
renaTtuta HeBbISICHEHHO 3TMONOT N,

06cyxpaenune. MpepcTaBneH CNOXHbIA gns auddepeHuManbHON AnarHo-
CTWUKM CNyyaii GyNbMUHAHTHOrO renatuta. Mpu UCKNHOYEHUM BUPYCHOIA, ayTo-
MMMYHHOM, COCYAUCTOM 3TMONOrUM renaTmTa, a Takxe 60ne3Heil HakonneHus
(TMposuHeMus, cUHAPOM Anaxuns) Hambonee BepoATHas NPUUNHA PasBUTUSA
[JaHHOro renaTUTa — TOKCHUYeCKasn.

3ak/itoyeHmne. bbICTPbIA U MAaCCUBHbBIA HEKPO3 NapEHXUMbI MEYEHU, MPUBEN K
PasBUTUIO NEYEHOYHON HEAOCTATOYHOCTH C aHLEehanonaTueil, a B nocneacTBum
MONIMOPraHHOM HeA0CTAaTOYHOCTHM M CMEPTH NaLneHTa. TOKCMYeckas aTMoorus
Hanbonee BepPOATHA, TaK KaK UCKHOUYEHbl BCE OCTaJIbHbIE NPUUYKHDI.

KNWHUYECKNIA CNYYAN: TEPMUHOTEHHO-KNETOYHbIE
OMYXO0JIU KPECTL,0BO-KOMYUKOBOW OBJIACTN Y IETEN

ABTOpbL:
Bonkoe [imutpuii AHgpeeBny
CTrMmy
BonkoBa Co¢us OneroBHa
C3rMY um. .U, MeuHukoBa
MomoToBa AneHa AnekceeBHa
CtrMy

HayyHbiVi pykoBOAUTENb!
CtpeMeHKoBa MHHa AnekceeBHa — K.M.H., JOLL€HT
CtrMy

FepMUHOTeHHO-KNeToyHble onyxonn (FKO) — 3nokayecTBeHHble U A06pO-
KayeCcTBEHHbIe ONYX0/M FOHAA W BHEroHafHble HOBOOGPA30BaHNUS Pas3fiMYHoIA
nokanusauum, B 60NbWMHCTBE cnyyaes, GopMupyowmecs A0 AOLWKONbHOIO
BO3pacTa, BKJIl04as BHyTPUYTPOOHbIii NepuoA.

B cTpyKType feTCKoii OHKONOrMYyeckoin 3aboneBaeMocTi coCcTaBAsOT J0 3%
3/10KaYecTBEHHbIX HOBOO6pa3oBaHuii(3HO). TKO no pasHbiM AaHHbIM COCTaB-
nsaioT go 20-30% cpefym Bcex HOBOOOPa3oBaHUI AMYHUKA, 5% U3 HUX — 3penble
KMCTO3Hble TepaToOMbl. 3TU ONYXONIM XOPOLIO NOAAATCA IEYEHUIO NIAaTUHOCO-
Jepxalen xumuotepanueii [o 85% nayneHTOB NOAHOCTbIO U3NEYUMDI.

OuarHocTupytotca TKO ¢ nomolubio onpefeneHns ypoBHsA cneunduyeckux
mapkepoB — A®I1, XI'Y, npoBeieHMs UHCTPYMEHTaNbHbIX UccnepoBanuini — Y3U,
KT, MPT gns onpeaeneHus nokanusawuuu HoBoo6pasoBaHus, buoncun o6paso-
BaHUA C LieNiblo YTOYHEHUSA MPOMCXOXKAEHMS.
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MpuBepeHbl 2 cnyyas rocnuTanusaLmm B OTLEIEHNE reMaToIorMn 1 LeTCKOM
oHkonoruu F'6Y3 CK KpaeBoii feTckoi KnnHnyeckoii 60bHULbI r.CTaBponosb
[AEBOYEK paHHero Bo3pacTa ¢ peymaneom KO kpecTLOBO-KONYMKOBOI 061aCcTH
nocne npoBeAeHHOI TOTaNbHON pe3eKLn BPOXAEHHbIX HOBOOGPa3oBaHUi, Co-
OTBETCTBEHHO,B 110 U B 2 Mec.

PekoMeHAaaLuu no HabnoaeHno 060Ux AeTeil Nocne onepaTMBHONO BMeLla-
TeNbCTBA He BbINONHANUCL. PognTenn 06paTuanch 3a MeiMLMHCKON NOMOLL b0
Mo cnyvalo peuuanBa TObKO NPU NMPOrpeccMpoBaHun 3a6oneBaHns, Korga 3a-
MEeTU/M NOSIBNIEHNE U POCT HOBOTO 06pa3oBaHms.

B o6oux cnyyasix naumeHTKam — aeBouke B. B Bo3pacTe 1 roga 11 mec, fe-
BOYKe A. B Bo3pacTe 3 NeT Npu NOCTYNJIEHUU 6bIN AUarHOCTUPOBAH peLuamB
KO, Ha KoTOpbIA yKa3biBanu Bbicokue ypoBHu AGM — 11560 1 160140 ME/mn
COOTBETCTBEHHO, pe3ynbTatbl Y3N u KT — faHHble 3a 06beMHOe 06pa3oBaHue
OprOWHOI NonocTu, 6uoncumn — 3penas KUCTo3Has TepaToma.

B nepBoM cnyyae 6bino HayaTo nedeHue no npotokony MAKEI 2005, cxeme
PEl. Ypanocb AgocTuub CcTabunusauumm COCTOSIHMS NAaLMEHTKM — MPOBELEHbI
Kypcbl npegonepauuoHHON Tepanuu, onepaTUBHOE BMELATENbCTBO, KYPCbl
nNpoTMBOpPeUnAnBHON Tepanun. MnanupyeTcs npoBejeHue 4-ro Kypca no cxe-
me JEB ¢ nocnepytownm onepatuBHbIM BMewwaTeNnbCTBOM Ha 6aze HMUL, iFOU
um.[l. Porayesa.

Bo BTOpOM cnyvae, BBUAY NMO3AHEro o6pauieHns maTepu N0 NpUUYUHE He-
61aronoay4YHoro CoLManbHOro aHamMHesa, AeBoyka A. NOCTynuaa co 3penoil
TepaToMOii OrpOMHOr0 pasMepa, MacCMBHbIM pacnpocTpaHeHMemM MeTacTasos,
CAAaBNUBAKOLMX BHYTPEHHME OpraHbl, MyNbTUHOKaNbHbIM NOPAXEHWUEM JIETKUX.
Mocne Hayana Kypca npegonepaunoHHoON xumuotepanuu no cxeme PEl ¢ peyk-
Lmeit fo3 B 1/3 No peweHno MeLULUHCCKOrO KOHCUAUYMA, COCTOSIHME nauu-
EHTKN CTPEMUTENIbHO YXYALWAaNnoCb, HapacTanu ofbllKa u 601eBo CUHAPOM.
PebeHok 6bin nepeBegeH B OPUT, rge nponsoluia 0CTaHOBKA CEPLEYHON Aes-
TeNbHOCTW. [LInTeNbHOCTb NpebbiBaHus nauueHTkn B F'6Y3 CK KAKB cocTasu-
nacocrtasuna 14 gHei.

9TU C/IyYau HarNaAHO UNMIOCTPUPYIOT, YTO ANA 3penoil TepaTOMbl XapaKTep-
Hbl MaNMrHM3aLKsa 1 6bICTPbIA pocT. Mpu CBOEBpEMEHHOM Hayane Tepanuu KO
AEMOHCTPUPYIOT XOPOLUMIA OTBET Ha MPOBOAMUMOE JiIeYeHHe, BO3MOXHO NOJHOe
N3nevyeHue nalmeHTa.

Pa6oTa npu3BaHa 06paTMTb BHUMaHWe NeaUaTpOB Ha MpefMeT KOHTpons
naLuMeHTOB NOC/Ie Pe3eKLUM HOBOOBpa3oBaHUIl Ha NpUMepe pasNuymns pesynb-
TaTOB JIEYEHUS ABYX AaHHbIx cnyyaeB KO, NnpoeMOHCTPUPOBATH BaXHOCTb
WHGOPMMPOBAHMA U 0O6YYEHUS poauTeneil, Heo6X0AMMOCTH NMpUoOpUTETa NpPO-
dunakTukn B paboTe Bpaya-negnaTtpa.
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TAXXENOE TEYEHUE MAHUOECTHOW ®OPMbI
BPOXXAEHHOW LLUTOMEFANIOBUPYCHON MHOEKLLMK
NMPU TMNOKCUYECKWU-TEMOPPATUYECKOM MOPAXEHUN
LLEHTPANIbHOW HEPBHOW CUCTEMbI

ABTOpbL:

Banbix AHHaAneKkceeBHa,
KenoBa AHrenuHa AHapeeBHa

PHUMY um. H.W. Muporosa

Hayy4Hbisi pykoBoAUTE B!
CapkucsaH ErnHe Anb6epToBHa — K.M.H., JOLEHT
PHUMY um. H.W. Muporosa

BeepeHue: BpoxaeHHas uuToMmeranoBupycHas uHoekuus (LMBW) — ato
MHhEKLMOHHOEe 3a60NeBaHNe, BbI3biIBAEMOE BUPYCOM repreca 5-ro Tuna u ne-
pefaBaeMoe OT MaTepu K pebeHKy BHYTPUYTPOGHO, NpU MPOXOXAEHUN Yepes
poAoBble NyTH. BO3MOXHO 3apaxeHue Yepes rpyAHOE MOIOKO MU NpU Nepenu-
BaHWUM KPOBU OT MHPUUMpPOBaHHOTO AcHopa. OT 0,5% A0 1% BCEX XUBOPOXKEH-
HbIX MHOULMPOBaHbI BHYTPUYTPOOHO 1 BbigensatoT LLMB npu poxaenuu.

Llenb: nokasaTb paHHWe U NO3AHME HEOHaTanbHble UCXOAbl MaHUGDECTHOI
(bopmbl BpoxxaeHHOW LIMBW ¢ TsxenbiM runokcuyecku-remopparuyeckum no-
paXxeHWeM LeHTpanbHON HepBHOI cuctemsl (LIHC).

OnucaHune KnuHuuyeckoro cnyvas: MaymeHTka A., 5 MecaLleB HaXoAMUTCA Ha
ctauynoHapHom neyeHumn B KB N29 um. I'H.CnepaHckoro ¢ poxgeHus no no-
BOLY TAXENOro runokcuyecku-remopparmyeckoro nopaxenus LHC. [leBouka
0T 2-0ii 6epeMeHHOCTH, NpOTeKaBLIei ¢ ocnoxHeHuamu: OPBU, aHeMueil, nna-
LLeHTapHO HefOCTAaTOYHOCTbI, HapyWeHWEM MaTOYHO-NaLeHTapHoOro Kpo-
BOOGpaLleHns 1a - 2-bIX CPOYHbIX, onepaTuBHbIX poaoB. OueHnka no APGAR —
5/7. C 1-bIX CyTOK XM3HM NaLUeHTKa Haxoaunacb Ha annapaTe UBJI c Begylwmm
KJIMHUYECKUM CUHAPOMOM [bixaTeNbHbiX HapylweHuii. Kpome Toro, y pe6eHka
OoTMevanacb MoJiMopraHHas HefOoCTaTOYHOCTb: CepAeyHO-COCyAucTas Hepo-
CTaTOYHOCTb, OCTPOE noyeyHoe nospexgeHune, IBC-cuHAPOM — CYLOPOXHbI
CUHAPOM. JlTa6opaTopHO: TsXXenas aHeMus, neiikountos — 43,3x10°/n, cuHgpoOM
LMTONM3a, NOBbIWEHNE KPpeaTUHKHA, C-peakTUBHOro 6enka. Mokasatenu TREC
un KREC cBupeTenbCTBOBaAM O HaNMYMM UMMYHOAEDULUTHOTO COCTOSHMS.
Bpaun 3anofo3punn BHYTPUYTPOGHYHO MHEBMOHUIO M MPOBEN AUArHOCTUKY
Ha BPOXEHHble UHDEKLNUM, B pesynbTaTe Yero 6bina o6HapyxeHa LHK LIMB B
KpoBu 1 Mouye naumeHTku un IgG, IgM k LUMB B kpoBu. HaszHaueHHOe nevyeHue
BKJ1l0Yano B ce65 9TUOTPOMHYIO, aHTUBAKTEPUaNbHYIO U MPOTUBOCYLOPOXKHYIO
Tepanuio, TakXe OCyWecTBASAUCL pecnupaTopHas M KapauoToHUYeckas nog-
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LepxKa, TpaHCchy3nu 3puTpoLuTapHOi B3BECH, MEPUTOHeaNbHbIA fManus, Ha
(hOoHe KOTOpbIX COCTOSHWE NALMUEHTKN 6blJI0 CTaOMIM3NPOBAHO, HO BCE PAaBHO
0CTaBanoCb TAXKENbIM W3-3a FMNOKCUYECKU-TeMOPParnyeckoro nopaxeHns
LIHC n TeueHus nHdekunoHHoro npouecca. Ha HeilpocoHorpamme (HCT) n MPT
rofIOBHOro Mo3ra Busyanusmposanucb npusHaku BXK 3-eil cteneHu, maccus-
HbIX BHYTPMMO3rOBbIX KPOBOM3NUSIHWIA, NO3TOMY 6GblNa NpOBefieHa yCTaHOBKa
Hapy)XHOro BEHTPUKYNSIPHOTO peHaxa. Heckonbko pa3 pebeHKy Tpe6oBanoch
npoBefEeHNe peaHUMaLMOHHbIX MepONpuATHiA, u nepesog B OPUTH.

Ha faHHbIit MOMEHT COCTOSIHME NaLUEHTKM CTabUNbHO TAXENOe, yCTaHoB/e-
Ha NoCTOSAAHHAA TpaxeocToMa, racTpocTomMa us-3a yruetenus LUHC v peunausu-
pytowWwmnx MHPEKLUA AbixaTenbHbIX NMyTeld. B oKcMreHoTepanuu He HyXJaeTcs.
MuTaHMe YaCTUYHO MapeHTepaNbHOe, 06beM aHTepabHOro kopmenus —30-40
mi. Ha Tekyweit HCI cMelweHmne cpeAuHHbIX CTPYKTYP rOJIOBHOrO MO3ra B/eBo.
B npoekuun npaBoi remucdepbl B 3aTbIJIOYHOM U B NPOEKLUM NEBOW reMuche-
pbl — MHOXEeCTBEHHble KUCTbl. HecMOTps Ha Taxenoe TeyeHue LUMBU ayguo-
NOrNYECKMit CKPUHUHT NMPONAEH, CO CTOPOHbI OPraHoB ClyXa naTosioruu He Bbl-
ABneHo. MNayneHTka NpoAoMKaeT NPOXOAUTb ledeHne B OTAENIeHUN NaToNorum
HOBOPOXAEHHbIX (MHPeKunoHHoe oTaeneHne N28) B [ITKB N29 um. IH. CnepaH-
CKOTro B N1aHOBOM NOpsifKe.

BbiBoa: BpoxpaeHnHas LUMBU nuwb B 10% cnyyaeB npoTekaeT ¢ pasBuTUeM
KNMHUYECKNUX MPOSIBNEHUIA, KOTOPbIE YaCTo TPEOYIOT HelipoXMpYpruyeckoi Kop-
peKuMu 1 NpUBOAAT K CEPbe3HbIM HEPBHO-NCUXMYECKMM paccTponcTBaM, Tpe-
OYIOLUM ANUTENBHOTO NIeYEHUsI B CTaLMOHAPHbIX YCNOBUSAX.
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KNMHUYECKWIA CNYYAIN OCJTI0XKHEHNSA BHEBOJIbHUYHOM
NMHEBMOHUWU METANMHEBMOHWYECKWUM NNEBPUTOM

ABTOpbL:

Faspunosa AHrenuHa BacunbeBHa,
KawwuHa AHxena AnekcaHppoBHa

KIMY/APKB

HayuHble pykoBogutenu:
Ca6bupoea [luHa Palunp0BHa — K.M.H., JOLEHT
KI'MY

Kapnoea Onbra AnekcaHppoBHa — 3aBefyiow,asi NybMOHOJIOrMYECKUM
oTAeneHnem

[IPKB

AKTyanbHOCTb: MeTanHeBMoOHMYeckuit nnesput (MMM) umeeT UMMyHona-
TONOMMYECKWUI XapaKTep: BO BPeMs 3TOM0 OCNOXHEHUA MHEBMOHUU B KPOBM
LMpKYNUpyeT Hau6oNbluee KOIMYECTBO UMMYHHbIX KOMMIEKCOB, U NPU AaHHOM
COCTOSIHMM PEKOMEHAYETCA KOPTUKOCTEPOUAbI cucTeMHoro aeicteus (CIKC).
[uckyccus B MUPOBOW nuTepaType 0 CTEPOUSHON Tepanuu MHEBMOHUIA 1 NeBs-
puTa NOKa He BbisiBUNA 06LLETO MHEHMS.

Llenb nccnepoBanms: [leMOHCTpaLWs KTMHUYECKOTO CnyYas B Lensx CBOEB-
pPeMeHHOIi AUarHOCTUKM OCNOXHEHUA MHeBMOHUM — MITM 1 neyeHus nepopanb-
HbIM MeTof0M CIKC.

MaTepuanbl U MeTofbl: M3yyeHne KNMHUYECKUX OCOBEHHOCTEN, faHHbIX Na-
60paTOPHO-UHCTPYMEHTAIbHbIX METOL0B UCCNEA0BAHMA, OLeHKa 3P HeKTUBHO-
CTMW NeyeHus.

PesynbTatbl: B Bo3pacTe 2 et 5 Mec. geBoyka noctynaet B [JPKE B Tsixe-
NOM COCTOSIHMM 3a CYET AblXaTe/IbHON HEZ0CTAaTOYHOCTHU, MHTOKCUKALMOHHOIO
cuHapoma. Mpu nepkyccum 6b110 BbIABAEHO YKOPOYEHUE NEPKYTOPHOTO 3BYKa
Haj NerkuMu cnpaBa B HWKHUX OTAenax; Npu aycKynbTaLuu BbICNYWMBANOCh
ocnabneHHoe fbixaHue CNpaBa B HUXHUX OTenax.

Mpu noctynnenun 6bino BoiseneHo B OAK — Hb — 103 r/n, aputpouutsl —
3,9x10"/n, neiikoumntol 14,4x10°/n, HeliTpodunbl 58,8%, numdountsl 27,3%; no
JaHHbIM 6MOXMMMYECKOro aHann3a KpoBu C-peak TUBHbIN 6enok 11,5 r/n, 06wuit
6enok 59,1 r/n, MKT — 0,5 Hr/mn.

[laHHble o6cnefoBaHusA: peHTreHorpadus — B MpPaBoOM JIErOYHOM Mose
CHUXEHME MHeBMaTWU3auuu OT nNATOro pebpa [0 Anadparmbl 3a cyeT BOCNa-
NUTENbHO| UHOUNBTPALUK, CUHYC W Kynon AnadparMbl cnpasa He guddepeH-
uupytotcs. Y3W nnespanbHoit MONOCTH: CNpaBa BU3yanusnpyeTca cBO6OAHAsA
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XNAKOCTb cioeM 9.5 MM. Bo3yWIHOCTb HUXHEN W CPefHEN J0W NpaBoro ner-
KOro 3HauyuTenbHO CHUXeHa. Mo gaHHbIM PKT: TOTanbHbIl aTeNneKkTas HUXHeN
[0NHK, cy6TOTanbHbI aTenekTas BepXHeN u cpepHeii foneln NnpaBoro Nerkoro,
BbINOT B NPaBoii NIeBPanbHO NONOCTU, 30HbI NOHUXKEHHOI NHEBMATM3aLuu No
JOpCanbHO MOBEPXHOCTM NEBOTO JIETKOTO.

Ha doHe aTUOTpOMNHOI Tepanuu (aMOKCULMNNUH+KIaBYNaHOBasA KUCNOTa)
COCTOSIHWE pebeHKa yNyylwmnnoch, KANHUYECKNE, N1abopaTOPHO-PEHTIEHONOTH-
yeckue faHHble C NONOXUTENbHON AUHAMUKOA. OfHaKo cnycTa ABa AHA nocne
YyCTaHOB/IEHMA HOPMaIbHON TeMnepaTypbl Tefa, BHOBb NOABUAUCH IMXOpajKa
£0 39,2°C, xano6bl Ha Kalwenb W ofblWKy Ha GoHe nuxopagke. MNpu ayckynbTa-
LMK 6bIN BbISIBNEH LWYM TPEHUS NNEBPBI.

Mpu nabopaTopHOM UCCNEA0BaHUK BbiSIBJIEH YPOBEHD neiikouutoB 10x10°/n
npu ogHoBpeMeHHOM yBenuyeHun CO3 go 56 MM/u. Ha peHtreHorpamme OK
MHQUNBTPATUBHO aTeNeKTaTUYeckme U3MEHeHMs, NIEBPUT C OTpULLaTENbHON
AuHamukoid. Mpu npoegeHun Y3 HapacTaHue nneBpasibHOro Bbinota o 36
cM3,

B cBSI3n ¢ NoNyyeHHbIMM faHHbIMKU ObINO PeLWeHo B CBA3M C HACTYNUBLLNUM
yXyAleHnem HasHaunTb MeponeHem. Ho HeCMOTPS Ha NPOBOAUMYIO Tepanuio,
(bebpunbHas nuxopagka npofonkanach. YuutbiBas oTcyTcTBue pocta CPb (7.4
Mr/gn), oTpuuatenbHblit KT, HapacTaHue o6beMa BbinoTa no Y3W, gaHHas na-
TONOrMa pacueHeHa Kak MeTanHeBMOHMYECKMIA nneBpUT. PelleHo HasHauuTb
npeAHN30MI0H B A03e TMI/KF per 0S ¢ nocnefyowen OLeHKoi JUHAMUKM.

Mo UCTEYEHNIO OJHOTO AHS KAMHUKO-NabopaTopHble JaHHble U PesynbTathl
peHTreHorpadun 3HaYMTENbHO YAYYLIMAUCD, YTO ABUIOCH OCHOBAHWUEM AJiSl Bbl-
MUCKHN.

3akntoyenmne: UcnonbsosaHne CIKC nomorno cHmautb Temnepatypy u CO3
3a 1-e CyTKM, ynyywmnTb obLiee COCTOSAHME, YTO NO3BONUNO ObICTPO BbINMCATb
nauueHTky. Takoii adhdeKkT NOATBEPXAAaeT MUMMYHHbIA XapakTep MeTanHeBMO-
HUYeCKOro NNeBpuTa U NO3BONAET M36aBUTb HOMbHBIX OT NYHKLMWIA, APEHNPOBa-
HUA U APYTUX MHBA3UBHbIX BMELIATENbCTB.

193



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

MPUMEHEHUE TEPANEBTUYECKOW TMNOTEPMUK
NMPU TMNOKCUYECKU-ULLEMWUYECKOM NOPAXXEHUN
roJIOBHOro MO3rAy no3AHEro HEAOHOLWIEHHOIO

PEBEHKA

ABTop:
FepacumoBa Onusa AngpeeBHa
PHUMY um. H.W. Muporosa

Hayy4Hbi11 pykoBoguTeib:
CapkucsiH ErnHe Anb6epToBHa — K.M.H., A OLEHT
PHUMY um. H.W. Muporosa

BeepeHue. Tunokcuyecku-uiwemuyeckue aHuedanonatuu (F’M3) asnsaioTes
aKTyanbHoil Npo6nemoil COBpPEMEHHON HEOHATONOTMM. 3TO CBA3AHO C BbICOKOIA
4acTOTOW BCTPEYaeMOCTM, PUCKOM JanbHeiillel MHBaNMAN3aLNUMN U HEOHATaNb-
Hoii cMepTu. Y no3pgHux HefoHoweHHblx getei (MH) yactota F'UI coctaBnset
15,7:1000. B coBpeMeHHON HEOHaTONOMMKW B KayeCTBE HENpONPOTEKTUBHOIA
Tepanuu WKUPOKO MUCMONb3yeMblM METOO0M fIBNAETCA KOHTponupyemas Tepa-
nesTudeckas runotepmus (Tl). MeTon NnpuMeHsieTcsa y AeTeii ¢ Maccoi npu po-
xaeHuun 1800 r u 6onee, ¢ rectalMoHHbiM Bo3pacTom (IB) 35 Heaenb u Gonee.
PekomeHpoBaHoO npouenypy NpoBecTH A0 6 Yaca XWU3HW, NUTENbHOCTb J0 72 4.
BaxHeilllee 3HauyeHUe B onNpefeneHni UCX0A0B UMEKT TakKe MeponpuaTus no
cTabunusauum u peaHMMauum B pOAUIbLHOM 3ane, AanbHeilluas opraHusaums
pecnmpaTopHON NOALEPXKN.

Lenb. MokasaTb pesynbTaTuBHOCTb NpuMeHeHua TI y MH pe6eHka ¢ MN3.
Knuuuueckuii cnyyaii. Nauuent U., 06.10.2022 r.p.

AHaMHes Xu3Hu: Pe6eHoK oT 4-x onepaTuBHbIX poaoB ¢ B 36 2/7 (npex-
JeBpeMeHHas OTCNoliKa HOpManbHO PacnofioXeHHOW nnaueHTol), Anrap 1/3
6annoB. CocTOsiHME OLEHUBANOCh KaK OYEHb TSHKENO0e, 06YCIOBNEHHOE Nepe-
HeCeHHoIi acuKcueil, pecnupaTopHbIMU PacCTPOCTBAMMU, HEBPOIOTMYECKON
CMMNTOMATUKON B BUE HeOHaTaNbHbIX CYAOPOr, pasBUTUEM MONUOPraHHO
HeJ0CTaTOYHOCTHM.

AHamHe3 3aboneBaHus: B Bo3pacTe 2 YacoOB XU3HW, YUUTbIBAsS AEKOMMEH-
CUpOBaHHbIii cMewwaHHblit aungos (pH 6,9), T3 2 cteneHn no Sarnat, HavyaTa
npoueaypa o6ueii TI. Cygoporu noBTOpMAUChH Ha GOHe COrpeBaHus, YTo NoTpe-
60Bano ycuneHms nNpoTMBOCYAOPOXHON Tepanuu. Ha dpoHe yBennyeHms obbe-
MOB 3HTEPANIbHOTO MUTAHUSA Ha 5-e CYTKM XM3HU (C.XK.) MOABUINCH NPU3HAKK
HeKpOoTHUYecKoro aHTepokonnTa (HIK).

MepeBegeH B OPUTH ATKB N29. pu noctynneHun cocTosiHMe TAXeNoe 3a
CYeT LiepebpanbHO fenpeccuu, Nepuouyecknx cypaopor. [bixaHue annapat-
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Hoe. YNbTpasBYyKOBble NPU3HAKM TMNOKCUYECKU-ULIEMUYECKOrO NMOBPeXAeHuUs
LHC, peHTreHonornyeckue — npaBOCTOPOHHEN NOAUCErMeHTapHOW MHEBMO-
Hun, H3K 16 cTaguu. Jla6opatopHo: aHemusa (reMorno6uH 93 r/n), NpUsHaKu
[IBC-cungpoma (AYTB 25c¢, [i-gumMepbl 9070 Hr/M), NOBbILWEHHbI YPOBEHb BOC-
nanuTeNbHbiX MapKepoB (HeiATpopubHbIi neitkouuTos, CPB 69,7 mr/n).

HasHauyeHa aHTubakTepuanbHasa Tepanua (LUedenum u NuHesonug). Mo-
nyyan uHQY3MOHHYHO Tepanuio U NapeHTepanbHOe NUTaHUe. B cxeMy neyeHus
BKJIOYEH 3PUTPOMOITUH. DKCTYOUPOBAH Ha 7 C.X., fOTALUSA KUCIOPOAA BOJIb-
HbIM NOTOKOM A0 18 c.x. MMHMManbHOEe 3HTepasbHOe KOPMIEHME HayaTo Ha
10 c.)x. c nocneaytowmm 6bICTPbIM HapallBaHUEM 06bEMOB NUTaHUS. Perynsp-
HO NPOBOAMNMUCH KOHCYNbTaLuu HeBponora, obTanbMonora, Xupypra, eyeHue
HasHayanacb No peKOMeHjaLusiM KnuHuyeckoro gapmakonora. KnuHuyecku
U PEHTTEHONOrNYECKK paspewwmnnacb NHeBMOHUA, aneHns HIK KynupoBaHsl,
Hayan npu6aBnATb B BECE, CYAOPOr HE MOBTOPSANOCH, CTPYKTYPHOI NaTonorum
1 3NN-aKTUBHOCTM He BbiiBNEHO. Habntofanoch 6biCTPOe BOCCTAHOBMEHNE QU-
3uonormyecknx pedaekcoB U akTUBHOCTU NO Mepe ynyylleHNsi 1abopaTopHbIX
MapKepoB U AaHHbIX MHCTPYMEHTANbHbIX UCCIIeJ0BaHUNA. BoinucaH Ha 25 c.x. B
YA,0BNETBOPUTENIBHOM COCTOSHUM.

BbiBoabl. Y MH geTeit 0gHOIA U3 rnaBHbIX NPUYUH, NpuBoAAWmMX kK M3 n pas-
BMTMIO MOCTHATaNbHOM acPUKCUM, ABNAETCA BHYTPUYTPOOHAA MHeKLNs, ¥ na-
umeHTa W. — BpoXaeHHas NnHeBMOHUA. CBOEBPEMEHHO NPOBEAEHHAs KOHTPOMH-
pyemas TepaneBTWYeCKas rMnoTepMus ynyylaeT nokasaTenn HeoHaTasbHbIX
NCX0A0B. 3aN0roM NOMOXKUTENbHbIX PE3yNbTaTOB NPOBELEHHOI Tepanuu ABns-
eTca 6opb6a ¢ TKaHEBOI rMNOKCKUEN C NOMOLLbO afieKBaTHO pecnupaTopHOM
noAaepXKKU U BBEAEHNUSI TKAHEBOIO 3pPUTPONOITUHA.

TPYAHOCTU AUATHOCTUKU CUH[IPOMA AJIbIOPTA
Y DETEN

ABTOp:
notoBa UHHa AneKkcaHapoBHa
Pasl'MY nmMm.akagemuka W.I. MNaBnosa

Hayy4Hbii pykoBoauTesib:
[eesa IOnua ButanbeBHa
Pasl'MY um. akagemuka W.M. MaBnoBa

AkTyanbHocTb: CuHgpoM Anbnopta (CA) unu HacneAcTBEHHbI HedpuT —
9TO HacNeACTBEHHOE 3a60/eBaHNe Noyek, BbI3BaHHOE aHOManusamMu a3, a4, a5
uenei B konnareHe IV Tuna. [laHHas HacneacTBEHHasd NaToNoOrMa xapakTepHa
ANA ManbyuKoB.
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Llenb uccnepoanus: NpeacraButb KNMHUYECKNiA cnyyail CA, BbISBNEHHbIN
Y 2-X feTei B cembe.

Matepuanbl U MeTOAbI: AHAIM3 KIIMHNYECKOTO CNyyas, MePBUYHO MeJULINH-
CcKoW fokyMeHTaumu (bopma 112/y).

PesynbtaTbl: B ceMbe MaTb cTpajaeT XpOHUYECKUM TNoMepynoHedpuToMm,
nuenoHedputoMm. [lefywka UMeeT XPOHUYECKYIO MOYEYHYIO HEAOCTaTOYHOCTb,
TYroyXoCTb; y 6a6YyLLKM TYroyxocTb.

Manbuuk M., 2001 r. Poc 1 pa3BuBasnca cOOTBETCTBEHHO Bo3pacTy. [pu nna-
HOBOM OCMOTpE NMeanaTpoM B Bo3pacTte 1 Mecsla, y pe6eHka oTMeyanuch us-
MEHeHWA B aHanusax Moym: npotennypus — go 0,123 r/n, rematypus go 10-15
B n/3p, neitkountbl — 0-2 B n/3p. Mpu Y3N noyek natosorun He BbISABNEHO,
OTK/IOHEHWII B 6BMOXMMMYECKOM U 06LLEM aHanu3e KpoBu He 6bino. Ha yucto-
rpaduun, BHyTPMBEHHOI Nuenorpadum u yporpaduu, npu JynneKCcHOM CKaHUpo-
BaHUM COCYJ0B MOYEK — NaToNornmn He BbiBneHo. B 2 mecsaua B O[1KB umenu
H.B.lMuTpueBoii pebeHKy 6bin NocTaBneH AMarHo3: Metabonuyeckas Hedpo-
natus, B 1 rog 10 Mec — XpoHuyeckuit Ty6yNnoMHTePCTMLMANbHbIA HedpuT. B
6 net pebeHOK BrnepBble 6bin rocnutanuauposad B POKB ®rA0Y BO «PHUMY
umeHn H.W.Muporosa» M3 PO. Ha MOMeHT nocTynneHus xanobbl Ha u3MeHe-
HMe LBeTa MOYW TUNa «MACHbIX NomoeB». Ha Hedpobuoncuu: ructonoruye-
CKas KapTMHa Ha CBETOONTUYECKOM YPOBHE COOTBETCTBYET AWArHo3y CUHAPOM
AnbnopTa, YTo NOATBEPXKAEHO NPU UMMYHOTUCTOXUMUYECKOM U 3JIEKTPOHHOM
uccnefoBaHun 6uontaTa. UmeloTcs npusHakm HepOTUYECKOrO CUMHAPOMa. B
JOMOJTHEHUE K paHee PeKOMEH[0BaHHOMY fleyeHnto (KypaHTuA, KaHepoH, ak-
TUdeppuH) Gblnn HazHayeHbl: KenauhoH, aHananpun. Ha GoHe npoBoAUMOIi Te-
panuu NoNoXNUTeNbHOW AMHAMMKN He OTMeyanocb. B 7 net y Manbyuka 6bina
JMarHoCTUpOBaHa XpPoOHUYecKas ABYXCTOPOHHAS CEHCOHEBpanbHaa TYroyxocTb
2 cTeneHu. B 8 neT, yuuTbiBas BbICOKUI ypoBeHb npoTenHypuu (1,1 r/cyT), 6bina
HauaTa Tepanus uuknocnopuHom A. Yepes 2 roga gosa npenapara yMeHblUeHa,
a yepes 6 neT uuTOoCTaTMYECKAA Tepanusi 6blna OTMeHeHa. B 15 neT Manbuuk
BHOBb nocTynun O[4KbB r.PasaHu. B 061wem aHann3e MoYM BbiSIBNEHBI NPOTEUHY-
pus (2,97 r/cyTku), MakporemaTypus. MayueHT BbINUCaH ¢ AnarHo3om: Hacnea-
CTBEHHbIIi HeppuT (CA), XpoHHUUYecKas NoyeyHas HEAOCTATOYHOCTb 1 CTEMeHH,
XpoHnyeckas 6onesHb noyek 1A cTeneHu, aHemus 1 CTENEHNU CMeELIAHHOTO re-
Hesa, BTOPUYHbBIN r1nepnapaTupeos, HEMOJIHOE YABOEHWE NPaBoi NOYKH, 6en-
KOBO-3HEpreTuyeckas HeflocTaTOYHOCTb. Yepes rof nauueHT 6bin nepeBefeH
Ha annapaTHbI NepUTOHEaNbHbINA AManus, 3aTeM Ha reMoguanus.

B atoi xe cembe B 2012 rogy poaunacb gesoyka. Pocna n passuBanacb co-
OTBETCTBEHHO BO3pacTy. B 1 Mecal y pe6eHKa NOABMINCH USMEHEHUS B aHanu-
3e Moy (1. — 16-18 B n/3p, ap. — 20-25 B n/3p) NP1 HOPMaNbHbIX NOKA3aTeNAX
o6uiero aHann3a Kposu. B fanbHeiilemM nepuoanyecki NosBAANach CNoHTaH-
Has npoTeuHypus (po 0,066 r/n) u mukporematypus (fo 20 B n/3p). Mpu Y3N
noyek NaToNorMu He 6bi10 BbiABNEHO. B Bo3pacTe 8 MecsALeB feBoyka 6bina
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rocnutanusuposaHa B PAKB ®rAQY BO «<PHUMY umenn H.W.Muporosa» M3 PO,
roe 6bin guardoctupoBaH CA 6e3 HapyweHus GyHkuum nouyek. B HacToswee
BPEMS Y A€BOYKM COXPAHAIOTCA U3MEHEHUS B aHaNu3e MOYMU.

BbiBoAbl. lMpepcraBneHHbIn KNMHUYECKUIA criyyail geMoHcTpupyet, yto CA
TAXenee NpOTeKaeT y MaNbyMKOB, AaXe eCnn AeTW U3 OAHON CeMbM, YTO CO-
rnacyercs ¢ AaHHbIMM MeULUHCKOI nuTepaTypbl. CUHAPOM NPOrHOCTUYECKM
6naronpuATeH y NaLMeHTOB, EC/IM TeMaTypus NPOTeKaeT 6e3 NPoTeUHYpUM, Ty-
rOYXOCTU W HapyLIEHNUS 3PEHUS.

KNIMHUYECKNA CNYYAW B3B-ACCOLIMMPOBAHHOM
JIMM®OMbI XO)KKUHA Y PEBEHKA 8 JIET

ABTOpbL:

nyweHko Ekatepuna UnbuHuyHa,
KoBewHUKoB JMuTpuit iIMUTpNEBNy,
Abaycanamosa Upapa MypaTtoBHa

PHUMY um. HW. Muporosa

Hayy4Hbii pykoBoanTesib:
NapuHa Jlio60Bb EBreHbeBHa — K.M.H., AOLEHT
PHUMY unm. H.W. Tnporoga

Knaccuueckas numpoma XoaxkuHa (K/1X) — 0AHO U3 3/10KaYECTBEHHbIX HO-
BOOGpa30BaHMii, acCOLMMPOBaHHbIX C BUPYCOM dnwTeiiHa-bapp (BIB). Mpea-
CTaBNIEH KNUHUYECKUI cnyyvaii peakTuBauum BIb y 60nbHOM KJTX ¢ neTanbHbIM
UCXOA0M.

Anwa, 8 ner, noctynuna B8 MAINKE 23.06.21 B cBA3U C NEPUOLUYECKUM MO-
BbILWEHMEM TemnepaTypbl Tena Ao GebpunbHbIX 3HaYeHNh B TeyeHue 4 Mmec.
(nocnepHee po 40,4°C) u abfOMUHANbHBIM 60JIEBbIM CMHAPOMOM. M3BECTHO,
yto B 2016 r. ycTaHOBNEH auarHos «kJ1X, cMelwaHHO-KNeTOYHbIi BapuaHT, lla
cTagus», ¢ 2017 r. HeCKONbKO pas Npoxofuna o6cnefoBaHue u nedenue B lep-
MaHuu, nposefeHa nonuxumuotepanua no nporokony EURO-NET-PHL: 2 kypca
OEPA, 2 kypca CODPAC; c anpensa 2017 r. nogTBepxaeHHas pemuccus. B MATKB
yCTaHOBJIEH MarHo3 «peakTuBaLns BOb», npoBeeH Kypc aHTUGAKTEPUaNbHOIA
¥ MHOY3NOHHOW Tepanuu, 27.06.21 BbiNnucaHa B YAOBIETBOPUTENLHOM COCTO-
SHUU. TeHeTUYEeCKMIA aHann3 KPOBK Ha ayTOBOCNaNMTeNbHble 3a60neBaHus oT
13.07.21: naTtonornu He BbIABEHO.

B ceHTa6pe 2021 r. o6cnegoBaHa B [lepMaHuK ¢ aHanoruyHbIMn xano6amu,
BbICKA3aHO NPeAnoi0oXeHNe 0 HaMuUM aTUMMYHOTO CUHAPOMa Mapuwanna, Ha-
3HauyeHa Tepanus KONXuunHom, 6e3s apdekrta. B mapte 2022 r. Ha3HayeH npeg-
Hu3onoH (1 mr/kr), 6e3 apdekra. 05.06.22 noctynuna 8 OPUT MATKE B cBA3M €
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YXYALWEHNEM COCTOSHUA: LAUTENbHbIA 3NN30 IMXOPaLKH, BANOCTb, CNabocTb,
rMNOTOHUSA, FeMOrno6uH 67 r/n. VcknoueHbl koarynonaTuu, nopaxeHue KocT-
HOro Mosra. MiMenucb BblpaXeHHas rMNoraMMarnobynMHeMus, NepuBeHTpu-
KYNipHbIA neikoapeos. [locne reMoTpaHchysMn COCTOSHUE YAYULWMNOCH,
NPOLOMXEHA CUCTEMHAs aHTUGaKTepuabHas, NpOTMBOrpuGKOBas Tepanus, 3a-
MecTuTeNbHas reMoTpaHcdy3ms spuTpoumTapHoil B3Becbto, BBUT, I-KCD, cum-
nTomatuyeckas Tepanud. MIT-KT o1 11.07.22: kapTUHa runepMeTabonyeckoro
nopaxeHus numboy3noB Bbille 1 HUXe Anadparmbl, NeYeHU, CENE3eHKH, KOCT-
HOro Mosra; renatocnieHomeranus. CeKkBeHUpPOBaHUe 3K30Ma: NATOrEHHbIX
BapMaHTOB He BbifiBJIeHO. [locneaHsas nnaHosas rocnutanusauyums ot 28.07.22:
neiikonenus, nuMdoneHus, aHemusi, runepounupyouHemus, C03 117 Mm/u, He-
npsmMas peakums Kymb6ca nonoxurenbHas.

C 10.08.22 oTmeyvanocb BblipaXeHHOe yxyfleHue coctosHud, 16.08.22 fo-
ctaBneHa B MAIKE B TaenomM cocTOsiHUM, 06YCTIOBEHHOM HaNMYUEM fbiXa-
TeNbHO HepocTaToYHOCTM ([JH), BbipaXeHHbIX CUMNTOMOB WHTOKCUKaLUMU,
BbICOKOW NMUX0Opajku, 06Lero 0TeYHOro CMHAPOMA, UKTEPUYHOCTH NOKPOBOB,
renatocnjaeHoOMeranuu, aHeMun TSXeNOW CTeneHu, neiikoneHun, numdone-
HUW, arpaHynoLuTo3a, CMELAHHOro ankanosa, KoarynonaTuu, runepéunupy-
O6uHeMun. [lnarHosbl: B3b-accounnpoBaHHoe numdonponndpepatuBHoe 3a6o-
neBaHue, BTOPUYHbII remodarounTapHblii CUHAPOM, nonunumdageHonaTus,
BHEGONbHUYHAS ABYCTOPOHHASA NONUCErMEHTapHas NHeBMOHUS. HecMoTps Ha
NPOBOANMYIO Tepanuto, COCTOSIHME yXyALanock: HapacTanu [1H, nonmopranHas
HeA0CTaTOYHOCTb, HECTABUNBHOCTb FEMOAUHAMUKY, ONuUrypus. Pe6eHoK Obin
MHTYbUpOBaH, nepeBefieH Ha MBJ1, HauaTa 3aMeCcTUTeNbHasA NOYeYHas Tepanus,
KapAnOTOHWYecKas Ba3onNpeccopHas NoALepxkKa, SHA0CKONNYeckKas caHaums
6poHxnanbHoro fepesa. 26.08.22 B 16:05 — yrHeTeHne cepAeyHoili LeaTeNbHO-
CTW BNNOTb A0 acucTonuu, B 16:35 KOHCTaTMpoOBaHa 6uonoruyeckas cmepTb.

BBuay BbicOKO pacnpocTpaHEHHOCTU BOb-uHpeKkumn cpefn HaceneHums u
OTCYTCTBUSA cneunduyeckoil Tepanum NpoTUB Hee ceAyeT NposBAATL 0CO6YI0
HaCTOPOXEHHOCTb B OTHOWEHUW NALWUEHTOB C paHee [MarHoCTUPOBAHHbIMU
numoonponudepaTUBHbIMU 3a60NEBAHUAMU B CBA3N C BO3MOXHOCTbIO pas-
BMTUSA BTOPUYHBIX UMMYHOAEDULUTHBIX COCTOSAHUIA U Cepbe3HbIX 0CNOXHEHU,
BMNOTb [0 NIeTanbHOro UCX0ha.
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BONIE3Hb KABACAKW: KNTUHUYECKOE HABJIIOAEHWUE

ABTOpSbI:

Ipunn Mapat PyctemoBuy,
WUcaaksH IOpuii ApceHoBuY,
MypTty3anues LWaxabyTaun MypTy3anueeuny

MMIMY nm. CeyeHoBa

HayuyHbi4i pykoBOAUTE B!
CtenaHoBa EneHa OneroBHa — K.M.H., JOLeHT
CIMNIrMY nm. akagemuka W.I. Masnoea

Beegenue. bonesHb KaBacaku (K1) — 370 ocTpblii BACKYNUT, KOTOPbIA MO-
XXET nopaxaTb Nnto6yto CUCTEMY OpraHoB B opraHuame. MsBecTHo, yto K[ npe-
MMYLLECTBEHHO NOpaxaeT MNajeHLEB U feTell paHHero Bospacta. Hesponoru-
yeckue OCNOXHEHNUSI MOTYT BO3HUKATb TOMbKO ¥ 1-30% Bcex nauneHToB ¢ K.
[laHHble HEBPONOTrMYECKNE OCIIOXKHEHUS NPOSIBAAIOTCA B BULE pa3fpaxuTenb-
HOCTM, aCENTMYECKOr0 MEHWUHTUTA, remunieruu, MHhapkTa ronoBHOro Mo3ra,
aTakCuW, aNMNEeNnTUYECKMX NPUNajKoB, Napannya YepenHo-Mo3roBblX HepBOB
u dbokanbHon aHUedanonatuu. Mockonbky cnyyan K[, conpoBoxaatowmecs
HEBPONOTUYECKMMM OTKITIOHEHUAAMMU, HEOObIYHDBI, @ KNMUHUYECKUE CUMNTOMbI HE-
cneyuduyHbl, ANArHO3 ABNAETCS CNOXKHBIM.

Pesynbrat. Manbuuk, 9 MecaLes, NOCTYNUI C MINXOPaLKOA NPOAOIKUTENIbHO-
CTbto B 8 fHel. bbina HasHayeHa aHTWbaKTepuanbHas Tepanus, Ho IMXopagKa
coxpaHanacb. 3a AieHb [0 NOCTYN/EHUA Y NaLMeHTa pasBUICA ABYCTOPOHHMWIA
napanuy nuueBoro Hepea. PusnkanbHoe o6Ccnef0BaHNe NOKa3aNo HapyLWeHue
CO3HAHUS W YBENMYEHUE LBYCTOPOHHUX MOAUYENIOCTHLIX NUMdATUYECKUX Y3-
noB. PUrugHocTy Wwem nnu npusHaka bpya3uHcKoro He 6bio, a LBYCTOPOHHUE
npu3Haku BabMHCKOro 6bINM NONOXUTENbHBIMU. HUKAKOW Cbinu AN Wwenywe-
HUS OTMeYeHOo He 6bio. JlabopaTopHoe 06CNef0BaHNe NOKas3ano nerkoumn-
103 (14,43%x10°/N), CHUXEHWE YPOBHA remorno6uHa (96 r/n), CHUXKeHNE YPOBHS
CbIBOPOTOYHOTO anbbymuHa (26 r/n), noBblwWeHWe ypoBHA C-peakTUBHOIO 6en-
Ka (74,3 mr/n), yBenuueHHas ckopocTb ocefanus aputpouutor (104 Mm/yac).
WUccnepoBaHue CNMHHOMO3FOBOI XMWAKOCTM NOKasano MOBLILWEHHOE KONnYe-
CTBO NnenkounToB (47x10° /i) Npu NPOLEHTHOM COAEPXXaHUU MOHOLUTOB 96%.
YpoBHU FOKO3bI, XNopa 1 6enka 6blin B HOpMe, a 6akTepuanbHas KynbTypa
6blna oTpuLaTesbHOI. MarHUTHO-pe3oHaHCcHas ToMorpadus rofNoBHOIo Mo3ra
He BbISIBUNA HUKAKWUX OTKNOHEHWIA. MpK NOCTYNAEHUM 6bIN NOCTaB/EH ANarHo3
6akTepuanbHON MHGEKLMUM, U NALMEHTY HA3HAYMAN fleyeHne LedTpUakcoHoM,
MaHHUTONIOM U FIIOKOKOPTUKOMAAMM, YTOBbI YMEHBLWMUTb NOTEHLMANbHbIA 0TEK
HEepPBHOI cucTeMbl. Yepes 5 fHell neyeHnst He HabOAANOCh HUKAKUX CUMNTO-
MaTUYeCcKNUX MAKN NabopaTopHbIX ynyylleHwii. bbina npoBefeHa axokapAnorpa-
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Gus, KoTopas nokasana pacliMpeHue LBYCTOPOHHUX KOPOHAPHbIX apTepuil u
aHeBpPU3Mbl KOPOHAPHbIX apTepuii. U3 aHaMHe3a Takxe CTano U3BECTHO, Y4TO Y
nauneHTa bbiia nerkas MHbEKLNUS B KOHBIOHKTUBY, HO OHa CMIOHTAHHO perpec-
cupoBana. bbin noctasneH guarHos KA. MayneHTa neuynnm BHyTpUBEHHbIM BBE-
AeHueM ramma-rno6ynuna (2 r/kr, BHyTPUBEHHO KaNesbHO B TedeHue 5 fHei) u
nepopanbHbIM NPUEMOM acnupuHa (YeTbipe 4o3bl no 30 Mr/Kr/cyT). Jiuxopapka
crnana Ha cnegywowmit feHb. Yepes Tpu AHA [03a acnupuHa 6bina CHUXEHA A0
3-5 mr/kr/cyT. MaTb aHel cnycTsa Bce na6opaTopHble NMoKa3aTenu 6binu B npe-
Jenax HopMbl. [IpaBOCTOPOHHUI Napanuy NULEeBOro HepBa npoluen Yyepes 4 He-
Jenu nocne neyenus. NMonyrofoBoe HabnoAeHMe NoKasano, YTo 1€BOCTOPOH-
HWi Napanuy NULEBOro HepBa COXPaHANCS, M COCTOAAHME NaLMeHTa 0CcTaBanoch
CTabunbHbIM. IxoKapamorpadus nokasana, YTo KOpOHapHbIe apTEPUM BCE el e
OblNIN paclIMpeHbl, C AWAMETPOM JIeBOI KOPOHApHON apTepun 2,2 MM U fuame-
TPOM NpaBoii KOpoOHapHOW apTepun 4 MM. MepopanbHblii NpUeM acnupuHa 6bin
MPOAOIKEH.

BbiBog. [laHHOE coobLieHMe onuCbIBAET MaLKueHTa ¢ peAKoii natonoruen —
6onesHblo KaBacaku. 3a cyeT MeTOJ0B MHCTPYMEHTANIbHON W NabopaTopHOIi
JuarHocTuku yganocb BepubuuupoBaTb ANArH03 U Ha3HauNTb akTyanbHOe ne-
yeHue. MpuMeHeHMe BCEro KoMnnekca neyebHbIX Onuunii No3BonseT fo6MTbLCA
YL,0BNETBOPUTENbHbIX HENOCPEACTBEHHbIX W OTHANEHHbIX pe3ynbTaTtoB neve-
HUA Y JaHHOM KaTeropum nayueHToB.

TPAHCMNNAHTALUA TEMOMNO3TUYECKUX CTBOJIOBbIX
KNETOK PEBEHKY C FTOMO3UrOTHOW BETA-TAJIACCEMUEMN

ABTOpbL:
lyces laHunn Bnagumuposny,
lyceea EkaTepuHa BnagumupoBHa,
Kynarud Anekcanpp Cepreesuy
PHUMY nm. H.WN. Tnporoga

HayuHbiii pykoBoAUTE B!
Napuna lio6oBb EBreHbeBHa — K.M.H., AOLEHT
PHUAMY um. H. M. Muporosa

fomosurotHas 6eta-tanaccemus (FBT) — HacneAcTBeHHas reMorno6uHo-
naTusi, NPOSIBNAWANACA HAapylleHUeM CUHTe3a [B-Leneil rNobuHa, reMonnTu-
yeckoii aHeMueii. Obwas 3a6onesaemocTb BT B Mupe npumepHo 1/100 Thbic.
yenoBek B rof, Toraa kak sa6osesaemoctb B EBpone 1/10 Tbic. 4enoBek B rof,.
K HocuTensm reHa 63ta-tanaccemun otHocutesa 1,5% Hacenenus B mupe. B PO
Haubonbluas BCTpeyaeMocTb OTMevaeTcs B Pecnybnuke [larecTaH. B HacTo-
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fllee BpeMs eAMHCTBEHHbIM pagukanbHbIM MeToAoM nevyeHus BT saBnsaetcs
annoreHHas TpaHcNAaHTaLuus reMonoaTUYecKuX CTBONOBbIX knetok (TICK),
KoTopas 6blna BHeApPeHa B NPaKTMKY B KOHLe 1960-x rogoB Kak aTuonoruye-
CKUI MeToJ, KOpPPEeKLWUM HAcneACTBEHHbIX 3a60NneBaHNii KpOBW. AnnoreHHas
TrCK no3sonuna noBbICUTb 06LLYI0 U COBLITUINHYO BbIXKMBAEMOCTb C 6eTa-Ta-
naccemueit po 90% u 84% cooTBETCTBEHHO, TOrAa Kak Npu CTaHJapTHbIX remMo-
TpaHchysum 1 XxenaTopHOW Tepanumn nauueHTbl foxueatoT fo 30-40 net, umes
MpU 3TOM HU3KOE Ka4YeCTBO XMU3HMU.

MayneHnTtka M., 5 net 7 mecaues, Habntogaetca no nosogy I'bT ¢ 1 ropa
XU3HU. Bbina BbICOKO TpaHCdy3noHHO 3aBucuma (1 pa3 B 2-3 Hegenu). Ha-
CNefCTBEHHOCTb OTArOLWEHA: POAUTENN U cTapluas cecTpa reteposuroTbl no
6eTa-TanaccemMuu.

B mae 2020 ropa 6bina BbinmosHeHa annoreHHas TICK oT pofcTBeHHOro
HLA-ngeHTnuHoro goHopa. Ha geHb +100 KOHCTaTUPOBAHO OTTOPXEHKE TPaHC-
nnaxTara. llocne OTTOPXEHMA TpaHCNIaHTaTa NPOBOANIUCH reMoTpaHchysum
1 xenaTopHas Tepanus, Kypcol GnyaadapuHa gocdaTa c LeKcameTasoHOM C Le-
Nbl0 UMMYHOCYNPECCUU U CHUXEHUA pUCKa OTTOPXKEHMA. C KOHLa fAHBapa no
Havano ¢espana 2021 r. npoBeAEHO KOHAULMOHMPOBaHKe: Tuotena 10 Mr/kr,
TpeocynbdaH 42 r/m?, dnygabapuHa pocdat 150 Mr/M2, UIMMYHOTIO6YSIMH aHTU-
TUMOUNTapPHbIA 10 MI/Kr, puTykcuMat 375 Mr/m?; npoBefeHa MuenonHpysmus —
NPUXUBAEHUE Ha JEHb +16.

7 anpens 2022 6bina rocnuTanM3MpoBaHa B OTAeNE€HWE TpaHCMAaHTaLuu
KOCTHOrO M03ra U reMono3TUYECKMX CTBONIOBbIX KNETOK, AeHb +426. TpaHcnnaH-
TaT GYHKLMOHMPYET ¢ runo@yHKLMUEeR N0 KPaCHOMY POCTKY, KJIMHUKA peakLuu
TpaHcnnaHTaTa NPoTMB X035iMHa oTcyTcTBYeT. PocT naumeHta — 105 cMm, macca
Tena — 19 Kr, COOTBETCTBYIOT Bo3pacTy. XXano6bl Ha Nepenagbl HACTPOEHMUS,
BANIOCTb, 6bICTPYHO ycTanocTb. CoCTOAHME CPeAHeli CTENEHMN TAXKECTH, renaTto-
W CNNeHomeranusa oTCYyTCTBYHOT. HabnofaloTcs OTHOCUTENbHbIA TMMGOLUTO3
(71,1%), oTHocuTenbHan HeliTponenus (18,8%), neiikonenus (2,1x10°/n), aHemus
(Hb =92 r/n, RBC — 2,79x10"2/n), ymepeHHas Tpom6ouuTonenus (138x10°%/n). Ha-
3HAYEHO NeyYyeHue: Ko-Tpumakcason 25,2 Mr/Kr B CyTKu, asuTpomuuut 10,5 mr/kr
B CYTKM, LMKNOCMOPMH 3,9 MI/KT (2 pa3a B CyTKM), BanaLukaoBupa r’uApoxnopua
10,5 Mmr/kr (3 pasa B cyTku). Ha 6 fieHb Habnofanach NONOXMUTENbHAs fUHA-
MUWKa: ynyylleHne caMouyBCTBMSA U HOPManu3aLmn nokasateneit KpOBMU, KpOMe
WBC — 2,4x10°/n, NE — 0,54x10°/n.

26 anpens 2022 r. 3aBepwéH Kypc KO-TpMMakcasosa, LWKIJIOCNOpUHa.
29 anpens BbINONHEHbI UCCNeL0BaHUSA Ha LUTOMEranoBupyc U BUPYC NPOCTOro
repneca 6 Tuna — otpuuyartenbHbl. OHOKPATHO Obln Ha3HaYeH UMMYHOTN06Y-
NUH yenoBeka HopManbHbId — 0,8 r/kr (B/B). 1 Mas HasHaueHbl BOPMKOHA30N
6,3 Mr/Kr (2 pasa B CyTKM), LukaocnopuH 2,6 Mr/kr (2 pasa B cyTKu). 7 Masi Ha-
3HayeHbl Banaunknosup 10,5 Mr/kr (3 pasa B cyTKM) U asuTpoMULMH 10,5 Mr/kr
B CYTKM, NepoparnbHo.
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Mocne ynydieHns COCTOAHMSA PeBEHOK Gbifl BbINUCaH. MaLUeHT B reMoTpaHc-
(y3um He HyXJaeTcs, TpaHCNNaHTaT GYHKLMOHWPYET HOpManbHo. MpogonxaeT
nosiy4aTb UMMYHOCYNPECCUBHYIO TEpanuio.

COYETAHWUE TATJACCEMUM E U AEOULIUTA GAKTOPOB
CBEPTbIBAHUA XI U XIII

ABTOpSbL:

DoHunk EnnzaBeta MBaHOBHa,
I'punac [lapbs lOpbeBHa,
UmweHeykasn Copbs KupnnnosHa

PHUMY um. HW. Muporosa

HayuHbiii pykoBogunTEIb:
Napuna Jlio60oBb EBreHbeBHa — K.M.H., AOLEHT
PHUMY nm. H.W. Muporosa

BeegeHue: Temarno6uHonatua E — BTOpas no pacnpoCTpaHEHHOCTU re-
Marno6uHonaTus B Mupe ¢ usMeHeHnem 6Geta-ueneii. beta-tanaccemus c re-
MOrno6MHOM E siBnAeTCA NpUYMHON XPOHUYECKUX 3a60eBaHNii Yalle y feTeii B
Oro-BocToyHoi A3uu. E-Tanaccemus xapakTepusyeTcs HanMuneM reMornobu-
Ha E u F, a konnyecTtBo remorno6uHa E konebnetcs ot 35% Ao 75%. MauueHTsl,
Kak npaBuno, knaccubuuupyoTca Kak cTpagaloline npoMeXyToYHON Tanacce-
MMeW, NOCKONbKY OHW yHAacne[0Banu annens 6eta-rTanacceMum u reMorno6uH E
(HbEE), KoTopblit fieiicTByeT KaK nerkas 6eta-ranaccemus.

OnucaHue KNnuHu4eckoro cnyyas: Manbumk W., 14 net (12.05.2008 ropa
poxaenus) 13.09.2022 noctynun B OPUT MATKB B Taxenom coctosiHue o6y-
CNOB/IEHHbIM remMopparuyeckum cuHgpomom. B 2019r yctaHoBneH guarHos
E-Tanaccemusi, npomexytoyHas ¢opma (Hb EE). HeogHokpaTHO rocnuTanu-
3upoBancsa B rematonoruyeckoe otgeneHne B8 MAINKbG. MNMposogunucek remo-
TpaHchyaum, Tepanusa MKC. 10.09.2022 6biim rocnMtanu3npoBaHbl B CTOMAaTo-
Nnoruyeckoe oTAaeneHne ¢ THOMHbIM NepMOCTUTOM. BbinonHeHO xupypruyeckoe
BMeLIATeNbCTBO B 06bEéMe nepuoctoToMuu. 13.09.2022 yTpoM MoOSABMIIOCH
06unbHOE KpPOBOTEUYEHME W3 MOCNeonepaLUMoHHOl paHbl. 06paTuauch K cTo-
maTtonory MAIKB, oTkyna nauueHT rocnutanusuposaH B OPWUT. Mpu nocty-
NAeHUM KPOBOTOUMBOCTb B 0611aCTU paHeBoOi NMOBepXHOCTU (AecHa CrpaBsa,
BEPXHAS YentocTb) fenatocnneHoMeranauMyecknit cuHapom. B koarynorpamme
ot 13.09.2022 runokoarynsiyua no A4TB 43 cekyHabl npu Hopme 38,4. IMpu pac-
WMPEHHOM Koarynornyeckom obcnegoBanue geduunt dpaktopa Xl — 20,00% u
Takxe geduumnt paktopa Xl — 33,00 %. B koarynorpamme ot 20.09.2022 cnycTa
5 AHel nocne KPOBOTEYEHMSA 6OMbLINX MSMEHEHWNIA He npousowno, AYTB ocTa-
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BaNnochb yanuHeHHbIM u haktopbl X1 u XIll 6b11n B seduuymnte. U3 KMHUYECKOTO
aHanusa kpoeu oT 14.09.2022: TpoM6OLNTONEHMS, SPUTPOLUTONEHNUS, aHEMUA
Il ctenenn.

bbina HasHayeHa remocTaTMyeckas Tepanus: TpaHekcamoBas kucnorta 750
Mr, anTarok anbda 2,4 Mr B/B CTp., M NpoBefeHa TpaHChY3ns CBEXE3aMOPOXEH-
HOW nnasmbl KpoBu B 06bEMe 10-15 ma/kr. 0T 22.09.22 y pebeHKa 0TMeYanoch
NMOBTOPHOE NOAIB/IEHME OTeKa C/IN3UCTON B NPOEKLUM NEPBOro MO/Aipa BEPXHEi
yentocTu cnpasa. Mocne npefBaputenbHoii TpaHcpysum C3M B 06bEMe 10-15
MIN/Kr pebeHKy yaanunu 3y6, B nocnenepalyuoHHOM NepUoAe NpPosiBAEHUA Kpo-
BOTOYMBOCTU He O0TMeuvanoch. auueHT 6bin BbINMCAH C PEKOMEHAALMUAMM O
npoBeJeHne NoCNeAyoLMX onepaTMBHbIX BMeLLAaTeNbCTB Ha GOHe reMocTaT-
YyecKomn Tepanuu.

B AaHHOM KNMHUYECKOM cnyyae npeAcTaBfneH pe6eHoK C MHOXECTBEHHbIMM
CTMrMamm 3MGpPUOreHesa, y KOTOPOro NOCTENEHHO 6bIf0 BbIABNEHO ABA FEHETH-
yeckux 3aboneBanus: 1 — E-Tanaccemus 2 — feduuut GpakTopoB CBEPTLIBAHUSA
kpoBu Xl v XI. Takum 06pasoM, NaLMeHTbl C BbICOKOM CTENEHbI CTUrMaTHU3aL UK
AO/MKHbI pacCMaTpUBaThCA B rpynre BbICOKOro PUCKa BPOX/AEHHbIX NaToONOrWid.

CMOHTAHHOE HETPABMATUYECKOE KPOBOU3JIUAHUE
r0J1I0BHOro MO3rA U ABYCTOPOHHASA NTHEBMOHMUA
Y PEBEHKA C CUHAPOMOM CTOPMOPKEHA

ABTOpbL:

EropoBa AHactacus UropeBHa,
Tynynoea Codus AnekceeBHa

PHUMY um. HW. Muporosa

Hayy4Hbii pykoBoanTesb:
NapuHa Nio60Bb EBreHbeBHa — K.M.H., AOLEHT
PHUMY nm. H. /1. Tuporoea

AkTyanbHocTb. CuHApPOM CTPOMOpPKEHa — pefikoe ayTOCOMHO-A0MUHAHTHOE
reHeTUYeckoe 3aboneBaHue, NposBAAIOLLEECA TPOMOOLUTONEHNEN, acnieHN!-
eil, TYyOynsipHOW MMonaTueil, MMO30M n gucnekcuein. 06ycnoBneHo MyTaumnei B
reHe STIM1.

Llenb. MpogemMoHcTpupoBaTh TeyeHne cuHapoma CTopMOpKeHa y naLueHTa,
OCJIOXHMBLUEECA CNOHTAHHbIM HETPaBMaTUYECKUM KPOBOM3NUAHUAM B F0J10B-
HOI MOS3I U BYCTOPOHHEN NHEBMOHMEN.

Knunuyeckmit cnyyait. Manbunk 6 mec 6bii1 rocnutanmsmposaH 11.05 us-3a
HapacTaHMA reMopparnyeckoii Cbinu Ha pyKax, TyN0BULLE U HEKYNUPYeMOro Cy-
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JOPOXHOro cMHApoMa. PaHee nonyyan neyeHue no noBogy aHeMuu, TpomMéoLm-
ToneHuu. MNpu nocTynnenun: TpomooumnTbl 65x10°/n, aputpouutol 3,1x10'2/n. B
CBSI3W C COXPaHEHMEM TPOMGOLUTONEHUM HA NOCe BBELEHUS BHYTPUBEHHOTO
MMMYHOrNo6ynuHa, TPOMOOKOHLIEHTpaTa, CTUMYNsiTopa TpoM60mno33a npoBe-
JeHa NYHKLMA KOCTHOTO MO3ra: UCKJTOYeHbl CUCTEMHbIE TeMaToNornyeckme 3a-
6oneBaHus. PekoMeHA0BaHO reHeTUYeckoe 06Cnefj0BaHUsA ANs onpeaeneHus
reHesa TPOMGOLUTONEHUN.

lMpu ouenke TREC/KREC He nckntoueHa UMMYHHas AUCPerynauma: CHuXeHue
TREC npu HopMaTUBHbIX NOKa3aTesieil KNeTOYHOro UMMyHUTETa B paMKax CUH-
N POMasnbHOW NaToNorun.

Ha KT ronoBHoro mo3sra 18.06 o6HapyXeHO KpOBOM3/USIHUE B NpaByto Te-
MEHHYI0 JONI0 TONIOBHOIO MO3ra C NPOPbIBOM B XeNy[04KOBYK CUCTEMY, Ha-
pacTaHWe BHYTPMYEPENHOW rMnepTeH3nMn. YCTAaHOBNEH HapYXHblii BEHTPUKY-
NAPHbIA gpeHax. PeHTreHorpamma nerkux 24.06: 4ByCTOPOHHAA MHEBMOHUSA. B
nocesax: P. aeruginosa, K. pneumoniae, S.aureus.

MonyyeH pesynbtaT LHK-ANArHoCTUKM NOMHOIK3OMHOIO CEKBEHMPOBAHMUS:
y pebeHka ¢ TpombouuTONeHWeil/TpoMboLuTONaTMEN, aHEMUER, UMMYHOZe-
GUUMTHBIM cocTOAHKUEM, acnneHnen BepuduLupoBaH cMHApoM CTOpPMOpKeHa,
06ycnoBneHHbIn MyTauuein B reHe STIM1. OdopmneH nannmaTuBHbIA CTaTyC.
HecMoTpsi Ha NpoBOAMMOE NeyeHne, COCTOAHUE pebeHka yxygwanocb. Pea-
HMMaLWOHHbIE MeponpuATUs 6e3ycrellHbl, KOHCTAaTMpOBaHa 6uonoruyeckas
CMepTb NnauueHTa.

CuHapom CTOPMOpKEHa — MYNbTUCUCTEMHOE 3a6osneBaHue, TPyAHoe ANS
AMarHOCTUKK. B faHHbIii MOMEHT oTCyTCTBYeT apdeKkTuBHas Tepanus 3abone-
BaHus. CBOEBPEMEHHAs LMAarHOCTMKA CHAPOMA NO3BONIAET YNYYLWMTb YPOBEHD
XM3HM NaLMeHToB, 0GOPMUTH NaNMaTUBHbIN CTaTyC.

TPYAHOCTMN AUATHOCTUKU HENPOOUBEPOMATO3A
1 TUNA'Y PEBEHKA

ABTOp:
Epukuna MNonuna OneroBHa
PaslMY nm.akagemuka W.M.Masnosa

Hayy4Hbi11 pykoBoguTesib:

MusHiop UHHa BnaguMupoBHa — acCUCTEHT
Pasl'MY nmM.akagemuka W.M.IMNasnosa

AkTyanbHocTb. Heiipodpu6pomatosnl (NF) npepctaBasioT co6oit rpynny
reTeporeHHbIX pacCTPOICTB, XapaKTepusyowWwmnxca pasBuTMeM onyxonen LieH-
TpanbHOi U nepudepnyeckon HepBHONM cuctembl. CywecTsyet Tpu Tuna NF:
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HelipoduopomaTos 1 1 2 Tuna u weaHHoMaTto3. NF1 ABnseTca Hanbonee pac-
npocTpaHeHHbIM, cocTaBnsa 96% scex cnyyaes. [laTonorua BcTpeyaeTcsa B no-
nynauyum ¢ yactotoii 1:2500-3000. B HacTosAWee BpeMs HET cnoco60B nNpeaoT-
BPALLEHMA U NeYeHns JaHHOTo 3aboneBaHms.

Llenb uccnepoBaHus: npeAcTaBUTb KIMHUYECKUI cNyvYail HelipodubpomaTo-
3a 1 Tunay pebeHka.

MaTepuanbl u MeTOAbl UCCNefoBaHNA. AHaNN3 KIMHUYECKOTO Ciyyas u nep-
BUYHON MeANLMHCKOI foKyMeHTauuu pebeHka W. (11 neT).

PesynbTaThl UccnefoBaHus. Pe6eHok oT 2-0ii 6epeMeHHocTH (1 6epeMeH-
HOCTb — BbIKUAbILW, 3-1 6@PEMEHHOCTb — 3A0POBbIii pe6eHoK), 1-bIX CPOUHbIX,
caMocToaTeNbHbIX poaoB. Macca Tena npu poxgeHun — 3100 r, gnuHa Tena —
51 cMm, oueHka no wkane Anrap — 8/9 6annoB. Manbuuk poc u pa3BuBancs coot-
BETCTBEHHO Bo3pacTy. [epeHeceHHble 3a6oneBaHua — OPBU, BeTpsHas ocna.
Annepronornyeckunii aHaMmHes He OTATOLLEH.

B Bo3pacTe 3-x IeT poAUTENM BNEepBble 3aMeTU/N Ha TeNe pe6eHKa MUrMeHT-
Hble NATHA LiBeTa «Kode C MOMIOKOM», K Bpauy-nefuaTpy ¢ faHHOMN Xanobom He
o6pawanucb. B BospacTe 5 net Manbyuk 6611 npoonepupoBaH B F'bY PO «0[4Kb
uMenun H.B. AMuTpueBoii» . Pazanu no noBoay Gu6poMbl 3aTblIOYHON 061aCTH.
B 7 neT nosiBUAKCH Xanobbl Ha NPUNYXNOCTb B 06N1aCTW NOJ60POAKA U Wew, pe-
6EHOK 6b1J1 0CMOTPEH JLeTCKMUM OHKONOTOM U FeHETUKOM B KOHCY/IbTaTUBHO-ANa-
rHocTuyeckom ueHtpe NbY PO «OAKE umeHu H.B. Amutpuesoi» r. Pasanu. Mpu
06bEeKTUBHOM OCMOTpE: B 06N1aCTU NepefHei NOBepXHOCTU TeNna NATHO LBeTa
«koe ¢ MoNoKoM» pasMepoM 15x8 cM, a TakXKe MHOXECTBEHHbIE MUTMEHTHbIE
nATHa pasmepoM oT 1x0,5 cM A0 3x3 CM Ha KOXe TynoBulLa U KOHEYHOCTEN.
Y3U markux TkaHei Wwen: B 061acTu rpyauHbl U BepxHe3aHeil MOBEPXHOCTH
Wen CUMMETPUYHO C ABYX CTOPOH MOAKOXHble 06pa3oBaHNUsA C HEOAHOPOLHOM
CTPYKTYypol. MPT markux TkaHei weu: MP-kapTuHa conupHoro o6pasoBaHus
MOLKOXHOW XUPOBOI KNETYyaTKM KpaHWoBepTeOpanbHOW 06NnacTu U MSTKKUX
TKaHeM LWeun ¢ pacnpocTpaHeHWEM Ha NepeAHIo TPYAHYIO CTEHKY, B BEpXHee
CPefoCTeHMe M NO3BOHOYHBII KaHan. [TocTaBneH AuarHo3 — HelipopubpomaTos
11una (?).

B aBrycte 2020 ropna nns NoATBEPXAEHWUA AMarHosa Masbyuky 6b110 npo-
BEAEHO MOJIEKyNApHO-reHeTuyeckoe nuccnegosanmne B ®rey «<HMUL OFON um.
OmuTpus PorayeBar r. MockBa: B reHe NF1 B 9k30He 47 o6HapyxeHa Aeneuus
0AHoro Hykneotuaa ¢.7009delG B reTepo3MroTHOM COCTOSIHUM, MPUBOAALLAS K
CABUTY pPaMKW CYUTbIBAHMA U GOPMUPOBAHMIO NPEXAEBPEMEHHOIO CTON-KOA0-
Ha p.Glu2337LysfsTer38. MocTaBneH guarnos: Helipopuépomaros | Tuna, ructo-
normyeckn sepupuLupoBaHHas nnekcupopmMHas Heilpopu6poMa 3aTblIOYHOI
o6nacTu cnpaea.

B aBrycte 2022 ropa B ®I'BHY «<MeAUKO-reHETUYECKUI HAYYHbI LLEHTP UMe-
Hu akagemuka H.M. BoukoBa» 6bino NpOBefEHO UCCeA0BaHUEe GUONOrMYECKO-
ro matepmana maTepu, oTua U 6paTa Manbuuka: y pe6eHka BbisBIeHa retepo-
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3uUroTHas geneuus B 47 sk3oHe reHa NF1: NM 000267.3: ¢.7009del, NP 000258.1:
p.Glu2337fs, chr17:29670035, yHacnepnoBaHHas OT MaTepu. PekoMeHpoBaHa
naToreHeTuyeckas Tepanus npenapatom «Kocenyro». B HacToswee Bpems pe-
waeTcs BONPOC 0 ero 06ecneyeHuu.

JaHHbIA KNUHUYECKUI cnyyail npogemoHcTpuposan, 4to NF1 umeert Bbico-
Kyt cTeneHb BapuabenbHOCTU KNMHWUYECKOH KapTuHbl. TouHbli anarHo3 NF1
BaXeH AN WHAMBMAYaNU3aLun KIMHUYECKON NOMOLLM U FEHETUYECKOTrO KOH-
CyNbTMpOBaHWA. Bpaun-neauatpbl MrpatoT pellaroLlyio pofb B yNyylleHUU Ana-
FHOCTUKW AaHHOMO 3a60NeBaHuUS.

AUCTPOOUYECKWI TUN BPOXXAEHHOIO
BYNNE3HOI0 ANUAEPMOJIU3A (AN11I0M0-CUMEHCA)
Y HOBOPOXXAEHHOIO PEBEHKA

ABTOpbL:

Xypaenesa UpuHa ButanbesHa,
CeBepruHa YnosiHa CepreeBHa,
Kantytuc Ceetnana CepreeeHa

PHUMY nm. H.W. Tinporoga

Haquble pykosoagutesnn:

[embaHoBa TaTbsiHa [eHHabeBHA — K.M.H., JOLEHT
CapkucsH EruHe Anb6epToBHa — K.M.H., JOLEHT
PHUMY um. H.W. Muporosa

BeegeHne. BpoxaeHHblit 6ynnesHblit anuaepmonus (B63) — reteporeHHas
rpynna pefKnx reHofepMaTo30B, OCHOBHbIM KIMHUYECKUM NPOSABNEHUEM KO-
TOPbIX ABMAGTCA CMOHTAHHOE W/UNK CBA3AHHOE C HE3HAYUTENbHbIM MexaHu-
YeckuUM BO3JelicTBUEM 06pa30BaHME 3PO3UIN U MY3bIPer Ha KOXE U CAU3UCTBIX
o6onoukax. Bcnegcteue mytauum 6onee 10 reHOB CTPYKTYPHbIX 6EJIKOB KOXMU,
MPOMCXOAUT HapylWeHUe MHTPA3NMAEpPMaNbHbIX W/UAM 3NULEPMOLEepMalb-
Hbix cBa3en. MonynaynoHHaa yactota BE3 B Poccun coctasnsier 1:50000-
1:300000. Pasnuyatot 6onee 20 peHoTunos BBI. Mpu guctpoduyeckoii pop-
Me 3aboneBaHus, XapakTepu3aywencs 0co60 He6NaronpuUATHLIM NPOrHO30M,
KpOMe GyNIe3HOro MopaXeHUst KOXu ¢ mocnefytoLuM o6pasoBaHuem py6LoB
Ha UX MecTe, MOPaXawTCs CNU3UCTbie 060I0UKM MONOCTM pTa, rOPTaHu, nu-
weBoaa.

Lenb. MokasaTb BO3MOXHOCTb NONOXMTENbHbLIX UCXO0B NPU CBOEBPEMEH-
HO AMArHOCTUKE M Tepanuu BPOXAEHHOro 6yNNe3HOro anuaepMonnsa AucTpo-
duyeckoro Tuna Annono-CumeHca y HOBOPOXAEHHOTO pe6eHKa.
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Knunuyeckunin cnyyan. Manbuuk A., B Bo3pacTe 1-X CYyTOK XXWU3HW NepeBejeH
U3 POANUNBHOrO AOMa B OTAENeHUe NaTonorMn HOBOPOXAEHHbIX U AeTel rpya-
Horo Bospacta IFKb um. H.0. dunaTtoBa. Pe6eHok OoT MaTepu 28 net ¢ HeoTA-
roweHHbIM CeMeiiHbIM, COMaTUYeCKMM U FTMHEKONOrMyeckuM aHamHesom. OT |
6epeMeHHOCTU, NpoTeKaBLUel ¢ yrpo3oii npepbiBaHus B | TpuMecTpe, | camocTo-
ATeNbHbIX POLOB Ha 38 Hepene.

Mpu ocMoTpe cocTosiHMe pe6GeHKa OLEHWBANoOCh Kak TAXenoe 3a cyeT 06-
WMPHOTO NMOPaXeHUs KOXHOro MOKPOBa B BUAE MHOXECTBEHHbIX AedekToB
anuAepMuca CIMBHOr0 XxapakTepa, Fy60KuX KpOBOTOYALLNX 3PO3UIA, CNABLUMX-
CA U HanpsXeHHbIX Ny3blpeil C CEpO3HO-reMopparnyeckum copepxumoim. Ha
ry6ax v CnM3nuCToi poTOBOM MONOCTU — YYaCTKU Je3NMTeNn3aLmn noKpbiTbie
GuOpMHOM. Ha yWwHbIX pakOBUHAX — MHOXECTBEHHble Munuu. OTMevanoch no-
BbllEHWE YPOBHA BOCManuTeNbHbIXx MapkepoB (CPE 28 mr/n, NMKT 18 Hr/mn),
noceB COAepXuMoro oynn — otpuuatensHblid, TORCH-uHdeKLMKU MCKNKOYEHDI.
KnuHuyeckn auarHos «BpoxzeHHblii GynnesHblit anuaepMonus, guctpoduye-
ckuid, Tun Annono-CumeHca» 6611 BepuduLMpoBaH B peynbrate MeAULMHCKO-
ro KOHCMNMYMa C yyacTUeM JepMaTOBEHeponora u reHetuka. JlabopaTopHoe
NoATBEPXAEHUE [MarHo3a MONyYeHO NPU FUCTONOrMYECKOM WCCEef0BaHUM
MMMYHOTUCTOXUMUYECKMM MeTO0M. [IpOBEeIEHO MOJIEKYNAAPHO-TEHETUYECKOE
uccnefoBaHue No BbIABEHUIO MyTaLIMK FreHa KoninareHa 7 tuna.

OCHOBHbIM HanpaB/JeHNEM JlieYeHus B OTAeNeHUI NaToN0rMN HOBOPOXK A EH-
HbIX ABNANCA YXOA 33 paHeBbIMU NOBEPXHOCTAMMU: CBOEBPEMEHHAs aBaKyalLus
aKccypaTa ua 6ynn, 06paboTka NopaXKeHHbIX y4aCTKOB KOXMU W CIU3UCTbIX C NpU-
MEHEHUEM aHTUCENTUYECKUX CPELCTB U CMEeLManu3MpoBaHHOr0 NepeBA30YHO-
ro mMaTepuana. Mcnonb3oBanucb MeTogbl NPOGUNaKTUKN NCEBJOCUHAAKTUIUM
(paspenenue MexnanbLeBblX MPOMEXYTKOB) M CrUGaTeNbHbIX KOHTPAKTYp
KOHeYyHoCTei (HanoXeHne UMNPOBU3UPOBAHHDIX WHH). [1na NpeaynpexaeHus
U36bITOYHOW TPpaBMaTM3aL MU KOXHOrO MOKPOBA NepeBA3ku NPOBOAUNUCH He
yalle 2-X pas B Hefiesnio.

Yepes 26 aHeN 6bina LOCTUTHYTA NONOXMTENbHAA ANHAMUKA B BUAE NPaKTH-
YeCKW MONHO aNUTeNn3aLnm paHeBoi NOBEPXHOCTU U HOPManu3aLum ypoBHA
BOCManuUTeNbHbIX MapKepoB. PekoMeH0BaHO AucnaHcepHoe HabNAeHNe Ha
6a3e MOCKOBCKOIO LIeHTpa AePMaTONOrNKu U KOCMETONIOTUM.

BoiBogbl: MauueHTbl, cTpagatowwme Taxensimu popmamu B3, TpebyroT oco-
60ro Bpaue6HOro BHUMaHUs C NepBbIX YaCOB XMU3HW. Ha CerofHsWHMA feHb oc-
HOBHOIi TepaneBTUYECKOIA TakTUKOW Npu BBI ocTaeTcs cneyuanmsnpoBaHHbIi
YX0Z, HanpaBJ/IeHHbIit Ha 06/1erYyeHne CUMNTOMOB, NPOGUNAKTUKY OCNOXKHEHNI
W ajanTauuio AeTei K oKpyxatoweii cpege.
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ANOOEPEHLMANIbHAA AUATHOCTUKA AYTOMMMYHHOM
FEMOJIMTUYECKON AHEMUM C OCTPbIM MOBPEXEHUEM
NMOYEK

ABTOpbL:

3arputauHoBa AnuHa UnbMacoBHa,
Kasakoe CeméH OneroBuy,
W asunckasa EnusaBeta [lMUTpHEBHa

PHUMY um. H.W. Muporosa

Hayy4Hbi11 pykoBoguTesb:
Napuna Jlio6oBb EBreHbeBHa — K.M.H., AOLEHT
PHUMY um. H.W. Mnporosa

AyTouMMyHHas remonuTudyeckas anemus (AUTA) — aTo rpynna sa6oneBaHuii,
XapakTepusyiowwasca BHe- U BHYTPUKIETOYHbIM FreMOIM30M 3PUTPOLMTOB U3-3a
Hannuusa Ha UX NOBEPXHOCTU aHTUreHOB M 06pPa30BaHUA K HUM ayToaHTUTeN.
OaHMM N3 ocnoxHeHunit AUTA aBnseTcs ocTpoe NOBpeXeHne Noyek, Npu KoTo-
pOM BO3HUKAKT TPYAHOCTM fuarHocTuku. Heobxoanmo guddepeHympoBats C
TaKWMU COCTOSIHUSIMMU, KaK FreMONINTUKO-ypemudeckuii cuagpom (I'YC), atunuy-
Hblii TeMONUTUKO-YpEMUYECKNii cuHapoM (alYC), TpoMGoTHYECKas TPOMGOL K-
Tonenuyeckas nypnypa (TTM), reMo61acTo3, ayTOMMMYHHbI reMosiu3 Ha hoHe
WHOEKLMOHHOrO npouecca M apyrue. BaxHa GbicTpas fuarHoctuka, Tak kKak
BO3MOXHO CTPEMUTENIbHOE Pa3BUTHE OCJIOXHEHUIA AAaHHOTO COCTOAHMS.

Manbuuk A.,3roga 7 mecaueBs. 29.06.2022 nocTynun B OTAeNeHWe reMaTosio-
rum FbY3 MATKE. 28.09.2022 otmevyanacb 0gHOKpaTHas pBOTa, TemnepaTypa
no 38,0-39,0°C, noteMHeHne Mouun. Ha cnegylowmnii aeHb — ONUTypus, ukTe-
PUYHOCTb CKep M Koxu. 29.06.2022 B OAK: aHemus Il ctenenn (Hb 87 r/n, RBC
3,11x10"2/n), TpombouMTO3 (408x10° /n), HEWTPOdMAbHLII neikouuTo3 (26,5x10°
/n); Henpsimas runep6unupy6uHemus (87,15 r/n), nosbiwenue ACaT (B 3 pasa
60nblue HopMbl) Npu AflaT B HopMe, asoTeMus (kpeaTUHUH 196 r/n, MOYeBUHA
32,34 r/n), CPB noBbiweH (227,1 mr/n), runoHaTpuemus (125,5 MMonb/n), runep-
kanuemus (6,7 MMonb/n), auugos (BE — 10,4 MMonb/n). MonoxuTenbHas npo6a
Kymé6ca. MonyyeHHble faHHble NOATBEPXAAOT ayTOMMMYHHbIA reMonn3 apu-
TPOLUMTOB y MaLMeHTa, yKasblBalOT Ha pasBUTUE OCTPOro NOYEYHOrO MOBPEeX-
neHusi. OtcyTcTBMe TpombouuToneHnn uckntovaet NYC, alr'yC, TTN, otcyTcTBUE
6nacTHbIX KNeTok — remo6nacTo3. Beuepom T0ro xe AHs cocTosHUe pebeHka
yxygwunocb: aHemus [l ctenenun (Hb 49 r/n, RBC 1,4x10" /n), BblpaxeHHas
a3oTeMus (kpeaTuHUH 213 r/n, MoyeBuHa 36,9 r/n), onurypusi 1 Makporemary-
pusi (2028,3/mMkn) — pe6eHOK 6biN NepeBefieH B OTAENEHUM peaHUMaLUn U UH-
TEHCMBHOM Tepanuu ¢ AMarHo3om “TeMoNMTMYecKass aHeMusi HeYTOYHEHHas ¢
OCTPbIM NMOYEYHbIM NOBpeXAeHneM".
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MpoBefeHa TpaHchy3ns IpUTPOLUTapHOI B3BeCH. TAXKECTb COCTOAHMUSA 06Y-
CNaB/IMBAETCA HapacTaloLleli NoYeYHOI HeJOCTaTOYHOCTbIO, aHeMUEl U MeTa-
60NMYECKUMU HapYLLEHNAMM.

Neuenne: TKC-Tepanus, aHTM6aKTepuanbHas, 3aMecTUTeNbHas MoYeyHas
Tepanus, TpaHchysua spuTpouuTapHoii B3gecu. Mocne cTabunmsayum cocro-
Anma, 09.07.2022, naymeHT nepeBefieH B oTaeNeHne remaTonoruu. lMocne ynyy-
LIEHWs1 COCTOSHUA pe6eHoK BbinucaH Ans npogomxeHus I'KC-Tepanum B am6by-
NaTOPHbIX YyCNOBUSAX.

Takum 06pa3oM, HECMOTPS Ha APKO BbIPAXEHHYI KJMHUYECKYIO KapTUHY,
OKOHYaTeNbHblii ANarHo3 BO3MOXEH TONIbKO NOC/Ie NPOBEAEHNUS KOMMIEKCHOTO
o6cnepnoBaHna. OAHUM W3 BaXHbIX UCCNEA0BaHUI ABNSETCA NpsMas peakLus
Kym6ca, KoTopas ykasblBaeT Ha ayTOMMMYHHbI XxapakTep npouecca, 4To no-
3BONIAET UCKNOYUTb Kym6C-HeraTuBHble (MMKpOaHruonaTUieckne) reMonnTu-
Yeckue aHeMUN.

MEPBUYHbI UMMYHOLEDULIUT Y PEBEHKA:
OT AUATHOCTMKU K JUATHO3Y

ABTtop:
3axapoBa AHacTacua BnagucnasoBHa
PaslMY nm.akagemuka W.IM. MaBnoBa

Hayy4Hbii pykoBoanTE B!
MusHiop UHHa BnagumupoBHa — acCUCTEHT
PaslMY nm.akagemuka W.M. MaBnoBa

MepBuyHbIe VIMM)’HOJJ,Ed)VILl,VITHbIe COCTOAHNA — peakue reHeTnyecku 06y-
CNoBJIeHHble HapyweHna CUCTeMbl NUMMYHUTETA, CBA3aHHbIe C ﬂ,ed)EKTaMVI oA-
HOro UWnn HeCKoNbKNUX ee KOMMNOHEHTOB. npep,CTaBﬂeHHbIVI KNMHUYECKUN cny-
yail CoaepXuT B cebe 0CO6EHHOCTU TEYEHMA [JAHHOTO 3a60N1eBaHuUA y p86EHKa
5 neT, a Takxe oTpaxaer aKTyaJlbHOCTb I'Ip06HEMbI B I'IpOCI)ECCI/IOHaJ'IbHOVI neq-
TeNbHOCTW BpaYva-nepnatpa.

MauyueHT H, 2017 roga poxpaeHus. Manbuymk oT 7 6epeMeHHOCTH, MATbIX,
CpOYHbIX pofoB. Macca Tena npu poxgenun 3300 r, pocT 54 cMm, oueHKa no
wkane Anrap 9/10. B mapte 2019 roga B Bo3pacTe 2-x 1eT MaNb4yuK Haxoauncs
Ha nevyeHun B F6Y3 MO «MOHUKW um. M.®. Bnagummupckoro» (r. Mockea) no
noBOAY APeHUpoBaHusa abcueccoB neyeHu. B sueape 2020 roga Ha NnaHOBOM
o6cnepoBanun B F6Y3 MO «MOHUKW um. M.®. Bnagumupckoro» (r. MockBa)
npu ynbTpa3BykoBoM uccnegobanuu (Y3W) opraHos 6ptowHoit nonoctu (06MN)
Habnofanca perpecc abcLeccoB nevyeHu, obpasoBaHue oyaros Guoposa. B
mapTte 2020 roga pe6eHok rocnutanusmpoBaH B FAY3 MO «BockpeceHckas 06-
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nacTtHas 6onbHuLa» (. BockpeceHck) ¢ xano6amu Ha pebpuibHY0 NXOpagKy,
NPOAYKTUBHbIA Kawenb. o pesynbrataM peHTreHorpaMmbl OpraHoB rpyAHON
kneTtkn (OMK) oTMeyanacb NpaBOCTOPOHHASA HUXHEA0NEBass MHEBMOHMUA C Mi-
APOTOpaKCcOM cnpaBa, ruaponepukaps. Manbuuk nonyyan neyenue: aHTUbak-
TepuanbHyto Tepanuto, TpaHchy3nm 3puTpoLMTapHON Macchl, MaCCUBHYHO UHDY-
31OHHYI0 Tepanuio. B anpene 2020 roga Manbyuk nocTynaer aKCTpeHHo B AY3
MO «BockpeceHckas obnactHas 6onbHULa» (r. BockpeceHck) ¢ xano6amu Ha
ManonpoAyKTUBHbINA, YacTblil Kawenb. Ha poHe NpoBOAMMOIA Tepanumu cocTos-
Hue pebeHKa 6e3 NONOXMTENbHON AMHAMUKHN, B CBA3K C YEM MaNbulK nepese-
AeH B F6Y3 MO «<MOHWUKW um. M. ®. Bnagumupckoro» (r. Mocksa). CocTosiHue
npu nocTynneHuu Tsxenoe. Mpu uccnegoBaHumn cybnonynayum numdounToB
Habnoaanocb nosbllleHne 3HayeHnin CD3+, CD3+ CD8+, CD3+ CD16+ CD56+. Bbl-
CTaBJieH AnarHo3: [pu6koBo-6aKTepuanbHblii cencuc. [1ByCTOPOHHAS [eCTpyK-
TUBHas NHeBMOHMA. XenesogepuumtHas aHemus 2 cteneHu. [epBuYHbIi UM-
MyHoaeduuut? B ntone 2020 roga naumeHT rocnutanusmpoBat B drbY «HMUL,
OrON wum. OmuTpus Porauyeea» (r. MockBa). Mpu NpAMOM CEKBEHUPOBaHUU
no CeHrepy B 3k30He 9 06HapyXeHa 3aMeHa OAHOro Hykneotuaa ¢.925G> T B
reMusuMroTHoM coctosHuu. o pesynbtatam Burst-test okucnurennHas akTme-
HOCTb rpaHyNoLMTOB NOCNE CTUMYNALMUN OTCYTCTBYET. BoinonHeHa MynbTUCON-
panbHas KomnbloTepHas Tomorpadus (MCKT) OFK — TeyeHue ABYCTOPOHHEN
MOAUCErMeHTapHol NHeBMOHMK. MNpu naToMophoNOrnyeckom UccresoBaHum
NErkoro BbIABNEHbI MPU3HAKU FPaHyIeMaTo3HOro NopaXeHns NeroYHom TKaHu.
BbicTaBneH OKOHYaTeNnbHbIA ANarHos: MepBuyHbIiA UMMYHOAEDULNT: XPOHUYE-
cKasi rpaHyneMaTo3Has 60ne3Hb. PeKOMeH[L0BaHO NPOAOMKUTb aHTMbaKTepu-
aNnbHy0 Tepanuto B TeyeHue 6 mecaues, a Takxe nposegeHne MCKT OFK 1 pas
B 6 MecsLLeB N0 MeCTY XUTENbCTBA. B HacTosee BpeMsi 3a pe6EHKOM BefeTcs
JMHaMuyeckoe HabnwaeHue.

[MporHos gaHHoro 3aboneBaHus HeoJHO3Ha4YeH: HeCMOTPA Ha TO YTO YacCTb
nayneHToB noaBsepraeTca 3Ha4yMTesIbHOMY PUCKY VIHCbEKLl,VIVI GONbIINHCTBO Ae-
TeN MMEET LaHCbl JOXUTb A0 CTapluiero Bospacrta.
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KNMHUYECKNI PA3BOP NMALMEHTA C CUHAPOMOM
AAYHA W LETMAKUEN

ABTOpSbI:
Uupbik Jllo6oBb AnekceeBHa
MMIMY mm. CeveHoBa

Hayy4Hbii pykoBoaunTesib:
Konotununa AHactacus UropeBHa — K.M.H., AOLEHT
BY3 AMKB N2 9 um. I"H. Cnepawxckoro 13M

Beegenue: Lennmakus — pacnpocTpaHeHHOE ayTOMMMYHHOe 3aboneBaHue,
BbI3BaHHOE YyNOTpe6neHMeM rOTEHA Y TeHeTUYECKN BOCNPUUMYNBDLIX NHOAEN,
€ro YacTo AMarHocTUpytoT y AeTeil ¢ CMHAPOMOM [layHa. B ge6tote Lenuakuu
BCTPEYalTCa KuUweyHble cuMnToMbl (B 60% cryyaes): CUHAPOM Manbabcop-
6uuu, fuapes, B3AyTUE XMBOTA, XPOHUYECKas abaoMUHanbHasa 6onb, 3anop.
OApHaKo, Lenuakus SBASETCA CUCTEMHbIM 3aboneBaHMEM, KOTOpPOe MOXeT
HaUMHATbCA U C BHEKMILEYHbIX NPOABEHNii (25%): HU3KUIA POCT, OCTEONEHMS,
0CTEeonopos3, 3afepxkKa NosoBoro co3pesanus, AedekT 3y6HOI amManu, HeBpo-
naTtus, apTpuT, apTpanrua, ameHopes u anunencus, nepudepuyeckas Heepona-
Tus. Y feteii c cuHApoMoM [layHa CMMNTOMbI AWapeu, B3JyTUS XUBOTA, abao-
MWUHaNnbHOW 601K MOTYT pacLeHnBaTbCs, Kak 0COBEHHOCTN 3a601eBaHMS, HO He
KaK Lenuakus, 4To 1 UMeeT BaXKHYI0 pOb POSib B U3YYEHUN AAHHOW TEMbI.

AKTyanbHOCTb onpefensieTca HanboNbliein YacTOTON JMArHOCTUKM Lienua-
Kuny feTeii c cMHApOMOM [layHa, yem B 0bLieit nonynauuu. Takxe xe Habnwoga-
HOTCA CXOXUE CUMMTOMBI 3TUX LBYX 3a60NeBaHuii, YTo Npejpacnonaraer K He-
CBOEBPEMEHHOMY BbISIBIEHUIO LieIMaKUM 1 B MOCAEAYIOWEM NMPUCOEAUHEHNIO
OCNOXHEHUMN.

Llenb:

- UMCNONb30BaTb KJMHUYECKNIH pa3bop, Kak NpUMep nauneHTa ¢ MUHMManbHbl-
MU CUMNTOMaMM Leanakum npu cuHgpome JlayHa.

- OCBeAOMMTb Bpayem pasNnyHbIX CnelmanbHOCTEN, YTO NO3BONMT NPOBOAUTD
PaHHIO AWarHOCTUKY M NleYyeHue Lennakuu ¢ npeaynpexgeHmem [Jonro-
CPOYHbIX OCNOXHEHMWIA.

KnuHuyeckut cnyvyail. Manbumk 12 net obpatuncs B IbY3 AIKB N29
uM. I.H. CnepaHckoro [13M B niaHOBOM NOPSALKE C XanobaMu Ha HeyCTONYNBDI
xapakTep cTyna B TeueHue 10 MecsLeB 1 3afepXxKy GM3M4Yeckoro pasBuTus.

B npouecce c60pa aHaMHe3a BbISICHUIOCh, YTO PEOEHOK OT XXEHLWUHbI 34 neT,
C OTATOLLEHHbIM aKYLWEPCKUM U TMHEKONOrnyeckuM aHaMHe3oM. OT 5 6epeMeH-
HOCTH, 2-X CPOYHbIX ONepaTUBHbIX POJOB C 06BUTUEM MYMOBUHbLI BOKPYT LUEN.
Macca npu poxaenun 2080 rp, anuHa 47 cM. C poxaeHus GeHoTun cMHapoma
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DNayHa. bbin o6cnegosan B AIFKB N213 um. Gunatosa, kapuoTtun 47, X+21. Poc u
pasBUBaNCH C 3a[€PXKOIi. M3 nepeHeceHHbIXx 3ab0NeBaHuit 0TMeYatoTcs: aTo-
MUYECKNii JepMaTHT, PUHOKOHBIOKTUBUT, GPOHXUT, cCkapnaTuHa, OPBU 3-4 pasa
B rof.

PaHee nocTaB/ieHHble ANArHO3bl: CY6KIMHUYECKUIA TMNOTMPEOos, AUCKUHE3NS
XENYeBbIBOASALMX NyTeil, yMCTBEHHAs OTCTAaNOCTb, CUCTEMHOE HEAOPA3BUTHE
peuu, peakTUBHbIA NaHKpeaTuT.

B 06beKTUBHOM CTaTyce 0o6lee COCTOSHUE CPeAHEN TAXeCTH, Yy pebeHka
HabnofaeTcs 3afepxXka GU3nyeckoro passuTus, B 061acTu yrnoB pra Habmw-
JAlTCA 3aefbl, WenylweHne B 061acTM HOCOTYOGHOrO TPEYrofbHKUKa, CbiMb Ha
nepefHen NOBEPXHOCTW rPyAHON KNETKK, TYyprop coxpaHeH. Cnusucrasa nono-
CTW pTa 1 3aJiHell CTEHKU FNOTKN 6e3 u3MeHeHnii. OTMeyaeTcs cnabas cTeneHb
pa3BUTUA MYCKYNaTypbl.

XXUMBOT He yBeNnuueH, OKpyriblii, B3AYTUSA HET, NpyU nanbnayuu Markuit. CTyn
nosyohopMaeHHbIi (5 TUM), MpUMECH B CTYNE OTCYTCTBYET.

Mocne 2 gHell B raCTPOIHTEPONOIMYECKOM OTAENIEHUN OT AanbHeiilwero ne-
YeHus 1 nepeBoja B MHOEKLMOHHOE OTAENEHUe ONEKYH pe6eHKa oTkasancsa B
cBA3K ¢ npucoeguHennem OPBU, ocTporo aseHouanTa. PebeHoK BbinucaH nog
HabnofeHneM NneanaTpa, racTpO3HTEPONOra, HEBPOJIOra, SHLOKPUHOOra, NCH-
XuaTtpa no MecTy XUTenbCTBa.

Manbuyuk B LeHb NOCTYNNEHUS KOMMNEKCHO 06Cnef0BaH B OTAeNneHuu. B
KNIMHUYECKOM 1 BUOXMMMYECKOM aHanu3e KpoBM 0TMeYaeTcs xenesogeduunT-
Has aHemus (remorno6buH 89.30 r/n, rematokpuT 31.30%, CpefHAA KOHLEHTpa-
Lma remorno6uHa 286 r/n, yMepeHHbIA NONKUNOLUTO3, Xene3o — 3.3 MKMOnb/A,
GeppuTH — 26.2 Hr/mn). MOBbIWEHUS YPOBHS UMMYHOrNOGyAuH A — 3.22 r/n,
UMMyHOrno6ynuH G — 24.76 r/n, anbdal- rnobynuubl — 5.5%, ramma-rnobynu-
Hbl — 30.0% U CHMXeHbl WenoyHas dpocdatasa — 91ef/n, naHKpeaTUyeckas
amunasa — 10.73ea/n, anb6ymud — 43.1 r/n.

KoHUeHTpauua aHTUTeN K TKaHeBOW TpaHCrnyTamuHase nosbllieHa: IgA>
200.0 (Hopma <10 Eg/n), IgG 25.20 (Hopma <10Ea/n).

MHCTDYMEHTaJ'IbeIe MeToAbl uCcnepoBaHus. an/I npoeepeHnn ynbTpas3Byko-
BOro uccnegoBaHna opraHoB 6p}OLI.IHOl71 NnonoCTN nNaTtonornyeckne N3MeHeHus
He 6blNN BbISIBJIEHDI.

Mo 3aK/oYeHNIo 930(haroracTpoAyoAeHOCKONMMU: OPraHUYECKoii NaTonorum
BbIIBUTb HE yAanocb. buoncus He nposeeHa n3-3a 60NbIIOrO KOMMYECTBA CO-
AEPXNUMOTo B BepXHUX oTaenax KT n HeraTMBHOro noBefieHna pe6eHka.

IwnarHos:
K90.0 Uenwnakus
D50  )KenesopeduuuTHasa aHeMus
Q90 Cuuppom [ayHa
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J00-06 OcTpble pecnmpaTopHble BUPYCHble UHPEKLNM BEPXHUX AblXaTeNbHbIX
nyTen
F79  YMmcTBeHHasi 0TCTanoCcTb HEYTOYHEeHHas
F80.0 Cneunduyeckoe pacCTPONCTBO peYEBON apTUKYNALNM
E03.8 [lpyrue yTouyHeHHble runoTMpeosbl
JleyeHue:
1. ®eppym Jlek — 1 Tab. 2 pasa B AeHb — 3 MecsALa.
2. MNaHkpeaTuH 10 Tbic. no 1 kanc. x 3 — 2 HeA. BMeCTe C eA0il.
3. MpoeeaeHne ArAC ¢ 6uoncueii nog obwum obesbonuBaHuem ANA nog-
TBEpPXeHus uennakuu yepes 1 mec. nocne OPBU.
4. Tpn rucToNorMYecKoM NOATBEPXAEHUM — Ge3rnoTeHoBas AneTa.
5. KoHcynbTauus rematonora 8 MAIKb.
6. KOHTpONb KAMHWYECKOro aHanu3a KpoBu yepes3 1 Mec. N0 MECTY XUTenNb-
cTBa.
7. PexomeHpauyum JIOP Bpava:
1. [loMaluHWit pexum
2. B Hoc: 0.025% OkcumeTasonuu (HasuBuH) no 3 Kanau x 3 pasa B fieHb C
HaK/NOHOM rONOBbl B CTOPOHbI, Yepe3 5 MUHYT TyaneT Hoca C NOMOLLbIO
0.9% ®u3 pactBOp 2-3 NUNeTKe, Ha YMCTbIA HOC Monupgekca no 2 kanau x 3
pasaB jeHb — 5 iHel
3. O6bpaboTka nepeaHeil TPeTU NONOCTM HOCA BaTHbIM TaMNOHOM BuUTaoH x 2
pasaB feHb — 10 gHent
4. Byuwwu: 3% Mepekuco Bogopoaa no 4 kannu x 3 pasa B AeHb — 7 JHeil.

06¢cyxaeHune: [laHHbIA KNMHUYECKUIA Cnyyail MOATBEPXAAeT TOT (akKT, uTo
CMMNTOMaTHKa Lennakuu y aeteil ¢ CMHAPOMOM [layHa UMeeT MUHUMaNbHYI0
KNMHUYECKYIO KapTUHY, UTO B CBOIO 0Yepefb, BEAET K HECBOEBPEMEHHOW ANa-
rHOCTUKe 3aboneBaHus. Hanuuue aHTuTen npesbiwatowme B 20 pa3 HOpMY, No-
3BONIAIOT NPEANONOXKUTL Y AAHHOI0 NaLMeHTa Lennakuio, Ho Ana NOATBepX ae-
HUS fuarHosa Heo6xopnma Ir[AC ¢ 6uoncueit. [pu OTCYTCTBUU NIEYEHUS C
MOMOLL b0 6€3rN0TEHBON ANETHI BO3MOXHbI ONITOCPOYHbIE OCNOXHEHUS.

3akntoyeHue: Mo gaHHbIM 3apy6exHbiX aBTOPOB, PUCK Pa3BUTUA LEeNnakum
y nauneHToB ¢ cuHAPOMOM [layHa yBenuunsaetcs B 6-10 pa3 no cpaBHEHUIO C
o6weit nonynaymeit n 3aTparueaet fo 7% nauueHToB. Mpo6nema ANarHOCTUKM
Luennakum y ageteit c cuHgpoMom JlayHa B TOM, 4TO 3afiepXka pocTta, aHemus,
nepeMexatowascsa guapes Haubonee yacTo BCTpeYaTCsa Npu LieNUuakuu, Ho y
peTeii ¢ cuHapoMOoM [layHa MOFyT NpMCYTCTBOBATb 3TU NPOABNEHUS 6e3 Hee.
M3-3a yMCTBEHHOMN OTCTaNOCTU U HELOPA3BUTUA Peunu MaLUeHT ¢ CUHLPOMOM
[layHa TaKXe MOXeT 6bITb He B COCTOSIHUM TOYHO OnMcaTb CBOM CUMNTOMBI. bes
PYTUHHOTO CKPUHUHIA 60/bLIOV NPOLEHT BCEX CJIyYaeB Obls1 Obl NPONYLLEH UK
OT/IOXEH, YTO NPUBENO 6bl K NOTEHLMANIBHO NOBbILUEHHOMY PUCKY OCIOXHEHMWIA
Lennakum.
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PekomeHpauuu:

1. Y peteit ¢ cuHapomoM [layHa NpoBepsATb Ha HanMyue CUMNTOMOB, MOTEH-
LUManbHO CBA3@HHbIX C Lenuakuein, npu KaxaoMm noceleHun Bpayva, no-
CKONbKY AeTu C CMHAPOMOM [layHa nojBepratTcs NOBbILEHHOMY PUCKY.
9TM CUMNTOMBI BK/IOYAIOT AUAPELD MUY 3aTAXHOI 3anop, MeNIeHHbIN POCT,
HEeOH6bACHMMYIO HECMIOCOGHOCTb Pa3BMBATHCA, AHEMULD, 6ONK B XUBOTE WU
B34YyTHe XWBOTA, MM HEBOCNPUUMUMBbIE NPO6NEMbBI C Ppa3BUTUEM UK NMO-
BefleHNeM.

2. [insTex, y KOro ecTb CHMNTOMbI, TpeGyeTcs onpeAenuTb KOHLEHTPaLUIO TKa-
HEBOW TpaHCrnyTaMmUHasbl UMMyHorno6ynuna A (TTT IgA) n KOnMYecTBEeHHOE
onpegeneHue IgA. KonnuecTBeHHbIN IgA BaXeH, NOTOMY YTO ero gepuuut
penaet IgA TTT HeHafLeXHbIM.

3. MNMocne onpepeneHus aHtuten K TTIT cneayet npoeectu ArAC ¢ 6uoncuei
ABEHaALaTUNEPCTHON KULIKK.

4. He Ha3HauaTb 6e3rNnOTEHOBYK AUETY A0 MOATBEPXAEHUs AnarHosa, no-
CKONbKY OTCYTCTBUE FNMIOTEHA MOXET 3aTPYAHUTb MHTEPNpeTaLuto pesynbTa-
TOB 3HJ,0CKONUM.

5. HeT pokasaTenbCTB TOrO, YTO PYTUHHBIA CKPUHUHT 6ECCMMNTOMHBIX oA el
6bin 6bl NONE3EH.

OTAAJNIEHHBIE NOCNEACTBUA TOTAJIbHOWU KOJISKTOMUM
B UCXOAE BOJIE3HU TUPLUMPYHIA'Y PEBEHKA 16 NIET

ABTOpbL:

KantyTuc Ceetnana CepreeBHa,
CeBepruHa YnbsiHa CepreeBHa,
Fpe6eHHuKoBa Mapus AneKcaHppoBHa,
XypaeneBa UpuHa ButanbeBHa

PHUMY um. HW. Muporosa

HayuHble pykoBogutenu:
[embaHoBa TaTbsiHa [eHHabeBHA — K.M.H., JOLEHT
PHUMY nm. H.WN. Tinporoga
KocTtomapoBa EneHa AHpeeBHa — K.M.H.
ATKB nm. H.®. dunaTosa

BonesHb MmpwnpyHra (BI) — BPOXAEHHbIA NOPOK pPa3BUTUA IHTEpPasbHOIA
HEPBHOI CUCTEMbI, XapaKTEPU3YIOLWMNIACA OTCYTCTBUEM raHIIMOHAPHbIX KNEeTOK
JUCTaNnbHbIX OTAENOB KULEYHUKA, YTO MPUBOANUT K HapyLWeEHWUIO NepucTanbtu-
KU araHriMoHapHOro cerMeHTa U QyHKLNWOHaNbHOI KULWEYHO HEeNpoXoLMMO-
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cTU. JleyeHne JaHHOM NaTONOTUN 3aKNIOYAETCA B PE3EKLMM araHrINOHAPHOro
yyacTka.

Jesouka B., 16 net noctynuna B otgenenune tepanuu B I Kb umeHn H.9. du-
NaToBa C Lenbio 06Cnef0BaHNsa U KOppeKLnUY nevyeHns. CocTosiHue npu nocTy-
MAEeHUM TAXENOe 3a CYET CMHLPOMA MHTOKCHKALUKU, 6eNKOBO-3HEPreTUYeCcKon
HeAl0CTaTOYHOCTN 3 CTENeHU, 3NEKTPOJIUTHLIX HapPYLWeHWiA, YaCTUYHOW KULey-
HOW HENpPOXOLMMOCTM, HEBPOJIOTMYECKON CMMNTOMAaTUKKU. anobbl Ha OTCYT-
CTBMe anneTuTa, XUAKUA CTYN A0 7-MMW pa3 B CYTKU, OfHOKPaTHO pBoTa. dusu-
yeckoe pasBuTHE CpefiHee, pe3K0 LMCrapMOHUYHOE 3a CYeT geduumta Maccsl
Tena 3 ctenenun. UMT: 13.8 kr/m2,

Pe6eHOK C oTArowWeHHbIM aHaMHe30M: 0T VI 6epeMeHHOCTH, | CPOYHBIX po-
poB. MpepwecTBytowne 6epeMeHHOCTH 3aKaHYNBANUCh CaMONpPOU3BONbHbIMMU
BblKMAbIWamu. MNpu poxaeHnn macca Tena pebeHka 2547 r, apnuHa tena 50 cm.
N3BECTHO, YTO Ha 3-M CYTKM XU3HM y pebeHKa OTMeYanucb CpbirMBaHuA «3e-
NeHbIO» U LAMTeNbHOE OTCYTCTBUE CTyna. Ha 5-e CyTKu XWU3HKM feBoYKa nepe-
Be/leHa B CTalMoHap No MecTy xutenbcTea (r. EkaTepuHbypr), rae 6bina 3ano-
J03peHa 60ne3Hb [MpwnpyHra ¢ NPOTAXeHHbIM NOPaXeHUeM TOHKOM KULIKU
(?). B Bo3pacTe 1,5 MecsueB pebeHKy BbiNONHEHA Pe3eKLNUs TEPMUHANBHOTO
oTAena noAB3AO0LWHO KULWWKKW, yCTaHOB/IEHA ABOiHasA nneoctoma no Mukynuyy.
B 1,5 ropa npousBefeHa NMKBMAALMUSA LBOIHON NNEOCTOMbI, pe3eKLUa Cnenon
KULIKK, YepBeoOpPa3HOro 0TPOCTKa, POPMUPOBaAHNE [BONHON MTEOKONOCTOMDI.
B BospacTe 2-x IeT — UCCeYeHne UIe0KON0CTOMbI, TOTasibHas pesekuyus Ton-
CTOW KMLWKK, N1eopeKToaHacTaMo3 «KOHel B KOHel». Ha 5-e cyTku pasBunacb
paHHAs cnaeyHo-napeTmyeckKas HeNpPoxXoAUMOCTb, MPOBOAUNOCH KOHCEpPBATMB-
HOe nleyeHue. B Bo3pacTe 6-T neT pebeHOK 6bla roCNUTann3upoBaH B Xupyp-
TMYecKoe OTAeNeHNe ¢ Xano6aMm Ha NEPUOANYECKYIO 3aepXKYy CTyna, 601U B
XMBOTE, 6b1J1 yCTAHOBMIEH AMarHo3: CnaeyHas 6onesHb. Py6uoBas fedhopmauns
uneopektoaHactoMosa. CHHAPOM KOPOTKOM KM KKW. B 6 neT 8 MecsLeB feBouka
NOBTOPHO rOCMMTaNW3MpoBaHa C NOA03PEHNEM HA CMAEYHYI0 HENPOXOAMMOCTb
KuweyHuka. MpoBeAeH Kypc KOHCepBaTUBHOM Tepanum ¢ NONOXUTENbHbIM 3¢-
GekToM. B 6 net 10 MecsLeB — rocnutanusaumus B UHOEKLMOHHOE OTAENEHNE C
MHOTOKPaTHOIA pBOTOW, MHOTOKPAaTHbIM XXWUAKUM CTYIOM CO cnnsbto. C 7-Mu o
15-T neT Xxanob He NpefbsABNANA, K BpayaM He obpallanacb, MacCco-pocToBble
nokasaTesiu COOTBETCTBOBAJIM BO3pPaAcTYy.

B BospacTe 16-Tu neT pe6eHOK CTa )XanoBaTbCA Ha OTCYTCTBME anneTuTa.
Yepes MecAal NocTynuna B CTaLWOHap C ABNEHUSMMU KULIEYHOW HENPOXOLUMO-
CTH, BbIMONHEH aAre3avonusuc. B nocneonepaumoHHoM nepuofe Habnojanuch
Bblpa)XxeHHas NoTeps Maccbl Tena (3a 3 Mecsla pe6eHok noTepsan B Bece 27% (c
48 kr o 35 Kr), B3flyTMe XMBOTa, MHOTOKPATHbI/, 06bEMHbIil XXUAKUIA CTY, ne-
PUOLMYECKM OTMEeYanach pBoTa, cnabocTb, WATKOCTb MOXOAKM, TPEMOP KOHEY-
HocTeli. bbino NpUHATO pelleHre 0 NepeBofie LEBOUKM B OTAENIEHUE Tepanui B
LOTKB umenn H.0. dunatosa (r. MockBa).
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Mpu o6cnefoBaHMK: B  KJIMHUYECKOM aHanuse KpoBU JeiKoLNUTO3
(12.74x10°/n), B 6MOXMMUYECKOM aHanM3e KpPOBW: FMNONPOTEMHEMUS (06LMii
6enok 57.4 r/n, anb6ymun 27.7 r/n), runoxonectepuHemus (4.25 mMonb/n), ru-
nornukemus (1.81 MmMonb/n), noBbiweHue ypoBHs CPB fo 79.94 mr/n. bbino Bbl-
nonHeHo Y3W 6prolwHoi nonocTu: GparMeHTbl BU3yanu3npyeMbIx NeTenb Kuil-
KU paclumpeHbl, B npaBbix oTaenax guametrpom 30-44 MM, B 1eBblX fUaMeTpPOM
[0 62 MM. CTEHKM OTAENbHbIX NeTeNb KUWEeYHNKa NOHUXEHHOW 3XOreHHOCTH,
TONWMNHOI J0 2 MM, CTPYKTYPHOCTb CTEHKN COXpaHeHa. Ha 0630pHoii peHTre-
Horpadun opraHoB GPIOLIHOM NONOCTH: Fa30HaNOHEHUE KULIEYHUKA CHUXEHO,
HepaBHOMEPHOE, B BEPXHUX OTAENIaX YPOBHM XUAKOCTH B pacClUMPeHHbIX NETNAX
KuweyHuka. Ha 12 geHb rocnuTannsauuu: BUgMMble NeTnu KuleyHnka paciuu-
peHbl Ao 8 cM. B npoceeTe — ypoBHM xuaKocTu. o pesynbratam nppurorpa-
Guun: Ha paccToAHUK 14 CM OT aHyca y4acToK CYyXeHus 4o 8 MM (ocTaToyHas
araHrnMoHapHas 30Ha?), AMaMeTp Bbille PacroOXeHHbIX NeTeNb PE3KO pacluu-
peH Ao 8 cMm.

PebeHKy npoBefieHO neye6HOe NuTaHne: cMecb HeokelT [KyHuop, 4acTuy-
Hoe napeHTepanbHoe nuTaHue (KabueeH), aHTUGaKTepuanbHas Tepanus U fe-
KOHTaMuHauus kuweynuka (LedonepasoH+cynbbaktam), UHGY3us BOAHO-CO-
NeBbIX PAaCTBOPOB, KOPPEKLMA r1NoanbbyMUHEMUM, AEKOMMPECCUS KULLEYHMKA.
Ha ¢oHe npoBoAUMON Tepanuu CUMNTOMbI MHTOKCUKALMM He HapacTanu, CTyn
€XEeAHEBHbIN, XUKWIA, N0 ra300TBOJHOA TPYyOKe M CaMOCTOATENbHbIA, nepu-
CTaNbTWKa BbicywuBanach. pu o6cnefoBaHUM: BOCNaNUTE/bHbIE MapKepbl
CO CHUXXEHNEM, B OMOXUMUYECKOM aHasm3e KPoBu: 06wmii 6enok 63.4 r/n, anb-
6ymuH 38.1 r/n, xonectepuH 4.66 mMonb/n, rntoko3a 5.78 mMonb/n, no KUIC u
3M1eKTPOSINTaM KOMMeHcupoBaHa. Ha uppurorpadum — HuU3BEAEHHas KuMLKa
ocTaBasiacb paclUMpeHHOI A0 8 CM, CaMOCTOATENbHOE OMOPOXXHEHME He NOJTHOE.

Ha 12-e cyTku rocnuTanu3aunu NosiBUAMCH Xanobbl Ha 60/W B XXUBOTE, MHO-
rOKpaTHYH PBOTY, KanoBbli 3anax u3o pTa. Mpu nanbnayum XuBoTa — 6ones-
HEHHOCTb B 3NMUracTpanbHOi M OKONONYNoYHOW 06nacTu. MpoBeAeH KOHCUUYM
C Bpayamu Xupypramu, Ha KOTOPOM MPUHATO PeLleHne 0 HanoXeHne UeocTo-
Mbl Ha AeKOMMNEHCMPOBAHHO PaCLIMPEHHYI0 TOHKYH KULKY M B3aTUe 6UONCUM
yyacTKa aHacTomMo3a 4 OCTaBLIeica yacTu NPSAMON KULWIKKU, B CBA3K C YEM pe-
6eHOK 6bIN NepeBefieH B OTAENeHUe XUPYPrum, TAe NaLMeHTy 6bina NpoBefeHa
uneoctomus. O6uias ANMHA TOHKOW KMIWKKU cocTaBuna 220 cMm oT cBA3kK Tpeitua,
B CPeAHEl TPeTu 1 HUXHE TOHKas KUIKa 6bina paclumnpeHa ao 60 MM, cTeHka
€e pesKo yTonLeHa, runeptTpodupoBaHa. B Manom Tasy — TOHKO-TONCTOKMLIEY-
HbI aHAaCTOMO3, iMameTp KULWKMN Haf, aHaCTOMO30M OKO0J10 8 CM, HUXKe — 0K0/0
15 mM. MNpoBefieHO MOp(hONOrMYecKoe uccneaoBaHne NpoKCUManbHoro oTaena
MPAMOW KULWKW U 06N1acTM HaNIOXKEHNUs CTOMbI: MOpdoniornyeckas KapTuHa xa-
pakTepHa AN araHrnno3a 6uonTaToB TONCTON kKuwku, MALT-runepnnasus, oya-
roBbIW TMMOMATO3 NOACAM3UCTON OCHOBbI BO 2 61onTaTe (061aCTb HANOXKEHUS
CTOMbI). [IMHaMUKa COCTOSIHUSA NaLueHTa B MOCEONepaLMOHHOM NepPUOLE: Co-
CTOsIHME CTAabMNbHOE, annNeTUT yLO0BNETBOPUTENbHbINA, ycBanBaeT 1200-1500 mn
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efibl M 60 MM XXMAKOCTH, B Bece npubaBnseT cTabunbHo exeaHesHo (+100, Bec
npu Bbinucke 42,7 kr). CTy/ No CTOME: NIOTHbIN, Kaweo6pa3Hoi KOHCUCTEHLMN.

[unarHo3 npu Bbinucke: bonesHb MMplwnpyHra, TotanbHaa Gopma, CoCTos-
HUE Mocne KON3KTOMUM, HaNoXEHUA uneo-pekToaHacTomMo3sa. 06TypaLMoHHas
KUWeYyHas HenpoxXoAMMOCTb — OCTAaTOYHas MPOTAXEHHas araHriMoHapHas
30Ha NpsAMoIi kuwku. CocTosHMe nocne pesekuMu nNoLB3A0WHON KuwKK. MNo-
CTpe3eKLMOHHbI CMHAPOM Manbabcopbuun. benkoBo-aHepreTuyeckas Hepjo-
CTaTOYHOCTb TSXKENOM cTeneHu. [leBoYka BbiMMcaHa AOMOIA NOA HabnAeHUe
nefuaTtpa, Xupypra, racTposHTeposora, HeBposiora nNo MecTy XWTeNnbCTBa.
MoBTOpHasA rocnuTannu3auusa AN KOHTPONbHOIO 06CNe0BaHNSA U PeLLeHMS BO-
npoca 06 ycTpaHeHUN CTOMbI Yepes 6 MecsiLeB.

Y peteii c 60ne3Hbio MMpLINPYHra Nocne XMpYpruyeckoii KOppeKL UM noyTu B
100% cnyyasx BO3HUKAOT HapylweHna GyHKUuu XXKT pasHoii cTeneHmn TaXecTy.
Mnoxas npubaBka B BeCe, OTCTaBaHWe B GU3MYECKOM PasBUTUM — 3TO NOBOJ
ANns yrny6néxHoro o6cneoBanns pe6eHka B yCnoBMAX NpoGUNbHOro cTaumo-
Hapa. Mefuatpy BaXXHO NOHUMATb NPOTSXEHHOCTb Pe3eKL M, YTOObI NpaBMib-
HO KOMMNEHCMPOBATb (QYHKLMM YTPAYEHHOrO yyacTKa KULWKW U He JONYCTUTb
pa3BuTME OCNOXHEeHWA. CnefyeT yunTbiBaTh, YTO MO Mepe pocTa pPebEHKa,
«pacTET» U araHrNMOHapHbI y4acTOK, OCTABJIEHHbI B XOLe XUPYPru4yeckoro
NeyeHus], CyLlecTBYeT PUCK BOSHUKHOBEHUS KIIMHUKM HU3KOI KMLIEYHOI Henpo-
XoAUMOCTH. B BeieHum feTeii ¢ 60ne3HbI0 MMpLINpyHra Ha NOCTXUPYPruyeckom
aTane BaxeH MONMAUCLMNNHAPHBIA NOAX0A (XUPYPT, NeAMaTp, racTposHTepo-
nor, puetonor, pusnoTepanesT).

KIUHUYECKUA CNYYAN UHOAHTUIIBHON ®OPMbI
BOJIE3HN MOMIE C CRIM-OTPULLATE/IbHbIM CTATYCOM

ABTOpSbI:

KawwuHa AHxena AnekcaHppoBHa,
lFaBpunosa AHrenuHa BacunbeBHa

KasaHckuit TMY

HayyHble pykoBoguTenu:
Cabuposa [luHa PalunpoBHa — K.M.H., JOLEHT
®rb0OY BO "KazaHckuil rocyaapCTBEHHbI MeIULMHCKNIE yH1BepeuTeT" M3 PO
KyuepsiBasi AHHa AneKcaHppOBHa
KasaHckuit TMY

AkTyanbHocTb: MHbaHTUNbHAA hopma 6onesHu Momne (BM) — nporpeccu-
pytouiee n GpaTanbHoe 3a6oneBaHue NP OTCYTCTBUW NATOreHETUYECKOro fe-

217



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

yeHus. GepmeHTo3amMecTuTeNbHas Tepanus (O3T) pekoMGUHaHTHOII YenoBe-
yeckoi anbga-rnioKo3ngas3on ABnseTcs eAUHCTBEHHBIM CMOCOGOM NeYeHus,
YBENNYNBAIOLWAA NPOJOIKUTENBHOCTD XKNU3HU MALMEHTOB NPU paHHell Auarto-
CTHMKE W paHHEeM CTapTe Tepanuu.

Lenb uccnefoBaHms — AeMOHCTPaLMA KNMHUYECKOTO Clyyas B LEeNsxX CBO-
€BPEMEHHON AMarHOCTUKYU MHGaHTUIbHON dopmbl B,

MaTepuanbl U METOLbI: U3YyYeHNUE KIMHUYECKUX OCOGEHHOCTEl, aHHbIX Na-
60paTOPHO-UHCTPYMEHTaNbHbIX METOAOB UCCNEL0BaHMSA, aHaNN3 pe3ynbTaToB
TMC mMeTOJiOM CyXux NATEH U pe3ynbTaToOB reHOMHOI0 CeKBEHUPOBaHUS, onpe-
JeneHne MepekpecTHO-peakTUBHOrO MMMyHonoruyeckoro (CRIM) crtatyca,
OLEeHKa 3G QEeKTUBHOCTM leYeHus.

Pe3ynbTatbl: pe6€HOK 0T 3-1 6epeMeHHOCTH, NPoTeKaBLwei BO 2 TP. Ha GoHe
XA nerkoii cteneHu, neiikountypuu, papunrotTpaxenta, B 3 Tp. — BY/IbBO-
BaruHMTa; OT 3-X CPOUHbIX POAOB Ha cpoke 39 Heg. Mp — 3640 r., pocT 50 cMm.
OWA — 8/9 6annoB. Mocne poxAeHWs oTMeyanucb BSNOCTb, Bpajukapaus,
1 Sat02 po 80% BO BpemMa akTa cocaHus. boina nepesegena B OMH OPKE PT
C AMarHo3om «AcnupauuoHHbli cuHapoM. JH2. LlepebpanbHas nwemus 2 CT.
c NBK 1 cT cnpaBa B popMe runepTeH3MOHHOIro CUHAPOMA, MblLIEYHON AUCTO-
HuK. Kedbanorematoma npaBoii TeMeHHOI KOoCTU. HeoHaTanbHas xenTtyxa. [Ba
OMIM BTOpuMYHbIX. BoipaxeHHas runeptpodua muokapga M n JK. HMK 1cT».
Bbinu NnpoBefeHbl Na6OPaTOPHO-UHCTPYMEHTaNbHbIE METO/bl UCCNEAOBAHUA: B
KpoBu — AJIT/ACT 134,4-56 / 229,1-119 Ea/n, KOK — 688 Ea/n, NAT — 597 Ea/n,
naktat — 3,01 mmonb/n; ROFK — KT 68%. 3K — YCC 104 ya/MuH, HapyweHune
npoueccos penonspusaunm; IxoKl B Bo3pacTe 6 AHeil — BblpaXeHHas runep-
Tpodua mmokapga JIK u MK (MXKM — 7.8 mm; 3CJTK — 5.8 MM; nepeHsisi CTEHKA
MK — 4.6 MM).

B Bo3pacTe 5 Mec. 8 aHel pe6eHok nocTynun B IPKB B Ts)XenoM cocTosiHUM
(wymHoe fibixaHue, OfbllKa CMELWaHHOro xapakTepa, Y[ npu 6ecnokoiicTee —
64 B MUHYTY, | Sat02 — 92%) ¢ guarHosom: TKMN? bonesHb Momne?

an ocMoTpe — 6J'IEAHbIVI LUBET KOXHbIX MOKPOBOB, MakKporiaoccua, LnaHo3s
HOCOFY6HOF0 TpeyrosbHuKa, y4actne B akKTe AblXaHUA BCMoOMOraTenbHom My-
CKynatypbl, TaXWNHO3 A0 64 B MUH; NEePKYyTOPHO — pacliMpeHue rpaHny cepaua,
ayCKYyNnbTaTUBHO — CUCTONNYECKUN Wwy™M Hapj BCEn NOBEPXHOCTbLIO ceppaLa.

[aHHble o6cnepoBanmua: IXoKl — runeptpodus cteHok JK u MX ¢ ymeHb-
WweHneM obbema ux nonocteil. B 6/x kpoeu — ACT/ANT — 384,5 — 1879 Ea/n,
NAT — 1048 Eg/n, KOK — 490 Eg/n. B kpou NT-proBNP — 35000,0 nr/mn. Yuu-
TbiBas KJIMHUYECKYH KapTMHY 3aboneBaHus, AaHHble NabopaToOpHO-MHCTPY-
MeHTaNbHbIX METOA0B 06Ciej0BaHUs, 3aN003peHa mnageHyeckas dopma bIl.
AHanusbl kKpoBu MeTofoM TMC BbIIBUNM CHUXEHME aKTUBHOCTH anbda-rako-
anpasbl (0,59 MKMonb/y; 0,12 MKMO/b/Y). BbINONHEHO reHeTUYECKOE CEKBEHM-
poBaHne — o6HapyXeHbl MyTauun €.2262J>T n ¢.2269C>T reHa GAA. [lnarHos
Bl noaTBEpPXAEH.
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B cooTBeTCTBUM C 6230/ AaHHbIX MyTaL Ui, BbIIBNIEHA accoLMaLus ¢ NoTeH-
LManbHO OYeHb TAXEsbIM TeYeHUeM 3aboneBaHnsi, 06a HYKNeOTUAHbIX Bapu-
aHTa umetoT CRIM oTpuuaTenbHblii cTaTyC, CNOCO6CTBYIOWNI Bonee TAXeI0My
TeYeHuto 3aboneBaHus, TPebyHoLero pecnupaTopHON W KapAWOTOHUYECKOI
noajepxku. Takme AeTu HyXAalTcA B afeKBaTHOW MMMYHOMOAYAUPYIOLLEn
Tepanuu. Ha cerofHAWHW feHb udyyeHa n abdekTUBHa cnepyrolias cxema:
Putykcumab + MeToTtpekcart + BBUT.

3akJiloueHe: Bpaun AOJKHbI 6bITb MpefynpexaeHsl 0 6onesHu Momne. Mpu
paHHeMm mojTBePXAeHMN Bo3pacTaeT 3bGeKTUBHOCTb UMeloLLeiics Ha cerof-
HSWHWIA AeHb ®3T — BO3MOXHOCTb NPMOCTAHOBUTL NPOrPeccUpoBaHne 60Mes-
HUW, NONYYUTb 06paTHOE pa3BUTME ee OTAENbHbIX KAUHWUYECKUX MPOSIBNEHUN,
YAYYWMTb KaYeCTBO XM3HN NaLneHTa.

CUCTEMHAA KPACHAfl BOJTHAHKA, OCJIOXXHEHHAA
FrEMO®AroLMTAPHbIM CAHAPOMOM
W TEMOPPATMYECKUM UHCYJIbTOM

ABTOpbI:

Ko3noea AHactacus MuxaiinoBHa,
TuxoHoBa AnéHa CepreeBHa,
LlaTypoBa AHHa ApMeHOBHa

PHUMY um H.WN. Muporoea

Hayy4Hbii pykoBoauTesib:
NapuHa Nio60Bb EBreHbeBHa — K.M.H., AOLEHT
PHUMY um. HW. Muporosa

CucTeMHas KpacHas BonyaHka (CKB) — ayTouMMyHHOe cucTeMHoe 3a6oneBa-
HUE, NpoTeKatoLee ¢ 60MbLIMM KONMYECTBOM OCNOXHEHUI BNOTb A0 Pa3BUTUS
NONMOPraHHOW HefoCcTaTOYHOCTU. OCNOXHEHMS B BUAE HApYLIEHUA MO3rOBOro
KpOBOOGpaLLEeHMs NpeACTaBAAOT CO60/ OfHO U3 Hanbonee YacTbiX U TAXENbIX
NPOSIBAIEHWUI C pacnpocTpaHeHHoCTbo 3-20%, a yacToTa BCTPEYaeEMOCTH BTO-
puyHoro remodaroymtapHoro cuigpoma (BroC) cocraesnser Tonbko 0,9-4,6%.

MayuneHTka A., 17 net, c CKB poctaBneHa no ckopoi B MATKE 21.08.22 r. B
TSXKENIOM COCTOSIHMMW, 06YCNOBNEHHOM OCTPbIM FeMOpParuyeckum UHCYNbTOM
C o6pa3oBaHMEM remaToMbl NeBOW NO6GHO-TEMEHHOW A0MW, MHEBMOLMCTHOI
NMHEBMOHMeil, NTHEBMOTOPAKCOM, apTepuanbHON runepTeH3nen, CTepona-uHay-
LUMPOBAHHbIM CaXapHbIM LUaGeTOM.

M3BecTHO, YTO 3ab6oeBaHne Hayanoch ¢ mxopagku 11.06.22 r., nauneHTka
A. 6bina rocnutanuaupoBaHa B HU3[, ¢ npegBaputenbHbiM AMArHo30M toBe-
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HU/bHbIA PEBMAaTOMAHBIA apTpUT C CUCTEMHbIM HayanoMm(?), CKB c Bbicokoii
CTENeHbio aKTUBHOCTHU(?), AMArHOCTUPOBAHO OCNOXHeHWe — BIOC, koTopblii
nposBnancs B BUAe uuToneHun. MpoBofgunach aHTMbaKTepuanbHas, NpoTH-
BOBUpYCHasi, NPOTMBOrpUoKOBas U CUMNTOMaTUYeckas Tepanus. Passuncs re-
Hepanu30BaHHbI TOHUKO-KNOHUYECKUIA NMPUCTYN, IKCTPEHHO BbINOSHEHA Mar-
HUTHO-pPE30HaHCHas ToMorpadus roJioBHOr0 Mo3ra: MHTpanapeHxMmartosHas
remaTtoMa NneBoi N06GHO-TEMEHHOI 061acTu B OCTpeiiluel CTafuu, CMeLLeHue
CPEeAMHHbIX CTPYKTYp A0 5 MM BMpaBO Ha ypoBHe cepna.

[locTaBneHa Ha CaMOCTOATE/IbHOM AbIXaHUM, N0 AaHHbIM KOMMbIOTEPHOIA TO-
morpadum (KT) opraHoB rpyHOM KNETKM BbISIBJIEHBI MTHEBMOHMUS, TMAPOTOpaKC,
BbINOJIHEHO APEHUPOBaHME 06enX NNeBpabHbIX NONOCTEN.

Ha 2-e cyTku y pe6eHka pasBuIICA MOBTOPHbIA reHepann3oBaHHbIi CYAOPOX-
Hblii npucTyn, 6bina HayaTa NPOTUBOCYAOPOXHAs Tepanus. BoisBneHo HoBoe
KpPOBOM3/NUSIHUE B BUCOYHON 0651aCTH, NMPOM3BEJEHO MMKPOXUPYpPruyeckoe
yhaneHue BHYTPUMO3IOBOI reMaToMbl N1eBOI IO6GHON A0NM, AEKOMNPECCUOH-
Has TpenaHauus Yepena, NnnacTuka TBEPAO MO3roBoW 060J1I04KM, YCTAHOBKA
Hapy)XHOro BEHTPUKYNSPHOTO AipeHaxa. [leBouka nepeBefieHa Ha UCKYCCTBEH-
HYI0 BEHTUNIALMIO NETKUX.

Ha 8-e cyTku oTpuuatenbHas guHamuka no KoHTponbHOW KT 3a cueT yBe-
NNYeHns 06beMa BHYTPUMO3TOBOr0 KPOBOU3NIMSIHUSA B NIEBOI NOGHO-TEMEHHOIA
o6nacTu, nepemeLLeHNs KPOBM B XENyAOUKOBYIO CMCTEMY, NponabupoBaHus
BELEeCTBA rOIOBHOTO MO3ra B TpenaHaLMOHHbIA AedekT, 0TEKAa Mo3ra ¢ npu-
3HaKaMu BKJIMHEHHUS.

HecMoTps Ha NpoBOAMMYIO TEpanuio FOKOKOPTUKOCTEPOUAAMM B BbICOKMX
[03aX, BHYTPUBEHHbIMW MMMYHOIIO6YNMHAMMK, aHAKMHPOMW, PUTYKCUMAGOM,
Br®C HenpepblBHO peuuauBUpPOBaN, akTUBHOCTb 3ab0neBaHMA CoXpaHanach.
OTMeyanacb TsXesnasi TPeXPOCTKOBAs LUTOMEHMS, MaLUeHTKa TpaHCQY3NOH-
HO-3aBMCKMMa, TPaHCHY3NU KOMMOHEHTOB KPOBU 6€3 0CNOXHEHMWIA.

Ha 16-e CyTKM yXYyLLEHWE COCTOSHUS 3@ CYET CHUXEHWUS TONEPAHTHOCTH K
3HTepanbHOW Harpyske, NPU3HaKmW XenyLoYHO-KMLWEYHOro KPOBOTEYEHMS, NpU
KOJIOHOCKONUN — KapTMHA 3pO3UBHO-A3BEHHOr0 KonuTa. PasBunica cUHApOM
nosuopraHHon HegocTatoyHoct (CMOH) — uepe6panbHas, cepaeyHas, Abl-
XaTefibHasi, MHTECTUHAbHAs, OCTpas NeyeHoyHast HeJOCTaTOYHOCTH U OCTpast
noyeyHas HegoctaTouHocTb cTaaus F no RIFLE.

Ha ¢oHe nporpeccupoBanus CIMOH HapacTana feKoMneHcauusa cepaedHoi
neaTenbHoCcTU. Ha 23-u cyTKM npousoluna 0CTaHOBKa CepALa, NPOBEAEHHbIN
B NOJIHOM 06bEME pPaCLIMPEHHbI KOMMIEKC CepAeyvyHo-Nero4yHon peaHuMaLmm
addekTa He Aan, AnarHocTMpoBaHa 6uonoruyeckas CMepTb.

OnucaHue nayneHTa OEMOHCTPUPYET OCTPOE TAXENOE TeYEHNE CKBc pa3Bu-
TNEM Irpo3HbIX OCNOXHEHUHN, 3aBepluuBlueecs netajibHbIM NCXO40M.
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BAPUAHT AEBIOTA CKB Y NOAPOCTKA 15 JIET

ABTOpSbI:

KopobbsHu EBrenns AnekcaHapoBHa,
HaprussH Anxxena KamoBHa,
Kyp6aHoBa Cepa XacaHoBHa

Mopo3sosckas Kb

HayuyHbi4i pykoBOAUTE B!
Banuesa Canus UpukoBHa — A.M.H., npodeccop
Mopososckasa AI'Kb

MauuneHT, 15 net, rocnutanusmposad B MAIKB ¢ xano6amu Ha BblpaXKeHHbIN
LBYCTOPOHHWII NapaopbuTanbHblit OTEK, TONIOBHYIO 60/b, LAUTENIbHYKO NUXO-
paaky ao 38-39°C, cna6ocTtb, 61eHOCTb KOXHbIX MOKPOBOB, MOTEPK Macchl
TenaHa 8 kr 3a 3 Mecaua.

Yano6bl Ha anu3ofbl PebpMNLHON TMXOPafKK, FONIOBHYH 60Jb, yBENNYEHNE
numdoy3noB nosBuIMCL OKONO 4-x MecsleB Hasag. Yepes 2 mecaua nocne
Ae6toTa NPUCOeANHUICS CYCTaBHOM CMHAPOM (60NN U OTEYHOCTb B KOJIEHHbIX
u M® cycTaBax), CHUXEeHUE TONEPAHTHOCTU K GU3MYECKOI Harpyske, noteps
Mmacchl Tena. [lo3fHee 0TMeYeHO NOsIBNEHWE Napaop6UTanbHOro 0Teka BeK C
HapacTaHueM B AnHamuke. MogpocTok o6cneoBancs amb6ynaTopHo no MecTy
XUTeNbCTBa U B CcTaumoHapax r.MockBbl. B kauecTBe OCHOBHOIO ANarHosa Bbl-
cTaB/eHa aHeMus 1-2cT., Ha3Hayanacb Tepanus npenapaTamu xenesa, HIMBI.
Bo3MoxHOCTb fe6toTa peBMaTUYECKOro 3a6oneBaHus He o6cyxaanach. B ces-
31 C YXYALEHWEM COCTOAHUSA Yepes 4 MecAla C MOMEHTa NOABEHMA NepBbIX
Xano6 noapocTok foctaeneH 6puragoit CMIM B MATKB. Mpu nocTynnexHum o6-
palana BHUMaHue LLeHTpobexHan aputeMa B BUae «6aboyku». Mpu o6cneposa-
HWUU BbISIBJIEHO CHUXKEHUE reMornobuHa fo 74 r/n, HapactaHue CO3 go 180 Mm/y,
nonoxutenoHas npsamas npo6a Kym6ca, cHuxeHue dpakuuit KoMnaemeHTa
C3 u C4. YuyutbiBas xanobbl Ha CTONKYK NOCTOSHHYO FONOBHYI 60/b, @ TakK-
e HapacTaHue napaopbuTanbHOro 0Teka, YTo ABNSAETCA NaTOTHOMOHWUYHBIM
MpU3HaKoM CUHyc-TpoM603a, npoBefeHa KT aHruorpadus 6paxuouedanbHbix
apTepuil — BbiSIBNIEH TPOMG03 MOBEPXHOCTHbIX BEH HajJ HaMeTOM MO3Xeuka,
NPAMOro, NeBOro NONEpPeYyHoro U CUrMOBUAHOIO CUHYCOB C NEPEX0fjOM Ha BHY-
TPEHHIO APEMHYI0 BeHY A0 ypoBHA C1 N03BOHKA. YunTbiBas AaHHble aHaMHesa
(anu3opgbl NMXopagKM, NOTEP Macchl TeNna, 06wy cnabocTb), KNUHUYECKYHO
KapTUHY (aCTEHNYECKMIA, KOXHBbIi M CYCTaBHOI CUHAPOMbI, BEHO3HbIA TPOMGO3)
nposeAeHo uccnepoBanue ENA-npoduns. BoisBneH nonoxutensHoli AHO u
nosblweHue AT K 2-x cnupanbHoii IHK >200ME/mn. C yueToM Bcex JaHHbIX na-
LUMeHTY BbiCTaB/eH AnarHos: CucTeMHas KpacHas Bon4YaHKa, 0CTPOE TeyeHue,
BblCOKas CTeneHb aKTUBHOCTU. BTOPMUHbIA aHTUHOCHOAUNUAHBIA CUHLPOM
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(cuHyc-TpoM603). HayaTa Tepanus B/B renapuHOM HaTpusi KpPYrioCYyTOUHO,
Ha3HayeHbl [K gns nepopanbHoro npuema (1 Mr/Kr/cyT), TMAPOKCUXTOPOXMH
(5 mr/kr/cyT), MukodeHonata Mogpetun (1200 mr/m?/cyT). Ha hoHe npoBOANMOii
Tepanuu KynupoBaHbl NMXOPafKa U CYCTaBHOM CUHAPOM, ynyywunoch obuiee
camouyBcTBue. OfHako, coxpaHanacb Kym6c-nonoxuTenbHas reMonutuye-
cKasi aHeMus, NPosIBNEHNA TPOM6G03a He perpeccupoBasu, HECMOTPS Ha aKTUB-
HYI0 aHTUTPOMGOTMYECKYIO Tepanuto. YUnTbiBas TOPNUAHOCTL 3ab0eBaHus K
CTaHAaPTHOM Tepanuu, nauneHTy 6blna UHULMMPOBAHA FEHHO-UHXeHepHas 61o-
noruyeckas tepanus aHTuTenamu K CD20+ Ha B-numdouuTax (putykcumas) us
pacyeTta 375 Mr/M%/Hep Ha NpPOTAXEHUU 4-X NOCNef0BaTENbHbIX HefeNb

Pesynbtatbl: Ha ¢boHe Tepanuu JOCTUrHYTa OTYETNUBAS NONOXUTENbHaA
AVMHaMMWKa B BUAeE HapacTaHUs YPOBHS reMoriobuHa u yucna apuTpouuToB Ao
HOpMasbHbIX 3HaYEHWI, NONHOTO perpecca CMHYC-TpPOM603a U BOCCTaHOBINE-
HWUS HOPManbHON MOBCEAHEBHOW aKTUBHOCTU NOAPOCTKA. PN KOHTPOSIbHOM
obcnefoBaHumM yepes 3 Mecsla 3apMKcUpoBaHa peMuccus 3abosieBaHmus

3aKNioyeHne: 0COGEHHOCTbIO AAHHOTO KMHUYECKOrO Cyyas sBnseTcs He-
TUNUYHbIA fe6toT CKB y Mmanbunka nogpocTka. Hapsay co cTolKoii nuxopaakoin
BEAYLWNM NPOABAEHNEM ABAANCA CUHYC-TPOMB03 Ha poHe KyMOC-NnonoxuTenb-
HOi reMonMTUYecKon aHemMun. CBOEBPEMEHHOE BbISIBNIEHWE XapaKTepa aHeMum
1 COMOCTABJIEHNE BCEX KJIMHUYECKMX AAHHbIX HA PAHHUX 3Tanax JUarHoCTUKM
MOrJ10 NO3BONUTL M36eXaTb Pa3BUTMA TPOMOOTUYECKNUX OCNIOXHEHWIA Y aHHO-
ro nayueHTa.

FTEMOJINTUKO-YPEMUYECKWUIA CUHLIPOM,
CONPOBOXAAIOLLMIACA TAXKENION AHEMUEN

ABTOpBI:

KpiokoBa Jlio60Bb BuKkTOpPOBHa,
LUnpuHknHa EBreHus [leHncosHa,
PaiikoBny Mapusa CepreeBHa

PHUMY nm. H.W. Tinporoga

HayuyHbie pykoBoguTenu:

Caiipynnus Myxammap A6ayndapuToBuy — K.M.H., AOLLEHT
Jle6epera TaTbsiHa MuxaitnoBHa — K.M.H., OLLEHT

PHUMY um. H. W. Tuporoea
TUNWUYHBIA rEMONMTUKO-YpeMUYecKuit cuHgpom (FYC [+) — cMMNTOMOKOM-

MNeKc, BK/OYAKLWMA TPOMGOTMYECKYI0 MUKPOAHTMOMATUYECKYIO aHEeMMUIO
(TMA), TpOMGOLUTONEHUIO M OCTPOE NoYeyHoe noepexaeHne (OMM).
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OnHuM n3 Tpurrepos siBnsietcs Escherichia coli, npogyumpyrowas wura Tok-
cuH (STEC), KoTopblil NopaxaeT SHAOTENNI KanunnapoB noyek. B pesynbrate
aKTMBaLMM CUCTEMbI FreMoCcTa3a NpoucxoauT TpoM600o6pasoBaHme, Kak cnep-
CTBME — MeXaHWyeckoe NoBpexAeHne 3puTpoLmTOoB.

TunuuyHoe nposenenune N'YCa [+ — gmapes, 4acto KPOBAHUCTOrO XapakTe-
pa. B 10-15% cnyyaes I'YC [1+ moxeT npoTekaTtb 6e3 Hee. O HabnogaeTcs B
55-70% cnyyaes.

MauneHTka — gesoyka 10-Tu MecsLeB, NOCTyNKUAA B CTaLMOHap ¢ xanobamm
Ha pesKyto 6N1eAHOCTb, yTHETEHWE CO3HAHMA W NOsIBNEHMEM (OKaNbHOIo CyAo0-
POXHOro CUHLPOMA B JIEBOWA HOTe.

N3 aHamHe3a 3a60neBaHNsi 3BECTHO O MOABNEHNM 3a 3 HA A0 rocnuTann3sa-
LMW PBOTbI, Mapeun, HapacTaHUW BANOCTH, 6NEAHOCTU W XKENTYIWHOCTU KOXKHbIX
NoKpoBOB. pu 06palleHnn B NONMKINHUKY faHHOE COCTOsIHUE 6bIN0 pacLeHe-
HO Kak TeYyeHue ocTpoi KuweyHo uHodekyumn (OKW), pebeHok neunncs améyna-
TOpHO.

Mo pesynbraTam o6wero aHanusa kpoeu (OAK), B3ATOro Npu NocTynneHum B
CTauuoHap, ypoBeHb remornobuHa coctaeun 30 r/n, aputpoumutos 0,99x107%/n,
TpombouutoB 71x10°/n, neiikoumtoB 11,4x10°/n, rematokput 9,9%. CocTosHUE
pe6eHKa oyeHb Tsxenoe. [1na UCKIIOYEHUS KPOBOTEYEHUA BbINO NPOBESEHO
ynbTpasBykoBoe uccnegoBaHue (Y3W) opraHoB 6pioliHOi NONOCTH, HERPOCO-
Horpadus, ractpockonus. [laHHbIX 3a OCTPYIO XMPYPruyeckyto naToNoruio HeT.
BbinonHeHa aBykpaTHas TpaHchysusa apuTpoLuTapHoii Maccbl no 50 mi.

[N NpoAoMXKeHNS neyeHns 1 HabNLeHns nauneHTKa nepeBefieHa B oTae-
neuune POKBE ¢ gnarHo3omM: AHeMusi TSXKeNON CTeneHu TsxecTu. TpoMboLnTO-
neHus.

B TeyeHune npebbiBaHus B PIIKb cocTosiHME NaLMeHTKM 0CTaBanoCh CTabunb-
HbiM. Mo pesynbTatam Aoo6cnef0BaHNUsA BbisiBNieHbl: Kym6c-HeraTuBHas remMo-
NNTUYECKas aHeMMUSA, ABYXPOCTKOBAsA LMTONEHUS, CABUT NeiikounTapHoi dop-
MYNbl BNEBO 40 MUENOLMTOB, TMM(MOLUTO3, MUKPOreMaTypusi, He3HauuTebHas
NPOTENHYpUA, renatocnieHomeranus (neyeHb +4,5 cm, ceneserka +3 cm), HK
STEC B Kane.

Mo pe3ynbraTam 6UWONCHUM KOCTHOTO MO3ra Gbifia UCKOYEHA OHKOreMaToso-
rmyeckas natonorusi. HopmanbHbiii ypoBeHb ADAMT’S-13 N03BOAKNA UCKNKOYNTD
TPOMGOLMTONEHUYECKYHO NYPNYypY.

YuuTtbiBasi AaHHble aHamHe3a (MaHudecTauus OKW 6e3 guapewu), na6opatop-
HbIXx uccnegoBanuit (TMA, HK STEC B kane), nocTaBfieH gnarios: fremonutu-
KO-ypeMMUUYECKUI CUHAPOM, TUMIUYHbIN.

MpoBoannacb KOMMNNeKCHas MeAWKaMeHTO3Hasa Tepanus: nnasmoTepanus,
TpaHchy3ua apuTPOLMTApHOI B3BECU M aHTUKOAryNsHTHasA Tepanus, CTPOruii
KoHTposib ALl u guypesa.
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[laHHbIi KNMHUYECKWIA cnyyail AeMOHCTPUPYET XXU3HEYrpoXatoLLee TeyeHue
I'YC [i+ 6e3 passutusa OIM. 3anor ycnewHoro BegeHust geteit ¢ FYC — paHHan
AuarHocTuka 3aboneBaHus U CBOEBpeMeHHOE Havyano nedenus. OAHaKo, faxe
3TO He BCerga MoXeT npeaoTBpaTuTb passutue TMA.

XUPYPITMYECKAAl MACKA BOJIE3HU KPOHA

ABTOpbL:

Ky3Heuos Cepreii BnagumupoBuy,
CypaeBa YnbsiHa CepreeBHa

HpVIBOJ'I)KCKI/IVl “ccneaoBaTeNbCKUini MeaNLMHCKNIA YHUBEPCUTET

HayuHbii pykoBoagUTE Ib:
deaynosa InbBupa HUKoNaeBHa — A.M.H., AOLEHT
[PUBOJIKCKWIA UCCNefoBaTeNIbCKMA MEANLIMHCKNA YHUBEPCUTET

AkTyanbHocTb. bonesHb KpoHa (BK) — xpoHuyeckoe Hecneunduyeckoe 3a-
6oneBaHWe HeW3BECTHOM 3TMONOMNU, XapaKTepU3yoLWeecs TPaHCMYpPanbHbIM,
rpaHyseMaTo3HbIM NMOpaXeHWeM Xenyfo4yHo-KuweyHoro Tpakta (XKKT). MHo-
roobpasue KNMHUYECKUX NposiBieHnit BK 3aBucUT OT BOBMeYeHUs B NpoLecc
pasHbix otaenos XKT, npucoeMHeHUA BHEKMLIEYHbIX NPOSABAEHWIA, YTO Bbi3bl-
BaeT TPYLHOCTM B AMArHoCTUKe 3a601eBaHus, @ 3HAUUT, U OTCPOYKY IDPEKTMB-
HOro NneyeHus. AKTyanbHOCTb Npo6neMbl onpefensieTcs BbICOKUM POCTOM 3a-
6onesaeMocTu 60ne3Hb0 KpoHa nuy, MONoA0ro BO3pacTa, Mx MHBanuan3aymei
B pesynbTaTe HECBOEBPEMEHHOW AMAarHOCTUKM.

Llenb. MpepcTaBuTb 04HY U3 MacoK 6one3Hn KpoHa B BUe OCTPOIi Xupypru-
YecKoi NaToNoruu ANA HaCTOPOXEHHOCTH Bpayei NepBUYHOTO 3BEHA.

KnuHuueckuii cnyyail. CtauuoHapHo HabnopaeTca manbymk K. 2008 roga
poxaeHus. Manbunk ot 3 6epeMeHHOCTH, KOTopas NpoTekana Ha GoHe aHeMuM,
XPOHWYECKOr0 afjHeKCUTa, ruapoHedposa nodyek. Poabl CPOYHbIe, CaMOCTOSA-
TenbHble. Bec npu poxgeHnu 3750, poct 50, Anrap 8/9 6annoB. AganTaymoH-
Hblli NepuoA y pe6eHka CONpOBOXAaNCA HEBPONOrMUYECKOH CMMNTOMATUKOM.

C poXAeHWs ManbymK HabnOAAETCA C CUHAPOMOM 3anopoB. [epuoabl Ha-
pyweHua QYHKLMN KMWEYHUKA B BUAE XPOHUYECKOI 3afepXKKK CTyna Kynupo-
Basnucb cnabuTenbHbiMu npenapatamu. B 2015 rogy B Bo3pacTe 7 NeT Maibymk
6blN BNepBble rOCAUTANN3UPOBaAH B CBA3K C 6ONSIMM B XUBOTE. B xoae nabopa-
TOPHbIX N MHCTPYMEHTaNbHbIX METO0B AMAarHOCTMKM 6bl BbICTAaB/IEH AUArHO3
Jonmxocurma.

B aBrycTe 2022 ropa MasibyuK NoxanoBasncs Ha ycuneHue 6oneii B XXUBOTE,
BblsIBNIEHWEe 06bEMHOr0 06pa3oBaHNA crneBa OT MyMnKa, OWYLWeHWe YCUITEHHOM
nynbcauuu B LaHHOW 06nacTu, NOBbILIEHWE TeMnepaTypbl 40 Pe6PUNbHbBIX 3HA-
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yeHuin. focnuTanusmpoBaH B Xupypruyeckoe otaenenue. NposeféH fuarHocTu-
YeCKWii NOUCK ANa ycTaHOBNeHUa agnarHo3sa. [pu npoBeAeHnN ynbTpasByKoBo-
ro uccnegoBaHma 06HapyXeHo 06bEMHOe ob6pasoBaHue. Mo gaHHbIM MCKT ¢
KOHTPacTOM — 06beMHOE OKpYyrnoe 06pa3oBaHNs No CPeSUHHON NNHUN pasMe-
poM 56,5 MM, Ha ypoBHe L4 k3agu oT nepefjHeil 6pIOHON CTeHKM. [IpoBefeHO
onepaTMBHOE BMeLWaTenbCTBO — pe3eKUWs NeTnu TOHKON KULKW, CeKTopanb-
HOe ucceyeHue BpbKEKN TOHKOI KMILKY, BCKPbITME THOHOTO nuMbageHuTa.
Mpu rucTonornyeckoM nccnefoBaHuu 6uontaTa YepBeobpasHOro 0TPOCTKa M
yyacTKa TOHKOW KWLKM OGHAapyXeHbl 3NUTENMOULHOKNETOYHbIe TpaHynéMbl,
XapakTepHble ans 6one3nu KpoHa. Manbumk BbinucaH B YA0BNETBOPUTENIbHOM
COCTOSIHUU. 1N yTOYHEHMA MarHo3a pe6EHOK 6bll HanpaseH B KNMHUKY Hux-
Hero Hosropopa.

Mpu rocnutanusauyun 6bia NPOBEEHA MHCTPYMEHTaNbHaA LUArHoCTuka.
KonoHockonusa TONCTO U NOAB3A0WHON KUWKKN — NAaTONIOrMYECKUX USMEHEHUA
He 06HapyxeHo. lMpu NpoBeAeHMU TUCTONIOTUYECKOrO UCCNeA0BaHNUs TOHKOM
KMLIKKU — NOpa)keHWe CO6CTBEHHON NNACTUHKY CIN3UCTOI, NPUCYTCTBUE FPaHy-
ném, auddysHo pacnonoxeHHas nuMmpomngHas TKaHb. Takum o6pa3om, bonesHb
KpoHa TOHKOM KULKK 6blna NOATBEPX AEHA.

06cyxpaeHne. [laHHbI KNMHUYECKMIA Clyvyall AeMOHCTPUPYET TPYAHOCTb
AMarHocTuku 6onesHn KpoHa, 0cC06eHHO Npu NOKanusaymu naTonormyeckoro
npowecca B TOHKOM KuLwKe. Y TaKuX NaLMeHTOB 3a601€BAHNE MOXET JAUTENIbHO
npoTekaTb 6ECCUMNTOMHO, @ NoKasbHble 60N B XUBOTE, ebpunbHas Temne-
paTypa OLWM6OYHO OPUEHTUPYET Bpayeii Ha MOUCK XUPYPrMUYecKoii NaTonorum.

BbiBoA. Hageemcs, 4TO AaHHbIA KIMHUYECKWNiA cnyyail MOMOXET YCUNUTb Ha-
CTOPOXEHHOCTb y NefMaTPOB, XMPYProB B OTHOWEHUN 6one3Hu KpoHa. Takum
nauueHTam TpebyeTcs HasHaYeHUe CBOEBPEMEHHOI NPOTMBOBOCNANNTENBHOM
Tepanuu gna npefoTBpaLLeHns 0CNOXHEHMI U BO3MOXHON MHBANUAN3aLNK.
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HETPABMATUYECKOE BHYTPUMO3rOBOE
KPOBOU3NUAHWUE Y HOBOPOXXAEHHOIO C TPOME030M
B MNPELCEPAUM

ABTOpbL:

Napuna Bepa CepreeBHa,
Monoea AHrennHa EBreHbeBHa

PHUMY um. H.W. Muporosa

HayuHbii pykoBogUTE Ib:
NapuHa Jlio6oBb EBreHbeBHa — K.M.H., JOLEHT
PHUMY um. H. W. Tuporosa

AxTyanbHocTb. TpoM60QuIMa — 3T0 NaTONONMYECKOE COCTOSIHUE CUCTEMBI
remMoctasa, xapakTepusyilolieecs NpeApacnofioKEHHOCTb K MOBbILEHHOMY
TpoM6006pa3oBaHMio B KPOBEHOCHbIX COCyAax pasHOM Nnokanusauuu. Boige-
NAOT HacNeCTBEHHbIE M NPUOBPETEHHbIE GOPMbI JaHHOTO HapyLweHus. BeTpe-
YaeMOCTb HacfieACTBEeHHbIX Tpombodununii B nonynsaumnm 15-20%, HauGonee
yacTas ux npuumHa — geduuuT ecTeCTBEHHbIX aHTUKOArynsaHToOB, MyTaLuu re-
HoB F2, F5, MTRR, MTHFR un PAI-1.

OnucaHue KAMHMYECKOro cnyvyas. ManbuMK OT OCNOXHEHHOW 6epeMeHHO-
CTH, pogunca B cpok ¢ maccoii 4320 r, gavHon Tena 57 cM. CocTosiHue B po-
OWIIbHOM JloMe Taxenoe 3a cyeT yrHeteHus LHC: annu3ofbl anHo3, KJIOHYChI,
ropu3oHTaNbHblA HUCTArM. Mo pesynbTatam HeiipocoHorpadum (HCT): runok-
cuyecku-remopparuyeckoe nopaxenue LLHC. NpoBoaunacbh remoctatuyeckas,
aHTMbaKTepuanbHas, MeTabonuyeckas Tepanus. Ha 3 cyTku Xu3Hu 6bin nepe-
BegeH B MAITKB B OPUT HOBOpPOXAEHHbIX C BbIpaXeHHbIM KOXHO-remopparu-
4yeckoM cuHApoMoM. BoinonHeHa KT 'M — napeHXuMaTo3HOE KpOBOM3IUSHUE
B TEMEHHO-3aTblIOYHbIX 06nacTsax M. Mo pesynbtatam Y3W: Tpom6 cynpape-
HaNbHOrO 0TAeNa HUxKHel nonoii BeHbl (HMB) , rae KPOBOTOK OTCYTCTBOBA,
B MOYEYHbIX M MOAB3AO0WHbIX BeHax 6bln coxpaHeH. Mo gaHHbiM IXO0-KT: dno-
TUpytowmit TpoM6 B NonocTu npasoro npeacepauns (MNM). a6opaTopHo: Bbipa-
XeHHas TPOMOOLMTONEHUS, yMEPEHHOE CHUXEHNUE npoTenHoB C, S, aHTUTPOM-
6uHa lll. MpoBoaunack KOMNNEKCHasi reMocTatuyeckas Tepanus. Yepes 3 aHs
HayaTa aHTUKOarynsHTHas Tepanus C HeNpepbiBHbIM BBEAEHUEM FenapuHa ¢
KoppekLuuen [03bl, NPOAOIIXEHA aHTMbakTepuanbHas Tepanus. Yepes 8 cyTok
pe6eHoK B KIIMHUYECKM CTabUIbHOM COCTOSIHUM NepeBefieH B OTAENEHNE HOBO-
POXAEHHbIX, rae NpoAoaXeHa Tepanus renapuHom, AT Ill, cBexe3aMopoXeHHO
nnasmoit (C3M) Lo AOCTUKEHNA LieneBoii Koarynauuu. Yepes mecau, pe6eHok
OblN BbINUCAH C NONOXMTENbHO! ANHAMUKON — Hayano pekaHanusauyun HIB,
nusupoBaHue Tpomba B MM, npoAonkKeHa Tepanusa gantenapuHomM HaTpus. Cny-
CTS 3 MecsiLa aHTUKOAryNSHTHbI 6bINIM OTMEHeHbI. B MexXrocnuTanbHblii nepuog
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NpPoBefieHO FeHeTUYeCKoe UCCeA0BaHNe, BbISIBIEHO HOCUTENBCTBO MyTaLuu
reHoB: MTHFR, MTRR, PAI-l, noaTBepxatowwmnx Hannyume y naymeHTa reHeTuye-
CKO TpoMbOhUANY.

3akntoyeHue. OnucaHue nauneHTa JeMOHCTPUPYET CIOXHOCTb Tepanuu na-
LLMEHTOB C COYETAHMEM TeMOppParMyeckoro M TPOMGOTUUYECKOrO MOPaXeHUs.
PaHHAS yCTaHOBKA HAacNeACTBEHHOTO reHesa AaHHOW MaTONOrMK NO3BONAET
onpeAenuTb AanbHenwWyo TaKTUKY NeYeHus U NpodUNakTMKN peLnguBoB.

POJIb PAHHEN UATHOCTUKU U BEPHOWU TAKTUKU
NEYEHMA B YCMELWIHOM UCXOAE TEPANMUN XPOHUYECKOW
BOCMANIMTENbHON AEMMUEIMHU3UPYIOLLEN
NONMPARUKYNOHEWPOMATUN Y JETEN

ABTOpbI:

Jlykawesa Anekcanppa IMUTpHEBHa,
MapkoBa Anekcanpgpa lOpbeBHa,
WBaHoBa AHHa BanepbeBHa,
Xynuna lOnus CepreeBHa,
XonuHa Enena AnekceeBHa

PHUAMY um. H.W. Mnporoga

Hayy4Hbii pykoBoaunTesib:
Manuna lOnua OneroBHa
PHUAMY vnm. H.W.Muporosa

XpoHuyeckasa BocnanuTenbHas LeMUENUHU3NUPYIOLWAa NoNMHenponaTua —
ayTOMMMYHHOE 3aboneBaHue nepudepuyeckoil HepPBHOW CUCTEMBI, XapaKTe-
pu3yloleecs NPorpeccupyowuM Uam peLuamBupyoLWmnM TEYEHUEM Ha NPOTS-
XEeHUM 6onee 2-x MecsueB. EE pacnpoCcTpaHEHHOCTb COCTABASAET B CPpeaHeM
0,81-1,90 cnyyaeB Ha 100 TbiC. HaceneHus. CBOeBpeMEHHO HayaToe naTorexe-
TUYECKOEe NievyeHmne No3BoNseT JOCTUYb CTOWKOW peEMUCCUU.

PebeHok A. 13 nert, 63 OTATOWEHHbIX NEPUHATANLHOTO U HacneACTBEHHO-
ro aHaMHe30B, C aJjeKBaTHbIM BO3PacTy NCUXOMOTOPHbIM pasBUTUEM, 3a60-
nen 14.12.2020, koraa BHe3anHo nosiBMiach cna6ocTb B AUCTaNbHbIX OTAENax
HUXHUX KOHEeYHocTeil. K KOoHLy 3Toro e mecsaua npucoefuHUIUCH TPYLHO-
CTW NpU NOLbEME N0 NECTHULE, NU3MEHEHNUA NOXOAKM. C MOMeHTa najeHunsa Ha
ynuue 31.12.2020 He Mor xoauUTb camocTonaTenbHo. 01.2021 6611 3anNo0f03peEH,
a nosfHee W NOATBEPXAEH, AMArHO3 — XpoHUYecKasa BocnanutenbHaa gemu-
eNVHU3NPYIOLLaa MOMIMHeponaTa BEPXHUX U HUXHUX KOHEYHOCTei. B aTom
e MecsiLie TPOXOAUN NeYeHne B cTalMoHape — noiyyan npeAHn3onoH (30 mr/

227



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

A€eHb), UMMYHOTN06YNuUH Curappuc. Ha GoHe neyeHus — He3HauMTeNbHOE YNyy-
WeHWe NOXOAKMU M YBeIMYEHWE CUMbl B HOTax B TeYeHUe 2 HeAenb, nociie Yero
oTpuuaTenbHasa AMHaMUKa A0 UCXOZHOTO COCTOSHUA C YYBCTBUTENbHbIMU Hapy-
WEHUAMMN B HUKHUX KOHEYHOCTAX NO NONUHEBPUTUYECKOMY TUNY A0 YPOBHSA KO-
nex. 03.2021 — NOBTOPHbI aNN30[ YXYALLIEHUSA, NeYeHne BUTaAMUHAMU TPYNMbl
B n maccax okasanucb HeapdekTuBHbl. 04.2021 npucoefMHUANCHL APOXaHME
B pyKax, cnabocTb B KUCTAX, NONepxuBaHue BoAoI. [OBTOpPHOE cTaLnoHapHoe
neyvenune 04.2021 (npeaHnsonoH, Curapauc, nnasmadepes) He ano CTOKOro
pesynbtata. Ha MPT no3ssoHouyHuka, MPT ronosHoro mo3ra u npu JHK-gna-
FHOCTUKE KAMHUYECKM 3HAYUMBbIX NaToNoruil He 6bin0 06HapyxeHo. Mo AaH-
HbiM QHMT ot 03.2021— rpy6as CeHCO-MOTOPHAn MONUHeRpONaTUA BEPXHUX U
HWKHUX KOoHeYHocTeil, oT 06.2021 — 3HauMTeNbHOE CHUXEHME NPOBOAUMOCTH
no HepBHbIM BOJIOKHAM Ha pykax. C 07.2021 no 08.2021 Haxopunca Ha neve-
Hun B HUKW Meanatpuu, rae nonyyan KOMOGUHUPOBAHHYH Tepanuio MMMYHO-
rno6ynnHOM yenoBeka HopManbHbiM (TIPUBUAXKEH) M MyNbC-TEPanUio MeTUn-
NpeAHU30MI0HOM, C MONOXUTENbHON AWHAMUKOI (OLEHKa MO WKane CTENeHU
HeBponaTtonoruyeckux Hapywenuit NIS o neyeHus — 96 6annos, nocne — 67
6annoB). bbina NpogosxeHa Tepanus UMMYHOrNo6ynuHoM OkTaram ¢ UHdY3u-
AIMW He MeHee 8 pa3 B MecAL, U NpueM NpeHU30/10Ha CO CHUXEHUEM J03bl A0
MOMHOW 0TMeHbI. 12.2021 npowwen NnoBTOPHbIN Kypc Tepanuu B HUKU Megutpun
(Curapguc, npeaHusonoH — 40 Mr yTpom yepes AieHb, hnUanoTepanus, Maccax,
KuHesnoTepanus). 03.2022 npoBeaeH Kypc nedeHns MpuBUAXKEHOM, NpeAHNU30-
NOHOM, Kypc Maccaxa ukuHesunotepanus. 07.2022 n 09.2022 — nosTOpHbIE KYP-
cbl MpuBuaxeHa, kuHeanotepanus. C 10.2022 HabnogaeTca NONOXMUTENbHAnA
JAMHaMMKa — pebeHOK MOXET YyBEPEHHO XOAUTb 6€3 NOLLEPXKKHN, YMEHbLIMIUCDH
YYBCTBUTENIbHbIE HapyLeHus, ynyylwunacb KOOpAUHaUMSA, OLEeHKa No wWKane
HeBponaTuyeckux Hapywenui NIS — 42,75 6annoB. YuuTbiBas ynyyleHue B He-
BPOJIOFMYECKOM CTaTyCe pe6eHKa Ha NPOTS)KeHUM NocneAHNX 6 MecaLeB, 6bino
PEKOMEHJ0BAHO BO3JEPXAaTbCA OT MOBTOPHbIX KYPCOB MMMYHOT/I06Y/IMHOB,
MPOJOJIKUTL NMPUeM NpeAHN30/10Ha C NOCTENeHHbIM CHUXEHMEM [,03bl A0 MoJI-
HOW OTMeHbI, exxeflHeBHOe BbinonHeHne JIOK, a Takxe exxeMecsauYHblit OCMOTP
HeBponora, HabngeHne negnaTpa U IHLOKPMHONOra MO MECTY XUTENbCTBA.

KnuHuyeckunit npumep LeMOHCTPUPYET BaXHOCTb paHHelh CBOEBPEMEHHOI
AMarHocTUKKM 3aboneBaHus M3 TPynnbl AeMUENUHU3NUPYIOWNX NONMHelipona-
TWUIA, @ KOMNNEKCHbIA MOAX0A B NEYEHUN U peabunuTaLmn no3BoNSeT MUHUMU-
3UpOBaTb HEBPONOTMYECKUI Ae@ULMUT U yNYYLINTb KAYECTBO XU3HM NALMEHTOB.
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KNMHUYECKWIA CNYYAI: CNNOXKHOCTH
ANOOEPEHLMANBHON AUATHOCTUKN
Y BETEA MEJYJUI0BJIACTOMbI B COYETAHUM
C AMCNENTUYECKUM CUHAPOMOM B MNPAKTUKE BPAYA
NEANATPA

ABTOpSbI:

ManbkoBa AnuHa BanepbeBHa,
3unatynuna [iunapa PaBunbeBHa

Ky6rMYy

Hay4Hble pykoBoagutenu:
HosokweHoBa HaTtanba BnaguMupoBHa — acCUCTEHT
®omuHa flHa BUKTOPOBHA — acCUCTEHT
Ky6rmy

HecMoTps Ha JOCTMXEHUS COBPEMEHHON MefuLMHbI, Npo6aemMa UHHOpPMM-
POBaHHOCTM NEePBUYHOIO 3BEHA NeLMaTPUYECKOI CNYXKObI 0 KTMHUYECKUX NPH-
3HaKkax Meaynno6nactoM npu npoBejeHun AuddepeHUnanbHOro fuarHosa
0CTaeTcs B LIeHTPe BHUMAHMA MEANLIMHCKOro coobulecTBa. M3BeCTHO, 4TO Me-
Aynno6nactoMa OTHOCUTCA K rpynmne NepBUYHbIX 3/10KaYECTBEHHbIX ONyXoneil
MO3XXeyKa HeNpoIKTOAEPManbHOro MPOUCXOXKAEHMUA, PEAKO BCTPeYatoLuxcs y
B3pocsbix (0,4-1%), HO AOCTaTOYHO YacTO B IETCKOM BO3pacTe, COCTaBAsAsA A0
25% BCex onyxoseii LeHTpanbHON HEPBHOM CUCTEMbI U TPeTb BCEX OnyXxonen
3afiHeii YepenHoii aMku. Mpuuem, MoXeT fe6TMPOBaTh, Kak B Nepuofie BHY-
TPUYTPOGHOro pa3BUTUS, Tak M BO B3POCNIOM BO3PAcTe, HO MK, 3a4acTyto, Npu-
X0AMUTCS Ha 4-7 NeT y UL, MYXCKOro nona. B kayectee GpakToOpoB pucka pasBu-
TUA onyxoneid HeAPO3IKTOAEepPManbHOrO  MNPOUCXOXKAEHWUSA  03BYYMBAIOT:
nepeHeceHHble BUPYCHble UHDEKLMUSA BO BPEMS Nepuofa 6€peMeHHOCTH, HUS-
KU ypoBeHb UNu feduunt GonueBoii KUCNOTbl B OpraHname GyayLieit Mambl, a
TaK e 60Nblwoii Bec naopa npu poxaeHum (4 u 6onee Kr). [ns 60blIMHCTBA
MeZynno6nacToM xapakTepHO NpopacTaHue yepes ToJly MATKOA MO3roBOM
0607104k B cyb6apaxHOMAanbHOe NPOCTPAaHCTBO, C METacTasupoBaHWeM Mo
nukBoponposoasauleit cucteme (ao 60% cnydyaes). [1na NpaBUNbLHOTO U CBOEB-
PEMEHHOTO BbISIBNIEHWUSI AAHHOMO MaTONOMMYECKOro npoLecca HE06X0AMMO aK-
LLeHTMPOBATb BHUMaHMe NePBMYHOrO 3BEHa NeANaTPUYECKON CNYXObI HA K-
HUYECKNUX CUMNTOMaX M xano6ax npu nepBUYHOM OCMOTPE NaLUeHTa, a UMEHHO:
BbIHY)XXJEHHOE MOJIOXKEHWE rON0BbI, NEPCUCTUPYIOLLasA rofioBHas 60/b, NOMYT-
HeHue/ABOEHMe B rnasax, NepMoAnyeckas pBoTa, HapyLeHune NOXOKH, 3peHus,
ahebpunbHbIe CYyAOpPOrv M OTKNOHEeHUs B NoBeAeHMN. Ho, B pa3Hbix BO3PaCTHbIX
rpynnax, MOXeT 6blTb, CMELLEHNe KNMHUYECKMX NPOSIBIEHNI B CTOPOHY NOBE-
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JEeHYeCKMX peakuuii unu, Hanpumep, o6LemMo3roBon cumnTomaTuku. Cootaer-
CTBEHHO Npu AnddepeHUnanbHoi JUarHocTUKe He06X04MMO NPOBOAUTL aHa-
NN3 BO3PACTHbIX TPYyNNn C KOPPeNnupyembiMU KIIMHUYECKMMM CUMNTOMaMMU.
PekomeH10BaHO BbIAENSATb TPY BO3PACTHbIE FPYNbl B CBA3U C 0COOEHHOCTAMM
npesuarHoCTUYECKOro Nepuofa KIMHUYECKNX nposiBnenuin onyxonu: ot 0 go 5
net, 5-12 net u 12-18 neT. Tak abCcaHCbI Yalle BCEro perucTpupyoTcs B nepeoi
rpynne, a 3afiepXka / OCTaHOBKa NONOBOro pa3BUTUSt — B TpeTbeil. [1ns nepBbIx
JBYX FPYNM XapaKTepHbl BbIHYXJEHHOE NOJI0OKEHNE rON0BbI, AN BTOPOI U Tpe-
Tbeil — nepcucTupytoLlas ronoBHas 605b, NOMyTHEHWE / [BOEHME B rnasax.
CxofHbIMM ANSi BCEX BO3PACTHbIX FPYNn ABAATCA CNEAytoLMe CUMMITOMBI: Ne-
puojmyeckas pBoTa, HapyLeHWe NMoXoAKM, 3peHus, ahbebpunbHbIe Cya0poru u
OTK/IOHEHUS B NOBeAeHMN. Ha CerofHAWHNIA LeHb ANarHoCTMYeCKUM CTaHAap-
TOM BbISIBNIEHUS OMYXOJIEBOr0 NPOLECCa ABMAETCA MarHUTHO-PE30HAHCHAsA TO-
morpagus (MPT) rofoBHOrO M CMMHHOTO MO3ra C BHYTPUBEHHbIM BBEJEHUEM
KOHTPAcTHOrO BeWecTBa (rafonuHus). XapakTep HakonieHus KOHTpacTa Heoa-
HOPOAEH B Pas3NMUHbIX 06M1acTAX OMyXonu. YTo B COYETAHUN C XapaKTepHOM
KJIMHUKOI MOXET roOBOPUTb 0 BO3MOXHOM 3/10Ka4e€CTBEHHOM MpOLLecCe, a CooT-
BETCTBEHHO 0 HEOOXOMMOCTM UCCIIE0BAHUSA TUCTONOrNYECKO KapTUHbI HO-
BOO6Gpa3oBaHuUsA. PacCMOTpPEH KNMHUYECKNiA cnyvaii. Pogutenu ganu cornacue
Ha ucnonb3oBaHMe UHPOpMaLMK, B TOM ynucie poTtorpaduii pebeHka, B Hayy-
HbIX UCCNefoBaHusX U ny6nukaumax. AHaMmHes. MauneHT b, 2006 r.p., B CeHTS-
6pe 2017 r. o6paTunacb B JETCKYK NOJIMKJIMHUKY MO MECTY XMUTENbCTBA B T.
HoBopoccuiick ¢ xanobamu y pe6eHka Ha CHUXeHMe anneTuTa, BANOCTb, Obl-
CTPYK YTOMNSEMOCTb, CHUXKEHWE KOHLEHTpaLWu BHUMAHWS, TOJIOBHYIO 601b,
TOWHOTY, pBOTY. PofuTenu cBsA3biBanu COCTOSHUE PEBEHKA C HEXeNlaHUEM XO0-
JVTb B LIKONY B CUNY BO3PACTHbIX 0COGEHHOCTEI M BOZMOXHbIMU KOHDIMKTaMU
B WKONbHOW cpeje. B TeueHne 1-2 mecaueB OT Hayana nepBbiX KJIUHUYECKNX
MposiBNEHUA Mama cTana OTMeYaTb M3MEHEHWE MULLEBbIX MPUBbIYEK JOYEPH.
KoTopas, B CBOIO ouepefib, 0TKa3biBanacb OT XUAKOW NULLW B MONb3Y XNe606y-
NOYHBIX U3AENURA, CNafKux 61110, BCNEACTBUE YEro y4acTUANCH NPUCTYMbI TOW-
HOTbI M pBOTHI A0 2-3 pa3 B Hegento. Pogutenn obpaTunuch Ha Nnpuem K Bpavy
neauaTpy no MecTy XuTenbcTBa. locne ocMoTpa NneguaTp HanpaBUn Ha KOH-
CynbTauMi K racTPO3HTEPONOry, ANS UCKNOYEeHUs 3aboneBaHuil Xenygou-
HO-KUWeYHoro TpakTa (XKKT), B xofe uccnepnoBaHus 6oinn 3a6oneBanus XKT
MCKNIOYEHbI, PEKOMEHJ0BAHO CO6NIOAEHME WaasLell AneTbl U HabnoaeHue B
anHamuke. C pespansa 2018 r. npucoeAMHUANCD: CHUXKEHME 3PeHMs, AUNnonus
npw B3rAsfe BieBo 1 cyoheObpunnuTeT B BeYepHee BpeMsi CyTOK. B cBA3u c usme-
HEHWeM 3peHus, 06paTunuch Ha npuem Kk optanbmonory. Mocne ocmoTpa rnas-
Horo gHa (HayanbHble 3aCTOHbIE JUCKMU 3pUTENbHbIX HEPBOB, OCTPOTA 3PEHMUS:
Vis0D=0,9-1,0 Vis0S=0,9-1,0; Hanuune pacxonsdiierocs kocornasus), ohTans-
monor Hanpaeun Ha MPT ronosHoro mosra. Mo gaHHbiMm MPT 28.02.2018 B npo-
eKLNM YepBsi MO3Xeuka 1 4 xenyaouka onpefenseTcs onyxosb, reTeporeHHo
KOMUT KOHTpacTHoe BellecTBO. OKKIIO3MOHHan ruapouedanus. MonyyeHsl na-
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OopaTopHble AaHHble. Buoxumunueckuii ananns kpoeu ot 13.01.18 — XonecTepuH
6,4. 06wwmit 6enok 66,9. AnbbymuH 43,9. MoueBuHa 4,1. KpeaTuHuH 58. Kanwit
4,2. Xeneso 65,7 (8,8-27). Mtoko3a 4,5. CPb 0,1. Mouesas kucnota 280,4. 06-
Wit ananus kposm oT 19.01.18 — Nemorno6uH 107. NleitkouuTbl 3,4. TpOMGOLNTLI
229. B maprte 2018 r. rocnutanusuposaHa B HUN HX um. H.H. BypaeHko ans xu-
PYPruyeckoro neyeHus. BoinonHeHa pe3ekLusa onyxonu, FTMCTONOrMYECKMN BEPU-
¢duunpoBaHa Mepyniobnactoma, Knaccuyeckuii BapuanT. [aHHble MPT
23.03.2018 nocne npoBeAeHHOro onepaTUBHOrNO BMellaTeNbCTBa onepauuun
CBMAETENbCTBOBANa 06 OTCYTCTBMM OCTATKOB ONYX0JU, He 0GHAPY)XeHbl MeTac-
Tasbl M ONyXoNieBble KNeTKK, ycTaHoBNeHa cTagusa MO. Mpowna nyyesyto Tepa-
nus ¢ KCO B pegyunpoBaHHOIi fo3e C napannenbHOi XumMuoTepanmeii no npoTo-
kony XUT-MEL-2014. MPT LUHC 6e3 n c KY nocne 4 uukna MNXT — ocTaTku
OMYXO0/IM M MeTacTa3oB B CTPYKTYpax LeHTpanbHoi HepBHo# cucteMbl (LLHC) He
o6HapyxeHbl. 06wuii aHanus kpoem (OAK) ot 14.01.19: neitkouuTel 13,6, TpOM-
6ouuntbl 148, remornobun 83. OAK 18.01.19: neikountbl 2,7, remorno6ux 107,
TpoM6ouuThl 136. KNnuHMYeCKN COCTOSIHME YNYYLLMAOCh, aKTUBHASA, XOPOLLO pas-
rosapuaet. MPT 12.03.2019 B guHamuke cBUAETENbCTBYeT 06 OTCYTCTBUM
0CTaTKOB OMYXONM M MeTacTa3oB. TakuM 06pa3oM, JOCTUrHYT NONHbINA 3G HeKT.
MMcTonornyeckue npenapaTbl UCCNefoBaHbl B Xaiiaenbbepre, fuarHos Meayn-
no6nactoma NOATBEPXAEH, KNaccMyYecKkuii BapuaHT, rpynna 3, aMmnaundukaums
reHa myc u MeTunupoBaHue reHa MGMT He 06HapyxeHbl. Monyyuna 8 Luknos
noagepxuBaroLlein xumumoTtepanuu no npotokony XUT, 3amecTuTeNbHyO Tepa-
nuto, KCO, aHTMOUOTUKM, NPOTMBOTPUGKOBYIO Tepanuio. B xoae fuHaMuyeckoro
HabNloLeHUsa B TeyeHue roga B ceHTa6pe 2019 r. 6bina ycTaHOBEHA PEMUCCHUS.
Bbi6paHHas TakTMKa NleYeHNs B pacCCMOTPEHHOM KIMHUYECKOM Clyvae ABnsert-
CA «30/10TbIM CTaHAAPTOM» BEJeHUA NaLMeHTOB CO 3/10Ka4eCTBEHHbIMU HOBOO-
bpasoBaHUAMM 3aHel yepenHoi AMKK. [loBCeMecTHOe BHeJpeH e HENPOBN3Y-
ann3aLuOHHbIX METOAO0B [MAarHOCTUKM C MCMONMb30BaHMEM KOHTPACTHbIX
BeWecTs (rafoNMHKIA) 3HauUUTeNbHO 06eryaeT BbisIBIEHWE ONYXONEBOrO Npo-
Liecca, ero pacnpocTpaHeHHOCTb, HaNMyne MeTacTa3MpoBaHUs No cybapaxHou-
LanbHOMY MPOCTPAHCTBY U 060/104KAM TOJIOBHOTO M03ra, @ COOTBETCTBEHHO
LAET onpefenuTb 60Nee TOYHYH JI0KaL Mo HOBOOGPa3oBaHUs, COBEPLIEHCTBYSA
XUPYPTrUYECKY TEXHUKY, MUHUMU3MPYA 06bEM, NNOLAAb BMeWwaTeNbCTBa, a
Tak e nocneonepawymoHHbIe HEBPONOTrMYECKME OCIOXHEHUA. YTO NO3BONMT B
3HAYNTENbHOI CTENEHMN YNYYILNTb KAYECTBO XU3HU NaLMEHTOB 6e3 pucka peum-
AauBa. Ho, TeM He MeHee npefcTaBaeHHbIN KIIMHUYECKWIA CNyYaii LeMOHCTpuUpY-
€T CNOXHOCTU B KNIMHUYECKOA AMArHoCTUKe Meaynno6aactoMbl C Hannyuem
AMCNEencUYeckoro CUHAPOMa y Bpayeil nepBUYHOro 3eeHa. PaHHMe CUMNTOMDbI
ONyXO/N Takume, KaK TOWHOTA, PBOTA ObINK NPUHATHI 3@ NPOABNEHNE raCTPOIH-
Teponornyeckoii natonorun. NMoaTomy Ans CBOEBPEMEHHOrO BbIIBNEHUS MNO-
LOGHbIX COCTOSIHUIA, MPaBUbHON NOCTAHOBKM MarHo3a u onpejeneHnmemM no-
cnepywoleid  TaKTUKM  BefeHUA  NauueHTa, HeO0BXOAMMO  yyuTbiBaTb
LOMONHUTENbHbIE Xanobbl: U3BMEHEHUE NULLEBbIX NPEANOYTEHWIA, SMOLMOHANb-
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HO-TCUXONIOTNYECKOT0 COCTOSIHUA, CHUXKEHUE GOHA HACTPOEHMS, HaNlMYne Hapy-
LWEHNAA MHECTUKO-KOTHUTUBHBIX GYHKLMIA. COOTBETCTBEHHO, 6onee yrny6nex-
Hblii c60p aHaMHe3a, NpUBNEYEHUE CMEXHbIX CMeLuanucToB (Heposora,
othTanbMoora, racCTPO3HTEPOOra) K KOHCYNbTaLnK NOA0BHbLIX 60bHbIX, NPU-
MEeHeHNe HeipOBM3yann3aLOHHbIX METO/L0B UCCIe,0BAHNSA, a TaK Xe NOBbILe-
HUE OCBEAOM/IEHHOCTW Bpayeil NONUKINHUYECKOI CNYX6bl 0 NOLOGHBIX CHOX-
HbIX ANA [UarHOCTMKM CNyyasX, MO3BONUT COKPaTUTb BPEMS MOCTAHOBKU
ANarHosa, Bbl6paTb HEOOXOANUMYIO TaKTUKY BeAeHUS MOAOGHbIX NaLWUEHTOB W
CBOEBPEMEHHO FrOCMUTaNN3MPOBaTh B NPOQUIbHbIN CTaLuoHap.

NOCNEACTBUA NO3AHEN ANATHOCTUKHK
CENTUKOMUEMMUYECKON ®OPMbI OCTPOIO
FEMATOrFEHHOIro OCTEOMMUEJIUTA Y IEBOYKU 4 NET

ABTOpBI:

MawkuHa Anena CepreeBHa,
AKceHoB AHTOH OneroBuy

PHUMY nm.H.W.Muporosa

HayuHbiii pykoBoguUTE B!
Napuna Jlio60oBb EBreHbeBHa — K.M.H., AOLeHT
PHUMY um. H. U. Tinporoea

OcTpblit rematoreHHblii octeomuenut (OF0) — ofiHO U3 caMbIX TAXENbIX W
pacnpoCTpaHeHHbIX FHOWHO-CeNTMYeCKuX 3aboneBaHMin AeTCKOro Bo3pacTa.
Hu3kunii ypoBeHb CBOEBpPEMEHHOW JorocnuTanbHoi aunarHoctukn OF0 npuso-
ANT K PasBUTUIO CEPbe3HbIX CENTUYECKMX OCNOXHEHNIA.

MauueHTka 4 net noctynunas oTaeneHne peaHnMmaynm n MHTEHCUBHOMN Tepa-
MUK ¢ XanobaMu Ha 60711 B HOTE, XUBOTE, yJdyauieHue AbiXaHUa u cbinb.

N3 anaMHe3a n3BecTHo: 03.05.22 3a60eBaHMe Hayanocb OCTPO C JINXOPAA-
KU 1 60711 B IeBOM Geape, NpeAnonoXxuTesibHo, U3-3a TpaBMmbl. [pu obpalueHum
B TPaBMNyHKT 4.05 No pesynbTaTaM peHTreHa U remorpamMmbl (NeMKoLuTO3 C
HeiiTpodunesom) AMarHoCcTMPOBaH CUHOBUT Ta306eAPEHHOr0 CyCTaBa, UHPEK-
LMOHHO-annepruyeckuit apTput. 06.05 0TMEYeHbl NOSIBNEHME BE3UKYN Ha NULLE,
ausypuueckue asneHns. 07.05 BAnocTb, TaxMnHoe, nporpeccupoBaHue 60neso-
ro CMHApPOMa.

O6bEKTMBHO: COCTOSIHUE TAXENO0E, aKTUBHbIE U NACCUBHbIE ABUXEHUS B CY-
CTaBax KpaiiHe 60N1e3HEHHbI, KOXa «<MpaMOpHasi», Ha ULe U Tene 0TMevalTcs
MHOXECTBEHHbIE NONMMOP(OHbIE 3NEMEHTbI CbiNK, HA MECTE BCKPbIBLIMXCA —
MHOXeCTBeHHble aposun. YA L 32/muH, Sp02 86%, fbixaHWe XeCcTKoe, OTMe-
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yaeTcs cMmelaHHas oablwka. Al 82/42 mm.pt.cT., YCC 146/MuH. XunBOT yBe-
NWYeH, B3AYT, 60ne3HEeHHbI Npu nanbnayun. lenatomeranus. lusypuyeckue
SIBNEHUA, MOYa HacblleHHas. CUMNTOM NOKONAYUBAHMA NONOXKUTENbHBIA C
06eux CTOPOH.

WHCTpyMeHTanbHO: Ha peHTreHe rpygHoi knetku ot 08.05.22 kapTuHa
LBYCTOPOHHEr0  AMCCEMUHUPOBAHHOTO  MENKO04YaroBO-MHOUNBTPATUBHOIO
npouecca. Ha akr cuHycoBas Taxukapaus, aTpUOBEHTPUKYNsApHasa 6nokapa
1 cTeneHn. Ha MarHMTHO-Pe30HAHCHON TOMOrpamMme — OCTEOMUENUT NieBOik
cefanuwHoi KOCcTh ¢ NOAHAAKOCTHUYHBIM CKONJIEHUEM, YBENYEHUE napaoc-
CaNnbHOro XXMAKOCTHOrO CKOMNEHUs, eCTPYKLUsa BHYTPEHHEN 3aMblKaTeNbHO
MbILWLbI cneBa, 60Nbloi BBINOT B NOA0OCTb Manoro Tasa. Ha KT renatocnne-
HOMeranus, Nnpu3Haku xonecTasa, acuut. Ha Y3U nouek npusHaku guddysHbix
M3MEHEHMWI NapeHXUMbI.

JlabopaTopHo oT 08.05.22: numdouuToneHus, TpombouuToneHus, 6asodpu-
NN, MOHOLMUTO3, HENTPONEHUS, NaKTaTauugos, runepkanueMms, runoHaTpu-
eMusi, TMNoXnopeMus, runoanbbymMmHemusi, nosbiweHHble AJIT, ACT, runepy-
pukeMus, nosbiweHne C-peakTuBHoro 6enka (CPB), npokanbuutoHuHa (MKT).
Mvnokoarynauus no A4TB, runeppuépuHoreHemus.

Mocne npoBen&HHOI ocTeonepdopaLmn neBoii cefanulHoi KocTu 3abpto-
WWHHbIM JOCTYNOM, APEHMPOBAHMA MapaoccasbHOro NpocTpaHcTBa U NeBoil
nnespanbHOW NONOCTH, YPETEPOAUTOIKCTPAKLMM U CTEHTUPOBAHMA MOYETOY-
HWKOB OTMeYaeTcsl MONOXUTeNbHast JUHAMMKA KJIMHUYECKM U NabopaTopHO:
cHuxeHue MNKT, CPB, cTabunusauusa Kanus u HaTpus.

HDOBO,U,I/IﬂaCb KOMNnekcHaa Ae3WHTOKCUKaLUOHHaA, aHTI/IﬁaKTepMaﬂbHaFI,
3aMecTuTeNbHasa (aﬂb6YMMH) M cuMnToMaTmMyeckaa tepanua.

Takum o6pasoMm, 3ano3fanas AMarHoCTMKa Ha AOFOCNMUTANbHOM 3Tane, oT-
CYTCTBUE pPaHHMX cneunpuyeckux xanob, npeBanupoBaHue 0OLWMX peakLmil
LETCKOro OpraHu3ma Hafi MECTHbIMW NPUBENYU K NO3JHel rocnutanusaumm pe-
BEHKA U TAXKENOMY TEYEHUIO OCTEOMMUENHTA.
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CNYYAMN YCNELWIHOI0 MPUMEHEHMA
9KCTPAKOPIMOPAJIbHOW MEMBPAHHON OKCUIEHALLMU
B IONOJIHEHUE K C/IP (ECPR) Y PEBEHKA C OCTPbIM
NMOCTUHPEKLLMOHHBIM MUOKAPAUTOM

ABTOpbL:
Mupxanonos Muponum Mupsanu yrnu
KasaHckuit TMY

Jbicenko Tumodeii PomaHoBHY,
Kapbipos Kamunb AzaToBuy

FAY3 «[IPKB M3 PT»

Hayy4Hble pykoBogutenu:
Ca6upoea [luHa Paluup0BHa — K.M.H., JOLEHT
Ap3uH Amuptpuit Hukonaesuny
KasaHckunii TMY

BeegeHue. TpuMeHeHMe SKCTPaKopnopanbHOW MeMOpaHHOM OKCUreHa-
Uunu sBnseTcs oAHoW u3 cTpaTteruit ECPR neyeHns pedpakTepHOi 0CTaHOBKM
ceppua. MokasaTenb BbDKMBAEMOCTH NefnaTpuMyeckux NauUeHTOB Npu 3TOM
coctaBnseT 50 40%. Mo pekoHMeHAaLMaM AMepUKaHCKON KapAKUOIOrnyeckoi
accoumaunmn 9KMO nokasaHa TONbKO B TOM Ciyyae, e/ BO3MOXHO yCTpaHe-
HMe MaToNoruu, HanNnpuMep, C MOMOLLbI MeXaHNYeCcKoii NoAAEePXXKN KpOBOO6pa-
LeHus.

Lenb: emoHcTpauua cnyvas ycnewHoi CJIP ¢ npumeHeHunem BA 3KMO y
pe6eHKa NATU NeT ¢ 0CTPbIM NOCTUHHEKLIMOHHBIM MUOKAPAUTOM.

MaTepuanbl u MeToAbl. MauueHT 3., 5 N1eT NOCTYNUN B NPUEMHOE OTAENEeHMue
C XanobaMu Ha yyalleHHoe cepaLebneHmne, OAblIWKY, CNaboCcTb, TOWHOTY. [laH-
Hble Xanobbl NOSBUANCL OKOJIO HeAenu Hasad. B cBA3W ¢ nosiBNeHWEM pBOTHI
rocnuTanusMpoBaH B CTaLMUOHAp N0 MeCcTy XuTenbcTBa. MaTb pebeHka nepe-
Hecna HKBW 3a gBa MecsAua, a pebeHok nepeHec OPBU 3a mecsy Ao obpalleHus.

Mpu NOCTYNNEHWUM COCTOAHME OYEHb TSXKENOE 3a CYET BbipaXeHHON cepaey-
Hoit HegocTaTouHocTu, YCC 188 ya/muH, Y4 60/MKUH € anM3ogaMu TaxmnHoa Ao
120/muH, Al 85/55 MM pT.CT. Ha TUTpe f06YyTaMUHA SMKI/KI/MUH, caTypauus
95%, nepudepuyecknx OTEKOB HeT. B nérkux ocnabneHue fbixaHus B HUKHe-na-
TepanbHbix oTAenax. ToHbl cepala rayxue, putMuyHble. MNeyeHb +2 cm. Auypes
CHuxeH. Ha 3KT: HapylweHus npoLeccoB penonsipusaunu, Lenpeccus cermeH-
Tta ST B I, Il, AVL, AVFV4-V6 oTBepeHusax, anesauus B lll, AVR, V1-V3. Ha 3X0
KI' — BblpaxeHHas Aunartauus neBoro xenyaouka ¢ dpakuneii Bbibpoca 24%,
Junartauus npaBoro XenyAaouka co CHUXEHUEM COKPATUTENbHON CNOCOGHOCTH,
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peryprutauus Ha TK 2-3 cTeneHu, BeHO3Hasa neroyHas runepTeHsus, pacwupe-
HUe NeYeHOoYHbIX BeH. Y3U nneBpanbHbix NonocTeil — 06bEM XULKOCTH CneBa
156Mmn, cnpasa — 187 mn,. NTproBNP 26392 nr/mn. Ha PKT OT'K: npu3aHaku oTéka
NErKux, Kapauomeranuu n CMewWwaHHoi nerovyHon runepteHsuu. MLP maska Ha
PHK SARS-CoV-2 otpuuaTenbHbiit. 06HapyxeHbl IgG k SARS-CoV-2 17.1. Pebe-
HOK 6bIN FOCMUTaNN3NPOBAH B peaHMMaLMOHHOE OTAENIEHME.

BbicTaBneH knmHuyeckuii gnarnos: Octpblit Mmuokapaut ¢ HK Il ct. HasHa-
yeHa Tepanus — fobyTaMuH, npeaHU3onoH, BBUI, nasukc, cocTosiHue cTabu-
nusupoBanocb. Yepes 18 yacoB nocne nocTynieHus pasBunacb Kputnyeckas
cepfieyHas HeloCTaTOYHOCTb C pedpaKTepHOil apTepuanbHOi rMNoTeH3uel,
HayaTo TUTpPOBaHWe afpeHannHa, pebeHok 6bin nepeefeH Ha UBJ1, HavyaTa pac-
wupeHHas CJIP. Yepes 45 MUHYT NPUHATO pelleHne 06 MHMLMaLmmu npoLeaypbl
BeHoapTepuanbHoit IKMO Ha dhoHe npogonxatoeiics CIIP.

BA 3KMO nposogunacb 10 cyToK, 0AHaKO 3HAaYUMOMN NONOXMUTENbHOI ANHa-
MUKM He oTMeyvanocbh. ®B JIXX He nogHumanach Bbilie 33%. MONbITKM CHUXEHUS
o6bemMa KoHTypa IKMO npuBoAuAN K BbIpaXeHHON JeKoMMeHcauun paboThl
cepaua. B cBA3n c BO3MOXHbIM NPUMEHEHWEM ANUTENbHOW MeXaHUYecKow nog-
LepXKu KpoBoobpalueHus, nayueHTa nepesepeH B HMUL um. akapemuka B.U.
LLlymakoBa, rae Ha 3-u CyTKW ObIN0 YCTAHOBJIEHO NEBOXENYL04KOBOE BCMOMO-
ratenbHoe ycTpoiicTBo (LVAD), M nocne BOCCTaHOBNEHUS CTabuNbHOI Gpakuymum
JIX 6b1na cHsiTa ¢ MexaHWYecKoii NoAAepPXKN KpOBOOGpaLLeHNs Yepes 2 CyTOK.

BbiBoabl. CeppeyHo-neroyHas peaHumauusa npu nognepxke 3KMO, ckoop-
AVHUPOBAHHDbIW MYNbTUAUCLUUNAUHAPHDIA KOMaHAHbIA NOAX0A 06eCneymnnm Bbl-
XMBaHME NaLMEeHTa U COXPaHEHMEe KAUeCTBa XUBHH

NMPOBJIEMA AUATHOCTUKU OKYJN10-AYPUKYJO-
BEPTEBPAJIbHOIO CMEKTPA B MEAWATPUYECKOM
MPAKTUKE

ABTOp:
MbiwkuHa EkatepuHa BnagumupoBHa
PHUMY um. HW. Muporosa

Hayy4Hbiii pykoBoanTesb:

CapkucsiH ErnHe Anb6epToBHa — K.M.H., AOLEHT
PHUAMY um. H.W. Mnporosa

BeegeHue. Okyno-aypukyno-sepTepbpanbHbIii CNEKTP NpeLCcTaBAseT co60ii

CoYyeTaHne NOpPoOKOB pa3BUTUA Nnuua, NpeMmylleCTBeHHO OAHOCTOPOHHMUX, a
TaKXe aHOMannn BHYTPEHHNX OpraHoB (BepTe6paanaﬂ naTtonorunsa, BpOXaeH-
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Hble MOPOKN CEpAEYHO-COCYAUCTON M MOYENoNoBOi cucTeM). YacToTa BCTpe-
YyaeMoCTU BapuabenbHa B pasHbix nonynsuusax: 1:3500-25000 HOBOpPOXeH-
HbIX, Yalle Yy ManbyukoB. KnuHuueckue nposiBNeHUs AaHHOro 3aboneBaHus
JOCTaTOYHO pasHoOo6pasHbl, YTO TpebyeT MeXAMCLMNANHAPHOrO Moaxoja K
Tepanuu.

Lenb. [leMoHCTpaums naLMeHTa 3 MECALLEB C OKYN0-aypuKYNo-BepTepopab-
HbIM CNEKTPOM. [MOBbIWEHNE OCBEOMIIEHHOCTH U HaCTOPOXEHHOCTU Bpayeii
BCEX CreuunanbHOCTel B OTHOWEHUM AaHHOTO 3a60/1eBaHus.

Knunuyeckuit cnyvain. MaunenT 3., 22.05.2022 r.p., 05.09.2022 roga B BO3-
pacte 3 mecsaues noctynun B AFKBE N29 um. I'H. CnepaHcKoro Ha nnaHoByto one-
pavuuio No NoBOAY pacLLesuHbl BEPXHeil ry6bl.

AHaMHe3 XM3HKU. Manbyuk oT 6 6epeMeHHOCTH, 2 CPOYHbIX ONEPaTUBHbIX PO-
AoB. MaTtepu 38 net, 2-5 6epeMeHHOCTM — 3aMepLUIMe Ha paHHKUX cpoKax. OueH-
ka no APGAR 7/8.

AHamHe3 3aboneBaHus. B poaunbHOM 3ane BbiSIBNieHa paclyeimHa BepxHeii
ry6ol cnpasa. Mocne poxaenus (c 25.06.22 no 06.07.22) HaxoauNca Ha cTaum-
OHapHOM fieyeHuun B 6onbHuue r. CeBacTonons ¢ guarHo3om: MMnokcuyecku-u-
wemuyeckoe nopaxeHue LLHC, BIP — pacwennHa BepxHeii ry6ol cnpasa. lMonun
HOCa C HapywweH1eM NPOXOAMMOCTH NOOCTH Hoca. [lepopmaLus HUXKHEro Beka
npaBoro rnasa. BpoxaeHHas remaHruoma. Monyyan Tepanuto 6uonpenapara-
MW, NeBOKapHUTUHOM, kKap6omepoM. 30.06.2022 BbinoNHeHa 3HZOCKONMYecKas
XoaHoTOMuA cneBa. Mo 3aknoyeHuto ohTanbMonora yCTaHOBAEHa BPOXAEH-
Has aHoManus pasBMTUA HUXHEro Bexka cnpasa.

Mpu nocTynneHnn cocTosiHme CpeiHel TAXECTHU, CO3HAHME ACHOe. Manbunk
aKTMBHbIW, YO0BNETBOPUTENIbHOrO NMTAHUA, NPaBUIbHOrO Tenocnoxexus. Ha-
XOAMWNICA Ha eCTeCTBEHHOM BCKapMnuBaHuu. Koxa 6nefiHo-po3oBas, uncTas,
reMaHrmomMa okKosonynoyHon o6nacTu, cnpaea ot nynka 4,5x4 cm. bonbwoi
pogHuyok 1,5x2 cM, He Bbi6yxaeT. PaciienuHa BepxHeii ry6ol cnpaBa, fedexT
HUXHero Beka cnpasa. Y4 [ 36/MuH, abixaHue nyapunbHoe. YCC 134 ya/MuH,
TOHbl Cepfua fiCHble, pUTMUYHbIE. HapyXHble NofoBble OpraHbl pasBuTbl NO
MYXXCKOMY TUNy, COOPMUPOBAHbI MPaBUbHO, AMYKU B MOLIOHKAX.

JNabopaTopHo: aHemus, runokoarynauums. O6HapyxeHa JHK Cytomegalovirus.

Mpu npoBeaenun KT, HelpocoHorpaduu, peHTreHorpagum u ynbTpasByKo-
BOr0 UCCNef0BaHMA OPraHoB GPIOWHON MONOCTU UCKIIKOUYEHbl NaTONOIMMN BHY-
TPEHHUX OPraHoB.

07.09.22 6bina npoBe/ieHa XxelinopuHoNIacTUKa cnpaea. YCTaHOB/EH Ha3ora-
CTpanbHblii 30HA ANA NUTaHUA. MocneonepaLnoHHbIA NepUOA 63 0CNOXHEHUIA.

3a Bpems rocnutanuaauum pebeHoK 6bin1 KOHCYNbTUPOBAH Bpayom-oTona-
PUHTONOroM 1 Bpayom-o$hTanbmMonoroM. Ha oCHoBaHMU KNMHUYECKOI KapTUHBI
pe6eHKy nocTaBieH fuarHos: Okyno-aypukyno-sepTepbpanbHblii CNekTp: pac-
LenuHa ry6bl cnpaBa, aTpesus Xo0aH cneBa, Konoboma HUXHero Beka cnpaea.
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PekoMeH[0BaHbl KOHCYNbTaL MK B d)e,qepaanblx LeHTpaxX OTOPUHONapPUHIONo-
rmnu Od)TaJ'IbMOJ'IOI'MM anaonpeneneHua JanbHenwei TaKTUKKN NeYeHus.

17.09.22 ManbuuK BbiNMCaH B yAOBNETBOPUTENbHOM COCTOAHUM NOg ambyna-
TOPHOE HaboeHNe Bpayeil CNeLmanucToB.

BbiBog. Ha faHHblii MOMEHT OTCYTCTBYIOT YETKUE KPUTEPUM MOCTaHOBKM
AaHHOr0 inarHo3a, B CBA3W C YeM 6osbluas fONS NaLUEHTOB OCTAKTCA HE fU-
arHOCTUPOBAHHbIMU. [LaHHblii KNUHUYECKWA Crydaii jemMoHcTpupyeT addek-
TUBHOCTb MYNbTUNPODUIBHOIO NOAXOAA K JIEUEHMIO OKYNO-aypuKyno-BepTep-
6panbHOro CNeKTpa U 3HaYMTESIbHOTO YNYYLIEHUSA KauecTBa XU3HU NallMeHTa.

CNYYAN BUTAMUH-K-AEOULLUTHON KOATYNTONATUN
B COYETAHUU C HOCUTEJIbCTBOM BOJIYAHOYHOI 0O
AHTUKOATYNAAHTA. IMATHOCTUYECKUIA MOUCK

ABTOpSbI:

HaymoBuy Hapexpa CepreeBHa,
KapmaHoBa Co¢bs EBreHbeBHa,
Macnos Bacunuii MaBnoBuy,
boityeHko flna BnagumupoBHa

PHUMY nm. H.W.Muporosa

Hayy4Hbii pykoBoauTesib:
Napuna Jlio60Bb EBreHbeBHa — K.M.H., JOLEHT
PHUAMY unm. H.W. Mnporosa

lemopparuyeckuit CMHAPOM BcneacTeue aepuunta ButTammuHa K n saBucu-
MbIX OT Hero GakTopoB CBEPTbIBAHMA Yalle BCEro NpPosBAAeTCS B NepBble fHMU
XW3HU, B FPYAHOI Nepuog, B Nepnoj paHHero getctea. PacnpocTpaHeHHOCTb
AaHHoro 3aboneBaHus coctaenset ot 4 go 10 cnyyaes Ha 10000 HOBOpPOX AEH-
HbiX. [peAcTaBNEHHbIA KNUHUYECKUIA cnyyall YHUKANEH U UHTEPECEH coveTa-
HWeM BUTaMUH-K-geduUMUTHOI KoarynonaTtum n HOCMTENbCTBOM BOTYAHOYHOTO
aHTUKoarynsHTa.

OnucaHue cnyvasn: MayneHT B BO3pacTe 2-X JieT U 3-X MecaLeB NOCTYNUA Ho-
Ybto C OTCPOYEHHBIMM FeMaTOMamu B 061acTy i6a (nosiBunach HeAento Hasag),
BOKPYr rnas, Ha naTtepanbHoii NOBEpPXHOCTW 6efpa nocne TpaBMbl, KOTOpas
6bina Mecsl Hasag. Cpasy nocne TpaBMbl 6b11I0 NPOBESEHO YLIMBAHUE PaHbl B
o6nacTu n6a. B npueMHoM OTAENEHUM AUarHocTupoBaHbl: «[lofanoHeBpoTUYe-
cKkasi remaToma n06Hoii 06nacTi, napaopouTanbHble reMaToMbl, aTUMUYHBII Nne-
penom nneyeBoi KOCTU». bbino npesnonoXeHne 0 He61aronony4YHon 6bITOBOI
06CTaHOBKE ,0Ma, MaTb OTpULana. [1ns UCKYEHUs 3aKpbITON YepenHo-Mo3-
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roBoii TpaBMbl U NepesioMa KocTell OCHOBaHUsA Yepena Gbina NpoBefieHa KOM-
nbtoTepHas Tomorpadus (KT) — 6e3 natonoruii. Mo na6opaToOpHbIM AaHHbIM, B
Koarynorpamme: yaauHeHue akTUBUPOBAHHOIO YaCTUYHOIO TPOMBONIAaCTUHO-
Boro BpemeHu (AY4TB) u npoTpoM6uHOBOro BpemeHu (MB), CHUXEHUE NPOTPOM-
6uHoBoro uHaekca (M1); B KNMHUYECKOM aHann3e KpoBu: TpoMboLuTO3. O6Ha-
PY)XeH BONYaHOYHbI @aHTUKOAryNsHT.

06¢cyxaeHune: [laHHble Koarynorpammbl OnucbiBalOT Hanuune geduyuta ll,
VII, IX, X pakTopoB, cuHTesupytowmxcs B neyenn. aktop V B npegenax HoOpmbil.
OvarHoctuyeckunit nouck npusen K gepuunty sutamuua K, sutamut-K-pedu-
LMTHON Koarynonatuu, Tpebylolleid NeYeHns 3aMecTUTeNbHOI Tepanueii npe-
napatamu BuTamuHa K. B npouecce ocMoTpa Ha npaBoii pyke pebeHka 6bio
3aMeyYeHO Hanuyme NepBUYHbIX IEMEHTOB CbiNMK C IKCKOPUALUAMU U remMop-
parmyeckumu Kopkamu. bbin noctaBneH conyTCTBYOWMWA ANarHos — BeTpsiHan
ocna. OgHUM U3 3TUONOTMYECKUX BapuaHTOB BO3HWKHOBEHUA HOCUTENbCTBA
BOJIYAHOYHOr0 aHTUKOArynsiHTa MOXeT ABNATLCSA BMPYC BETPAHOM ocnbl. Mpu
3TOM HOCMTENbCTBO BOYAHOYHOrO aHTUKOArynsaHTa NoBbIWaeT PUCK remoppa-
FMYECKUX OCIOXHEHUMN.

3aknioyenune: CoyeTaHne HECKOMIbKUX NATONOMMI 3aTPYAHAET AUarHocTuye-
CKMX NoMCK M3-3a 60N1bWOro pasHoo6pasus AuddepeHLManbHbIX ANArHO308B !
TpebyeT COBMELLEHNE 3HaHUI pasNnyHbIX 06nacTei MefuLUHbI.

BHYTPUMO3roBoE KPOBOU3JIUAHUE B JIEBYIO
TEMEHHYIO 10J110 Y PEBEHKA
C BUTAMMWH K-ACCOLLUMPOBAHHOW KOATYNIONATUEN
N AEOULUTOM ANIb®A-1-AHTUTPUINCUHA

ABTOpbL:

OauHokoBa Buktopus OneroBHa,
LecTtepHeBa Mapus BsyecnaBoBHa,
LWapunoBa Hapruca OpudgoBHa

PHUMY nm. H.W. Tinporoga

Hayy4Hbi4i pykoBoguTeE b:
Napuna Jlio60oBb EBreHbeBHa — K.M.H., AOLeHT
PHUAMY um. H. M. NMuporosa

AkTyanbHocTb: Butamun K-zaBucumasi koarynonatuss — natonoruyeckoe
COCTOSAHME, CONPOBOXJatolLeecs NOBbIWEHNEM KPOBOTOYMBOCTH, CBA3AHHOE C
HapywWweHMAMM reMocTasa NpeuMyLLecTBEHHO Y HOBOPOXEHHbIX U JeTeil nep-
BOrO rofia XusHu. Y feTeil B Bo3pacTe 40 roga B NpOMeXyTKe Mexay 2-i He-
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Aeneit 1 6-M MecsLeM YyacToTa BCTPe4aeMOCTH 3TOr0 COCTOSIHNA coCTaBnseT
1:15000-1:2000.

Oednunt anbda-1-aHTUTPUNCHUHA — 3TO HAcNeACTBEHHOE 3aboneBaHue, Npyu
KOTOPOM pasBMBaeTCA AepUUUT MHTM6MTOpa nNpoTeas anba-1-aHTUTPUNCUHA,
YTO NPUBOJMT K MOPAXEHUIO MEYEHU U HOPMUPOBAHNIO IMPU3EMBI Terkux. Ya-
ctoTa BcTpeyaemocTtun 1:3000-5000.

Llenb: mokasaTb BaXHOCTb CBOEBPEMEHHOI AMarHoCTUKM aeduuuTta anb-
da-1-aHTUTpUNCUHA ANS NpeaynpexAeHns CMOHTAHHbIX KPOBOU3NUSHWIA
BC/IECTBME NOPAXEHUS NEYEHN U BUTAMUHA K-3aBUCUMOIF KoarynonaTuu.

OnucaHue KnuHUYeckoro cnyyas: Manbuuk b., 2 mec. lMocTynun B CeHTA-
ope B rematonoruyeckoe otaenenme MAMKB c xano6amu Ha 6ecrnoKoicTBO
¢ “3aMupaHuaAMK”, oNUTENbHOE KPOBOTEYEHME U3 PaHKM MOCie B3ATUS KPOBMH,
YNAOTHEHUE MATKWUX TKaHeil NeBOro nieya, CHUXeHMe annetuta. U3 aHamHe-
3a U3BECTHO, YTO y pe6eHKa oTMeyanacb 0TEYHOCTb B 06/1aCTU IEBOTO Neya,
MaTb 06paTunacb K TpaBMaToNory ambynaTopHo, rae oTek 6bia pacLeHeH Kak
pacTseHue c 06pa3oBaHMeM reMaToMbl, HaloXeH runc. 14.09 6binn 3aMeyeHbl
remopparus Ha Hebe u BbipaXxeHHOe 6eCnoKOoiCTBO pedeHka, 6puragoii CMI go-
ctaBneH B MATIKB. Mpu noctynneHnu: cocTosiHWe cpefHemn TAXeCTH, CO3HaHMe
SICHOE, 61e[iHbI, NeTexnanbHas Ccbifb Ha Hebe, 0TMEYAEeTCs COXPaHEHNE KPOBO-
TOYMBOCTM NOC/e B3ATUA reMorpamMMbl U3 4 nanbLa nNpaBoii KUCTU, B 061aCTH
NeBOro nneya — rematoma. [bixaTenbHas U cepfeyHO-coCyAUCTas CUCTEMbI
6e3 ocobeHHoCTel. [eyeHb BbICTYNaeT U3-nof Kpas pebepHoi ayru +4-4,5 cm,
Kpaii 3aocTpeH. B/B BBefieH KOHLEHTpaT npoTpoMbuHOBOro komnnekca 500
ME, nepopasibHO — MeHaAuoHa HaTpusa 6ucynbdut 4 mr. BoinonHeHo MPT T'M:
BHYTPUMO3rOBOE NlaTepanbHOe KPOBOM3NUAHME TEMEHHOW A0NW cneBa. Boinon-
HEHo onepaTuBHOe yfaneHue rematomsl I'M. Mo gaHHbIM 06cneaoBaHus: RBC
2,67x10"2/n; Hgb 83 r/n; PCT 650x10°/n; 6unupy6uH obw. 71,5 MKMonb/n; 6unu-
py6uH npsimoii 38,63 mkmonb/n; LW® 1105 Ea/n; ACT 102,8 En/n; ANT 65,8 Ea/n;
KOHLeHTpaLusa npoTpoMouHa 29%; akTMBHOCTL akTopa IX 22,7%; anbda-1-aH-
Tutpuncut 0,4 r/n (0,9-2,0). MPT I'M: CocTosiHMe nocne yaaneHus BHyTPUMO3-
roBOM reMaTtoMbl ¢ OPMMPOBAHMEM PaHHUX NOCNEONEPaLNOHHbIX UBMEHEHWIA
B N1eBOi TeMeHHON gone. KT nerkux: yyacTku KOHCONMAALUIA U PETUKYNAPHBIX
U3MeHeHWii. InekTposHLedanorpadus: puTMbl 604pCTBOBAHUS YMEPEHHO 3a-
MeAfieHbl, 3a BpeMs UccnefoBaHNUs anuienTUYecknx npuctynos u ux 33r-nat-
TEpHOB He 3aperncTpupoBaHo. [lpoBefieHHOE NeyeHne: KOHLEHTpaT hakTopoB
cBepTbiBaHus Kpoew II, VII, IX n X B kOM6UHaLNUK (NPOTPOMEUHOBbII KOMNEKC)
100 Ea/kr B/B N0 cxeMe.

3aknoueHue: aeduumut anbda-1-aHTUTPUNCUHA — pefkoe 3aboneBaHue, B
OTHOLLEHNUM KOTOPOTO A0NKHA 6blITb 0CBEJOMIEHHOCTb M HACTOPOXKEHHOCTb Ne-
ANaTPOB, BaXXHa PaHHSASA ANArHOCTUKA W leYeHMe, TaK Kak OHO MOXET MPUBECTH
K TSOKENbBIM OCNOXHEHWSIM U MHBAaNWUU3auum.
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FTMTAHTCKAAl AKCOHAJIbHAA HEWPOMATHA Y IEBOYKHM
6 JIET

ABTOpbL:

Maxomosa I0nus UropesHa,
3apyukasa AHHa BanepbeBHa

PHUMY um. H.W. Muporosa

HayuHbIvi pykoBoAUTEb:
Manuna IOnua OneroBHa
HUKW neanatpum n geTckoi xupyprum uMmenn akagemuka t0. E. Benbtuuiesa

BBeaeHue: ruraHTckas akcOHasbHas HelponaTus — peakoe ayToCoM-
HO-peLecCMBHOE Mporpeccupytoulee HelipogereHepatuBHoe 3aboneBaHue C
ne6ToM B paHHeM geTcTBe. [pUYMHON CyXuT MyTauus B reHe GAN, pacno-
NOXEHHOM Ha 16 xpoMocoMe. B Mupe HacuuTbiBaeTcsi MeHee 100 naymeHToB €
YCTAHOBJ/IEHHbIM JMarH030M, NO3TOMY BaXXHO M3yyaTb €ro TeYeHue, 4to 6yaeTt
Cnoco6CTBOBATb PaHHEN reHeTUYECKO AUMAarHOCTMKE, NPeA0TBPALLEHUIO TAXe-
NbIX OCNOXHEHWIA N YBENNYEHUIO MTPOACIKUTENBHOCTH XXN3HU 60/bHBIX. BaXHO
YOENUTb BHUMaHME TeHeTUYeCKOMY KOHCY/NbTUPOBAHUK POAMTENeld, Tak Kak
npu BepudukaLum xapaktepa MyTaLuu NpefKOHLENTyanbHasa U npeguMniaH-
TaLMOHHAA AUarHoCcTUKa No3BOIMT M36exaTb NOBTOPHOIO POXAEHUS pebeHKa
C laHHO naTonoruei.

KnuHnyeckuit cnyvaii: gesoyka, gata poxgenuna 03.07.2015. Mpu noctynne-
HUM XKanobbl Ha: WATKOCTb MOXOAKMW, TPYLAHOCTM MpPM NOAbEME NO NIeCTHULE,
Tpemop, yacTbie 3anopbl. 3 aHaMmHesa: pe6eHoK OT 2 6epeMeHHOCTH, npoTe-
KaBlIei 6naronpuaTHO, poAbl CpouYHble, dusnonornyeckue. Passutue fo 1
rofa rapMoHuyHoe. HacneacTBeHHOCTb He oTaroweHa. C 1,5 net yctaHoBneHa
3aflepXkKa MOTOPHOrO PasBUTMA: NMOXOAKA HeyBEpEeHHas, No TUMY YTUHOIA, cno-
TbiKaeTcs, Najaet, N0 NIeCTHULLE NOAHUMAETCA C MOAAEPKKOIA, NO3Ke fuarHo-
CTUPOBaHbI aTpodUs 3pMTENbHBIX HEPBOB W aKTa3Has HeAOCTAaTOYHOCTb. I3l
2018 r: 061Ww,eM03roBble M3MEHEHUA BUONOTEHLMANOB C NpeobnafaHueM BbICO-
KOaMMNIUTYAHbIX 3a0CTPEHHbIX TeTa- U AeNbTa-BOMH B 3afHe-BUCOYHO-TEMEH-
HO-3aTbINOYHbIX 061ACTAX, CHUXKEH MOPOr CYLOPOXHONA roToBHOCTH. I3l 2021:
3ameaneHne GOHOBOI aKTMBHOCTM C aKL,EHTOM B 3aTblI0OYHOI o6nacTun. IHMI
2019 r: HapyweHne HepBHO-MbILLIEYHON NPOBOLUMOCTMU MO BEPXHUM WU HUXHUM
KoHeyHocTaM. QHMI 2021 r: rpy6oe akcoHasibHOe NopaxeHne HEPBHbIX BOJIOKOH
BEPXHUX M HUXHUX KOHEYHocTel. MPT 2019 r: oyaru nuHeiiHoin dopmbl ao 3x26
MM B 6e/10M BeLLECTBE NONYLWAapUil MO3XKeyKa, CAMMETPUYHBIE 30HbI UBMEHEHMIA
B 3aHE60KOBbIX OTAENaX NPOSOAroBaTOro MO3ra c pacnpoCTPaHEHUEM Ha HUX-
HUE HOXKW MO3XeuKa, BEpXHUN OTAeN1 CMUHHOro Mo3ra UCTOHYEH Ao 5 MM. o
uToram pacimdpoBKM aHanM3a CeKBEHUPOBaHUs reHOMa 6bl0 BbISIBJIEHO HANN-
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yne MyTauum, cneunduYHoOI AR TMraHTCKOW aKCOHaNbHOM Heliponatuu 1 Tmna,
poAUTENU ABNAIOTCA reTepo3UroTHbIMU HOCUTENAMU. Ha faHHbIit MOMEHT pas-
BMTUE AUCTAaPMOHUYHOE, 0TCTaeT B pocTe. [Ipn 0CMOTpe: NeBOCTOPOHHUIA CKONN-
03 MOICHMYHOro oTaena 1 cteneHu, KMo3 rpyaHOro 0TAeNa, NOJ0BOE pa3BUTHE
M0 BO3PACTY, TeMHble KyAipsiBble BONOChI. HEBPONOrMYeCKMii CTaTyC: MblLIEYHbINA
TOHYC B BEPXHUX U HUKHUX KOHEYHOCTAX CHUKEH, CUNa MbILLL BEPXHWUX N HUXHUX
KOHEeYHOCTel CHUXeHa f0 4 6a110B, CYXOXMUbHbIE pepaeKChbl HUKHUX KOHEYHO-
CTeli He BbI3blBAKOTCA, T’MNEpnaTus B CTONax ¢ ABYX CTOPOH, Xofb6a camocTos-
TenbHas, HeyBepeHHas, Ha LWNPOKOI 6ase, NOXOAKA aTaKTUYecKas, No NecTHULe
NOAHMMAeTCS C ONOPOIA, KOOPANHATOPHbIE NPOBbI BbINOMHAET C MUHTEHLMOHHBIM
TPEMOPOM 1 AUCMETPUEii C ABYX CTOPOH, AUCAMAA0XOKNHES, B Tpo6e Pombepra
HeycToluMBa, Ta3oBble GYHKLMW He HapyweHbl. OLeHKa fBUraTebHbIX BOZMOX-
HocTeili no wkane MFM 75,8%. WHTennekTyanbHble GyHKL MM COXPaHHbI.

3aKntoyeHune: aHHblil KNTMHUYECKNIA CyyYail JeMOHCTPUPYET COBOKYMHOCTb
MPU3HAKOB, MO KOTOPbIM C MOMOLLbIO FTeHETUYECKOW MAarHOCTUKN MOXHO yCTa-
HOBWUTb FMraHTCKYI0 aKCOHanbHYl HeidponaTuio. PaHHAS AWarHoCTUKa NosBO-
nuna onpepenuTb HanpaBfieHWe AanbHeilunx MCcCNefoBaHWii U HasHauuTb
CBOEBPEMEHHYI0 Tepanuio, Hanpas/eHHYI0 Ha 3aMefiIeHne NPOrpeccupoBaHus
3aboneBaHus. MauneHTKe 6bIM PEKOMEH[OBAHbI: KWHE3NOTepanus, Maccax,
MarHuToTepanus, 31eKTPOCTUMYNALMNA C UCMONb30BaHNEM 6UOTOTNYECKON 06-
paTHOI CBA3MK, NnaHoBas rocnutanusaumusa 1 pas s roj.

COYETAHHASA KOAT'YJIONATUA

ABTOpbI:

MumuHoBa AHacTacusa BacunbeBHa,
MocecoBa EBreHuss AnekcaHpoBHa,
Apanoea Buktopus BnaguMuposHa,
CepernHa Buktopus AneKcaHpoBHa,
Ykonosa Co¢bsi KupunnosHa

PHUMY um. HW. NMuporosa

Hayy4Hbiii pykoBOANTE B!
Napuna Jlio60Bb EBreHbeBHa — K.M.H., JOLEHT
Mopo3sosckas Kb

BonesHb Bunne6panga (bB) — HacnencTBeHHas Koarynonartus, BbiabiBaeMas
KONIMYECTBEHHbIM 1 KaueCTBEHHbIM fiepuunuToM dhakTopa Bunnebpanaa (¢B).

Oeduuut paktopa XII, cuHapom XaremaHa (CX) — reHeTMYECKU [ETEPMUHU-
poBaHHOe 3a6oneBaHue, CBA3aHHOE CO CHUWXEHWEM aKTMBHOCTU (akTopa XII
CBepTbIBaHUA KPOBMU.
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AkTyanbHocTb: BB Hanbonee pacnpocTpaHeHHas HacnejCTBEHHas Koary-
nonatus (4acToTa BCTPEYAaeMOCTH B 06LWeil nonynauum oueHusaetca ot 0,6
1o 1,3%), a BcTpeyaemocTb CX B monynsauuu He npesbiwaet 1 cnyyas Ha 1 MAH
HaceneHus. B cBolo ouyepefib coyeTaHHble Koarynonatum BCTpeyalTcs JocTa-
TOYHO PeAKO, YTO 06YyCNaBNUBAET aKTyaNbHOCTb 06CYXAEHUSA LaHHOTO KNUHM-
yeckoro cnyuvas.

Manbuuk, 7 net noctynun 29.05.22 B reMmatonornyeckoe oTAeNeHne ¢ xasno-
6amu Ha yacTble HOCOBble KPOBOTEYEHMSA C TPEX NIET C 4acTOTOl 0 ABYX pas B
CYTKU, LNUTENbHOCTbIO A0 2 MUHYT. [Ipn NOAroTOBKE K afleHOTOH3UAN0TOMUK
B Koarynorpamme BbiIBUAW YAAWHEHUE aKTUBUPOBAHHOIO YaCTUYHOFO TPOM-
6onnacTuHoBoro BpemeHu (AYTB). PaHee 6bi10 XMpypruyeckoe BMeLaTelb-
CTBO — BCKpbITHE abcLecca npaBoro 6efpa, KpOBOTeUEHMUS He 6b1n10. [pu ocmo-
Tpe NaTonoruii He BbIBAEHO.

B knuHuyeckoM aHanuse Kpoewu oT 30.05.22 TpomboumnTos (450x10°), norpa-
HUYHBIA numdounTos (3,94x10°).

Mpu nccnefoBaHum akTMBHOCTHU M cBoicTB ®B 0T 31.05.22 BhIfBNEH Aedu-
uut ®B (0 40,5%). NMpu uccnefoBaHuM akTUBHOCTH hakTopa Xl BbIAAB/IEHO €ro
CHUXeHMe (25,8%). AYTB noBbiweHo (43,0c)

BbinucaH us CTalMOHapa c AuarHo3om covyeTaHHasa Koarynonatus, 3a BpemMsa
I'IpeﬁbIBaHMFI B CTauuoHape KpOBOTe‘-IEHVIVI He Haémop,aJme. PekomeHgoBaHo
KOHTPOJIbHOE 06CJ'IEJJ,OB3HVIE yepes 3 MecsLla 419 UCKITIOYEHUA TPAH3UTOPHOTO
XapakTepa BbISIBIEHHbIX U3MEHEHMWIA.

23.08.22 rocnuTann3upoBaH Ha KOHTPONbHOoe ob6cnepoBaHue. Xanobbl
MpeXHWe — 4yacTble HOCOBble KPOBOTEYEHMSA. [eMOCTaTUYECKYIO Tepanuio He
nonyyan. Mpu ocMOTpe BbiBNIEHbI €JMHNYHbIE MOCTTPaBMaTUYECKME IKXUMO-
3bl Ha HOTax.

B knuHuyeckoM aHanuse kpoBu oT 24.08.22 onpepensetcs nTMMAOLUTO3
(4,7x10°).

071 24.08.22 YpoBeHb aHTUreHa OB (58,2%), CHWUXeHa pUCTOLETUH KodaKTop-
Has akTUBHOCTb OB (38,4%), a TaKk e CHUXEeHa akTUBHOCTb pakTopa Xl (29,2%).
MoBbiweHo AYTB (43,4c)

Ha peHTreHorpaduu (P) roneHocTonHbix cycTaBoB oT 24.08.22 BbifBNEHbI
W3MEHEHUS, XxapaKTepHble A/ apTponaTui (CyXXeHue CyCTaBHOM e, UCTOH-
YeHMe CYcTaBHOTO XpsLLa, parMeHTaLus KOCTH, 0CTEO(UTDI).

Ha MoMeHT 06cnefoBaHnst pe6eHoK B KOPPEKLMM reMoCTasa He Hyxjancs.
25.08.22 BbinucaH fOMOI B yAOBNETBOPUTENIbHOM COCTOSHUM (OTCYTCTBUE HO-
BblX KPOBOTEYEHWI U remopparuii) ¢ AMarHo30M COYeTaHHas KoarynonaTtus,
nof HabnoaeHMe y4acTKOBOro Nejuartpa v remaronora.

3akntoyeHue: [laHHbI cnyvaii MHTepeceH cnabo BbIpaXXeHHbIMU KNMHUYECKHU-
MU NPOABNEHUSMMU, YTO TPe6OBANO TLWATENbHOTO 06CNEAOBAHNA CO CTOPOHDI
cneuuanucToB. Jlerkuii xapakTep TeyeHus 3a601eBaHNA NO3BONN N36EXKATb Ha-
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3HaYeHUs reMocTaTMyeckon Tepanuu, XoTa Ha Pr YXe onpenensarTca NpUu3Haku
apTponaTtuun, 4To elle pa3 AoKa3biBaeT, YTO NaLUeHTbl C LaHHOIA d)OpMOVI 3abone-
BaHKUA Tp66y}OT TWaTeNIbHOro KOHTPONA Hap COCTOAHUEM 340POBbA U TEYEHUEM
00Ne3HU, TaK KaK UMeeTCs BbICOKMI PUCK XU3HEYIrpoXakoLWwmnx KpOBOTEHEHMﬁ.

TAPFETHASl TEPANUA MYKOBUCLIMA03A —
KNUHUYECKUIN CNYYAN

ABTOp!:
Moponbckas AHacTacus AHApeeBHa
PHUMY unm. H.W. Mnporoga

HayuJHbiv pykoBoanTesb:
3oHeHKo OkcaHa lpuropbeBHa
PHUMY um. HW. Muporosa

BeeaeHune. MykoBucumpo3s (MB) sBnsieTcs caMbiM 4acTbiM HacneiCTBEHHbIM
MOHOTeHHbIM 3aboneBaHueM. Hambonee pacnpocTpaHeHHOW BO BCEM Mupe
myTauueit npu MB saBnsietcst F508del. C 2012 roga cywecTByeT TapreTHas Te-
panus, no3BonsioLLan BOCCTaHaBIMBaTh QYHKLNIO M3MEHEHHOTO 6enka MyKo-
BUCLMAO03HOrO TpaHCcMeMGpaHHoro perynsTopa (Cystic Fibrosis Transmembrane
conductance Regulator — CFTR). Mpu Hanuuuu myTauun F508del n3 yetbipex 3sa-
perucTpupoBaHHbIX NpenapaTto., NaLWeHTaM noKasaHo Ha3Ha4yeHue O4HOro U3
Tpex npenapatos — Orkambi, Symdeko unu Trikafta. MpeacTaBneH KNMHUYECKMIA
cnyyaii n36upaTenbHOro 0TBeTa Ha TapreTHy Tepanuto npenapaTtamu Orkambi
u Symdeko y naumeHTku ¢ reHotunom CFTRdelF508/del F508.

MaumeHnTka K., 2010 roga poxaeHus, AUarHo3 yCTaHOBNIEH HAa NepBOM rogy
XWU3HM C MOMOLLbIO HEOHATaNIbHOTO CKPUHUHTA, ¢ 2015 rofja CTOMKMWIA BbICEB CU-
HerHonHoi nHdekumu. Mpu rocnutanusaumm B anpene 2020 roaa, xanobsl Ha
Kalenb ¢ FTHOMHOW MOKPOTOM, OAbIWKa NPK CNOKOIiHOI Xxoabbe. PocT=127 cwm,
macca=19 kr (MMT=11,8 kr/m?2), Sp02 88-90%. Mpu ocMoTpe o6pallaeT Ha cebs
BHUMaHUe 604KoobpasHas rpyaHas knetka, aedopmaumus AucTanbHblx Gananr
W HOTTeii no Tuny «6apabaHHble Nanoyku» U «<4acoBble CTeKNa». AyCKynbTaTUB-
HO — Macca paccesiHHbIX, pasHokanubepHblx xpunos. Ha KT 6onbwoe Konnye-
CTBO KMCTO3HbIX M BaPMKO3HbIX 6pOHX03KTa30B. Ha cnupomeTpuun OOBT — 26%,
OXEN — 36%.

Mo pewennto Bpaye6Hoii komuccum — HayaT npuem CFTR-mopynsatopa
Orkambi (ntomakadTop 200 mMr/uBakadTop 125 Mr) 2 pasa B CyTKW B NpueMe ¢
XWUPHOI NULLeit.

locnutanusayms B Hosi6pe 2020 ropa. XXanobbl Ha NPOAYKTUBHbIN Kalenb
CO CKYLHO/ MOKPOTOM, NepMOAMYECKOE OTXOXAEHNE C MOKPOTOI TEMHbIX Clin-
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3UCTbIX NPO6OK, OAbIWKA NMPeUMyLecTBEHHO Ha GOHe (U3MYecKon Harpys-
Ku, 63 NMXopagkum U CUHAPOMA 3HAOTOKcemMun. PocT=128 cm, macca=19 kr
(MMT=11,3 kr/m?), Sp02 91%. Ha poHe 6-MecsyHoro npuema Orkambi oTmeyaer-
CSl 3HAYMMOE yNyylleHMe KayecTBa XM3HU pebeHKa — NoBblWEHWE ABUraTe b-
HOIl akTuBHOCTK, SPO2 B Nnokoe 95-97%, KynupoBaHue XpOHUYECKOW# 3HAOTOK-
CeMUK, NpMpoCT cnupoMeTpuyecknx nokasarteneit — OXEJT1 Ha 7%, OOB1 Ha 8%.
[epeHOCUMOCTb NeYeHUs YA0BIETBOPUTENIbHASA.

YuuTbiBas nnoxyt npu6aBKy Macchl TeNa, peleHo NPOBECTH OnepaLmio no
NOCTaHOBKe HM3KONpoduabHOii racTpoHomuyeckoi Tpybkun MIK-KEY Kimberly
Clark ¢ nocnegytowum BeegennemM runepkanopuyeckoit cmecu Nutrilon Energy
1,5 300 Mn B pexxuMe HOYHOI runepanuMeHTaluu. NepeHOCUMOCTb arpeccums-
HOW HYyTPUTUBHOW NOAAEPXKKN YL,0BNETBOPUTENIbHAS.

Beuay BO3HUKWKX Ha MOMeHT Mas 2021 rofa ClIOXHOCTEN No 3aKynke npe-
napata Orkambi, pe6beHKy o(popMeH MPOTOKON BpauebHON KOMUCCUM Ha MPUEM
TapreTHoro npenapata Symdeko (tesakadTop 100 mr/uBakadtop 150 Mr + uBa-
kadTop 150 mr).

Ha ¢oHe nonyyeHus npenapata Symdeco Kallesib yCUAUCS, BEPHYANUCH 060-
CTpeHus.

lfocnutanusauyua B uwne 2022 ropa. Poct — 135 cM, macca — 20 Kr
(UMT=11 kr/m?), Sp02 88%. Yanobbl Ha CMNbHbIKA NPOLYKTUBHbIA Kallenb C
FHOWHOM MOKpoTOM, noTeps B Bece 700 r, Ha GOHe MOCTOSHHOW HOYHOM rune-
panuMeHTaLum yepes ractpoctoMy. Ha cnmpometpun cHuxeHne 0OB1 go 22%,
OXEN po 36%.

YXyZlleHne COCTOSIHUA [aeT OCHOBaHWe MNPeAnoNOXMTb, YTO npenapart
Symdeko He noaxoauT naumeHTKe. PekoMeHAaLMK nevallero Bpaya — nepeson
Ha TapreTHblii npenapat Orkambi unu Trikafta.

3akntoyenune. [laHHbli KIMHWYECKWIA cnyyall CBUAETENbCTBYET O TOM, YTO
TapreTHasi Tepanus UMeeT MHANBUAYaNbHbIe 0COBEHHOCTM AeiiCTBUSA Ha Nauu-
€HTa, HeCMOTPA Ha a6CONOTHOE NOKa3aHMe K ee HasHauyeHuto. MpuemM Tepanuu
HEeoOX0AMMO NPOBOAUTL MOJL 06bEKTUBHLIM KOHTPOJIEM, TaKUM KaK NMOTOBbIN
TECT 4 OLleHKa Pa3HOCTM KMLIEYHbIX NOTeHLUaNnoB..
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KNNHUYECKKNA CNYYAIN EWING-LIKE CAPKOMDbI
C BCOR NMEPECTPOWKOMN

ABTtop:
Monuwyk MonuHa AHaToNbeBHa
cnermnmy

Hayy4Hbii1 pykoBOAUTE B!
TuxoHoBa MapuHa BanepbeBHa
HMWUL ArOW um. Imutpua Porayesa

BeepeHune. Capkoma lOnHra — 370 BbICOKO 3/10Ka4eCTBEHHas 0NyxoJib, nopa-
atowan KOCTM U MArKKUe TKaHW. Ha flaHHblii MOMEHT BblAENAKT KNAaCCUYECKYH
capkomy lOnHra — aTo capkoma c nepectpoikon reHa EWSR1 c onpefieieHHbIMK
reHamu-napTHepamu cemeiictea ETS, a Takxe HeauddepeHUUpOBaHHYIO cap-
KoMy u Ewing-like capkombl, KoTopble UMetOT nepecTpoiiku reHos BCOR, CIC-
DUX4 n nepectpoiiky rena EWSR1 ¢ reHamu He u3 cemeiictea ETS.

Llenb. MpoBecTM aHanM3 KNMHMYECKOTO CnyyYas UHIonofo6HoI capkoMbl C
nepectpoiikon reHa BCOR 1 nutepatypy no aHHOil NaToNorum.

MaTtepuanol u Metoabl. KnuHuueckuii cnyyvait Ewing-like capkombl ¢ nepe-
cTpoiikoii reHa BCOR y pe6éHka, nocTynueLero Ha neyenme B HMULL IFON um.
OMuTpus PorayeBa, a Tak)Ke aHanu3 MeXxyHapoaHOi nutepaTypbl N0 JaHHON
HO30N0rNN.

PesynbTaThl. B peBpane 2015 rona y pe6éHka 10 MecsiLeB No AaHHbIM BU3Y-
ann3auMoHHbIX UCCefl0BaHMii 6biN0 ANArHOCTUPOBAHO 06bEMHOE 06pa3oBa-
HWe 3a6POWMHHOrO NPOCTPaHCTBa NapaBepTebpanbHO cneBa Ha ypoBHe L1-L3
c npopactaHueM B CIMHHOMO3r0BOE NMPOCTPAHCTBO, YTO KJIMHUYECKMN COOTBET-
CTBOBAJI0 OCTPOIi BANOK Napanneruu ¢ HapyweHmem GyHKLWUM Ta30BbIX Opra-
HOB W YYBCTBUTENbHOCTW NO NPOBOJHUKOBOMY TUNY. bblno npoBeeHo YacTuy-
HOe yAianeHue onyxonu cnesa. o gaHHbIM MOP(ONOTrMYECKOro MCCeJ0BaHMS
ObIN UCKNHOUYEHbI 3MOPUOHaNbHasA pabaoMMocapkoMa M NUMGOMbI, 0JiHAKO
oTcyTcTBue akcnpeccunm CD99 He nosBonmno ucknouutb capkomy lOuHra.
Mocne yero 6bina HayaTa nonuxumuotepanus (MXT) no npotokony EuroEwing
2008, opHako B fanbHeilleM OT poauTeneit 6bln NONYYEH OTKA3 OT SieYeHus
C Nocneayownum JUHaMUYECKUM HabNnoJeHneM B aMbynaTopHbIX YCNOBUSX.
[Janee no gaHHbIM Bu3yanusauuu ot aBrycta 2020 oTMevanocb yBennyeHue
napaBepTe6panbHOro o6pasoBaHus Ha ypoBHe L1-L4 cneBa ¢ pacnpocTpaHe-
HWEM B CMTMHHOMO3rOBO KaHan, KOMNPECCUOHHbI nepenoM Tena L2 Ha ¢poHe
BTOPUYHbIX W3MEHEHNIA. Bbina npoBeAeHa 6uoncus onyxonu, matepuan 6bin
HanpasneH B HMUL, ArOW wm. OmuTpusa Porayesa. 3aknouyeHue: capkoma
lOuHra ¢ WHOUABTPMPYIOWMM POCTOM, MHOXECTBEHHbIE reMopparuyeckue
oyvaru. lo uMmyHoructoxummyeckomy u FISH-uccnegosanuto: PNET-nogo6Has
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MefKoKNeToYHasa capkoma c akcnpeccueit BCOR-CCNB-3. lMocne yero 6bina
nposegeHa MXT no npotokony EuroEwing 2012. Mo AaHHbIM KOMMbIOTEPHOIA
Tomorpaduu (KT) ot mas 2021 roaa 6b110 0OTMEYEHO YMEeHblUEHUE pasMepoB
onyxonu B fuHamuke Ha 49%. B utone 2021 yganenue onyxonu 3a6pownHHO-
ro NpocTpaHCTBa, yAaneHo He MeHee 98%, 3a MCK/OYeHMEM QparMeHToOB B
MEeXM03BOHOYHbIX OTBEPCTMAX, Nocsie Yero 6bina nposegeHa MNXT no cxeme
unknodochamup + TonotekaH. C Hos6ps no aekabpb 2021 roga — nyyeBas Te-
panus Ha 061aCTb pacnpocTpaHeHus peunansHoii onyxonu B COL (cymmapHas
ouaroBas f03a) 54 ['p u 6ycT Ha 061acTb 0CTaTOYHOI onyxonu ao COJ 59,4 p.
B panbHedwem Habntoganacb NONOXUTeNbHAsA AMHAMUKA C BOCCTAHOBNEHUEM
ABUraTenbHbIX GYHKLUWIA.

BbiBOAbI. [laHHbIA KIMHUYECKMIA ClyYail JEMOHCTPMPYET MEHee arpeccums-
Hoe TeyeHue Ewing-like capkombl ¢ nepecTpoiikoit reHa BCOR, no cpaBHeHuto ¢
Knaccuyeckoi capkomoii lOuHra. B panbHeiilwem TpebyeTtcs 60Nblue Uccnepo-
BaHWN Ang ONTUMU3AL MW Tepanum AaHHOW NaToONOMUM C BO3MOXHbBIM CHUXEHH-
€M MHTEHCUBHOCTU PEXMMOB XMMUOTEPanuu.

CNELLUOUYECKUE N HECNELLUOUYECKUE NPOABJIEHUA
CAHAPOMA IroJibAEHXAPA

ABTOpSbL:

CaBateeBa Onbra UnbuHnyHa,
Bacunbes UBaH CepreeBuy

PHUMY nm H./. TMuporosa

Hayy4Hbi11 pykoBoguTesib:
CapkucsiH ErnHe Anb6epToBHa — K.M.H., AOLLEHT
AIKB N 9 um. IH. CnepaHckoro

AkTyanbHocTb: CuHApoM lonbpeHxapa (OKyno-aypukyno-sepTebpanbHbiii
CNeKTp) — BPOXAEHHOe 3a601eBaHu1e, pasBUTUE KOTOPOW CBA3AHO C NaTonoru-
el npousBoAHbIX 1-2 xabepHbix ayr. C MeHblieil YacToTa CMHAPOMa Bapbupy-
eTcs o1 1:3500 go 1:5600 XMUBOPOXAEHMH, yalLe Y AeTell MyXcKoro nona (cooT-
HoweHue 3:2). ATUoNOrus L0 KOHLUa He U3yyeHa. HacnefoBaHue 3a60n1eBaHNA
cuutaeTcsa MHorodakTopuanbHbiM. XapaKTepHbIMU NPOSIBNEHUAMU 60NE3HH
ABNAOTCA OHO UM ABYXCTOPOHHMeE (Y 30%) NOPOKM pa3BUTUA FNas, YLHbIX pa-
KOBWH, NO3BOHOYHMKA, YEIOCTHbIX CTPYKTYpP. HabntofatoTcsa Takxe nopaxeHns
¥ NOPOKMW pasBUTUA LPYrUX OPraHoB W CUCTEM, YTO 3aTPyAHAET npouecc Ana-
THOCTUKM.

Llenb: nokasaTb BapuabenbHOCTb GEHOTUNMYECKUX NPOSBIEHNA CUHAPOMA
lonbpeHxapa AN CBOEBPEMEHHOI ANArHOCTUKY U Tepanuu.
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KnuHuueckuit cnyyaii: lesoyka y matepu 33 neT (Ha yyeTe B XXEHCKOIA KOH-
CynbTaluK He cocTOANA), 0T 8 6EPEMEHHOCTH, OT 7 CPOYHBIX LOMALLHUX POLOB,
¢ maccoit 2840 r n gnuHoii Tena 47 cMm. B nepuHaTanbHbIi LEHTP nocTynuna
yepes 1 yac nocne poxaeHusi. TAecTb COCTOAHMA Gbina 06ycnoBneHa Hapac-
TaloLWMMN NPU3HAKaMM ibIXaTebHbIX pacCTPOICTB, HEBPONOrMYECKON CUMNTO-
MaTUKOW CMHAPOMA yrHeTeHus. B HeoHaTanbHOM nepuoje nonyyana neyeHue
Mo NOBOAY BPOXAEHHOW NHEBMOHNUU, NHOEKLNM MOYEBLIBOAALLUX NYTeN, Cy6-
KNUHUYECKOI GOpMbl BPOXKAEHHOI LMTOMEranoBUpyCHOI MHGEKL UK.

BbisiBNIEHbl MHOXECTBEHHbIE BPOXAEHHbIE MOPOKM pasBMTUS: KoNoboma ne-
BOr0 BEPXHero Beka, Aeopmauums NeBoro yxa ¢ nepuaypukynsipHbiM 0TpocT-
KOM, aTpe3us aHyca C nepuHeanbHbIM CBULLOM, TMAPOHe(dPO3 NeBOI NOYKM, Me-
raypetep, CoMXeHNe U HeYeTKMii KOHTYp 4-7 pebep, Hannyue KOCTHbIX MOCTOB
MeX Ay HUMU, MHOXECTBO NONYNO3BOHKOB B rPyAHOM oThene, 12 pebep cnpaea
n 10 cneBa.

MpoBefeHO NO3TaNHOE XMPYPrUYECKOE NIeYEHNE MOPOKOB PasBUTUSA. [IBYX3-
TamnHas Xupypruyeckas KoppekLus aTpesun aHyca (3akpbiTue nepuHeanbHoro
chuwa, popMupoBaH HeoaHyc). Koppekuus rugpoHedposa (nepeblit aTan — Bbl-
BefeHue HedpocToMbl). B Bo3pacTe 3 MecsiLeB nNpoBeAeHa opTanbMonormye-
cKasi KOppeKLmMa Kon060Mbl.

Pe6eHoK BbinMcaH B y[0BNETBOPUTENBHOM COCTOSIHUM NMOJ ambynaTopHoe
HabnaeHne Bpaya-neguaTpa, Hedponora, yponora, Hesposora, ohTanbMono-
ra, A€ TCKOro xupypra, ayamonora. ®usndyeckoe 1 HeliponcuxMyeckoe passuTme
pe6eHKa B MOMEHT BbINUCKM B HUXHUX Npejenax BO3PacTHbIX HOPM.

3aknoueHue: CuHapom lonbaeHxapa MOXeT NPOSBAATLCA HE TObKO Knac-
CUYeCKMM OKYNO-aypuKyno-sepTebpanbHbiM CNEKTPOM, HO U MOpaXeHuem
APYTUX OPraHoB U cucTeM. Y flaHHOro pe6eHka ¢ reMudanunanbHoii hopmoii
CWHAPOMa BbIIB/IEHbI HUXKHSAS aTPe3ns aHyca ¢ nepuHeanbHbIM CBULLOM, TMAPO-
Hedpo3, MeraypeTep. CBOEBPEMEHHOCTb ANArHOCTUKM CUHAPOMaA MonbJeHxapa
3aBMCUT OT MEXAMCLMMNHAPHOIO KOMMIEKCHOT0 nofxoaa. [iunarHos cTaButCs
FeHeTUKOM Ha OCHOBAHWN XapaKTepHbIX GEHOTUMMYECKNX NPOABNEHNiA. Kpome
OCHOBHbIX XapaKTepHbIX PEHOTUNUYECKUX NPOABIEHNN, Y AeTeil BbIABASAIOTCS
BPOX/JEHHbIE MOPOKMW pa3BUTUSA JpPYrMX OPraHoB U CUCTEM, KOTOPbIE YacTo yXYA-
WwakT obLiee cocTosiHNE pebeHKa U TPe6YIOT XUPYPTrUYEcKoi KOppeKL M.

247



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

OCNOXHEHUA UHOEKLLMOHHOIO 3HAOKAPAUTA
Y PEBEHKA C TPOMBO®UNEN

ABTOpbL:

Caeuukas Maiia BnagucnaBoBHa,
FapranosH Mapus ApmeHOBHa,
NaBpoBckas AHacTacus 3pyapAoBHa

PHUMY nm. H.W. Muporosa

Hayy4Hbisi pykoBoAUTE B!
Napuna Jlio6oBb EBreHbeBHa — K.M.H., OLeHT
PHUAMY M. H. M. Muporosa

TpomGopuANs — CKNOHHOCTb K pasBUTMIO TPOMB03a BCAEACTBUE BAUSHUS
npeapacnonaratowux pakTopoB, Kak NpUOBPETEHHbIX, TaK U TeHETUYECKU Je-
TEPMUHUPOBaHHbIX. [pn 3TOM HacneAcTBeHHas TPOMGOGUNUA HOCUT reTepo-
reHHbli xapakTep ¥ MOXeT 6biTb 06yCNOBIEHa He TONbKO Ae(QULNUTOM ecTeCTBEH-
HbIX QHTUKOAryNsIHTOB, HO M APYTUMU MPOTPOMGOTUYECKUMU HAPYLIEHUAMMU.

Manbuuk B., 3 roaa, 3abonen octpo 11.12.13, Korga nosiBUAMCH NUXOPafKa,
pBOTa, HEYCTOMUYMUBBIN CTyn. AM6YnaTopHO nosyyan HUdypoKcasua, naHkpea-
TWUH, TPOBUOTHK.

Yepes 18 AHel B CBA3M C NOBTOPHOI ANUTENbHOI NMXOPaAKOiA 6b11 rocnuTa-
NIN3MpOBaH B 6OMbHULY MO MECTY XUTENbCTBA, Nonyyan uedTpUakcoH ¢ nono-
XutenbHbiM abdektom. 1.01.14 y pebeHka pa3Busics CyAOPOXHbINA NpucTyn, no-
C/le 3aBepLIeHNUs KOTOPOro BO3HMK/N NPaBOCTOPOHHUI reMunapes u MoTopHas
agasus. Mo MPT ot 17.01.14 ocTpoe HapylleHMe MO3roBOro KpoBOOGpaLLeHus
Mo MWeMMnyeckoMy Tuny B 6acceiiHe cpegHeit Mo3roBoii aptepuu. 7.02.14 pe-
6eHOK nepeBefeH B HeBponoruyeckoe otaeneHme MAIKE ¢ KnuHuyeckum ana-
FHO30M: UWeMunyeckuin uHdapkT nesoit remuchepbl roNOBHOrO MO3ra € remMop-
parmyeckum nponuTbiBaHUeM. [pu NOCTYNNEHUU COCTOSHUE CPeHEN TAXKECTH,
06LLEeMO3roBbIX U MEHUHTEANbHbIX CUMNTOMOB HET, aCUMMETPUSI TNasHbIX Le-
neii, nposonapes crpasa, MblLeYHbli TOHYC NOBbILIEH B NPaBblX KOHEYHOCTSX,
BbICOKWE CYXOXWJIbHble pedniekchl cnpaBa C pacluMpeHueM pediekcoreHHbIX
30H. [Tpu ayckynbTauuu cepjla oTMeYancs CUCTONUYECKUIA WYM B NPOEKLUU
mMuTpanbHoro knanaHa (MK). Mo TpaHcKpaHManbHOMY AYNJEKCHOMY CKaHMpO-
BaHuio 0T 19.02.14 — 3HaYnUTeIbHOE CHUXEHME NMUKOBbIX CUCTONIMYECKUX CKOPO-
CTeln no cpefHeil MO3roBOI apTepuu cnesa.

Pe6eHKy 6bInM HadHauyeHbl BalbNpoeBas KUCNOTa, aLeTuacanmuuioBas Kuc-
noTa, BUTaMUHbI rpynnbl B.

Ina panbHeiwero OﬁCJ’Ie,ﬂOBaHI/IFI U NevyeHus 6bin nepesejeH B remartosio-
ruyeckoe otaenenue. KnnHu4Yeckn oTmeyanocb ycuneHue cuctonum4yeckoro
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wyma B npoekunu MK, B cBA3M € YeM 6bina npoBefeHa 3xo-KrI, no pesynsratam
KOTOPOIi BbifiBNeHa HefocTaTouHOCTb MK ¢ peryprutaumeii 3+. Ha ocHoBaHum
aHaMHesa, KJIMHUYECKNX AaHHbIX U JaHHbIX Ix0-KI pebeHky 6bin BbiCTaBMeH
AMarHo3 NHOEKLMOHHBIA 9HJ0KAPAUT.

BbisiBieHbI reHeTUYeCKMe NonUMophU3Mbl CUCTEMbI FEMOCTa3a: FOMO3UroT-
Has MyTauus METUOHMH-CMHTa3bl pefyKTa3bl, FeTePO3UTrOTHbIE MyTaLUMN Me-
TUOHMH-CUHTA3bI, KoarynsiunoHnHoro ¢aktopa Vil, pubpuHoreHa 6eta, TpoM60-
LuTapHoro ramkonpotenHa 1B, P-cenekTuH nuraHg raukonpotenHa. deduuuta
npotenHoB C, S M aHTUTPOMOMHA HE BbiSIBNIEHO. TakuM 06pa3oM, TSKECTb CO-
CTOsIHMA pe6eHka bbina 06ycnosneHa nopaxeHmem MK, a Takxe MEMUYECKUM
MHCYNbTOM, Pa3BMBLUMMCS B pe3ynibTaTe coueTaHUst UHOEKLMOHHOrO 3HL0Kap-
LNTa U UMeLWMXCS Y pe6eHKa reHeTUYECKMX NPeANnoChINoK K TPOM603y.

B utoHe 2014 ropga B HLUCCX npoBefeHa wosHas nnactuka MK. Mocne onepa-
LiMM Ha3HaYeHbl HU3KOMONEKYNAPHbIE FenapuHbl.

locnutanusauus ot 11.09.14: y pebeHka COXpaHATCSA HE3HAYUTENbHbII Npo-
3onapes, YMepeHHOe CHUXEHWE MbIWeYHON cunbl B npaBoii pyke. Mo 3xo-Kr:
®B 61%, MuTpanbHas peryprutauus 1+. NMpoBefeHa KOppeKLUa Tepanuu, Ha3Ha-
yeH BaphapuH. PebeHOK Npofo/mKaeT NPUHAMATb aHTUKOAryNSHTHYIO TEpanuio
W HabnoaaTbca y NeanaTpa, HEBPOOra, Kapauonora U reMaTosiora no MecTy
XUTeNbCTBaA.

CoueTaHue MHPEKLUOHHOTO NpoLiecca U reHeTUYecKo NpeApacnofoXeHHO-
CTH pebeHKa K TpoM6006pa30BaHUI0 CMPOBOLMPOBASIO Pa3BUTHE ULLEMUYECKO-
ro MHCYNbTa. YYuTbIBas TAXKECTb PA3BUBLUETOCA OCNOXHEHUS, 6bIN0 BaXHO 3a-
NOAO3PMTb HApYLWEHNA CUCTEMbI FEMOCTA3a C LiefIblo Ha3HaYeHUs afieKBaTHOM
Tepanuu u npoduNaKTUKN OCIOXKHEHU.
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TEPHUCTbIA NYTb K NPABUIbHOMY IMATHO3Y.
KNUHWYECKUIA CNYYAH MANTb®OPMALLUU
LObIXATENbHbIX NYTEN

ABTOp!:
Conory6 Muxaun AnekceeBuy
Pasl'MY nm.akagemuka W.M.Masnosa

Hayy4Hbi41 pykoBoguTesib:
MusHiop UHHa BnaguMUpOBHA — aCCUCTEHT
Pasl'MY nm.akagemuka W.M.Masnosa

AKTyanbHoCcTb: KucTo3HO-aeHOMaTo3Has mManbdopMauusa Nerkux cambiii
pacnpocTpaHeHHbIN NOPOK fbixaTeNbHOW cuctemMbl, BcTpeyaetca B 60% cny-
yaeB OT 06LLero yncna GPOHX0NEroyHblX aHoManmii. Yactota BCTpeyaemMocTu
KMCTO3HOW Manbdopmauun 6poHxoB Bapbupyet oT 1:25000 o 1:30000 y *u-
BOPOX/EHHbIX feTeil. B nmpeHaTanbHOM [MarHOCTUKe 30/10TbIM CTaHLapTOM
ABNAETCA NPOBEeJEeHUe yNbTPasBYKOBOW AUArHOCTUKK nnoga Ha 17-20 Hepene
rectauuu, NOATBEPAMTb AMArHO3 MOXHO TOJIbKO MOC/e POXAEHUS NauueHTa,
npoBeas eMy KOMMbOTEPHYIO TOMOrpammy.

Matepuanbl 1 MeTOLbl: @aHaNM3 NEPBUYHON MEAMLUHCKON AOKYMEHTaL MK na-
unenTtku C., 8 ner.

Pesynbtatbl pab6otbl: MauuenTka C., 22.03.2014 r. PebeHok oT 2-it 6epemeH-
HOCTH (1-7 6epeMeHHOCTb — MafibyMK, 340POB), NPOTEKaNa C yrpo3oi npepbiBa-
HMA CO 2 TpUMecTpa. Pe6eHOK OT 2-X CPOUHbIX, MPEXAEBPEMEHHbIX POAOB Ha 36
cpoke rectauun. Macca Tena npu poxgeHnun — 32551, anuna tena — 49 cm. Mo
wkane Anrap 7/8 6anno.. [leBouka pocna v pa3BuBanach no sospacty. [pygHoe
BCKapM/auBaHue [0 7 MecsLeB Xu3HuW. [puBuTa No KaneHaapto npopunakTuye-
CKWUX NPUBUBOK. [eHeanornyeckmit aHamHes He OTATOLLEH.

MauneHTka 3abonena B pespane 2017 r., KorAa Bnepsble 6bl1 OTMEYEH CYXOM
Kawenb 1 nogbem TemnepaTypbl fo 37,5C, noctaBneH guarHos BepxHegone-
Bas MHeBMOHMA cnesa. Jleyunacb ambynaTopHo, nonyvyana aHTubakTepuanb-
Hyto Tepanuio. B pespane 2018 r. — rocnutanusmposaHa B ['bY PO «POKE um.
H.B.lmMuTpueBoii», c xano6amu: nogbem Temnepatypbl Ao 39C, cyxoi Kawenb.
Mo pesynbTataM peHTreHorpaMMmbl FpyAHOIA KNEeTKW BbICTaBNEH ANArHO3: BEPX-
HeJoneBas NHEBMOHUS cneBa. Ha GoHe aHTMbaKTepuanbHoO Tepanun oTMeya-
nacb NONOXMUTeNbHas AMHaMuKa.

B Hosi6pe 2019 r. BHOBb NOBLILIEHME TeMMepaTypbl Tena Boiwe 37,5C, cyxoii
Kawenb, xpunbl. [poBefeHa KOMNbIOTEPHAs TOMOrpaMma ¢ KOHTPacTUPOBaHM-
€M, KapTMHa HenpaBKUbHO| GOpPMbI yyacTKa KOHCONMAALNMU NTIErOYHON TKaHU B
BEPXHeii Aone Nerkoro, C HEOAHOPOAHOI CTPYKTYPOR. Bblno NpUHATO pelweHne
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HanpaeuT nauueHTKy B PIKb r.Mockea c uenbto foo6cnegobanus. B gekabpe
2019 r. NOBTOPHO HaXx0AMNACb Ha CTaLMOHapPHOM fleyeHunn. Ha peHTreHorpamme
nerkux B 60KOBOI NPOEKLMK cneBa 6b110 BbIABNIEHO B3AYTHE B HUXHUX OTAe-
nax, 6nuxe K BepXHUM OTAeNaM NeBOro KOPHs ONpefenseTcs y4acTok 3aTeMHe-
HUS HeNpaBWIIbHOI TpeyronbHoi Gopmbl, ¢ fedopmMaLneii u oboralieHnem ne-
FOYHOrO PUCYHKA, CTEHKU MENKUX BPOHXOB COMMKEHbI, YTONLLEHDI, YepeayloTcs
C yyacTKaMu AONbKOBbIX B3AYTHA.

B axBape 2020 r. naymeHTKe 6blNa NpoBeAeHa nepeaHe60KOBasA TOPaKOToO-
MUsi — yaaneHue BepxHeilt Aonu neBoro nerkoro. Mpu natoMmopdonornyeckom
06CcneoBaHNM, BbISIBNEHbl NPU3HAKK JIOKaNbHOW KUCTO3HOW Manbhopmavmu
6POHXOB C HecneunGuUYeckMM rpaHynemMaTo3HbiM BocnaneHueM. BoicTaBneH
OKOHYaTeNbHbI [MarHo3: nokasnbHas KMCTO3HAas Manb(hopMmauus 6GPOHXOB
BEPXHEI [ONW NeBOro IErkoro.

Peb6eHOK HaxopuTcsi Moj AMHAaMMYECKUM HabnofeHWem Bpavya-nefuarpa
yYacCTKOBOIO U NYIbMOHOJIOra M0 MECTY XUTENbCTBA.

BbiBogbl: MpUMep AaHHOrO KAWHWUYECKOro Cnyvas, AEMOHCTPUPYET, 4To
ManbdopmaLus 6pOHX0B MOXeT MaHu(pecTMpoBaTb Nocie nepuoga HOBOPO-
XAEHHOCTH. JTO CBA3AHO C PU3UONOTUYECKUM NMPOLECCOM «[03PEBAHUAN Ne-
rOYHOI# TKaHu. Mpy NOJO3PEHNUN HA HETUNMYHOE TeYeHNe MHEBMOHUH, cneayeT
NPOBECTU KOMMbIOTEPHYIO TOMOrpaMMy Nerkux, Kotopas no3BoNfeT ycTaHo-
BUTb TOYHYIO JIOKANM3aLIMI0 NaTONOrNYECKOro NPOLLecca u HasHaunTb cneyudu-
YecKyo Tepanuio A1 nauueHTa.

KucTtosHas Manbpopmaums 6poHX0B UMeEeT Haubosee 6naronpuATHbI Npo-
rHO3 U3 BCEIi rpynnbl BPOXAEHHbIX NOPOKOB Nerkux. Mpu ycnosum paHHeii gua-
THOCTUKU M 6bICTPOr0 ONepaTUBHOMO BMELWATENbCTBA, MPOrHO3 Y TaKMUX NaLueH-
TOB CUMTaeTCs 6NaronpusTHbIM.

KNMMHUYECKUIA CNYYAN MINALEHYECKOW ®OPMbI
NPONMOHOBOMW ALLUAYPUU Y PEBEHKA 4 MECALLEB

ABTOp!:
TeppxaHnaH Apesat ApMmeHOBHa
oMMy

HayuHbiii pykoBoANTENb:

Munrauposa AnekcaHapa leHHabeBHa — K.M.H., JOLEHT
oMrmy

MponnoHoBas auMaypua — aTo Taxenoe oppaHHoe 3a6oneBaHue C ayTocoM-
HO-PeLecCUBHbLIM TUMOM Hace0BaHNSA, KOTOPOE 06YCNOBNEHO HEAOCTAaTOUHO-
CTbto epMeHTa nponuoHnn-KoA-kap6okcunasbl, y4acTBYyOLEro B KaTa6onus-
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Me 6eKa, 4TO NPUBOANT K HAKOMNEHNIO B OPraHU3Me NPONUOHOBOI KMCOTbI 1
ee meta6onuTos [1].

AKTyanbHoCTb. HeflocTaToyHas cneunduyHoCTb KNNHUYECKUX NPOSBEHMNIA
NPONUOHOBOIA aLUAYPUN U HU3KAA OCBEJOMIIEHHOCTb NeNaTPOB O AlaHHOM Na-
TOJIOrMM Bbi3blBAET TPYAHOCTH B YCTAHOBJIEHUM ANArHo3a, NPUBOANT K NO3/He-
MYy HasHauyeHuio AneToTepanuu, yrpose neTanbHOro UCXofa Unn WHBaNNaN3a-
umn [1,2,3].

Matepuanbl n metogbl. Manbymk 4 Mec. NOCTYNUA B NPUEMHO-AUArTHOCTHUYE-
CKO€ OTAENIEHME C)KanobaMu Ha BbIpaXXeHHYH clabocTb, COHNUBOCTb, KOPOTKMIA
nepuog 60ApCTBOBAHUSA, 3HAYMTENIbHOE CHUXEHWE anneTuTa, MeNeHHoe ro-
TaHue. Pe6eHOK OT 3-i 6epeMeHHOCTH, NpoTekaBLei Ha GoHe aHTudochonu-
MUAHOTO CUHAPOMA, KOPOHABMPYCHOW MH(eKLMK, NabuanbHoro repneca. Pogpl
1-e, CpOYHbIe, MyTEM KecapeBa CeuyeHus, oueHka no wkane APGAR — 7/7 6an-
nos, Macca Tena 3262 r, gnimHa tena 53 cM. B HepBHO-NCMXWYECKOM pa3BUTUM
oTMeyvaeTcs oTcTaBaHue. C poXaeHUa AUarHOCTUPOBAHA aHEMMUS, MPUHUMAET
npenapatbl xenesa. Co cnoB Matepu, HacleACTBEHHOCTb He oTAroweHa. lpu
MOCTYN/EHUM B CTALMOHAP COCTOSIHUE TAXENO0e, 06yCNoBNeHHOe MeTabonye-
ckum kpusom. T 36,4 °C, Y[ 36 B MuH., YCC 130-145 ya. B MuH, Al 98/45 mm.
pT. cT., Sp0_2 98%. B comaTuyeckom ctaTyce: OfLyTNOBAaTOCTb NKLA, 61€JHOCTD
KOXHOro nokposa. OTKNOHEHUI CO CTOPOHbI BHYTPEHHUX OPraHoB Npu oCMOTpe
He BbIIBNIEHO. B HEBpoOrnyeckom cratyce: pe6eHOK COHMUB, ABUTaTeNbHas
aKTUBHOCTb CHWXEHa, rnasa NpUKpbITbl, OTKPbIBAET UX KPaTKOBPEMEHHO, OTMe-
YyaeTcs HEMOCTOSHHbIN FOPU3OHTaNbHbIA HUCTArM. CocaTenbHbli U FNOTOYHbI
pedneKcbl COXpaHEHbI, HO eCTb TPYAHOCTY NPU rNOTaHUN. [0NI0BY He JEePXUT, HEe
nepeBopaymBaeTcs, BbipaxeHa Anddy3Has MbiweyHas runoToHus. Cyxoxmuinb-
Hble pedeKcbl 0XWUBNEHbl, CUMMETPUYHbLI. B KNMHMYECKOM aHanuse KpoBMu:
aHemusl, NNIeNKONEHNA C HEATponeHueli. B obuiem aHannse MOYM: aLETOHYPUS.
KncnoTHO-0CHOBHOE COCTOSIHUE KPOBU: pecnupaTopHbli ankanos. MPT ronos-
HOro MO3ra: nNpu3Haku He6o/blOK 0600YEYHON TUrPOMbI B NepefHenare-
pafibHbiX OTAeNax JIeBOro Nonylapus rooBHOro Mosra (1o 3 MM), cpefiuHHbIe
CTPYKTYpbl HE CMeLLeHbl; YMEPEHHOE paCLIMPEHNE TIMKBOPHbIX MPOCTPaHCTB. B
CBSI31 C OTPULLaTENbHOMN JLUHAMUKON (YTHETEHME CO3HAHMUA, CYAOPOTM) pebeHoK
6blN NepeBefieH B peaHUMaLNOHHOE OTAENEHMe, T4e NPOBOANAACH NPOTMBOCY-
JOpPOXHasi, MeTabonuyeckas MHPY3NOHHasA Tepanus.

PesynbtaTbl. MeTO40M TaHAEMHO MacC-CNeKTPOMETPUM B MOYE 6bIN0 00Ha-
PY>XEeHO NOBbILWEHHOE COLEpPXKaHUe OpraHNYeckux KUCnoT — 3-ruapoKcUnponmo-
HOBOI# KMCJIOTbI, NPONWUOHMA FANLMHA. Ha 0CHOBAHUM NMONYYEHHbIX AAHHbIX 6bin
yCTaHOBNEH AMarHo3 «nponuoHoBas auuaypus, MnageHyeckas dopma». B no-
CneAyoLWeM 1MarHo3 6ol NoaTBEPXAeH reHeTUYecku. Ha poHe npoBogumoii Te-
panuu oTMevanach NoNoXuTenbHas AMHaMuKa. Ha ambynaTopHblii aTan pe6eHok
BbINKCaH B CTabUNbHOM COCTOSIHUN Ha NNeYe6HOI CMECH C UCKITOYEHWEM naTore-
HETWYECKN 3HaYMMbIX aMUHOKUCIIOT, METaboNNYeCKOil Tepanuu, HanpaBaeHHON
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Ha NPo@uNaKTUKY U KOPPEKLMIO runepaMMOHNeMIN. TakKe ANl MOHUTOPUHra
YPOBHS aMMOHUSA B KPOBY pe6eHoK obecrneyeH NOpTaTUBHBIM aMMOHUOMETPOM.

BbiBogbl. 1N paHHel AMarHOCTUKW HacnefCTBEHHbIX HapyleHnit o6MeHa
BELWeCTB NPeACcTaBAAETCS LeNecoobpasHbiM pacluMpeHne CKPUHUHT-NPOrpaMm
HOBOPOXAEHHbIX, YTO MO3BOJIUT YNYYLWMUTb MPOTHO3 Y AAaHHbIX nauueHToB [1,2,3].

KNMHUYECKNIA CNYYANA NPUMEHEHMA HAKCUTAMABA
B KOMBUHALIUK C GM-CSF NPU PEGPAKTEPHOM TEYEHUK
HEWPOBJIACTOMbI Y MALMEHTA NOAPOCTKOBOIO
BO3PACTA

ABTtop:
Typuuna Anactacua HukonaeBHa
PHUMY unm. H.W. Mnporoga

HayyHble pykoBoguTeu:

LllamaHckas TaTbsiHa BUKTOpPOBHA — K.M.H., pPyKOBOAUTEb rpynnbl No
u3yyeHuio am6puoHanbHbix onyxoneit HMUL, AFON um. fimutpus Porayesa,

Pa6aeBa Jiunus JleonngoBHa
HMWL ArOW um. AmuTpus Porayesa

Heiipo6nactoma (HB) — aTo HauGonee yactas 3/10KaYeCTBEHHas IKCTpa-
KpaHuanbHas CONMUAHas onyxosb feTcKoro BospacTta (7-8%), pasBuBatoLascs
U3 KJIeTOK NpefjlecTBEHHMKOB CUMNATUYECKO HepPBHON cucTemMbl. [ayneHThbl
NOAPOCTKOBOr0 BO3pacTa COCTaBASIOT Hebonblwy rpynny (<5%) cpean Bcex
peteil ¢ BepupUUMPOBAHHBIM LMArHO30M Helipo6nactoma. B paHHOW BO3-
pacTHoii rpynne HB xapakTepusyeTcs AAUTENbHbIM, UHAONEHTHbIM TEYEHUEM,
pedpakTepHOCTbIO K CTaHLAPTHO! MyNbTUMOLANbHOW Tepanuu U KpaiHe He-
61aronpuATHLIM NPOrHO30M (NATUNETHAS 06Las BbXXMBAEMOCTb COCTaB/sET
=7% ). B cBA3N C 3TUM Nouck ahHeKTUBHbLIX TepaneBTUYECKUX ONLNIi ABNSETCS
KpailiHe aKTyasibHbIM U HE06XO0AMMbIM A1 BOSMOXHOCTH YNyuYLIEHNUsi NPOrHo3a
JaHHOM rpynnbl NauUeHToB.

Manbuuk U, 15 net, fe6toT 3abonesanus B 12 net xanobamu Ha HeyCToRYm-
Bblli CTYN, NepUoANYECcKMe 6ONU B XMBOTE, NOJTyYan CUMNTOMATMYECKYIO Tepa-
nuto. Yepes 1,5 roga Hayanuch nepmognyeckue nogbembl Temnepatypbl go 38,5
C B BeuepHee BpeMs, C BbIpaXeHHON CNaboCcTbio, BANOCTbH; 60NN B MbllILLAX U
cycTaBax, nepuoauyecku npu MoYencnyckaHum.

Mpu poobcnegoBaHuu 6bin ycTaHOBNEH AMarHo3: Heiipobnactoma 3a-
OpIOWKUHHOrO NpocTpaHcTBa cnesa, 4 ctagusa no International Neuroblastoma
Staging System — meTvacTaTuyeckoe nopaxeHue KOCTHOro mosra;, M crtaans
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no International Neuroblastoma Risk Group Staging System. WHuuumpoea-
Ha Tepanus LNS NauMeHTOB rPynnbl BbICOKOrO puUcKa B paMKax NpoToKona
Neuroblastoma-2004, koTopasi BK/toYana UHAYKLWOHHY XMMUOTEpanuio, Xu-
pypruyeckoe neyeHne, BbICOKOLO03HYIO Tepanuio ¢ nocnegyowen ayTonoruy-
HOW TpaHcniaHTauuel reMonoaTMYecKUx CTBONOBbIX KNETOK, Ny4YeByl0 Tepa-
nuio n anddepeHUNpOBOYHYIO Tepanuio 13-4uc-peTMHOEBON KUCNOTON.

KNNHUYECKNIA CNYYAN CUH[IPOMA «BAJIOTO PEBEHKA»

ABTOpSbL:
YcTteHko EkaTepuHa CepreeBHa
PHUMY um. H.W. Muporosa

Hay4Hbi11 pykoBoguTeib:
[lymosa CBeTnaHa BnagumMupoBHa — K.M.H., OLLEHT
MMKL| «<KommyHapka»

AKTyanbHOCTb. Mof TEPMUHOM «BSIbIi i pe6EHOK» MOXET CKPbIBAaTbCSA OTPOM-
HOE KOMMYECTBO NaTONOrMYecKUX COCTOSAHNIA, HAYMHasA OT UHPEKLMOHHbIX 3a-
6oneBaHnit U TUNOTMPEO3a, N 3aKaHYMBasA TAXKENbIMUA HAacNeACTBEHHbIMMU na-
TONOrMAMMU, MUONATUAMMU U MUOAUCTPOGUAMM. HecneunduyHoCcTb CUMNTOMOB
pasNNYHbIX HO30/10T Uit CO3AAET 3aTPYAHEHUA B BepUBUKALLMM UCTUHHOTO Ana-
rHO3a, YTO U 06YCNABAMBAET aKTyaIbHOCTb 3a/laHHOI TEMbI.

KnuHuueckuii cnyyait. Pe6eHok W. oT maTepu 33 net ¢ 3HAOMETPMO3OM B
aHaMHese, 0T 2 6epeMeHHOCTH, 2 CBOEBPEMEHHbIX POAOB Ha cpoke 41 Hepens,
maccoit npu poxaenun 3080 r., snuHoin 50 cMm., oueHkomn no wkane Anrap 8/9.
Co BTOpPbIX CYTOK XW3HM OTMEYanocb HapacTaHue CUMNTOMOB [bIXaTeNbHON
He[0CTaTOYHOCTH, CUMNTOMOB yrHeTenus LIHC, cuMNTOMOB MHTOKCUKaLMK.
JuarHoctupoBaHa BHYTPUYTPOGHAs ABYXCTOPOHHAN MHEBMOHUA. HecMOTps Ha
MONOXUTENbHYIO LUHAMUKY OT NPOBOJMMOTO NIeYEeHUs1, COXPaHAINUCH BANOE CO-
CaHue, BbIpaXeHHble CUMNTOMbI MbILIEYHO TMMOTOHMM W MbILLEYHON CnabocTy.
O6palwan Ha cebst BHUMaHue HEHOTMM HOBOPOXAEHHOTO: Iy60KO NOCaXEeHHbIe
rnasa, MUKpOreHusl, KOPOTKUIA MU3UHELL, aKPOMUKPUS, HU3KUIA pOCT BONOC, AUC-
Nnasus yIWHbIX PaKOBUH, CaHJaneBnaHas wenb.

B xope nposoauMmoro ,U,I/Id)d)ep(EHLlMaJ'IbHO-}J,VIaFHOCTVNECKOFO Oﬁcﬂep,OBaHMFl
6blN10 BbISIB/IEHO

HecooTBeTCcTBMe BOA ronosHoro mMosra rectauMoHHoMy sospacty no 39r,
9X0-NPU3HAKMN UEMUM NEPUBEHTPUKYAPHBIX 30H NO AaHHbIM HelipoCoHorpa-
Guu. Hanuune ¢ poxxaeHms KNMHUYECKON KapTUHbI «BANOr0 pebeHKa», 0CO6eH-
HOCTM GEHOTUNA W MHCTPYMEHTANIbHbIX JaHHbIX MO3BOMMAN ONPELENUTb LieH-
TpanbHOE NPOUCXOXKAEHUE MbILIEYHOI TMNOTOHMN U NOJBENU K HE06XOAMMOCTH
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NPOBEAEHUs MOJEKYNAPHO-TEHETUYECKOTO WCCIe0BaHUA, Nocie KOToporo
pe6eHKy 6blN1 BbICTaBNEH ANArHO3: «CMHAPOM Mpaaepa-Bunnu».

ﬂ,eBOqu Bbinucasnan n3 ctaumMoHapa B yAOBJIETBOPUTENIbHOM COCTOAHUU NOA
Ha6J'IIO}J,EHMe nepnatpa, reHeTukKa, aHpQOKpPUHoOOra.

3akntoueHue. MocTpoeHne BepHOro auddepeHunanbHO-LUarHoOCTUYECKOro
pafa ABAAETCA KNOYEBbIM 3BEHOM

B BbIGOPe TaKTUKM 06CNeJ0BaHNS, NeYeHUs U AaNibHeNLEero HabnoaeHus pe-
0eHka. YcTaHoBMB BefyLuit cuMnToM CBP — MblLeyHyo runoToHUI, — HE06X0-
AMMO MAEHTUOULMPOBATL €e TOMMYECKOe NMPOUCXOXAEHMUEe, YTO NO3BOSIUT CY-
3UTb KPYr AMarHOCTUYECKOrO NOUCKaA. B M3yYeHUN NpUYMHBI NAaTONOMMYECKOrO
COCTOSIHUS pebeHKa cneayeT NpUAEPXKUBATLCA MEXAUCLMNIMHAPHOTO NOJXO0-
Ja Vi npuBniekaTb CNeLnanucToB pasiyHblX HanpaBaeHWiA: OT SHLOKPMHONOrOB
[0 Bpayei nabopaTopHOii ANarHoCTUKU. TONbKO KOMNNEKCHOE UCCief0oBaHue 1
UCKJIOYEHNE UHDEKLMOHHbIX, MeTaboNYeCKNX, TPaBMaTUYECKUX U, HAKOHEL,
reHeTUYeCKnX Npo6aem No3BONUT CBOEBPEMEHHO NOCTAaBUTb ANArHO3 U ynyy-
WNTb KAYeCTBO XM3HU pebeHkKa.

ATUMWUYHbIA FEMONIUTUKO-YPEMUYECKUIA CUHAPOM.
KNUHWYECKWUI CNYYAN Y MANIbYUKA 5 NIET

ABTOpBbI:
YeTioxaHaHua [luana BceBonofi0BHa,
Mucoukasn IOnua BacunbeBHa,
AwmupoBa JinaHa dpyapAoBHa,
BboraueBa Codbss MakcumoBHa

Ky6rmy

Hay4Hbii pykoBOoAUTE B!
bypnyukas Anna BnagumupoBHa — Ai.M.H., AOLEHT
Ky6rmy

BeegeHue: ATUNNYHBIA FeMONMTUKO-ypemMuyeckuit cuHgpom (alyC) — pep-
Kasi nporpeccupytowas hopma CUCTEMHOI TPOMBOTUYECKON MUKPOAHIMONaTum
(TMA), pasBuBatowasca BCleACTBUE HEKOHTPONMPYEMOIi aKTUBALMM anbTep-
HaTMBHOIO MYTU CUCTEMbl KOMMAEMEHTa W XapakTepusywlasaca npeumyile-
CTBEHHbIM NOPaXeHWeM COCYA0B MUKPOLUPKYAATOPHOrO pycnia noyek.

Llenb uccnepsoBaHNA: NPOBECTM aHaNU3 KIMHUYECKOrO Cnyvyas aTUMUYHOrO
reMOJIMTUKO-YPEMUYECKOTO CUHAPOMA Y Mafibunka 5 ner.

PesynbTaTbl uccnegoBanus: y nauuentab., 5 net co ciioB Mambl 0TMeYanoch
noBbllWeHWe TeMnepaTypbl Tena go 39°C, poTta, 6011 B XUBOTE, TEMHO-KOPKY-
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HeBbId LBET Moyu. Mama caMocCToATeNbHO fana afcopbeHTsl, néynpoden,
COCTOSIHWE ynyylwmnochb. Yepes yeTbipe AHS BHOBb PBOTa, CNabocTb pebeHka.
O6paTunncb B NONMKAMHKKY, YY4aCTKOBbIA neguatp HanpaBun pebeHka B LiPb
Ha rocnuTannsaunio c JMarHo3oM aHemus Tsxenon ctenenu. Mo pesynbratam
obcnefoBaHNs He MUcknovanca remopparuyeckuit Backynut, I'YC. Yuutbias
TAXECTb COCTOSHUA, pe6eHOK 6bI1 NepeBefieH B HEPPONOrMyeckoe oTaeneHmne
[leTckoii KpaeBoi KnnMHMYecKoii 6onbHMLbI . KpacHogapa (AKKB).

Mpu NOCTYNAEHUM COCTOSIHNE Pe6eHKa TSXKEeN0e 3a CYET aHEMUYECKOTO CHUH-
APOMa, MHTOKCHKALMMW, MOYEYHOIH HEAOCTAaTOYHOCTH. KOXHble MOKPOBbLI 6r1ea-
Hble, C CY6BUKTEPUYHBIM OTTEHKOM, Ha FONIEHAX U CTONAX efMHNUYHbIE NeTexnab-
Hble 3/IEMEHTbI CbITU.

B o6uieM aHanuse KpOBU: CHUXKEHWE YPOBHSA remMorno6uHa o 62 r/n, aputpo-
umtonenus — 1,78x10'?/n, neiikoyntonenus — 3,9x10°/n, TpoM6OLUTONEHUS —
31x10°/n, noBbiweHne COI go 38 mm/yac.

buoxumuuyeckuit aHanus kpoeu: nosbiwenne ACT 107 eg/n, TpUraMLepmaos
4,81 Mmonb/n, xonectepuHa 7,4 MmMonb/n, MoyeBuHbl 16,8 MMonb/n, KpeaTuHK-
Ha 142 mkmons/n, NAT 7104 epn/n, dbepputuna 351,88 Hr/mn. CHMXeHa pacueT-
Has CKOPOCTb KNy604ukoBoi GuibTpauum no Weapuy 35,3 MA/MUH.

CyTOYHbI 06bEM MouM 600 Mn. 06w Wit aHanM3 MOYN: NpoTenHypus 2,18 r/n;
remartypus, LBeT TEMHO-KOpUYHeBbIiA. [po6a Kymbca oTpuuatenbHasn. Mueno-
rpaMma: 6e3 natonoruu. Kpob Ha ADAMTS 13 — 78% (80-122%). MoBbiweHue
aytoaHnTuten Kk daktopy H — 4147 AU/ml. MUP uccnepgosanue kana Ha OKWN —
OTpuLaTeNbHo.

Y3M noyek u MoYeBOro nysbips: yMEPEHHO BblpaXeHHble AnQdy3Hble n3Me-
HEeHUs 06enx noyex.

PebeHoK KOHCYNbTMpOBaH cneynanuctamm PHUMY um H.W. Muporosa. Bobl-
cTaBnieH gnarHos: OcTpoe noyeyHoe nospexaeHune scnegcrene al'YC. bonbHoii
HY)XAaeTcs B HA3HaYeHUM npenapata IKynu3ymab no pekoMeHA0BaAHHOW CXeMe
neyeHus.

B Hedponornyeckom oTAeNEHUM NPOBOAUIOCH NleyeHue: nepenusanue C3M,
3PUTPOLMTAPHOI Macchl, KOMMIEMEHT-MHIM6MpYtoWan Tepanus (Akynusymac),
aHTUKOArynsaHTHas, aHTMb6aKTepuanbHas, rMIOKOKOPTUKOCTEPOUaHAS, UHDY3U-
OHHas Tepanus — 0TMeYeHa NONOXNTENbHAsA ANHAMUKA, YNYUYLIEHUE COCTOSHMS.

3aknoyeHune: al'YC oTHOCMTCA K XWU3HEyrpoxalowmum 3a6onesaHusm. Yuu-
TbIBasi OTCYTCTBME YeTKUX nabopaTopHbIx Kputepues al'YC, Heo6X0AMMO Npo-
BOAMTb CNOXHYIO M nocnefoBaTenbHylo AuddepeHumanbHylo AWarHoCTUKY
pasfnNyHbIX BapuaHToB TMA, UCKJIlOYeHNe KOTOPbLIX NO3BONAET 3aN0A03PUTb U
NOCTaBUTb NPaBUNbHbIA AuarHo3. CBoeBpeMeHHas AMarHOCTMKA U paHHee Ha-
yano NeyeHuss UMEKT peLlatoLLee 3HaueH!e B UCXOLEe 3a60/1eBaHMUA.
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CNYYAN YCNELIHOI0 IEYEHUA PAHEBOI0O CTOJIBHAKA
Y PEBEHKA LLUKOJIbHOI0 BO3PACTA

ABTtop:
®ununos ApceHnii Unbuy
PHUMY nm. HW. Muporosa

Hay4Hble pykoBogutenu:

LllakapsaiH ApmeH KapeHOBHY — HayuYHbIil COTPYAHUK
KnuHuyeckuin otgen MHCTUTyTa noamoMmuenuTa
3eepeBa Hapgexpaa HukonaeBHa — K.M.H., AOLEHT
PHUMY unm. H.W. Tnporoga

CTon6HAK — ocTpoe UHAEKLUOHHOe 3a60NeBaHNe, Bbi3biIBaeMOoe 6akTepus-
mu Clostridium tetani, xapakTepusyetcs pasBUTUEM MbILEYHOrO FMNEpPTOHYCa
¥ reHepann30BaHHbIX TOHWYECKUX COKpaLLeHUin MyckynaTtypbl. CUMNTOMbI 3a-
60neBaHus pasBUBaAOTCA B pe3ybTaTe NPOAYKLMN 6aKTEPUAMM IHLOTOKCHHA.

Manbuuk, 11 net, npe6biBaBlMii HA faye, TONOPOM HaHec cebe pybreHyto
paHy MArKWX TKaHeii Tbina npaBow cTonbl. llocne TpaBMbl 06paTunca B TpaBM-
MYHKT LEHTPanbHOW paloHHOW 60/MbHULbI, TAe Oblna NpoBejeHa NepBUYHan
XUpypruyeckas 06paboTka W ywuBaHWe paHbl, ObIM Ha3HAYEHbl NEPEBA3KU.
Npodunaktuka cTonbHAKa He npoBogunack. bonesHb Hayanach ¢ NosBNEHUA
TpU3Ma, B CBA3M C YeM B TeYeHUe BYX Hel obpaliancs K cToMaTonory, nato-
Norum He BbiNBNEHO. Ha 2 feHb 60/1€3HW NPUCOEAUHUIUCE Xanobbl Ha 601K B
MbILLILIaX HOT, U3MEHEHUE NMOXOJKN U3-3a HEBO3MOXHOCTU CrMBaHMSA B KOJIEHSX,
oTMeuan 601u B XuBoTe. Ha 6 cyTKM He MOr BCTaTb C MOCTENM M3-3a BO3HU-
Kalowmx cnasmMoB B MblLL@X HOM, TYI0BULLA, B CBA3W C YEM B CONPOBOXAEHMUN
maTtepu o6paTUNCA B NONMKNMHUKY, TAEe OCMOTPEH XMPYProm, npodunbHas na-
TONOrMA UCKYEHa, HanpaBneH K neguatpy. [lpu ocMoTpe nocne YyTOYHEHNS
BakLMHaNbHOro cTatyca (oTcyTcTBMe peBakuuHauum ALC-M B 6-7 net), 6bin
3aMnoA03peH CTONBOHAK 1 no kaHany CMI pe6eHok nocTynun B UKB N2 1.

PyTuHHbIE CCNeaoBaHNS KPOBU, MOYW B HOPME, 3@ UCKJTIOYEHUEM MOBbILLE-
HUs ypoBHA KOK. TUTp NpoTMBOCTONGHAYHBIX @aHTUTEN Npu nocTynnenum 1:20.

Mpu ocmoTpe pebeHOK HAXOLMNCS B SICHOM CO3HaHUW, OPUEHTUPOBaH B
npoctpaHcTBe. OTMevancs cnacTUYecKuii TeTpamapes, TpU3M, “CapAoHuYe-
ckas” ynbl6ka npu N060M MbILEYHOM HanpsHKEHUN UK BO3JENCTBUM Hecnel-
UpUYeCcKoro pasfpaxuTens, cnacTUYecKWit nape3 MbllL-pasrubaTenei LWwewm,
(bacumkynauum npaBoil NoNOBUHbI TynoBuwa. Mpu BepTMKanusauuu cpenan
HECKONbKO LIAroB W ynan u3-3a BO3HUKILEro reHepann3oBaHHOrO TOHMYECKOrO
COKPALLEHNSI MbILLIL, KOHEYHOCTEl 1 TynoBuLLa. [pu HEBPONOrMYECKOM OCMOTpE
BbIIB/IEHO BO3HUKHOBEHUE HEMPOU3BOJIbHbIX TOHUYECKUX COKPALLEHUTi B MblLu-
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uaxnpu n6bIX NMPUKOCHOBEHUAX, NOBbILLEHWE BCEX CYXOXXUITbHbIX pEd)J'IEKCOB c
paclwnpeHnem 30H. B cBf13M C BbIABNEHHOI KIMHNYECKOM KapTVIHOVI B KOHTEKCTe
annaeMnonornyeckoro aHaMmHesa Obin ANarHoCTnpoBaH paHEBOVI CTONGHSK.

PebeHok 6bin HanpaeneH B OPUT, rae 66110 NpoBeAEHO NeYyeHrne CTONOHAY-
HbIM aHaTOKCMHOM B A03e 0.5 EC noAKOXHO, NPOTMBOCTONIGHAYHOM oW agMHON
cbiBOpOTKO# B fo3e 99000 ME, c noBTOpHbIM BBEAEHWEM B TeYEHUE YeTblpex
CYTOK B CBSI3W C COXPAHEHWEM reHepann30BaHHbIX MbllIeYHbIX cnasmoB. Mpu
OCMOTpE CMycTA CYTKW — oTpuLaTenbHas AMHaMUKa B BUAe crubanusa Ha npa-
Bblii 60K, NPOBOKALNUSA CMasMoB MPU MUHUMANbHbIX 3BYKOBbIX, CBETOBbIX M
TaKTUNbHbIX pasapaxutensx. Ha 8 geHb 60ne3HuM Gbina HasHaueHa oyepepHas
[,03a NPOTMBOCTONGHAYHON CbIBOPOTKM, MOCNE Yero Hayanacb perpeccus Mbi-
WeYHbIX CNasmMoB, PUrMAHOCTM MbILUL, LIEWN 1 XKeBaTeNbHOI MyckynaTypbl. Ha 11
JeHb 6onesHn nepeBefieH B UHOEKLNOHHOE OTAENEHNE B CBA3M C YAyUllEeHNEM
COCTOSHUS.

Mpu fanbHeiwem npebbiBaHUN B MHPEKLMOHHOM OTAENEHUM COXpaHanach
yMepeHHas pUrugHoCTb MbILWL, HOT M TYNOBMLLA, HO NPU 3TOM pe6eHoK MOr ca-
MOCTOSTENbHO NepeABurathes, 6bina JOCTUIHYTA CTOMKas MOMOXWUTeNbHas
AMHaMMKa, B CBSI3U C YeM Ha 17 AeHb 60/Ie3HW NPUHATO PeLIeHne O BbIMUCKE
nauueHTa Ha aMbynaTopHbIN PEXUM.

MpuBefeHHbI KIIMHUYECKWIA cnyyail NoKasbiBaeT, YTO, HE CMOTPSA Ha OTCYT-
CTBMe 3NnU3040B 3a60/1eBaHNS CTONGHAKOM Cpeau AeTel WKONbHOro Bo3pacTa
3anocnegnue 10 net, Bpayam aM6ynaTopHOro 1 CTaLlMOHApHOro 3BEHA HEO6XO0-
AMMO NOMHMUTb 0 NPODUNAKTUKE, KIIMHUYECKON KaPTUHE U IeYeHUM CTONGHAKA.

KNEWEBOW SHLLEDANIUT U TEHETUYECKAA
SMUNENTUYECKAA SHLLE®ANONATUA

ABTOpbI:

XonuHa EneHa AnekceeBHa,
Jlykawesa Anekcanppa [IMuTpueBHa

PHUMY nm. H.W. Tnporoga

HayuHbiii pykoBoagUTE Ib:
XonuH Anekceii AnekcaHapoBuY — A.M.H., npodeccop

Katheapa HeBponorum, HeMpOXMpyprit u MeanLMHCKOA reHeTHUKH
nmenn akagemuka J1.0.bagansHa n/¢d PHAMY um.H./.Mnporosa

BeepeHue: Knewesoil aHuedanut (K3) — npupoaHo-oyaroBasi BUpYCHas
nHbekuns, nepefatoLanca Yepes yKycbl MKCOAO0BbIX Knewen. OCNOXHEHUEM
Hepefko aBnsetcs anunencus KoxeBHMKOBA. Inunentuyeckue aHuedanona-
TUM — NaToNoOrnyeckne COCTOAHUA, NMPU KOTOPbIX anunentudopMHas akTue-
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HOCTb NPUBOAMT K MpOrpeccupylolleMy HapylweHuto ¢yHkuum Mo3sra. Mpynna
reHeTMYeckux aHuedanonaTwit pasBUTUS WU ANMNENTUYECKUX 3HLEepanonaTwii
BkJitoyaeT 107 dopm no knaccudukauum OMIM.

KnuHuueckunin cnyyvaii: y nauymeHtkn A., 5,5 net B Bo3pacte 3 niet 11 Mec BO
BPEMS HaxoXAeHus B TIOMEHCKON 06nacTy NpousoLwen yKyc Knewa B 06nacTb
nesoro nnevya. He cmoTpsa Ha npodunakTuyeckoe BBefeHUe NPOTUBOKIeLLe-
BOr0 MMMYHOIrN06YN1Ha, CNycTs 2 HeAenu pasBuniuchb Ledanrus, nuxopagka
(38,90C), peoTa. [leBouka nomeleHa B OPUT, ceponoruyeckoe noATBEPXAEHNE
KNeweBoro MeHnHrosHuedanuta. e6rot cygopor yepes 20 aHeil — pokanb-
Hble BEPCUBHbIE N MUOKJIOHO-K/IOHWUM B JIEBOMN pyKe, CEpUiiHble. 3aTeM Npuco-
€AVHUINCb MHOTOYMCNIEHHbIE aTUMUYHbIe abCaHChl, MPUCTYMbI MO3UTUBHOIO U
HeraTMBHOIo 3NUNENTMYECKOr0 MUOKNOHYCa, @ Ha 33T — MynbTUdOKaNbHbIE U
anddysHble paspagbl, no mopdonoruu tuna «49PA» ¢ popmupoBaHuem nart-
TepHa ESES, uto He xapakTepHo gns anunencun KoxesHukoBa. OTMevaetcs
nporpeccupyrowas yTpaTa KOrHUTUBHbIX, PEYEBbIX U LBUTATENbHbIX QYHKLUIA,
pasBuUTHe cnacTUyeckoro TeTpanapesa, S>D. [lunamuka MPT — popmMupoBaHue
KMCTO3HO-TNUO3HbIX U3MEHEHNIi Tanamyca 1 nporpeccupyrowme atpodpuyeckume
U3MeHeHuMa 60nblwmnx nonywapuin. CnycTsa rog B nnasme kposu IgG u IgM k BK3
He BbiABNATCA. IOPEKTMBHOCTL NPOTUBOINUNENTUYECKON Tepanuu — Bpe-
MeHHbI 3G pekT Ha GoHe BanbnpoaToB (JenakuH B CUpPONe) U NeBeTMpaLeTama
(kennpa). Tonupamart (Tonamakc) — 6e3 adhekTa Ha NPUCTYNbI, yCUNEHNE BS-
NOCTW W cOHNMBOCTU. TpunenTan (okckap6asenut) — arrpaBauus AndQysHbix
anunenTUHOPMHbIX PaspsiaoB, aTUMMYHbIX abCaHCOB M MUOKNOHYyca. PyduHa-
mug, (MHoBenoH) — 6es adhdekta. CeMeilHblit aHaMHe3 OTArOLEeH — anunencus
y npajeayLwKu u 6abyluKky no IMHUM MaMbl, @ TAKXXE y ee CeCTpbl U BOOPOLHOI
naeMsHHULbl. ATUNMYHOE 1 hapMaKopesnCTEHTHOE TeYeHMe ANUNencum, oTcyT-
CTBME AaHHbIX 3a TEKYLW Wit 3HLehanuTMYeCKMin NPOLLECC, OTATOLLEHHbI CeMeii-
Hblii aHaMHe3 No 3nuiencuu, cnoco6CcTBOBANO NPOBEAEHUID FEHETUYECKOTO
o6cnepnoBaHns. Pe3ynbTatbl KNMHUYECKOTO 3K30MHOMO CEKBEHUPOBAHUSA: MY-
Tauus reda CACNA1A (c.3097C>G, p.GIn1033Glu) — aHuedanonatus passuTUS
W anunenTudeckas aHuedanonatus 42 tuna (OMIM#617106). C yueToM uaeH-
TudMKaymMu KanbLMeBOW KaHanonaTum — peKoOMeHA0BaHa TapreTHas Tepanus
NaMOTPUAXMHOM. JTaMOTpUAXUH (ceii3ap) cnoco6CTBOBAN CHUXEHUIO YacTo-
Tbl NPUCTYNOB, YNYYLIEHUIO KOTHUTUBHbIX GYHKLUA, OAHAKO, C NOCNEAYIOW UM
pasBUTUEM MaKyno-nanynesHoii coinu. CoBMecTHasa Tepanua GeHUcTMnoM cno-
c06CTBOBAN0 BPEMEHHOMY YMEHbLIEHUIO CUMNTOMOB, HO 3aTeM TOKCMKO-as-
nepruyeckas peakuus no Tuny cuHapoma CTuBeHca-[KOHCOHA noTpe6oBana
OTMEHbI TaMOTPUAXMHA. B HacToALWee BpeMs NnaHUPYeTcs NPUMEHEHMUE Ko-
6asama (hpusuym).

3akntoyeHue: [laHHbIi cnyyail [EMOHCTPUPYET OfHY U3 NOTMYECKUX OLIU-
60K — «MOCJIe He 3HAaYUT BCNEeLCTBUEY, XOTA KNewWweBon aHuedanuT, BeposTHO,
YCKOPUA Le6IOT reHeTUYeCKM-1eTePMUHMPOBAHHOr0 3a601eBaHmus U, 6e3ycnoB-
HO, cnoco6CcTBOBAN 60Jiee TAXEOMY HEBPOJIOTMYECKOMY NOPaXXEHUHO y pebeH-
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Ka. [letn c hapMakope3nMcTeHTHbIMU GOpMaMu ANUAENCUN U ANUAENTUYECKUMHU
aHUedanonaTUsMKU HYXAaloTCsH B reHeTUYECKOM 06Cnef0BaHNM METOLMKAMN
9K30MHOT0 CEKBEHUPOBAHUSi HOBOTO NOKONEHUsI. TakXKe, K CoxaneHuto, adpek-
TUBHBII MpenapaT MOXeT CNoCcO6CTBOBATb Pa3BUTMIO HEMEPEHOCUMBIX MO60Y-
HbIX 3QHEeKTOB, UTO TPebYET ero OTMEHbI.

PA3BUTUE FENATOLEN/IIONAPHON KAPLLUHOMbI
NMOCNE ONEPALUU ®OHTEHA Y NOJIPOCTKA
C BPOXXAEHHbIM MOPOKOM CEPAILLA

ABTOp!:
Laiixpasuesa lOnus AHreneBHa
PHUMY um. HW. Muporosa

HayuHbie pykoBogutenn:
Pbi6anko Hatanba AnekceeBHa
Pa6aeBa Jiunus JleonngoBHa
HMUWL AFOW um. ImuTpusa Porayes

AkTyanbHOCTb. DOHTEH-acCOLUMPOBaHHOE 3ab0NeBaHne NeYeHn — OTAeNb-
Has rpynna oclioXXHeHWi, BO3HUKAOLWMX y NaLMeHTOB C NOPOKOM cepjLa nocne
onepauuu GoHTeHa. lenatouennonspHas kapuyuHoma (FLK) saenaeTtcs peskum,
HO Hanbonee He6NaronpMATHLIM NPeACTAaBUTENEM 3TON KaTEropum 6oNnesHei.

Llenb. MpeacTtaBneHue KAUHMYECKOTO chnyyan renatoLennfapHoOi Kapum-
HOMbI nocne onepayunmn ®oHTeHa y nauueHTa C BpOXAEHHbIM NOPOKOM ceppAla.

KnuHuyeckwmit cnyvaii. C poxeHus naumeHT HaXo4MNCA NOA HabNLEHNEM
Kapguonora no noBoAy BpOXAeHHOro nopoka cepgua (BMC) — aTpesus Tpuky-
CNMAANbHOro KnanaHa, O4HONPUTOYHbIA eAUHCTBEHHbIA aHaTOMUYECKH NIeBbIi
Xeslyaoyek.

B Bo3pacTe 8 net npoBefeHa onepauus GoHTeHa. Yepes 5 neT BbIABNEHO
o6pasoBaHue S7,8 neyeHn. Ha OCHOBaHWM KOMMIEKCHOrO 06Cef0BaHNSA U TH-
CTONIOrNYECKOil BepudukaLmuu 6MONCMPOBAHHOrO O0Yara MeyeHu YCTaHOBJIEH
AnarHos: fenatouenntonsapHas KapuuHoma S7,8 neuenm, ctagus Il (T2NOMO).
KapananbHblii ¢16po3 neyeHun 2 cteneHn Ha GpoHe BPOXAEHHOTO NOPOKa Cepa-
ua.

C yyeToMm COMyTCTBYIOLWENA NAaTONOrMU CO CTOPOHbI CepAaeyHO-COCYAMCTON
CUCTEMbI, XMPYPruyeckoe feyeHne no NoBOAY renatouenoNapHO KapLuHo-
Mbl BbINOIHEHO COBMECTHO OpuUrafon KapLmo- M renatobunuapHblX XMpypros —
pacluMpeHHas MpPaBOCTOPOHHAS reMUrenaT3KTOMUA B YCNIOBMAX YaCTUYHOTO
MCKYCCTBEHHOI0 KPOBOOOPALLEHMS U TUNOTEPMUN.
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Yepes mecsL, Noc/ie NPOBEAEHHOr0 XMPYPruyecKoro eYeHns KOHCTaTupo-
BaHa CUCTEeMHas Mporpeccus B BUJe NOABNEHUA MHOXECTBEHHbIX 04YaroB B
060MX NErKux.

KapauoToKcHYHOCTb NpenapaToB XMMUOTEPaNnUu U HEO6XOAMMOCTb MacCHB-
HOVi CONPOBOAMTENbHON MHGY3MOHHOW HarpysKW, UCKOYMAM BO3SMOXHOCTb
npoBefeHuns CTaHAapTHOro yutoctatuyeckoro nevenus MUK, npumenstoweics
y AeTeil. OfHaKO 1 anbTepHaTMBHbIE BapuaHTbl Tepanuu LK, 3auMcTBOBaHHbIe
U3 «B3POCJION» NPaKTUKM — KOMBMHauuMa aHTU-VEGF/PD-L1 beBauynsyma6b/Ate-
nonusymab c nocneayow MM nepexofoM Ha Tepanuio MyNbTUKUHA3HbIM UHTU-
BMTOPOM TUPO3MHKUHA3bl KABO3aTUHMOOM, He MO3BOJIMNU JJOCTUTHYTb CUCTEM-
HOTrO KOHTPONS Haf 3a60NneBaHNEM.

06cyxpeHue. Onepauns GOHTEHA BLIMOMHAEGTCS Y NALUEHTOB C BPOXJAEH-
HbIM MOPOKOM CepjLa — C aHaTOMUYECKM efUHCTBEHHbIM XeNnyfouKkoM, Ans
pasfeneHns CUCTEMHOO W NNErOYHOT0 KPYroB KPOBOOGpaLLeHNs. HensbexHbIM
LONFOCPOYHbIM NOCNEeCTBMEM NOCTGOHTEHOBCKOrO MOBLIWEHUS CUCTEMHOIO
BEHO3HOr0 AaBNEHMS U HU3KOr0 CEpAEYHOro Bbi6poca SIBNSETCS XPOHUYECKOe
BOCMaNeHue neyeHu, YacTo Cnoco6CTBYOWEe pasBUTMIO Luppo3sa. lpuBegen-
HbIW KNIMHUYECKUA cnyyaii sBNsieTca peAKMM 3/10Ka4eCcTBEHHbIM BapUaHTOM (OH-
TeH-aCcCoLMMPOBaHHOIO 3a60/1eBaHNsI NeYeHn Ha poHe KapananbHoro Gpubposa.

3akntoyeHue. MauneHtsl nocne onepaunu GoHTEHa HaxofATcsA B rpynne
puCKa pa3BUTUA renaToLenoNspHOi KapyMHOMbIl. HeO6X0OANM efjuHbIii anro-
PUTM HabNIOAEHMA U AUATHOCTMKM [1S 3TOI KaTeropum 60NbHbIX 4151 BO3SMOX-
HOCTM paHHel Bepudukauum M'UK.

CUHAPOM AOPTO-ME3EHTEPWAJIbHOIO NUHLIETA —
TPYAHOCTU AUATHOCTUKHU B NEANATPUN

ABTOpSbI:

LUn6unosa MaguHa Maromepi0BHa,
Jle6epeB Bnagucnae Butanbeeuny

PHUMY nm. HW. Muporosa
Hayy4Hble pykoBogutenu:
MayHosa CBeTnaHa CTosiHOBHA — J.M.H., npodeccop
PHUMY nm.H.W. Muporosa
NabyTuHa HaTtanbs BUKTOPOBHA — K.M.H.
Mopososckasa Kb

CMHAPOM a0pTO-Me3eHTEpUanbHOro nuHueTa (CMHAPOM  LieNKYHYMKa,
Nutcracker syndrome) — pefkas BpoXAeHHas COCYAMCTasA aHOManus pacnosno-
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XEHUA BepXHel GpbKeeyHoli apTepuu, NpMBOASALLAN K CAABNEHUIO JIEBOIA NO-
YEYHOW BeHbl MEXAY aOpTOii U BEpXHEN OpbXeeyHol apTepueil ¢ pasBuTueM
NeBOCTOPOHHel NovyeyHoW (GneborunepTeHanmn, NOSBNEHUEM OONEBOr0 CUH-
ApOMa, NpOTeMHYpuu u rematypumn. OTHOCUTeNbHas PeAKOCTb 3a6oneBaHus,
OTCYTCTBME YETKUX KJIMHUYECKMX KPUTEPUEB AMArHOCTUKMU, BO3MOXHOE na-
TEHTHOE TeYeHMe C U30IMPOBAHHbIM MOYEBbLIM CUHLPOMOM MOTYT NPUBOLUTD
K ANArHOCTMYECKUM OLINBKaM.

Ha npotsixeHun rona B Hepponoruyeckoe otaeneHne Mopo3oBcKoit 60/b-
HULbI 6bINN TOCAUTANM3NPOBaHbI 3 NOAPOCTKA C Pa3IMYHbIMU ANArHO3aMM NpPK
MOCTYN/EHUM, Y KOTOPbIX B UTOre OblN BbISIBNIEH CUHAPOM a0OpPTO-Me3eHTepUab-
HOro NUHUeTa.

Llenb paHHOI paboTbl — NPOAEMOHCTPUPOBATL TPYAHOCTH AnddepeHymano-
HO-ANAarHOCTUYECKOro NOUCKA NPUYUH UBMEHEHMUIT KNMHUKO-NabopaTOPHbIX NO-
Kasarenemn.

Manbuuk, 12 net. MlocTynun B oTAeNEHUe HedpONOruu ¢ Xano6amu Ha nepu-
OAMYECKOE MOBbIWEHNE apTepuanbHoro aasnenus (ALl), M3MeHeHus B aHanu-
3aX MOYM B BUAE NPOTENHYPUM.

[lnarHos npu nocTynieHnun: gucMetabonuyeckas Hepponatusi. U3 aHamHe-
3a: ¢ 5-n net (2012 r) HabntofaeTca HedpoONOrom C fUarHo3om «[iuc-meta6o-
nuyeckas Hedponatus (okcanypus, kanbuuypus)». Monyyan Kypcol Memépa-
HocTabunusupyowein Tepanun. C fekabps 2018r (11 net) B aHanu3ax Mouu
npoTteuHypusa go 1,0 r/n; 8 2019 r — 0,183-0,95 r/n, ogHokpaTHO 2,5 r/n. C mapTa
2019 roga (12 net) nogbembl AL, 130/80 MM.pT.cT. C nioHs 2019 1 Hedponorom
Ha3HaueH 3Hananpun 2,5 mr/cyTku (npuHuMan mecau). Ha poHe npuema npena-
pata ALl B npepenax HopMbl. [locne okoHYaHUA Nnpuema aHananpuna Al nogHu-
manocb Makc fo 130/90 Mm.pT.cT. B 6uoxumnueckux aHanusax mouu B 2019 .
MuKpoanb6ymuHypusa 182-345 mr/cyT, cyTouHas npoteuHypus 0,567 r/cyT. Y3U
noyek 02.11.2019 - 3X0 Nnpu3HaKyU METABOIMYECKMX HAPYLWIEHUIA, AaHHbIX 3a Hed-
ponTo3 HeT. b/x kposu oT 20.11.2019 — KpeaTWHWUH 63 MKMONb/N, MOYEBMHA
3,2 Mmmonb/n.

3a nocnegHue 2 roga Manbyuk Boipoc Ha 20 cm. B deepane 2019 ropa y pe-
6€eHKa BbISIBNEHO BapuKoLene.

Mpu obcnefoBaHuM B CTauMOHape BbisBNEHbl nNpoTenHypusa 0,57 r/cyTky,
MUKpoanb6ymuHypua 345 mr/cyTku. Mpu3Hakm akTUBHOCTU MUKPOGHO-BOC-
nanuTenbHOro npolecca B NOYKax U akTUBHOrO TEYEHWUS rnoMepynonatuit no
pesynbTataM remMorpaMmbl, 6UOXMMUN KPOBU M UMMYHOTpaMMbl OTCYTCTBOBA-
nn. OyHkuns novek He ctpagana. Mo gaHHbiM CMA[L BbisiBNEHa apTepuanbHas
runepreHsuns B Teyenue cytok (MB CAL/neHb — 82%, UB CALl/Houb — 63%, UB
OAL/peHb — 65%, UB ALl/Houb — 46%). HapylweH cyTouHblii npodunb Af: no-
BbILWEHHAsA cTeneHb HoYHoro cHxenus AL (CU AL — 23%). MakcuManbHblid
noabem Al B 14:00 (o 161/86 Mm.pT.cT. npu YCC 89 ya/MuH).
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Y3W nouek, HafNOYEYHMKOB M 3aBPIOLWINHHOIO NpocTpaHcTea oT 29.11.2019
He BbISIBU/I0 Ha MOMEHT OCMOTpa 3Xorpapuyeckux NpU3HaKkoB CTPYKTYPHOM na-
TONOTUMU.

YunTbiBas M30MPOBaHHYIO NPOTEUHYPUIO B COYETAHMWU C apTepuanbHOM
runepTeH3uneil, Npu OTCYTCTBUM APYruX MapKepoB aKTUBHOCTU MHTEPCTULM-
anbHOTO U rNOMEPYNAPHOro NOBPEXAEHUA NOYeEK, Hanuune Bapukouene, 6bi1o
BbICKa3aHO NMPeAnoOXKeHUe 0 BO3MOXHOCTU COCYAUCTOrO reHesa yKkasaHHbIX
N3MEHEHMIA.

03.12.2021 6bina NnpoBefeHa KOMNbloTepHas ToMorpadus NoYeK U BepXHUX
MOYEBbIBOAAWMX MYyTed C BHYTPUBEHHbIM GOJILOCHBIM KOHTPACTUPOBaHUEM
YnbTpaBUCTOM, KOTOpas BbiiBUA HapyLLEHWe reMOAMHAaMUKWN B BU e a0pTO-Me-
3eHTepManbHOro NUHLETA: NOYKM 0BBLIYHO PacnooXeHbl, pasmepbl, hopMa ux
HEe U3MEHEHbI, 04epTaHMsa YeTKUE HEPOBHbIe, [LONONHMTENbHbIE 06pa3oBaHms,
KOHKPEMEHTbI B MOYKAaX 1 N0 X0y He pacLUMPEHHbIX HA YPOBHE CKaHUPOBaHUA
MOYETOYHMKOB He 0GHapyxXeHbl. MapaHedpanbHasa KnetyaTka 6e3 NpUsHaKoB
UHdUNbTPaLuu. HakonneHue u BbiBeieHUE KOHTPACTHOrO NpenapaTa CBOEBpe-
MEHHOE, CUMMETPUYHOe.

OTMeyvaeTcsi N0 OZHO NOYEYHOI apTepumn ¢ Kax Ao CTOPOHbI, 6e3 NpuU3Ha-
KOB CTEHO3UPOBaHMS.

JleBasi noyeyHas BeHa NPOXOAUT MEXAY aOpTOM U OTXOAALWENR OT Heé noj,
ocTpbiM yrnom (170) BepxHeii 6pbixXeeyHoi apTepueit, Ha 3TOM YPOBHE BEHa CY-
XeHa J0 SMM, fucTtanbHee oHa 9,5 MM. YyTb HUXe NPOXOAMUT ropu3oHTaNbHas
yacTb 12-NepCTHOI KULLKK, TaK e HECKOMbKO cyxeHa. 3akntoueHue: KT-kapTtu-
Ha MOXEeT COOTBETCTBOBATb A0PTO-ME3EeHTepMaNbHOMY MUHLETY.

Pe6eHOK KOHCYNbTUPOBAH KapAMoNorom, 6bisl BbiCTaBNEH AUarHos «Aptepu-
anbHas runepTeH3us 1 cTENeHW coYyeTaHHOro reHesa. (AopTo-MeseHTepuasb-
Hblii NUHLET. CUHAPOM BereTaTUBHON AUCHYHKLNK.)

Pe6eHok HanpaBneH Ha KoHcynbTauuo B ®rEY HMUL, CCX um. A.H. bakyne-
BaHaMOALepPXUBaKOLWEN TEPANUN UHTMOMTOPAMM aHTUOTEH3UH-NpeBpaLLatoLLe-
ro ¢epmeHTa (dHananpun no 2.5 Mr x 2 p/feHb) No4 KoHTponeM Afl, aHann3os
MOYU U KPOBMU.

Manbuuk, 16 net. focnutanusmpoBaH B Hedponoruyeckoe oTAeneHue no-
BTOPHO B CBA3W C MaKporemarypueii.

[narHos npu noctynneHun: femaTypus, NpOTEMHYPUSA HEYTOUHEHHas. Ty6y-
NOVHTEPCTULMANbBHbIA HEDPUT CMELIAHHON 3TUONOTUY.

M3 aHaMHesa: no gaHHbiM EMUAC aM6ynaTopHO OfHOKPAaTHO B MOYe 06Ha-
PYXeHbl KpMCTanbl oKcanarta Kanbuus+++, B 0CTafibHOM MOYEBOW 0CafO0K He
W3MEHEH, NPOTEUHYPUHK, TeMaTypuu He 6b110. BnepBble MakporemaTypus BbisiB-
neHa 02.05.2022. K Beyepy TOro xe fHA nNosiBUAAcb OTEYHOCTb rfias, cnesot-
eueHue, «<KOM B ropnie» (HabnlofaeTcs aniepronorom no noBoAy nosuMHO3a).
Bbina BbiaBaHa 6puraga CMI1 (BBeaeH NpeAHU30I0H U CYNpacTuH B/B), pe6eHoK
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jocTtasneH B npuemHoe otaenenme MAIKB, rocnutanuanpoBaH B oTaeneHune
Hedponorum, rae Haxogunca ¢ 03.05.22 no 12.05.22.

Ha ocHOBaHWM aHamHe3a 3a6oneBaHus (B T.4. OTATOWEHHbIA anneproaHa-
MHe3), Xanob6, AaHHbIX OCMOTPa U NabopaTOPHbIX UCCEA0BaHUIA: MacCMBHan
remMaTypus (cnnowb BCe Nons 3peHns), npotenHypus (2,5 r/n, 15 r/cyT, guypes
6 11), MUKpPOanb6yMuHypus (296 Mr/n); oTCyTCTBME NPU3HAKOB ryMOPasbHOIA ak-
TUBHOCTH, MapKepoB BOCNaNeHMs No pesynbTaTaM reMorpaMmsbl, 6uoxumuye-
CKOr0 U UMMYHONOrMYECKOro aHann3oB KPOBH; HOpManbHas QYHKLUA noYek,
HOpPMOKOarynsuus; pesynbTaToB yNbTPa3ByKOBOro UCCeA0BaHuMs nodyek (npu-
3HaKM yMEepeHHbIX ANPDY3HbIX N3MEHEHUIA NapeHXUMbI MOYEK, NMUEN0IKTA3UN
c/ieBa), pesynbTaToB LUCTOCKONUN (OTCYTCTBME BOCMANUTENbHbIX U3MEHEHMWIA
CNM3NCTOI MOYEBOTO NMy3bIps, PNOTUPYIOLLNIA reMOpparnyeckuil crycTok B npo-
cBeTe Ny3bips ) 6biN BbICTAB/EH [MarHO3 «TY6YNOMHTEPCTULMANbHbIA HeGpuT
CMELIAHHOM 3TMONOIUMN, C COXPaHHON PYHKLMeh noyek». bblil HasHayeH aunu-
puaamon 50 Mr 3 pasa B fieHb.

B cBsi3n ¢ xano6amMu Ha NONNMHO3, OCMOTPEH anNeproNoroM, yCTaHoOBJEH
aunarHos: MonnnHO3, PUHOKOHBIOHKTUBAMBHbIA CUHAPOM, 060CTpeHne. CeHcu-
6unMsauus K NbiNbLeBbIM annepreHam (6epesa). HasHayeHa aHTUTUCTaMUHHAsA
W MecTHas npoTuBoanneprudeckas tepanus (Lletupusun 10 Mr 1 pas B AeHb,
OnonaTagmH kannu rnasHole 0,1% no 2 kannu 2 pasa B ieHb B 06a rnasa, Mome-
Ta3oH 50 MKr/go3a cnpeii HasanbHblii 1 f03a 1p/AEeHb B KaXAblii HOCOBOI XOA).

B nepuop cTaunoHapHOro neyeHus BbiSIBNEHA TEHAEHLUS K apTepuanbHOM
runepteHaun (AL — 138/77 MM.pT.CT.), B CBSAI3M C YeM 6blsi HasHaueH JHananpun
u3 pacyeta 0,05 mr/kr/cyT (Bcero 5 mr/cyT). Ha ¢oHe npoBefeHHON Tepanuu
SIBNEHUS aNnepruyeckoro KOHbOHKTUBUTA U PUHUTA YMEHBIUKUANCH, LIBET MOYH
HOpPManM30oBancs, yMeHbWUANCH NPOTENHYPUA (1,5 r/n) U MUKPOaNbBYMUHYPUA
(173,6 mr/n), pocTurHyta HopmoTeHaus (120-117/70). MpoBegeHo o6enepoBa-
HMe Ha PeBMaTOJIOTMYECKYI0 NAHENb — laHHbIX 3a 1e610T PeBMaTON0rMYecKoro
3a60/1eBaHNA Ha MOMEHT 06Cie,oBaHNA He NONyYeHo. Pe6eHOK BbINUCAH ¢ pe-
KOMeHAauMamMn cobnofieHns AueTbl U NUTbEBOr0 pPexuMa, NPOAOJIKEHMUA Te-
panuu MAM® n AUNMpUAaMoNoM, aHTUrMCTaMUHHBIMW NpenapaTamu, KOHTPONs
ALl, 06LMX aHaNN30B MOYMK.

B MeXrocnuTanbHblii Nepuog Manbunk peKoOMeHfaLun He cobniofan, KoH-
TPONb aHanM30B U ALl He MPOBOAMIICA, NPUHUMAN TOJIbKO aHTUIMCTaMUHHbIE
npenapatbl. MMeeT BpeAHble MPUBbIYKK: KYpeHUe MOCTOSHHO, ynoTpe6neHue
aNKOTONbHbIX, 3HEPreTUYECKUX HaMUTKOB OTpULIaeT.

C 13.06.2022 BHOBb NosiBMNAcb MOYa KpacHoOro LBeTa, nony4yan améynarop-
Hoe neyeHue uunpodnokcaunHom. 15.06.2022 moya cTana HacblLeHHO Kpac-
HoiA, 6puragoi CMI goctaBneH nosTopHo B MATKB.

lMpu nocTynneHun — Moya MyTHas, TEMHO-KPaCHOro LBeTa, NnoTHocTb 1028,
60K 7,5 1/, HEU3MEHEHHbIE 3PUTPOLUTBI CMI/IOLWb NOKPLIBAKOT BCE NONSA 3pEHUS.
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Mo pesynbraTtam remorpaMmbl, UMMYHOTpaMMbl, GUOXMMUYECKOTO aHanu3a
KPOBU JaHHbIX 3@ aKTUBHOCTb MUKPOOGHO-BOCNANMUTENBHOIO U UMMYHHOKOM-
MNEeKCHOro npotecca B NoYkax He BbiABAeHo. 0TMeYanocb HEKOTOPOe YMeHb-
weHue apuTpouuToB (Ao 3,86x10'?), cHuxeHue remornobuHa (go 118 r/n) u
rematokputa (£0 33,5%) no cpaBHEHMIO C MOKa3aTeNsMU B NPeAbIAYLLYI0 Frocnu-
Tanusaumio, naTeHTHblii geduuymut xenesa (5,63 Mkmonb/n). Koarynorpamma B
HopMe. Peakuusa Kymbca oTpuuatensHas, aHanua KpoBu Ha MHI-KnoH — oTpu-
LaTenbHbIiA.

Mpu ynbTpa3ByKOBOM MCCNEAOBaHUM NOYEK, HAANMOYEYHMKOB, 3a6PIOLIMHHO-
ro npocTtpaHcTBa 0T 16.06.2022 cyLiecTBEHHbIX HapyLWeHWii B AudphepeHLnpoB-
Ke, NoKa3aTensx MHTpapeHanbHOro KPOBOTOKA 06EMX NOYEK He 0GHAPYXKEHO, B
MPOEKLUMN YCTbsA NeBOr0 MOYETOYHUKA ONPeAensniocb BKAOYEHWE MOBbILIEH-
HOI1 9X0reHHOCTH pasmepamu 14x12x14MM (crycTok?).

23.06.2022 noapocTKy 6blna NnpoBeeHa KOMNbOTePHas TOMOrpadus noyek
1 BEPXHUX MOYEBLIBOAALLMUX NYTE C BHYTPUBEHHBIM 6OJTIOCHBIM KOHTPACTUPO-
BaHUeM YnbTpaBUCTOM: Ha cepumn KT-cpe3oB MoYKM pacnonoXeHbl B TUIUYHOM
MecTe, KOHTYpbl YeTKue, poBHble. Pasmepbl: npaBas 113,6x52,6x56,6 Mm, neBas
120,9x48,5x51,2 MM. [1ONONIHUTENbHbIX NAaTONOrNYECKMX CTPYKTYP NO XOAY MO-
YeTOYHWUKOB, Ha ypoBHe YJ1C He BbIBNEHO.

MoyeyHan napeHxnMma HOpPMaJibHOW TONWMHbBI U CTPYKTYpbI, YJ1C He pacwm-
peHbl.

Mpy BHYTPUBEHHOM KOHTPACTHOM YCUJIEHUM MONTYYeHbI apTepUanbHas, BeHO-
3Hasl, paHHss W NO3JHAN IKCKPETOpPHbIe asbl.

MpaBas noyka KPOBOCHaGXaeTCA OLHUM apTepuasnbHbIM CTBONOM, OTXOLS-
MM OT BPHOLIHON a0PThbl B TUMMYHOM MECTe, KOTOPbI enuTCa Ha iBa cocyaa.
JleBasi nouka KpOBOCHa6XaeTcs OfHUM apTepuanbHbIM CTBOJIOM, AeNALUMCS
B BOpOTax MoOuYkM, onpejensercs abeppaHTHas apTepus, KOHTpacTupylowas
HUXHUN CerMeHT. 30H CY)XeHUA He BbIABNEHO. JleBas NoYeyHas BeHa LWMPUHOIA
40 10 MM, B «aopTO-Me3eHTepuanbHOM NMUHLETE», Yo OTXOXAEHUA BEPXHEN
OpbiXeeyHoii apTepun oT aopThl 140, cyxeHune BeHbl 0 2.6 MM. Bpems KopTu-
KO-MeZAynnsipHOro paBHoBecUs paBHAETCS 1 MUH (HopMa).

BbiBeeHue KOHTpacTHoro BewecTsa B Y/1C cBoeBpeMeHHoe (3 MUH), CUM-
MEeTPUYHOE C 06eNX CTOPOH.

Ha 5 MuH YJ1C He paclimpeHbl, MOYETOUHUKN KOHTPACTUPYOTCA LUCTOUAAMM.

3akntoyeHune: AOpTo-Me3eHTepuanbHas KOMNpeccus NeBoi NOYEYHOMN BEHbI.

B oTneneHuu pebeHok nonyyan neyenne MANG (aHananpun 5 Mr B cyTKm),
cumnTomMaTuyeckyto Tepanuto. A[l ctabunbHoe B npeaenax 110-117/70, moye-
BOI1 0CaJi0K C TEHAEHLMEl K yMeHbLIeHNo (6en0K 2,26 r/n, apuTpoumnTbl 2843
B nofe 3peHus). lokasaTenu reMorpamMmbl BOCCTaHOBUIUCH (FeMOTO6GUH
137 r/n, aputpounThbl 4,23x10'2).

265



[aa3oBckue yteHns. 2022. Cekuusa «legnatpus»

YunTbiBasi fJaHHble aHaMHe3a, KIIMHUKO-1abopaTOPHOro U MHCTPYMEHTasb-
HOro obcnefoBaHMs Obll BbICTaBNEH AWArHo3 «TyOGyNOMHTEpPCTMLMANbHbINA
HedpUT CMELaHHON 3TUONOrUN. AOPTO-Me3eHTepUanbHblii NuMHLET». Mogpo-
CTOK 6bl/1 HanpaB/eH Ha KoHcynbTaumio B ®IBY HMUL, CCX um. A.H. BakyneBa
Ha NofJepXuBatoLLeli Tepanum UHIMBUTOPAMMU aHTMOTEH3UH-NPEBPaLLatoLLero
dbepmeHTa (QHananpun no 5 Mrx1 p/geHb) Nof KoHTposneM AL, aHanM30B MOUM U
KpOBM, C peKOMeHAauMaMu HabnoaeHue annepronora, Hedbponora, neguarpa.

Manbuuk, 14 net. [inarHos npu noctynnenumn: OcTpblit HEGPUTUYECKMNIA CUH-
Apom? Xano6bl Ha U3MEHEHMS LiBETA MOYM, BANOCTD

AHamHe3 3aboneBaHus: fOCTaBeH B CTaLMOHap: N0 3KCTPEHHbIM MOKa3a-
HusiM. Co cnoB nogpocTka, Beyepom 11.11.2022 oTMeyanucb HeNpUATHbIE OLLY-
LIeHWUs BHU3Y XMBOTA, Ha yTpo 12.11.2022 noABMIOCb U3MEHEHKE LBETA MOYM
(uBeT "MsCHbIX NOMOEB"). TakXe U3 aHaMHe3a U3BECTHO, UTO HakaHyHe anu3oaa
MaKporeMaTypuu Manb4ymK akTUBHO 3aHUMasICs CUNOBbIMU TPEHUPOBKaMK. Ha-
6nofaeTcs yposioroM no noBoAy BapukoLene.

Bpuragoit CMIM noApocToK Gbll FOCMUTANN3MPOBAH B NPUEMHOE OTAeNeHNe
MArKB.

K Beyvepy 12.11. 2022 moua ctana ceetnee, yTpoM 13.11.2022 moua xentoro
LiBETa CO CrycTKamum.

Mpu obcnefoBaHMM B OTAENEHUN BbISIBNIEHA HE3HAUUTENbHAsA NPOTEUHYPUS
(0,563 r/cyT) ¢ nocneaywluM cHuxenneM ao 0,134 r/cyT, MUKporemaTypus Ao
45 kn B none 3peHus. MokasaTenu reMorpaMmbl, MIMMYHOTpaMMbl, 6UOXUMUYe-
CKOro aHanusa KpoBw 6binu B Npefenax pepepeHcHbIX 3HaueHuii. ALl — B npe-
Jenax Bo3pacTHbIX KonebaHus.

lMpu ynbTpasBykoBOM uccnepoBaHum novek 13.11.2022 BbisiBAeHbl 3X0rpa-
(bunueckne Nnpu3HaKu yMepeHHOW NUeN0IKTa3nK CneBa, YMEPEHHOTO CHUXKEHUA
MHAEKCOB nepudepuyeckoro ConpoTUBEHUS UHTPapeHanbHO C ABYX CTOPOH,
9XONNOTHOrO 0Cajka B NPOCBETE MOYEBOI0 Ny3blps.

15.11.2022 6bina npoBefieHa KOMNbOTEPHAA TOMOrpadus NoYeK U BepXHUX
MOYEBbIBOAALMX NYTEH C BHYTPUBEHHBIM HOMOCHBIM KOHTPACTUPOBAHNEM.

MoyeyHan napeHxmma HOPMasibHOM TONWKHBI U CTPYKTYpPbI, YJ1C He pacwu-
peHbl.

MpaBas noyka KPOBOCHabXaeTcs OAHMM apTepuaNbHbIM CTBOJIOM, OTX0AS-
WWM OT 6PHOLWHOI aopTbl B TUMMYHOM MeCTe, KOTOPbI fenuTcs Ha fBa cocy-
Aia B BOPOTax Moykyu. JleBasi NoYKa KPOBOCHA6XaeTcsa OfHUM apTepuanbHbiM
CTBOJIOM, AENALMMCA B BOPOTAX MOYKMN. 30H CYXXEHUSA He BbIBEHO. JleBas no-
yeyHas BeHa WHUPKUHOI J0 13 MM, B «a0OpPTO-Me3eHTepUanbHOM NUHLETEY, Yron
OTXOXJEeHUs BepxHeii 6pbixeeyHO apTepum oT aopThl 160, CyXeHue BEHbI 40
2.2 MM.

BbiBegeHne KoHTpacTHOro Bewectsa B YJIC cBoeBpeMeHHOe, CUMMeTpUY-
HOE C 06enx CTOPOH.
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3akntoyeHue: KT-kapTMHa aopTo-Me3eHTepUanbHoi KOMNpeccumn nesoii no-
YeYyHOoI BEHbI.

Pe6eHoK BbinMcaH AOMOWN C PeKOMEHAALUAMN COBNIOAEHNS ANETbI U NUTbE-
BOr0 pexuma, KoHTpons ALl  aHann3o0B MOYM, OrpaHUYeHNs CUNoBoi Gusnye-
CcKoii Harpysku. Takke OH 6bl1 HanpaB/eH Ha KoHcybTaumio B Y HMUL, CCX
uM. A.H. bakynesa.

3aKnioyeHne: npeAcTaBeHHble KNUHWUYEeCKWe Clyyau CBUAETEeNbCTBYIOT O
MHOroo6pa3sum KJMHUKO-N1abopaTopHbIX NPOSBAEHNI CUHLPOMA a0PTO-Me3eHTe-
puUanbHOro NUHLETA U OTCYTCTBUM YETKUX KpUTEpPUEB 3TOro 3abonesanus. Knu-
HUYeckas KapTMHa M Bo3pacT Ae6oTa CUHAPOMA 3aBUCUT OT yrfia OTXOXKAEeHNS
BepXHeli 6pbXxeeyHOn apTepuu OT a0PTbl U CTENEHN CAABAEHUSA MOYEYHON BEHbI.

MauneHTbl ¢ MOYEBbIM CMHAPOMOM (B MEPBYIO OYepefb NPOTEUHYpUs, Te-
MaTypus) Npu OTCYTCTBMW NPU3HAKOB MUKPOGHO-BOCMANUTENBHOIO U UMMY-
HOKOMMJIEKCHOTO NOPaXeHNs MOYeK, C HEOOBACHUMbIMU TAHYLWMMKU 601IMM B
60Ky, Hanuunem BapukoLene, JOKHbI 6biTb 06CNEA0BaHbl ANA UCKIOYEHNS
aopTo-Me3eHTepuanbHO KOMMNpeccuu neBoi NOYEYHON BEHDI.

KoHcepBaTMBHas Tepanus 3ak/oyaeTcs B Ha3HaueHUn MHrnoutopos ANQ.
MauneHTbl C BbIABNEHHbIM CUHAPOMOM aopTO-Me3eHTepUanbHOro nuHUeTa
LOJDKHbI 6bITb HanpaBfieHbl Ha KOHCYNbTaLWUI K COCYAUCTOMY XMPYpry Ans
onpefeneHns fanbHeiweil TaKTUKN TEYEHUS N HABIOAeHNS.

CTEATO3 NEYEHU KAK «MACKA» OEOULIUTA
JIN30COMHOI KUCJI0M NUNA3bl Y PEBEHKA TPYJHOIO
BO3PACTA

ABTOpSbI:

Lllymosa Bnagucnaea ButanbeBHa,
Lllymos [lanuna AnekceeBuy,
Kupunnoea Kcenns MuxaiinoeHa,
LapunoBa CyranaHa AHBapoBHa

PHAMY nm. H.W. Mnporosa

Hay4Hbiii pykoBogUTENb!
CypkoB AHppeit HukonaeBu4 — A.M.H., npodeccop

HWW neanatpum n oxpaHbl 3a0poBba aeteit HKL N2 2 ®TEHY «PHLX nmeHu
akagemvka b.B. Metposckoro»

Oeduuut nusocomHoii kucnoit nunasol (OJIKJ) — peakoe ayTocoMHo-pe-
LleccMBHOe 3a6oneBaHue, B OCHOBE KOTOPOro NexuT fedekT reHa LIPA, koan-
pyIOLLEr0 IM30COMHYI0 Kucnyto nunasy (JIKJ), yTo NpMBOAUT K CUCTEMHOMY
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HaKOMMEHNIo CNOXHbIX 3hupoB xonectepuHa (XC) u Tpurnuuepupos (Tr). K
KJMHUYECKUM MPU3HAKaM OTHOCAT 3afepXKy GM3nyeckoro pasBuTus, Cpbiru-
BaHWA, PBOTY, Anapeto (CTeaTopero), eNTyXy, renato- u/uam CniaeHoMeranuio.
JlabopaTopHble U3MEHeHUs MOTYT BKJOYaTb B cebs aHEMUIO, TPOMOBOLUTO-
MeHnIo, CUHAPOM LKUTONM3a M/unu xonecrasa, gucaunugemuio. OCHOBHOM WH-
CTpyMeHTanbHblit npusHak AJIKJ1 — cTeato3 (0CO6€HHO Npu HOPManbHOM MAH
HU3KOM MHJEKCe Macchl Tefa), HepeaKo UrHopupyeMmblii npu anddepeHunans-
HO-AUArHOCTMYECKOM NOUCKE, YTO NPMBOAUT K HU3KOI BbisBNsgemocTn OJIKJ/T n
HeCBOeBPEMEHHOMY Hayany Tepanuu.

KnuHuyeckuit cnyyaii. [leBoyka 2 Mec oT MaTepu 32 neT, oT || 6epeMeHHoCTY,
Il pofoB, C OTArOWEHHBIM aKyLWepCKO-TMHEKONOrNYECKUM (onepaTUBHbIE POAbI
Ha 40-i HeJene B CBA3M C Ta30BbIM NPeANieXaHNeM) U HaCleACTBEHHbIM aHa-
MHe30M (CMepTb cTaplero pe6eHka B Bo3pacTe 2,5 Mec OT LuUppo3a NeyeHu)
noctynuna B GefepanbHblii LEHTP € )XXanobamMu co CTOPOHbI poAUTeNEN Ha Xen-
TYWHOCTb KOXHbIX MOKPOBOB M CKNep, yBENMYEHUE XNBOTA, MIOXYH0 NpUGaBKy
Maccbl Tena, nepuopouTanbHble OTEKM Yy pebeHKa. YYuTbiBas OTArOLLEHHbIN
HacneACTBEHHbI aHaMHE3, flaHHble PU3NKANbHOTO (MKTEPUYHOCTD KOXHbBIX M0-
KPOBOB W CKJiep, BbIpaXeHHasi renatocnjieHoMeranus), nabopatopHoro (runep-
6UAMPY6UHEMUS, CUHAPOM LUTONN3A, TUMEPAUNUAEMUS) U UHCTPYMEHTANbHOTO
o6cnenoBaHua (No pesynbTaTaM KOMNblOTEPHON ToMorpadum sahukcMpoBaHa
HU3KaA NMIOTHOCTb MApeHXUMbl NedyeHu oT +4 Ao +25 epuHny XayHcounaga),
Hanbonee BepOATHbIM ObINO Hanuuue y pebeHka HacnefCTBEHHOrO Hapylue-
HUA NTUNUAHOTr0 06MeHa. C NoMOoLLbio HlyOpOMETPUYECKOr0 pepMEeHTATUBHOIO
aHanusa 3auKCUpoBaHO 3HAUYMTENIbHOE CHUXEHWe akTuBHOCTU JIKJT B cyxux
naTHax kpoeu fo 0,006 Hmonb 4-MU/puck/4 (Hopma > 0,07). MonekynsipHo-re-
HeTUYeckoe uccnefoBaHme MeTOAOM CEKBEHMPOBaHUS Mo CaHrepy BbiBUNO
ABe HeonucaHHble paHee MyTauun c.442del n c.817_818del B rene LIPA, uto
noATBEPANNO Hanuuue y pebeHka uHpaHTUnbHO dopmbl OJIKJ1. Hesamepanu-
TeNbHO 6blna HayaTa pepMeHTO3aMecTUTeNbHan Tepanus (P3T) npenapaTom
pekoM6UHaHTHOIA Kucnoi nunasbl (ce6enunasa anboa). [aHHbIA ciyyaii sBns-
eTcsa nepebiM B Poccun onbiTom npumeHeHnst ®3T y pe6eHKa ¢ MHPAHTUNbHOM
dopmoii AJIKJI, ofHaKO HE CMOTPA Ha NPOBOAMMOE NeYyeHue U BbICTPOe CHYU-
XeHue KoHueHTpaumii XC u TI B CbIBOPOTKE KPOBM, COCTOsSIHUE pebeHKa yXya-
Wanocb 3a CYET NOSIMOPraHHOM HeJOCTaTOYHOCTH, B Bo3pacTe 3 mec 14 fHeil
KOHCTaTMpoBaHa CMepTb.

J.aHHbIN KNWHWYECKWIA cnyyail feMOHCTPUPYeT KpaliHe TAXeNoe TeyeHue
nHbaHTunbHOM Gopmbl AJIKNT n MakcumanbHO paHHee Havano O3T sBnseTcs
pewaoLmM MOMEHTOM B COXPaHEHUM XN3HW pebeHka. B cBA3n ¢ aTuM Bpaun
JOKHbI UMETb HaCTOPOXXEHHOCTb NPYU 06CNEf0BaHUN NaLUeHTa rPYAHOT0 BO3-
pacTta c HOpManbHbIM UKW HU3KUM MHAEKCOM MaccChl Tena, BblpaXeHHbIM cTea-
TO30M MEYEHN B COYETAHUN C CUHAPOMOM LLUTONN3A M UCTIUNUAEMUEl B NNaHe
cBoeBpeMeHHoro BbisBneHus JJ1KJ.
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	Дебют гипертрофической кардиомиопатии в пожилом возрасте
	Большепаева Анастасия Олеговна, Аксенова Валерия Сергеевна, Тойбу-хаа Найыр Миланович

	КЛИНИЧЕСКИЙ СЛУЧАЙ КОМОРБИДНОГО ПАЦИЕНТА С ЭМОЦИОНАЛЬНО НЕУСТОЙЧИВЫМ РАССТРОЙСТВОМ ЛИЧНОСТИ, ПАГУБНЫМ УПОТРЕБЛЕНИЕМ АЛКОГОЛЯ И КАННАБИНОИДОВ
	Бутурлин Никита Александрович, Бутурлина Анастасия Олеговна, Иванова Алёна Олеговна

	Клинический случай приобретенного острого токсоплазмоза головного мозга в сочетании с множественными опухолевыми очагами головного мозга
	Гаджиева Айханат Сайгидулбатдаловна, Кухмазова Зарина Мамейевна, Довудов Шамиль Серкерович, Асадулаева Зарипат Магомедовна
	Джамиева Хазина Шериповна

	МИКРОТРОМБОТИЧЕСКОЕ ПОРАЖЕНИЕ ГОЛОВНОГО МОЗГА в ДЕБЮТЕ КАТАСТРОФИЧЕСКОГО АНТИФОСФОЛИПИДНОГО СИНДРОМА
	Гаффарова Анифе Севриевна, Зиновьева Мария Андреевна

	Тромбоэмболическая манифестация миксомы сердца
	Григорьев Николай Евгеньевич, Ослопова Полина Германовна

	Путь от раны левой голени до фуникулярного миелоза
	Дмитраченко Мария Николаевна

	Клинический случай теплового удара на фоне приема наркотических веществ
	Дмитриева Мария Андреевна, Кошманова Анна, Ганзюк Пётр Владимирович, Гапизова Хадижат Ахмедовна, Юрченко Анастасия Александровна

	Клинический случай пациентки с системным заболеванием соединительной ткани в острой стадии с вторичной анемией и тромбоцитопенией
	Довудов Шамиль Серкерович, Гаджиева Айханат Сайгидулбатдаловна, Кухмазова Зарина Мамейевна

	От посттравматического артроза до псориатического артрита: трудный путь к диагнозу
	Доронина Софья Николаевна

	Атипичная форма инфаркта миoкарда у пациентки молодого возраста
	Жолдубаева Айдана Маккамбаевна, Кудаярова Айгерим Болотовна, Довлатукаева Хава Ризвановна

	Трудности диагностики генерализованной формы гранулематоза Вегенера у пациента с рецидивирующим заболеванием уха
	Игамбердиев Шохрухбек Валижон угли

	Миелодиспластический синдром под маской В12-дефицитной анемии
	Кондауров Никита Сергеевич, Добрынина Ирина Сергеевна, Посметьева Ольга Сергеевна, Муравицкая Марина Николаевна, Ханина Елена Анатольевна

	Карбункул почки на фоне первичного системного AL-амилоидоза и нефротического синдрома
	Котикова Ирина Александровна, Бигушев Ильдар Руфкатович, Сысоева Диана Альбертовна, Лёзина Ксения Сергеевна

	МЕЗЕНТЕРИАЛЬНЫЙ ТРОМБОЗ у ПАЦИЕНТА с РАНЕЕ ДИАГНОСТИРОВАННЫМ СИНДРОМОМ ТАКАЯСУ
	Лампежев Алан Асланович

	Полимиозит у мужчины 58 лет
	Лёзина Ксения Сергеевна, Бигушев Ильдар Руфкатович, Котикова Ирина Александровна, Сысоева Диана Альбертовна

	Пациент с сердечной недостаточностью в сочетании с изолированным некомпактным миокардом
	Лобеев Алексей Викторович

	Клинический случай успешного хирургического лечения распространенного наружного, внутреннего генитального и экстрагенитального эндометриоза
	Мамедли Сона Этибар кызы

	Нейросифилис — на стыке трех наук
	Морозова Вероника Николаевна, Шапошникова Александра Алексеевна

	Генерализованная лимфаденопатия как дебют амилоидоза
	Нгуен Тхань Луан

	17 лет лечения ламивудином у пациентов с хроническим гепатитом В
	Нгуен Тхи Хань
	Мельникова Любовь Ивановна

	Реабилитация ингаляцией оксида азота у пациента с постковидным синдромом
	Нгуен Хоанг Кыонг, Шогенова Людмила Владимировна

	Клинический случай развития инфаркта миокарда, ассоциированного с антифосфолипидными антителами, после перенесенной новой коронавирусной инфекции (COVID-19) у молодой женщины
	Нурбаева Камила Сериковна

	Длительный прием ингибиторов протоновой помпы как редкая причина железодефицитной анемии.
	Объедков Руслан Николаевич, Скопинцева Варвара Сергеевна

	Действие радиационного облучения на сердечную мышцу.
	Петрашевич Алина Ивановна, Николаева Зарина Марсовна, Курбанова Камилла Айратовна, Ибрагимова Шахнозахон Иномджоновна, Алексеева Владислава Сергеевна

	КЛИНИЧЕСКИЙ СЛУЧАЙ ПАРОКСИЗМАЛЬНОЙ ХОЛОДОВОЙ ГЕМОГЛОБИНУРИИ
	Поцелуева Полина Алексеевна, Королёв Александр Михайлович

	Трудности диагностики бокового амиотрофического склероза — клинический случай
	Путятин Илья Александрович

	Оптикомиелит Девика и люпус-ЦНС: две стороны одной медали. Клиническое наблюдение.
	Жулина Юлия Сергеевна, Разитдинов Алексей Игоревич, Лукашева Александра Дмитриевна

	Болезнь отсутствия пульса: как не упустить диагноз?
	Раужева Валентина Павловна, Юняев Ахмед Рустамович

	Трудности ведения беременной пациентки с осложненным сахарным диабетом 1 типа и целиакией
	Скавыш Ангелина Владимировна

	Диагностический поиск у пациентки с подозрением на системный амилоидоз
	Смирнова Вероника Владимировна

	ПЕРЕКРЕСТНЫЙ СИНДРОМ: АУТОИММУННЫЙ ГЕПАТИТ И ПЕРВИЧНЫЙ СКЛЕРОЗИРУЮЩИЙ ХОЛАНГИТ
	Сысоева Диана Альбертовна, Бигушев Ильдар Руфкатович, Котикова Ирина Александровна, Лёзина Ксения Сергеевна

	Клинический случай по применению CAR T терапии в лечении острого лимфобластного лейкоза, В-II иммунологический вариант, L1 по FAB. 
	Толкмит Мария Станиславовна
	Рогачёва Юлия Александровна

	Клинический случай анкилозирующего спондилита с нетипичными проявлениями
	Черняева Алина Юрьевна, Чирков Александр Владимирович

	Прогрессирующий надъядерный паралич: типичный вариант «атипичного» паркинсонизма.
	Шапошникова Александра Алексеевна, Морозова Вероника Николаевна

	Диагностический поиск при рецидивирующих интерстициальных поражениях легких у пациентки с персистирующим ринитом
	Шулянская Юлия Вячеславовна
	Егорова Дарья Евгеньевна

	Рак носоглотки у 20-летней пациентки. Клинический случай
	Щербина Екатерина Сергеевна 

	Трудности длительной терапии ингибиторами тирозинкиназы на примере пациента с хроническим миелоидным лейкозом
	Юняев Ахмед Рустамович, Раужева Валентина Павловна

	СЕКЦИЯ «Детская Хирургия» 
	Клинический случай тонко-тонкокишечной инвагинации вследствие аутоинвагинации дивертикула Меккеля у ребенка старшей подростковой группы 
	Андреев Иван Алексеевич, Коряшкин Павел Владимирович

	Энтерокистома, как случайная находка при тщательном сборе анамнеза 
	Бакаева Надежда Сергеевна
	Мясоедов Сергей Владимирович, Сарычева Анна Александровна, Николаев Олег Владимирович, Строганова Ирина Витальевна

	Клинический случай перфорации тонкой кишки магнитными инородными телами. 
	Бахтин Никита Витальевич

	Интранатальная операция по коррекции врожденного порока развития дыхательных путей плода: процедура EXIT 
	Белкина Александра Александровна

	Клинический случай острого гнойного тиреоидита, осложнившегося медиастинитом и двусторонним плевритом 
	Гарманова Алина Николаевна

	Синдром Бердона у новорожденного 
	Гасанов Кямал Эльдарович, Португал Полина Михайловна, Владимиров Иван Игоревич, Абасова Шарузат Темуровна, Комлев  Артемий Александрович

	Диагностика и лечение кистозного образования брюшной полости у новорожденного ребёнка. 
	Комлев Артемий Александрович, Парфенов Михаил Сергеевич, Тришкин Александр Андреевич, Гарновская София Александровна, Гасанов Кямал Эльдарович

	Клинический случай диагностики и оперативного удаления плексиформной нейрофибромы наружных гениталий и промежности у девочки 
	Костюченко Алина Сергеевна

	Аутодермопластика кожно- мышечно- фасциальным лоскутом на шее в комбинации с открытой ларинготрахеопластикой ауторебром с оформлением трахеофиссуры у пациента с электротравмой. 
	Миронова Анна Руслановна

	Коррекция двустворчатого аортального клапана методом Озаки 
	Озерова Екатерина Сергеевна, Хударова Каролина Маратовна

	Хирургическое лечение кишечной непроходимости у новорожденного с нейробластомой забрюшинного пространства 
	Павлова Дарья Николаевна, Португал Полина Михайловна, Проплеткина Кристина Дмитриевна, Шарипова Сугдиана Анваровна, Иванов Андрей Александрович

	Клинический случай мешковидной толстой кишки с перинеальной фистулой 
	Парфенов Михаил Сергеевич, Комлев Артемий Александрович, Тришкин Александр Андреевич, Гарновская София Александровна, Мелкумян Елизавета Эдуардовна

	Клинический случай пациента с комбинированной патологией коленного сустава, выражающейся в пателлофеморальном болевом синдроме 
	Поляк Екатерина Андреевна

	Критический стеноз трахеи у ребенка с ожогом пищевода дисковой батарейкой 
	Португал Полина Михайловна, Иванов Андрей Александрович, Павлова Дарья Николаевна, Шарипова Сугдиана Анваровна, Гасанов Кямал Эльдарович

	CAKUT-синдром и гидроперитонеум неясной этиологии у новорожденного ребенка. Диагностический поиск. Тактика лечения 
	Проплеткина Кристина Дмитриевна, Павлова Дарья Николаевна, Дудинова Анна Сергеевна, Мелкумян Елизавета Эдуардовна

	Клинический случай лечения хондробластомы бедренной кости 
	Скавыш Ангелина Владимировна

	Реплантация кисти 
	Смолянкина Дарья Алексеевна

	Применение процедуры селективной сорбции ЛПС у ребенка с сепсисом 
	Терешина Анастасия Александровна, Бусалаева Дарья Игоревна

	Клинический случай острой странгуляционной кишечной непроходимости, заворота подвздошной кишки вокруг дивертикула Меккеля, дивертикулярно-брыжеечной спайки. 
	Тырина Кристина Александровна

	Клинический случай ребёнка с механической кишечной непроходимостью при гастрошизисе 
	Чурикова Виктория Олеговна
	Дудинова Анна Сергеевна, Бусалаева Дарья Игоревна

	Опыт лечения гигантской кондиломы Бушке-Левенштейна у девочки 
	Шеслер Эвелина Александровна

	Ребенок со стенозом толстой кишки, осложненным кишечным кровотечением 
	Бусалаева Дарья Игоревна, Дудинова Анна Сергеевна, Терешина Анастасия Александровна, Демьяненко Анна Юрьевна 
	Чурикова Виктория Олеговна 

	Кистозная аномалия развития яичников и маточных труб у новорожденного ребенка. Клинический случай 
	Дудинова Анна Сергеевна, Бусалаева Дарья Игоревна, Проплеткина Кристина Дмитриевна, Мелкумян Елизавета Эдуардовна
	Чурикова Виктория Олеговна

	СЕКЦИЯ «ПЕДИАТРИЯ»
	Тромбоз брюшного отдела аорты у новорожденного
	Абретенёва Диана Дмитриевна 

	Случай мочекаменной болезни у ребёнка раннего возраста
	Аккузина Екатерина Владиславовна, Мирманова Анара Самиулловна 

	Последствия поздней диагностики септикопиемической формы острого гематогенного остеомиелита у девочки 4 лет
	Аксенов Антон Олегович, Машкина Алена Сергеевна  

	Редкие врожденные пороки развития у ребенка с синдромом делеции 22q11.2
	Антонян Валерия Владимировна, Шакирова Анна Александровна, Вялых Анна Алексеевна

	Узелковый полиартериит: клинический случай у мальчиков 12 и 8 лет
	Аширова Лиана Эдуардовна, Устюжанина Диана Всеволодовна, Писоцкая Юлия Васильевна, Богачева Софья Максимовна

	Подбор эффективной лекарственной терапии у пациента с системным юношеским артритом и вторичным гемофагоцитарным синдромом
	Байрашевская Анастасия Васильевна 

	Применение кетогенной диеты при течении суперрефрактерного эпилептического статуса, резистентного к лекарственной терапии
	Бидуля Анастасия Сергеевна, Егиазарян Джульетта Кареновна

	Болезнь Моя-Моя у ребенка с бета-талассемией
	Блудова Ольга Александровна, Чуйко Ярослав Михайлович

	Синдром Маршалла: описание клинического случая
	Богачева Софья Максимовна, Писоцкая Юлия Васильевна, Устюжанина Диана Всеволодовна, Аширова Лиана Эдуардовна

	Острое нарушение мозгового кровообращения в сочетании с ложной аневризмой подключичной артерии у ребенка 8 лет
	Бондаренко Елизавета Сергеевна, Харабиберова Анна Сергеевна, Шведова Анна Михайловна 

	Трудности дифференциальной диагностики острого гепатита
	Власова Анна Александровна, Аверьянов Тимофей Юрьевич 

	Клинический случай: Герминогенно-клеточные опухоли крестцово-копчиковой области у детей
	Волков Дмитрий Андреевич
	Волкова София Олеговна
	Момотова Алена Алексеевна

	 Тяжелое течение манифестной формы врожденной цитомегаловирусной инфекции при гипоксически-геморрагическом поражении центральной нервной системы
	Вялых АннаАлексеевна, Кепова Ангелина Андреевна 

	Клинический случай осложнения внебольничной пневмонии метапневмоническим плевритом
	Гаврилова Ангелина Васильевна, Кашина Анжела Александровна

	Применение терапевтической гипотермии при гипоксически-ишемическом поражении головного мозга у позднего недоношенного ребенка
	Герасимова Юлия Андреевна

	Трудности диагностики синдрома Альпорта у детей
	Глотова Инна Александровна

	Клинический случай ВЭБ-ассоциированной лимфомы Ходжкина у ребенка 8 лет
	Глущенко Екатерина Ильинична, Ковешников Дмитрий Дмитриевич, Абдусалямова Ирада Муратовна

	Болезнь Кавасаки: клиническое наблюдение
	Грипп Марат Рустемович, Исаакян Юрий Арсенович, Муртузалиев Шахабутдин Муртузалиевич

	Трансплантация гемопоэтических стволовых клеток ребёнку с гомозиготной бета-талассемией
	Гусев Даниил Владимирович, Гусева Екатерина Владимировна, Кулагин Александр Сергеевич

	Сочетание талассемии Е и дефицита факторов свертывания XI и XIII
	Дончик Елизавета Ивановна, Грипас Дарья Юрьевна, Имшенецкая Cофья Кирилловна

	Спонтанное нетравматическое кровоизлияние головного мозга и двусторонняя пневмония у ребенка с синдромом Сторморкена
	Егорова Анастасия Игоревна, Тулупова София Алексеевна 

	Трудности диагностики нейрофиброматоза 1 типа у ребенка
	Ерцкина Полина Олеговна

	Дистрофический тип врожденного буллезного эпидермолиза (Аллопо-Сименса) у новорожденного ребенка
	Журавлева Ирина Витальевна, Севергина Ульяна Сергеевна, Кантутис Светлана Сергеевна

	Дифференциальная диагностика аутоиммунной гемолитической анемии с острым повреждением почек
	Загритдинова Алина Ильмасовна, Казаков Семён Олегович, Щавинская Елизавета Дмитриевна

	Первичный иммунодефицит у ребёнка: от диагностики к диагнозу
	ЗахароваАнастасияВладиславовна

	Клинический разбор пациента с синдромом Дауна и целиакией
	Индык Любовь Алексеевна 

	Отдаленные последствия тотальной колэктомии в исходе болезни Гиршпрунга у ребенка 16 лет
	Кантутис Светлана Сергеевна, Севергина Ульяна Сергеевна, Гребенникова Мария Александровна, Журавлева Ирина Витальевна

	Клинический случай инфантильной формы болезни помпе с crim-отрицательным статусом
	Кашина Анжела Александровна, Гаврилова Ангелина Васильевна

	Системная красная волчанка, осложненная гемофагоцитарным синдромом и геморрагическим инсультом
	Козлова Анастасия Михайловна, Тихонова Алёна Сергеевна, Цатурова Анна Арменовна

	Вариант дебюта СКВ у подростка 15 лет
	Коробьянц Евгения Александровна, Наргизян Анжела Камовна, Курбанова Седа Хасановна

	Гемолитико-уремический синдром, сопровождающийся тяжелой анемией
	Крюкова Любовь Викторовна, Ширинкина Евгения Денисовна, Райкович Мария Сергеевна

	Хирургическая маска болезни Крона
	Кузнецов Сергей Владимирович, Сураева Ульяна Сергеевна

	Нетравматическое внутримозговое кровоизлияние у новорожденного с тромбозом в предсердии
	Ларина Вера Сергеевна, Попова Ангелина Евгеньевна

	Роль ранней диагностики и верной тактики лечения в успешном исходе терапии хронической воспалительной демиелинизирующей полирадикулонейропатии у детей
	Лукашева Александра Дмитриевна, Маркова Александра Юрьевна, Иванова Анна Валерьевна, Жулина Юлия Сергеевна, Холина Елена Алексеевна

	Клинический случай: Сложности дифференциальной диагностики у детей медуллобластомы в сочетании с диспептическим синдромом в практике врача педиатра
	Малькова Алина Валерьевна, Зинатулина Диляра Равильевна

	Последствия поздней диагностики септикопиемической формы острого гематогенного остеомиелита у девочки 4 лет
	Машкина Алена Сергеевна, Аксенов Антон Олегович

	Случай успешного применения экстракорпоральной мембранной оксигенации в дополнение к СЛР (ECPR) у ребенка с острым постинфекционным миокардитом
	Миржалолов Миролим Мирвали угли
	Лысенко Тимофей Романович, Кадыров Камиль Азатович

	Проблема диагностики окуло-аурикуло-вертебрального спектра в педиатрической практике
	Мышкина Екатерина Владимировна 

	Случай витамин-К-дефицитной коагулопатии в сочетании с носительством волчаночного антикоагулянта. Диагностический поиск
	Наумович Надежда Сергеевна, Карманова Софья Евгеньевна, Маслов Василий Павлович, Бойченко Яна Владимировна

	Внутримозговое кровоизлияние в левую теменную долю у ребенка с витамин К-ассоциированной коагулопатией и дефицитом альфа-1-антитрипсина
	Одинокова Виктория Олеговна, Шестернева Мария Вячеславовна, Шарипова Наргиса Орифовна

	Гигантская аксональная нейропатия у девочки 6 лет
	Пахомова Юлия Игоревна, Заруцкая Анна Валерьевна

	Сочетанная коагулопатия
	Пиминова Анастасия Васильевна, Мосесова Евгения Александровна, Арапова Виктория Владимировна, Серегина Виктория Александровна, Уколова Софья Кирилловна

	Таргетная терапия муковисцидоза — клинический случай
	Подольская Анастасия Андреевна

	Клинический случай Ewing-like саркомы с BCOR перестройкой
	Полищук Полина Анатольевна 

	Специфические и неспецифические проявления синдрома Гольденхара
	Саватеева Ольга Ильинична, Васильев Иван Сергеевич

	Осложнения инфекционного эндокардита у ребенка с тромбофилией
	Савицкая Майя Владиславовна, Гаргалоян Мария Арменовна, Лавровская Анастасия Эдуардовна

	Тернистый путь к правильному диагнозу. клинический случай мальформации дыхательных путей
	Сологуб Михаил Алексеевич

	Клинический случай младенческой формы пропионовой ацидурии у ребенка 4 месяцев
	Терджанян Ареват Арменовна

	Клинический случай применения накситамаба в комбинации с GM-CSF при рефрактерном течении нейробластомы у пациента подросткового возраста
	Турчина Анастасия Николаевна

	Клинический случай синдрома "вялого ребенка"
	Устенко Екатерина Сергеевна

	Атипичный гемолитико-уремический синдром. Клинический случай у мальчика 5 лет
	Устюжананиа Диана Всеволодовна,  Писоцкая Юлия Васильевна, Аширова Лиана Эдуардовна, Богачева Софья Максимовна

	Случай успешного лечения раневого столбняка у ребенка школьного возраста
	Филинов Арсений Ильич

	Клещевой энцефалит и генетическая эпилептическая энцефалопатия
	Холина Елена Алексеевна, Лукашева Александра Дмитриевна

	Развитие гепатоцеллюлярной карциномы после операции Фонтена у подростка с врожденным пороком сердца
	Шайхразиева Юлия Энгелевна

	Cиндром аорто-мезентериального пинцета — трудности диагностики в педиатрии
	Шибилова Мадина Магомедовна, Лебедев Владислав Витальевич

	Стеатоз печени как «маска» дефицита лизосомной кислой липазы у ребенка грудного возраста
	Шумова Владислава Витальевна, Шумов Данила Алексеевич, Кириллова Ксения Михайловна, Шарипова Сугдиана Анваровна


