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CbopHUK Tesncos IX MexkayHapoaHon (XIV Bcepoccminckoi) npakTUYeCcKom MeanLMHCKON KOH-
depeHumMn CTyAeHTOB U MONIOAbIX YYEHbIX faa3oBckue uteHms: «CMELWWUTE OAENTATb JOBPO...».
Mocksa: ®I60Y BO PHUMY um. H.U. Muporosa MuHsgpasa Poccun. M., 2019. 96 c.

B cbopHuKe npeacTaBneHbl paboTbl IX MexayHapogHon (XIV Bcepoccuiickoi) NpakTUYecKon MeanUMHCKON KoHde-
PEHLMN CTYAEHTOB U MONOAbIX YYEHBIX M@a3oBckue yteHna: « CMELWWNTE AENATb 4OBPO...», oTobpaHHble ANA YCTHbIX U
NOCTePHbIX AOK/IaA0B. Te3ncbl NPOLUIN PeLEeH3MPOBAHME U CTPYNMMPOBAHbI MO TEMATUYECKMM HanpasaeHusam paboTbl
KOoHbepeHumn. Teancbl Ny6AMKyOTCS B aBTOPCKOM peaakunn. COOpHMK peKOMEHA0BaH crneumanmcTtam B 061acTax Kau-
HUYECKON 1 GyHAAMEHTaNbHOM MeANLMHBI U OpraHM3aTopam cucTeMbl 34paBooxpaHeHmsa Poccuiickoit depepaumm.
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CERUMIST XNPYPTIAS

CEKUUNA «XUPYPTUA»

TpyaHOCTU AUDDEPEHLMAABHON AUATHOCTUKU BOCNA-
AUTEABbHbIX 3060A€BAHUN MOAB3AOLLUHOW KULLKK. Yem
MOMXET OKO3ATbCH CAYHYOMHAS HOXOAKO?

MypawkuHa Mapraputa BragumuposHa, batos Makcum
AnekcaHgposud, Kysaes Me6 Uropesuy

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHble pykosogutenu: MuxmH AHgpen Uropesuy. MNepsasn
lpaackas 6onbHULA UMeHM H. U. NMuporosa

YacTo BcTpeyaeMon NpUYMHOM Mnenta sieaaeTca 6one3Hb
KpoHa, ogHaKo, CTOUT He 3abbiBaTb O LUMPOKOM CMEKTpe 3a-
60neBaHUI, KOTOpble MOTYT ObiTb CBA3aHbI C BOCMANEHMEM
NoAB340WHON KMWKK. AnddepeHumanbHO-AMarHOCTUYECKUIA
NMOWUCK LO/IKEH BK/IOYATb 3KCTPAreHUTasibHbI 3HAOMETPUO3,
3/10KayecTBeHHble U A0OpOKayecTBEHHble HOBOOOPA30BaHMS,
3p03MBHbIE U3MEHEHMSA, KaK NpoABAeHNE NHPEKLMOHHbIX 3a-
boneBaHUi, B YacTHOCTU 1ambanosa.

[unarHocTuKa 3TMONOTMN MNenTa MMeeT NepBoCTENEHHOE
3HayeHWe B BbIbOpe TAaKTUKM BeAeHUA NALMEHTAa, NOCKO/bKY
OONyLEeHHaa AMarHoctTuyeckaa olwmbka cnocobHa cbirpaTb
pelwatoLyto ponb B ucxoge 3abonesaHus. MpeacraBaeHHbIN
KNAMHUYECKUI CyY4al AEMOHCTPUPYET TpyaHOCTU auddepeH-
LMaNbHON ANArHOCTUKM Y NaLMEHTKM C HEOAHO3HAYHOMN KAn-
HUYECKOM KapTUHOM nnenta. NaumeHTka P. 41 rog,. *Kanobbl Ha
CUNbHble BO/IM B HUMKHUX OTAENAX KMBOTA, YyBCTBO B3A4yTUS,
ANCcKOMOPT, HApYLLUEHWe CTyNa CO CKIOHHOCTBIO K 3anopam.
Bnepsble gaHHble Kanobbl BO3HUKAM B HOsibpe 2018 r., Bpa-
YOM — raCTPO3HTEPOSIOrOM Obll NOCTABAEH ANATHO3 — XPOHU-
YECKWI racTpuT, acCOLMMPOBaHHbIN ¢ Hp, cTaaus oboctpeHus,
Ha3HayeHa spaamKkauma Hp. Cnycta mecay, naumMeHTKa nocTy-
naet 8 KB N2 67 no noBoAy 0CTPOM cnae4HOo i TOHKOKULLEYHOM
HEenpoxoauMocCTH, roe 6bi10 ycnewHo NpoBeaeHO KOHcepBa-
TMBHOE MHY3MOHHOE NeyeHne. CnaeyHbln npouecc obycnos-
NleH nposegeHHol B 2015 r. nnacTukon nepeaHen 6prowHoM
CTeHKM no CanexKo No NOBOAY FPbIXKM BENO NMHUM KMBOTA.
Mocne aToro B TeyeHWe Tpex MecALeB naumeHTka P. otmeva-
N1a nocteneHHoe ycuneHue 6oneli B XXMBOTE, YyBCTBO B34yTUA
n amuckomoopT, B cBaA3n ¢ Yem, 1 mapTa 2019 r. obpaTunaco B
otaeneHue sHaockonum NKB Ne 1 um. H.U. Muporosa gna npo-
BeAEHWUS AMArHOCTUYECKOW KoNoHOCKonuu. Mpu ocmoTpe Tep-
MWHA/IbHOFO OTAEeNa MOAB340LWHOM KUMKW TOTYAC 3a 3aCN0H-
KOW BbIIBNEHO 3nuTeAnanbHoe obpasoBaHMe pasmepamun 4o
2,5 cm. x 1,5 cm., HenpaBuabHOM GOPMbI C YETKMMM KPasiMU.
B3aTa wwunuoBas 6uoncua. 3aKIOYEeHWe TUCTOIOTUYECKOTO
nccnenoBaHUE yKasano Ha NpoTo3oiHoe 3abonesBaHue noa-
B3LOLWHOM KULWKN — 1AMBAM03. Bpayom-racTposHTEPOIOrom
HasHayeHo siedeHne — anbeHgason (400mr., 1pas/aeHb, B Te-
yeHue 3 gHel, cnycta 21 aeHb 400 Mr oAHOMOMEHTHO), pe-
KOMeH/0BaHa NOBTOPHAA KOJIOHOCKONUA cnycTa 6 mecaues. B
anpene 2019 . ¢ LeNb UCKAKYEHMA aHOMAJIbHbIX MATKOTKAH-
HbIX 06pasoBaHMin B 061aCTV NOAB3A0WHON KULWKKM Bblia Bbl-
nosHeHa KT ¢ KOHTpacTMpoBaHMeMm, 6e3 0bHapy*KeHUs nato-
noruun. 11 Hoabpa 2019 r. naumMeHTKe NpoBeAeHa KOHTPO/IbHaA
KOJIOHOCKOMNMUA, Noc/e ycrnewHoro (no gaHHbiM nabopaTopHo-
ro uccnenosanus — Tutp AT 0,41) neyeHua nambanosa, ogHa-
KO anuTennanbHoe ob6pasoBaHWe MPEXHUX PasmepoB B Tep-
MWHA/IbHOM OTAEe/1e NOAB340LWHOM KMLLKK COXpaHseTcs. B3ata
noBTOpHas WmnuoBas buoncua. PesynbTatbl oxkungatortca. Ma-
LMEeHTKe peKoMeHA0BaHa 3HA0CKONNYecKasa peseKLma JaHHO-
ro obpasoBaHuA, B LENAX €r0 MAKPO- U MUKPOCKOMUYECKOrO
NCCNenoBaHUA ANA UCKNKOYEHUA €ro NpopacTaHMA B Mbllley-

Hyt0 060/104Ky. BO3MOXKHOE 06HapYKeHMe 310Ka4eCTBEHHOTO
HOBOOOpPA30BaHMA HA PaHHEN CTaaUN MOXKeT obecneunTtb bna-
rOMPUATHBIN MPOrHO3 B JIEYEHUN AAHHOW NALMEHTKM, a TaKKe
CTaTb MPUYMHOW AONA BHeApeHua o06A3aTeNbHOro OCMOoTpa
noAB340LWHOM KUMKW NPY NPOBEAEHNN KONOHOCKOMUMN.

Ha cerogHAWHMIA AeHb ycrnex MOCTaHOBKM TOYHOro Au-
arHosa onpegensetca KAMHUYECKOM NPOHMLATEbHOCTbLIO
NPaKTUKYIOLLEero Bpaya — 3HAOCKOMMCTA, ero CrnocobHOCTbIO
KayecTBeHHO cobpaTb aHaMHe3 NaLMeHTa, MPoBeCT! Uccneso-
BaHMWe B JJOCTaTOYHOM 06beMe U KOPPEKTHO TPaKTOBaTb ero.

BeaeHue 6epeMeHHOM C TPAHCNAQHTUPOBAHHOMN
noyKoun

Beppuesa MNoHenb My6apus Kbi3bl

®rA0OY BO PHUMY um. H.U.Mupozosa MuH3dpasa Poccuu
HayuHble pykosogutenu: Kosnos Nasen Bacunbesuny —
4.M.H., npodeccop; Maromezosa AMUHAT MyxTapoBHa —
K.M.H., goueHT. ®TAOY BO PHUMY nm. H.U.Muporosa MuH3-
npasa Poccun

Bonbluyto 4acTb peumnueHTOB TPAHCM/IAHTAaTOB OPraHoB
COCTaB/AOT KEHLMHbl PENpOAYKTMBHOrO BO3pacTa, BOCCTa-
HoB/IeHWe GepPTUAbHOCTM Y KOTOPbIX ABNAETCA BaXKHbIM 3Tanom
MeAMLMHCKOW U coumanbHOW peabunutauuv. B muposoit nu-
TepaType ONMcaHO HECKO/NbKO TbicAY BepeMeHHOCTeN Yy XKeH-
LWMH C NOYEYHbIM TPAHCM/IAHTAaTOM, U3 KOTOPbIX MPOLEHT He-
61aronpUATHBIX UCXOA0B A7 MAaTEPU U N0AA OYEHb BbICOKMUIA.

MNaumnenTka K., 30 net. U3 aHamHesa: ¢ 2000 r. no nosoay
MaHudecTaumMm remopparMyeckoro BacKy/lMTa C MOpParKeHu-
€M KOXM, MOYeK NpoBOAMIACL NaToreHeTMYecKasa Tepanua
KopTMKocTepouaamu (npeaHunsonoH 60 mr per os). C 2008 r.
oTmeyeHo nporpeccupoBaHme XIMH n ¢ 2009 r. B cBA3M C Tep-
MWHanNbHOW cTagueint XMH, HayaTo neyeHWe MNPOrpaMMHbIM
remoguanusom. B 2010 r. nponsseseHa annoTpaHCnAaHTaLms
NoYKkM MaTepu. PyHKLUMA TpaHCNAaHTaTa yAOBNETBOPUTENb-
Has. C 2013 r. nocne nepeHeceHHo OPBU — obocTpeHme xpo-
HWYyeckoro rnomepynoHedbputa (mopdonormyecku- IgA-Hed-
ponaTua) u 6bicTpoe nporpeccuposaHune XMH. HayaTto neyeHne
nporpammHbim remogmanmszom. 09.09.2014 npowusseseHa
NOBTOPHAA annoTpaHcnAaHTauma. PyHKUMA TpaHcnAaHTaTa
YO0BNETBOPUTENbHAA: KpeaTUHUH 82 MKMob/A. B 2015 r. pas-
BW/ICA MOYEBOW CMHAPOM, ITIoMepynoHedpUT TpaHCNNaHTaTa
(mopdonornueckn — IgA-HedponaTtus). NpoBeaeHa naToreHe-
TUYECKan TepanuaA: MyabCc-Tepanusa NpeaHU30/IOHOM (MeTu-
npen, 1500mr) ¢ nonoxutenoHoim adpdekTom. MNaumeHTKa 3a-
naaHMpoBasa bepemeHHOCTb, B cBA3M c yem B 2018 . oTmeHeH
n-Alfd n mukodeHonat modbetun. Hayata MMMyHocynpeccus-
Haa Tepanua asatmonpmHom. 10.12.2018 r. guarHocTupoBaHa
6epemeHHOCTb. Ha yyeTe B KeHCKoW KoHcynbTaumm ¢ 10-11 He-
aenb npu FBY3 MKB Ne 52 A3M. Habnatoganack Hedponorom.
lfocnutanusmnposaHa npu 38-39 Hen. 6epemeHHocTn B MBY3
KB Ne 52 13M. Ha3Ha4yeH MOHUTOPUHI a30TEMUYECKMX MOKa-
3aTenei, KOHUEHTPaLLMM TaKpPOAUMYyCa B KPOBM, onpeseneHue
YPOBHA MAapKepoB Mpesknamncuu (naaueHTapHbix GakTopos
pocTa PIGF, sFlt). YunTbiBana Hanuume Taxenenwein conyrcray-
foLen NaTonornm, Ha GpoHe TLLATENLHOTO AMHAMUYECKOro Ha-
61t04eHNA, NMOCTOAHHOTO KOHTPOAS KAMHUKO-N1abopaToOpHbIX
OaHHbIX U NPOBOAMMOM Tepanuun AaHHas 6epeMeHHOCTb Npo-
TeKana yaoBNeTBOPUTENbHO M 6/1aronosnyyHo 3aBepLunaach.
PopopaspelweHve B nnaHOBOM MoOpsAfKe NyTem Kecapesa
ceyeHusn (05.09.2019) coBmecTHOM Bpuragoli Bpayei akyle-
poB u yponoros. Obe3bonvBaHMe-aNMaypanbHas aHecTesus.
Poannca AOHOWEHHbIM ManbyuK, maccolt 2750 rp, pocTtom
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50 cm. OueHka no wKane Anrap: 7-9 6annos. MickycctBeHHoe
BCKapm/MBaHue. lMocneposoBoit (MocieonepauyoHHbIi) ne-
pvog, npoTekan 6e3 ocNoXKHEHW. BbinncaHa oMo ¢ pebeH-
KOM B Y[OB/NETBOPUTENBLHOM COCTOAHUWM Ha 7-e CYTKM nocne
pozopaspelueHus. Mpu obcnenoBaHUM POAUIbHULI B TeYe-
HWe nocneayowmnx mecaues AUCPYHKUUM TPaHCMAaHTaTa He
OTMeYeHbl.

Takum obpasom, BegeHMe BepeMeHHOCTU Y MaLMEHTOK C
TPaHCN/IAHTUPOBAHHOM MOYKON TpebyeT KAMHUKO-nabopa-
TOPHOTO KOHTPONA ee PYyHKLMOHMPOBAHUA, AUHAMUYECKOTO
MOHWTOPMHIA COCTOAHUA MaTepu U naoga. TuwaTenbHaa npe-
rpaBuaapHasn NoAroToBKa C OLEHKOM GYHKLMM TPaHCNaHTaTa,
a TaKXe MyAbTUAMCUMMANHAPHBIM Nnoaxos K BefeHuio Hepe-
MEHHOCTU 1 pofopaspeLlleHnto no3sonatoT obecneunTs dep-
TU/IBHOCTb U BbICOKYIO BEPOATHOCTb 61aronpuaTHOTO NepuHa-
TaNbHOMO UCXOAA Y AAHHOM KaTeropun NauMeHToBs.

KaretepHas abAsuusg yCKOPEHHOro MAUOBEHTPUKY-
ASIPHOTO PUTMA Y MALUUEHTKN C AeTKON AUCOYHKLMEN
AEBOIO XXeAYAOUYKA. KAMHNYeCKOe HaOAIOAEHUE.

dununnosa Onua AnekceeBHa

Mepsoili MITMY umeHu U. M. CeueHosa

HayuHble pykosoautenu: bokepusa /leo AHTOHOBMY — A.M.H.,
npodeccop; bokepua Onbra JleoHMA0BHa — 4.M.H., npodec-
cop. PrBY «HauMoHaNbHbIM MeAULMHCKUIA nccneaoBaTeb-
CKWI LLeHTp cepaeyHo-cocyanctom xupyprim um. A.H. Bakyne-
Ba» MuH3gpasa Poccuum

YCKOpEHHbIN UAMOBEHTPUKYAAPHBIA PUTM — 3TO 3KTOMMU-
YECKUI »KeNyaouKoBbIA PUTM, KOTOPbIM COCTOUT U3 TPex WK
b6onee nocnesfoBaTebHbIX MOHOMOP®OHbBIX KOMMIEKCOB C Ya-
CTOTOM, NpeBbiwatowent GU3MONOrMYECKYIO aKTUBHOCTb LIEH-
Tpa aBToMatuama. O6bl4HO OH HabnogaeTcs Npu TAMXKENbIX
opraHuyeckmx 3abonesaHunAx cepaLa: MMOKapAUTax, AUruTa-
JINCHOW MHTOKCMKALMK, OCTPOM UHPapKTE MUOKAPAA, XPOHU-
yeckoit UBC. KpaiHe peaKo AaHHaA NaToNOrMsa MOXKET NposB-
NATHCA Yy NaLMeHToB 6e3 M3BECTHbIX 3aboeBaHUI cepaLua v He
MMeoLLMX KaKUX-11Mbo Tpurrepos.

Llenb: npoAeMOHCTPUPOBaTb KAMHUYECKUIA CyYait ycneLw-
HOrO /leYeHUA YCKOPEHHOTO UAMOBEHTPUKYNAPHOIO PUTMA C
nerkon aucoyHkumen /XK.

Martepuanbl 1 metoapl: lNaymeHTka 35 net, noctynunaa 8
K/IMHUKY C anobamu Ha 6onb B rpyan, oabllKy, nepudepu-
YecKue OTeKM, LMaHo3. KnnHuYeckoe cocTofHMe: TMNoTeH3MS,
TaxuKapgusa, AWCNHO3, NMxopasaKa, becnokoncTso, Nnpusoas-
Lee K HapyLUEeHMIO CO3HAHUA.

Ha npoTa)KeHuu ANUTENbHOrO BPEMEHW KeHLMHEe OWu-
60YHO CTaBUAN AMATHO3bl MEAEHHOW KeyA04YKOBOM Taxu-
Kapaun, nonHon AB-6/10Kagbl, NapoOKCM3MabHOM CynpaBeH-
TPUKYNAPHOMN TaxnKapann. MeanKaMeHTO3HOoe siedeHune bblio
HeadpPeKTUBHO.

Pe3ynbTaTbl: U3-3a 6e3ycnewwHoro ne4eHuns, ConpoBOKAaB-
LIeroca yxyaweHnem KAMHUYeCKON KapTUHbI, NaumeHTKa 6bina
rocnutanusmposaHa 8 HMUL, CCX um. A. H. Bakynesa. Ha 9Kl
6blN1 BbISB/IEH YCKOPEHHbIV UAWOBEHTPUKYNAPHBIN PUTM C Ya-
CTOTOM cepAeyHbIX CoKpaleHuii 103 yaapos B MUHYTY U LWK-
puHoit Komnaekcos QRS 100 mc, XonTepoBCcKas MOHUTOPUPO-
BaHMe MOKa3ano COXPaHeHWe AAaHHOro PUTMA B TeYeHue AHA
(cpepHnan yacToTa cepaeyHbIx cokpalieHuin 110 / muH), npu
MOMOLLM TpaHCTOpaKasbHOM 3xoKapauorpadun 6bino obHa-
pysKeHo, uTo dpaKuma Bbibpoca NeBoro kenyaouka(d®B/IXK)
coctaBnseT 51%, a KOHEYHbI CUCTONIMYECKUI ANaMeTp NeBo-
ro kenypoudka(KCO/1XK) paseH 51 mm. Bo Bpemsa TecTa ¢ bero-
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BOW AOPOKKOM CKOPOCTb PUTMa NOCTENEHHO YBENMYMUAACH A0
160 / MUMH, TecT 6bla NpeKpalleH Yepes AeBATb MUHYT 13-3a
oablWwKK. MauneHTKa bbl1a HanpasieHa Ha KaTeTepHyto abna-
LMI0 NO NOBOAY YCKOPEHHOTO UAMOBEHTPUKYIAPHOIO PUTMA,
PE3NCTEHTHOTO K IeKapCTBaM.

Katetep 7 Fr c OTKNOHEHHbIM HaKOHEYHUKOM AnameTpom 4
MM BBE/IM Yepes NpaByto beapeHHYO apTeputo A1a KapTUpPOoBa-
HUA 1 abnaumn. NpU NOMOLLM 3N1EKTPOAHATOMMUYECKON CUCTe-
Mbl KapTupoBaHus (CARTO, Biosense-Webster) 6bin BbisiBieH
$OKyC aHOManbHOro pUTMa B MnepegHe-cenTasbHOM y4vacTke
NeBOro kenyaoudka. NMpumeHeHune PY-sHeprum (MowHoctb 30
BT ¢ uenesoi Temnepatypoi 55 °C) B mecTe camoit paHHel
aKTMBALMM YCNELHO BOCCTAHOBMU/IO CUHYCOBbIV PUTM, B KOHLE
NccneaoBaHMA TaxmKapaua He Hblna BHOBb MHAYLMPOBaHA.

MauneHTKa bblna BbiNMcaHa Ha 10 cyTKM nocne onepaumm
B Y4,0BNETBOPUTENIbHOM COCTOAHUU. CnycTA mecsAl, nocne Bbl-
nuckm IXO-KI noKaszano, YTo ABUXKEHWNE CTEHKM JIEBOIO XKesly-
O04YKa Hopmanumsosanocb, PB/IK coctasnsetr 63% n KCOATK
47 mm. Mpu TecTe Ha PUINYECKYH HArpy3Ky CUMMNTOMbI OTCYT-
cTBoBan bonee 15 MUHYT. Y NaLMeHTKN He Bblao peuumansos
TaxMKapgum B TeYEHWE Nepmoga HabaaeHma [0 6 mecAues.

BbiBoAbl: B AMarHoCTUKe TAXKECTU KJANMHUYECKOro COCTOA-
HMA MALMEHTOB C YCKOPEHHbIM WAMOBEHTPUKYIAPHbIM PUT-
MOM KNOYeBbIMW meTofdamm asnatotca: ocmoTp, IKI, Ixo-Kr.
MaumeHTbl, Kak NPaBMIO, MMEIT XOPOLIMA NPOrHO3. JuarHo-
CTUPOBAB YCKOPEHHbIN MANOBEHTPUKYNAPHbIN PUTM, cneayeT
NOMHWTb, YTO /Ie4YUTb HEOBXOAMMO OCHOBHOe 3abonesaHue,
Bbi3BaBLUEE AAHHOE COCTOAHME, TaK Kak camo no cebe oHO
He ABNAETCA KM3Heyrpoxatowmm. OOHaAKo, PyKOBOACTBYACH
JKI-KpUTEPUAMM AMArHOCTUKM, BaXKHO NpoBecTu aAnddepeH-
LMaNbHYO AMArHOCTUKY C KeNyAOYKOBbIMU HAPYLUEHUAMM
PUTMa, TaK KaK HEBEpPHOe fleyeHne MOXKET NOBJeYb HeXena-
Te/bHble NOCNeACTBUA.

KAMHMYECKUA CAyHOH ONEepaTUBHOrO A€4eH s NALMEH-
TA C NEPBUYHO-MHOXKECTBEHHbIM METAXPOHHbIM PAKOM
HUCXOASLLEN 060A0YHON KULLKU N CAEMON KULLIKW,
MECTHOro peuuAMBA ONMyXOAU B OGAACTU NA€OCUTMO-
MAHOro OHOCTOMO3d

3eiiHanoBsa MapeaHa AKnep Kbi3bl, Arag»KaHaH BaraH
OraHecoBuy, Macanaumosa AiuaHa HaunesHa, ipankuHa
Enusaseta CepreesHa, BapeHuos Muxaun puropbesuy
®TrAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu
HayuHble pyKkosogutenun: OMenbaHoBUY AMUTPUIA ANeKcaH-
ApoBUY — K.M.H. KB Ne 17

MNepBUYHO-MHOKECTBEHHbIE METAaXPOHHbIE OMYyXO/U — 3TO
HEe3aBMCMMOE BO3HUKHOBEHWE W Pa3BUTME Y OAHOr0 60/1bHO-
ro AByx uamn 6onee HoBoobpasoBaHMI MeTaxpoHHO. O6a paka
MOTYT UMETb OANHAKOBbIM UM PA3HbIN TMCTONOTMYECKUI THN,
HO MCK/OYAETCA MeTacTaTUYeCcKoe nopaxKeHue.

Maument C., 64 net, rocnutanusmposaH 31.07.18 B Kb
Ne 24 anAa NnnaHOBOro OMepaTMBHOrO JIeYeHUA C AMArHO30M:
NepBUYHO-MHOXKECTBEHHbI METAaXPOHHbIM pPak HUCXoAALe-
ro otaena 06040YHOM KMLIKM, CNEMoM KULIKKW, COCTOsIHWME
nocsne onepatnsHoro neyeHus 2015 r, nporpeccupoBaHue
OHKO3aboneBaHUA: MeCTHbI peuManB onyxonu B obnactu
MIEOCUTMOMAHOIO aHacTomosa, pT4aN1aMo, ctagua IlIB. U3
aHaMHe3a M3BecTHO, 4YTo B mae 2015 r. nocTynua B XMpypru-
YecKkoe OTAeNIEHME C KIMHUKOW NEepUTOHUTA NIEBbIX OTAE/OB
JKMBOTA. B aKcTpeHHOM nopsake 6bin onepupoBaH: nanapo-
TOMMWSA, NEBOCTOPOHHAA FEMUKONIKTOMMUSA, TPAHCBEP3OCTOMMS,
caHaumA U ApeHnpoBaHue 6PIOLWHOW NONOCTH, BbiN BbIMUCAH.



CEKLMST XPYPIVI9)

[unarHo3 — pak 060404HOM KMWwKKM pTANIMO c nepdopaum-
eil onyxonu, pPasnTbiM KanoBbiM NEPUTOHUTOM. B nnaHoBom
nopagke 16.09.15 r. nog sHAOTpPaxeasbHbIM HAapPKO30OM Bbl-
NMOJIHEHO: PEKOHCTPYKTUBHO-BOCCTAHOBUTE/IbHAA oOnepauuma
Mo BOCCTAaHOB/IEHWUIO HEMNPEPbLIBHOCTU KULIEYHMKA C IMKBUAA-
umen Konoctombl, GopmupoBaHMEM MNE0-CUFMOAHACcTaMo3a
60K-B-6OK B CBA3U C BbIAIBNEHWEM PaKa CNeNon KULLKKU B Xoae
onepaTMBHOrO ieyeHuA. B cBA3M c noaBaeHMem anob Ha Bbl-
OeNeHns KPoBU M3 NPAMON KMWKM ¢ ntoHa 2018 roaa ambyna-
TOpHO 06cnesoBaH, BbiAB/AEH pak B 061acTU UNEOCUTMOUAHO-
ro aHactomosa (ageHokapumHoma). focnutanmsmposaH B NKB
Ne 24 31.07.18 gns goobcnenoBaHUs 1 NpoBeaeHMNs NAaHOBO-
ro onepaTMBHOIO NeYeHUA.

MCKT opraHoB OpHOWHOM MNOAOCTM W 3aOPHOWIMHHOMO
NPOCTPaAHCTBA C KOHTpacTuposaHmem ot 31.07.18: KT-kaptu-
Ha peunanBa OMyXoau TONICTOM KULIKM B 30HE MAE0-CUIrMOoa-
HaCTOMO3a, MPOPACTAIOLLErO BCE C/0M KULIEYHOM CTEHKM, C
BOB/ieYeHMeMm (NpopacTaHMem?) NeTan NoaB3L0LWHOM KULKMK.
MeTacTasbl N0 /1eBON Ta30BOW CTEHKe, eAMHUYHbIA OTCEB B
6onbwom canbHuKe. JlIumdageHonatna HpbikeeKk CUrMOBUA-
HOW M MOAB3[OLWHON KULWOK 6e3 [0CTOBEpPHbIX MPU3HAKOB
3noKavectBeHHocTU. PIAC ot 31.07.18: MoBEpPXHOCTHbIN aH-
TPYM-racTpuT.

02.08.18 naumeHTy BbINOSIHEHO ONEpPaTUBHOE /sieyeHne B
obbeme: nanapotomus, agres3vonusuc. KombuHuposaHHasA
pe3eKuna U1eocMrmomMaHOro aHacToMo3a, pe3ekuna 3agHen
CTEHKM MOYEBOro MNy3blpA, MIOCKOCTHAA Pe3eKUUA CTEHKU
12n.K., HaNOXeHWe pe3epByapHOro WMNEOPEKTaNbHOrO aHa-
cTomosa J-Pouch, npeBeHTMBHaA U1e0CTOMUA, PEHUPOBAHME
6ptowHon nonoctu. NMocneonepauMoHHbIM Nepuos nNpoTeKan
6e3 ocnoxHeHWU, xanob naumeHT He npeabaAsaan. MNaumeHT
6bIn BbiNUCcaH M3 cTaumoHapa 17.08.18 B ygosneTBopuTeNb-
HOM COCTOAHUM.

[aHHbI KAMHWYECKUA cnydalh AeMoHCTpupyeT dopmu-
poBaHue y 60NbHOro pe3epByapHOro UNEOPEKTaIbHOMO aHa-
cToMO3a. Pa3BuTME NOCTKONIKTOMUYECKOW AMapen sBaseTca
OCHOBHbIM MYCKOBbIM HaYa/loM HapylleHUs BOAHO3NEKTPO-
nuTHOro n 6enkoBo-aHepreTMyeckoro b6anaHcos. OaHaKo ecnu
0OMEHHbIE HapYLUEHUA MOXKHO BPEMEHHO CTabuan3nposaTth,
TO BOCCTAaHOBWTb COCTOAHME Kasoobpasytouwein GyHKUMK AB-
NIAIeTcA Ype3BblYalHO CIOXKHOW 3aja4eit. Maea o 3amenneHum
KMLLEYHOro naccaxa nocse KoNSKTOMMUM NOCAYKMIa NOBOAOM
K LUMPOKOMY BHEAPEHWUIO UNE0PEKTAIbHbIX KOHCTPYKLMIA.

KAMHMYEeCKMI CAyHOM NALMEHTKU C OHEBPU3MOWM BOC-
XOASLLEN YACTUN AYTU AOPTbI

lop6yHoB AneKkcaHap AHapeeBuY

K®Y um. B.. BepHadckozo. MeOuyuHcKasa akademus umeHu
C.U. [eopauescKozo

HayuHble pykosoautenu: Agxxucanves lyansep Pusaesuy.
K®Y um. B.U. BepHagckoro, MeanUMHCKaA akageMma MMeH!
C.WN. Teopruesckoro

MaumeHTKa T, 36 net. B 2018 rogy obpatnaacb K y4acTko-
BOMY TepaneBTy C »anobamu Ha HWU3Koe apTepuasbHoe faB-
nexue (100/50 mm pT.CT.), cnabocCTb, YacTble rO/I0BOKPYKEHUS.
M3 aHamHe3a 6b110 BbIABNEHO:

® YacTble TOH3UIUTbI B leTCKOM BO3pacTe;

e abcaHcHble NpUNaaku 6e3 GyHKLMOHANbHbIX HApYLLUEHWN,

e B BO3pacte 28 neT Ha OCHOBaHMW nposeaeHHoro Y3U
cepaua 66111 BbIABNEHbI UISMEHEHUA: a0PTasIbHbIN U MUTPASIb-
HbI cTeHOo3bl, BMNC: pyHKLMOHaNbHbIN ABYCTBOpYaThIA AoK co
CMasHHBbIMW NO KOMMCCYPe KOPOHAPHbIMWU CTBOPKAMM.

® NPU3HAKK NeroYHon runepteHsuu(/Ir) 1 ctenenu, peryp-
rutauma Ha MK, TK u AoK 1 cteneHu.

[o 2018 roaa naumeHTKa He NpeabABAAaa Xanob, Ha yye-
Te y Kapauonora v COCyAMCTOro Xupypra He ctosana. Y4yacTtko-
BbIM TepaneBTOM NOANKAMHUKM N2 2 1. 3anopoxbe naumneHTKa
OblNa HanpaBaeHa Ha KOHCYNbTALMIO K CepAeYHO-COCYANCTOMY
XUPYPry B MeguLUMHCKUIM LeHTp TOB «Busyc» B r. 3anoposkbe,
rae 6binM NpoBeAeHbl cneayolwme aHaAm3bl:

e OAK: RBC: 4,25 T/a, HGB: 122r/n WBC: 5,6[/n, PLT:
261r/n, HCT: 0,37n/n, LYM: 45%, MON: 5%, GRA: 49,5%.

* 5X kKposu 0T 19.03.2019: romoumctenH: 14.00 mkMonb/n,
BuTammMH D 06umnit: 21.27 Hr/mn, C-peakTUBHbIN 6enoK: oTCyT-
cryet; TTI: 1,94 MKME/mn, uHaekc HOMA-IR: 1.35.

e Y31 cepgua ot 14.11.2018. Kpaesoli ¢ubp0o3 CTBOPOK
AoK, GYHKUMOHANbHbIM ABYCTBOPYATLIN, peryprutauma 2 cte-
neHun. BocxogAawmin otaen aopTbl paclwimpeH Ao 47mm.

o KT opraHoB rpyaHon Knetku ot 06.03.2019. Ha KT npu-
3HaKM 3KTa3MM BOCXOAALLENO OTAENA MPYAHON aopThbl.

o XonTepoBCcKuit MOHUTOPUHT KT oT 21.03.2019. CpeaHsan
YCC 79 ya/muH (MMHMManbHaa 48 ya/MuH, MakcumasbHas
138 ya/muH). MpeMmylecTBEHHO CUHycoBas BpaavKapaus,
HapyLIeHW NPOBOAMMOCTU He BbIABNEHO. BbifiBneHo 5 HaaKe-
NYA0YKOBBIX U 3 KeNyg04KOBbIe IKCTPACUCTObl. HouHaa cuHy-
coBan apuTMnA B TeveHue 3,2% BpemeHn. dnesaLma cermeHTa
ST obLueit NPoAoKNTENBHOCTBIO 5 MUHYT B OTBEAEHWM KaHana
C; nenpeccus cermeHTa ST 06LLEN NPOLOMIKUTENBHOCTBIO 1 MK-
HyTa B oTBeZeHun KaHana A. AHanus nHtepsana QT Ha maKcu-
manbHoM YCC paBeH 369 mc, Ha MMHUManbHoM YCC—423 mc. B
TeyeHue CyTOK Habntoganock yanmHeHune uHtepeana QT.

® 3x0Kr ot 13.09.2019. ®YHKUMOHANbHBIN ABYCTBOPYATbIN
AoK, Kpas CTBOPOK YNJIOTHEHbI, PAaCKPbITUE CTBOPOK A0CTAaTOY-
HOe, peryprutauma Ha KnanaHe 3 cteneHu (aKCUEeHTPUYEecKuit
NoToK BAONb nepeaHei ctBopkn MK). OT cuHOTYbynapHoi
30Hbl 40 NAEYerosI0BHOrO CTBO/IA a0OPTa HEPABHOMEPHO pac-
WwupeHa ot 45 mm go 28 mm. MmnepTpodumm NeBOro *Kenypou-
Ka(/1’K), HapyweHuit GyHKUMKM apyrux KnanaHos U JII He Bbl-
ABNIEHO.

Bbin noctaBneH auarHos: BIMC: ¢yHKLMOHaNbHbLIA ABY-
cTBopyaThii AoK c peryprutaumen 3 cTeneHu; paclimpeHue
BocxoaAawel aoptbl; CH 0-1 cteneHu; runosutamumHos D, ru-
NeproMmouUTCEMHEMMUA.

ABCO/OTHbIX MOKa3aHUI Ana onepayum Ha MOMEHT Kypa-
LMK He BblIsiIBNIEHO: HeT AaHHbIx 3a JIT (3xoKr oTt 13.09.2019),
oTcyTcTBMe runepTpodum JTIK, paclumpeHme BocxoaALLein aop-
Tbl He 6onblle HOpPMbI B 2 pasa.

B KauecTBe peKoMeHA0BaHHOIO iedeHuns 6bI10 Ha3HAYEHO:

1. KoHTtponb A 1 YCC

2. KopakcaH 5mr: 1 1a6. 1 p/a,

3. MarHe B6: 1 1ab. 3 p/ag,

4. [lucnaHcepHbI yYeT y cepaeyHo-CocyamncToro Xxmpypra
1 pa3 B 6 mecaues ¢ npoxoxgeHnem Y3U cepgua v IxoKTr.

KAMHMYEeCKUIM CAY4O POAOPA3PELLeHUs NALUEHTKU C
Lepe6pOoBACKYASIPHbIM 3060A€BOHUEM B AHAOMHE3e Ha
cpoke rectauum 38-39 HeaeAb

KynuHuuesa EkateprHa AneKcaHapoOBHA
OrAOY BO PHUMY um. H.U. Mupozosa

HayuHble pykosoautenu: Kepyenaesa CeetnaHa bopucosHa —
A.M.H., npodeccop. NBY3 «KB um. ®.U. MHozemuesa A3M»

BepemeHHas /1., 25 net, noctynuna B otaeneHme naTono-
rmn 6epemeHHbix TKB nm. ®.N. MHo3emueBa r. MocKBbl Nno
HanpaBNEeHMIO BPaYa }KEHCKOW KOHCYNbTauuu Ana NaAaHOBOro
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pofopa3spelleHna nyTem Kecapesa cedeHusn. Cpok bepemeHr-
HOCTW Npw nocTynaeHnn coctasnsaet 38-39 Hep,. M3 aHamHe3sa:
1 Tp. — yrpo3a npepsbiBaHua, B cpoke 10-11 Hep,. rocnuTanmsa-
umns B ArL, TKB um. ®.U. MHo3emueBa, ob6cnenoBaHme B CBA3U
¢ OHMK B aHamHe3e B 2014 r. 2 Tp: yrpo3a npepbiBaHuA be-
peMeHHOCTU, CO C/I0B — 06OCTPEHME XPOHUYECKOrO racTpuTa —
cTay,. neverue B Al'LL 8 14-15 Hegenb. 3 TP.: OTEKU H/KOHEYHO-
cTel ¢ 25 Hegenb, naTonormyeckas npubaska B Bece. OMNB 7
Kr. [TOCTOAHHO NPUHMMAET IeKapCTBEHHbIE NpenapaTbl: TPOM-
60-ACC 100 mr, gonerut 250 mr 3 p/aeHb, MogomapuH 200 mr,
n/k knekcad 0,4 2 p/aeHb. Mpu nocTynneHnn obpawatoT Ha
cebA BHUMaHMeE OTEKMU HUKHUX KOHeYHocTel. Mpu nanbnauum
onpegenAnca naog B NPoAOAbHOM MONOXKEHWUN, NPeanexuT
roN0BKa, Haj, BXOAOM B Manblivi Ta3. [pu BnaraavwHom mccne-
[OBaHUM — OTCYTCTBME MPU3HAKOB POAOBON AEATENbHOCTU.
Mpwv npoBefeHUN TpaHCabaoMMHANbHOM 3xorpadumm B HptoLw-
HOM NONOCTU BU3YaIM3UPOBAICA KUBOW NN0A B MPOAOAbHOM
NONOMEHUK, roNoBHOM npegnexaHuun, YCC 144 ya/muH. de-
TOMEeTpPUYECKMe pasmepbl COOTBETCTBOBaAM 36-37 Heaenam
6epemeHHocTn. lMpegnonaraemaa macca nioga CoctaBuia
2700 rp. B cBa3n ¢ Haanumem OHMK HeyTOYHEHHOrOo reHesa B
aHaMmHese MPUHATO pelleHne o nposegeHnn MPT ronosHoro
MO3ra 419 UCK/IIOUYEHUA COCyanCToM Manbdpopmaumm (BbisBe-
Ha KUCTO3HO-IIMO3HaA TpaHCchopmaLma B I€BOM MOAYLLAPUU
ro/10BHOro mo3ra). KnmHuyeckunin guarHos: bepemeHHocTb 38-
39 Hegenb. fonosHoe npepnexkaHune. [ecTaluMOHHbIE OTEKW.
LlepebpoBackynapHana 6onesHb. OHMK (Mwemunyeckuii tmn)
0701.11.14.TBE 3 cT 2 cT pUckK 4. BaprKosHas 6onesHb. B cBsA3u
C OTArOLLEHHbIM COMATUYEeCKUM aHamHe3oM (b 3 ¢T 2 cT puck
4, OHMK B 2014 rogy), pesynbtatamm MPT rofiloBHOro mos-
ra, 3aK1t04eHnem HeBpoJiora 1 yrposbl MO HapacTaHUIO CUM-
NTOMOB MPE3KAAMMNCUN MOKa3aHO pogopaspelleHne NyTém
onepauun Kecapesa cevyeHMA B N1aHOBOM nopagke. Mpous-
BeZleHa nanapotomma no [xoan-KoxeHy. B paHy npeanexut
bepemeHHas MaTKa, COOTBETCTBYHOLLLAA CPOKY bepemeHHOCTH
38-39 Hepenb, OoTMeYaeTcA BAPWKO3HOE pacluMpeHue BeH
Manoro Tasa. 3a roN0BKy U3B/JeYeHa XKMBaA AOHOLWEHHan ae-
BOYKa Becom 2850 rp., oLeHKa no wkane Anrap 8-9 6annos.
OkononnogHble BoAbl cBeT/ble. [IONbKM MNAALEHTbl Uenbl,
0601104KM Bce. MaTKa cokpaTuaach, N0THaA. PaHa Ha maTke
YWNTA HenpepbiBHbIM WBOM No PuBepaeHy. Mpuaatkm 6e3
ocobeHHocTel. Ob6uwana KposonoTtepsa — 600 ma. PogunbHuua
nepesefeHa B nocaepoaosoe otaeneHue. NocneonepaumoH-
HbI nNepuog 6e3 ocobeHHOCTEN, NOcNeoNnepaLMOHHbIM WoB
B YA0BNETBOPUTENIbBHOM COCTOAHUM, 3aXKUBNEHNE NEPBUYHBIM
HaTAXeHnem. BbinncaHa Ha 5 CyTKM B yA0BAETBOPUTENBHOM
COCTOAHUM.

OuarHoctnka OHMK y 6epemeHHbIX € LepebpoBacky-
NAPHbIMKU 3a60/N1eBaHUAMM He NpeacTaBAAeT 3HAYUTENbHbIX
TPYLHOCTEW B CUNY LUMPOKOTO NPUMEHEHUA KaK COBPEMEHHbIX
MeTog0B Heliposusyanusaumm (MPT, KT, MPT-aHrnorpapuu,
CKT), Tak U HeMHBa3UBHbIX METOAO0B, TakMX Kak I3, Y3 ay-
NJIEKCHOTO CKAHMPOBAHMA COCY0B LWeu, a TaK»Ke loMbasbHOM
nyHKkumun. Bo Il v Il tpumectpax MPT u KT He OKa3biBatoOT Bpea-
HOro BO34encTBMA Ha nnog, a MPT-aHrnorpaduma npumeHnma
BO BpeMms rectalmm, Tak Kak KOHTpacTHOe BeLLecTBO ABAAETCA
dur3nonornyeckn MHepTHbIM. PogopaspelleHne NaLMeHToK B
COYETaHUM C aKyLIEPCKUMMU OC/TONKHEHMAMM (KOMMNEHCUPOBAH-
Haa ®IMH, ymepeHHaa M3, gucTpecc naoga) U TakKMMM MOKa-
3aHMAMM, KaK ONepuMpoBaHHAA KaBepHO3Hasa masbdopmaumsa
nocne 22 Hegenb NPOBOAUTCA B YC/IOBUAX aKyLLIEPCKOro Cra-
LMOHapa NyTEM KecapeBa CevyeHUA ANA COXPAHEHUA XKU3HU U
3[0POBbA YKEHLUMHbI.
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KAMHMYECKMI CAYHO COYETOHUS Y GOABHOM FPOHYAE-
30KAETOYHOM OMYyXOAU SMHMYHUKOB IV cTaAMM 1 Npo-
AQNCA FreHUTOAUN

KanawHukoBa Banepus CepreeBHa, bekmyxambetoBa
Lap6aHy Mup:kaHKbi3bl, Bepauesa MNoHenb My6apus Kbi3bl
®rAQY BO PHUMY um. H.N.lMupozosa

HayuHble pykosogutenun: O3o0nuHa Jiioammna AHaToNbeBHA —
4.M.H, npodeccop, PrA0Y BO PHUMY um. H.U.Muporosa.
Casuros Aptemuit Cepreesud, LleHTpanbHan KAMHUYECKas
6onbHULLA MParKaaHCKOM aBMauun

BonbHasa K., 55 net, noctynuaa B rMHEKONIOrMYecKoe otae-
nexve UKB TA ¢ )anobamu Ha KpOBAHUCTble BblaeNneHUA U3
nonoB.bIX NyTel, cnabocTb, OAbILKY, OLLyLIeHNe NHOPOAHOTO
Tesa u 6onn B 061acTU NPOMEKHOCTU, 3aTPYAHEHHOE MOYeunc-
nyckaHve v gedekauuio.

AHamHes: ¢ 2016 r. — nHBanna 1 rpynnbl No NOBOAY 3/10Ka-
YyecTBeHHOW me3oTenmombl 6ptowmnHbl (TANOMX). B nionie 2018
r. NpoBeAeH NanapoLeHTes ¢ aBaKyauuert 10n acumTuyeckom
KUAKOCTU U TpaHcdy3nen 3pUTPOLUTAPHON MacCbl MO NOBO-
[y aHeMUU TAKeol cTeneHn (remornobuH — 75 r/n). MHeko-
JIOTUYECKUI aHAaMHE3: HAPYLUEHUA MEHCTPYasibHOro UUKAa B
penpoayKTUBHOM M NepumeHonay3asibHOM Nepuoae He BblAB-
NeHbl. bepemeHHocTel — 3, pogos — 2, abopT — 1. MeHonaysa
B 50 net. B TeyeHune 3-x et (c 52 neT) aumKAndYecKme Kpoes-
HUCTble BblAeNeHNA U3 NoNOoBbIX NyTel. B nepuoa nocnesHero
roga 6ecnokoAT 6011 B MPOMEKHOCTU, 3aTPYAHEHHOE MOoYe-
ncnyckaHue n gedpekauma. Mpu Y3U: Y3-npusHakm 06bEMHBbIX
06pa3oBaHMit 060MX AUYHUKOB, MMOMbI MATKM, acuumTa, non-
HOro BbIMAZEHNA MATKM WU MPaBOro ANYHMKA, XPOHWUYECKOro
Ka/IbKy/NIe3HOro X0/NeLnCcT1Ta, yBeMYeH1A 1eBol AoNn U and-
bY3HbBIX U3MEHEHWUI B NAPEHXMME NeYeHU U MOAKENYA0HHON
»Kenesbl, KUCTbl MPABOW MOYKKU, KANMKOMUENO0IKTa3nn 1eBOM
noyku. Mpu MCKT BbisiBIeH NPaBOCTOPOHHWUIA TMAPOTOPAKC,
KonabuposaHHoe nerkoe. Mo AaHHbIM peHTreHorpadum opra-
HOB FPYAHOM KNETKU CnpaBa YPOBEHb KUAKOCTU AOXOAWUT A0
3 pebpa (Nno nepegHUm oTpeskam). TeHb cepaLa HECKONbKO
CMeLlLeHa BNEBO, WMPOKO NPUAEXKUT K Anadparme. Mpounsse-
AeHa NYyHKUMA nieBpasbHOM MOAOCTU, 3BaKymposaHo 2800
MJ1 TIEBPA/IbHOM KUAKOCTU. MpU LUTONOTMYECKOM UCCeao-
BaHWM NEBPANbHON KUAKOCTUN BbIABEHbI FPYMNTbl KAETOK pe-
akTusHoro mesotenua. Mpu ITAC BbiaBAeH ractpogyoneHut. C
LeNblo YTOYHEeHUA AMarHo3a Noj sHA0TpaxeabHbIM HAPKO30M
BbINO/IHEHA Nanapockonua. [lnarHo3 BO BpemA NnamnapocKo-
nuun: [IByXCTOPOHHME OMYXOAN AUYHUKOB (3/10Ka4eCTBEHHbIE?)
AcumT. lMpowusseseHa onepauma: ABYCTOPOHHAA afHEKCIK-
TOMUSA, yAaneHue 6ONbLWIOro CanbHWKA, 3BaKyalus acuuTa,
ApeHnpoBaHMe BptoWHOM nonoctn. Peabunutaums 6osbHOM
npogonXanace B TeyeHue 4-x cytok B OPUT, panee B TeueHune
7 CYTOK B FTMHEKON0rMYecKkom oTaeneHuun. [ipeHax yaaneH Ha
7 CYTKM, WBbI CHATbI Ha 8 CYTKM nocne onepauuun. PesynbtaT
TMCTONIOFMYECKOrO UCCNeA0BAHMNA: TPaHY/1e30KNEeTOYHanA ony-
XO0/Ib NPABOro AWYHMKA, C OMNyXo/eBbiIMU 3MBONaMM B Kanu-
NAPax AMYHMKA U BONBLLOrO CaNbHUKA, C POCTOM MO CEPO3HOM
060/104Ke MaTOUHbIX TPY6 M N1eBOro AMYHMKA, C MeTacTazamm
B 6onbloN canbHUK. Mpon3BeaeHa onepauma: BAaraanwHas
3KCTMPNaLUMA MaTKW, NepeaHAa U 3a4HAA Konbnoppadus, ne-
BaToponiacTuKa. Peabunutauma 8 OPUT B TeueHMe 6 CYyTOK U
B TMHEKON0TMYeCcKom oTaeneHnmn 13 cyToK, Aanee BbinmcaHa ¢
HanpaBAeHMEeM B OHKOAMCNAHCep ANf Aa/bHeNwWwero neyeHus
M HabnoaeHus.

TakMm 06pasom, AaHHbIN KAUHWYECKUI Cayvyan LEeMOH-
CTPUPYET KpaiHe pefiKo BCTpeyatoLleeca covyeTaHue ABYXCTO-
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POHHEl 3/10Ka4YeCTBEHHOMN OMYX0/N AUYHUKA U TEHWUTAIbHOTO
nposianca y nauueHTKn, HabnrogatoLleincs y oHKonora no no-
BOZY 3/10KQYeCTBEHHOW Me30TeIMOMbl HBPIOLLNHBI. BepoATHO,
NPWYNHOM BO3HMKHOBEHWS 3/10KAYECTBEHHOW OMyXOoNu AUNY-
HUWKa ABMMACb MMMYHHAA HEAOCTAaTOYHOCTb, PA3BUBLLAACA HA
¢dboHe NpoBOAMMOI MPOTUBOOMNYXOIEBOM TEPANUN. A pa3BuUTUe
reHUTasIbHOTO nposanca 0b6YC/0BAEHO HeAOCTAaTOYHOCTbIO
MbILLUL, TA30BOTO AHA, Ha/IMYMEM acLMTa U ONyXO/ieil 3Hauu-
TesIbHbIX Pa3MepoB B MasioM Tasy.

KAMHNYeCKUM CAYYOM YCNELHOro YAGA€HUS TMTOHTCKOW
AOBGPOKAYECTBEHHOM OMYXOAU SSUYHUKA NPU MOMOLLM
AQMNAPOCKONMUYECKOro AOCTYNA Y NALUEHTKN NOCAe
TPOHCMAGHTALUMK CEPALIA

Cnoksa Banepusa KoHcTtaHTMHOBHA, Ctonsaposa Ennsasera
BanepbesHa, KonbTHOBa TaTbAAHa [eHHaAbeBHaA

®rAOY BO PHUMY um. H.U. MNMupozosa M3 P®

HayuHble pykoBoautenu: JlanuHa MipuHa AnekcaHapoBHa —
K.M.H, goueHT. PTAOY BO PHUMY um. H.U. Muporosa M3 PO

MaunenTka M., 32 neTt, nocTynuna B rMHEKONOTMYECKoe
otaeneHune Ne 1 KnnmHuyeckoirt 6onbHULbl Ne 1 MEACU ¢ ana-
rHo3om: «luraHTcKoe A06poKayecTBeHHOe HOBOObpa3oBaHue
NpaBoro AMYHUKA (3penas Tepatoma)».

N3 aHamHe3a 13BecTHO, YTo B 2012 roay y 6onbHOM Ana-
rHOCTMPOBaHa AMNATAUMOHHAA KapguomuonaTuaA. Bnepsble
HoBOObOpasoBaHMe Oblno BbisBAeHO B 2014 rogy, OAHaKO
onepaTMBHOE NeyeHne BbiI0 OTIOKEHO M3-3a BbICOKOTO pU-
CKa aHEeCcTe3n0oN0rMYEeCKNUX U UHTPAOMNEPALMOHHbBIX OCNOXHe-
HUI. BblNI0 peLleHo NPoBOAUTL AMHAMMYECKoe HabaoaeHue
onyxonu nog KoHtponem Y3W opraHos manoro tasa. B 2015
rogy NauneHTKa nepeHecsia OCTpPOe HapylleHMe MO3roBoro
KpOBOOOpaLLEHNA MO MWeMUYecKoMy TUNYy. B cBA3mM ¢ aekom-
neHcaumein OCHOBHOro 3a60s1eBaHMA BblI0 NPUHATO peleHne
NpPOBECTU OPTOTOMMYECKYHO TPAHCMNAHTALMIO cepalua No Ka-
Ba-KaHa/IbHOW MeToAMKe, KoTopas 6bla yCrnewHo BbINoAHEHA
B ntoHe 2016 rogy B ®rbY « HMULL TUO mm. akaa. B.U. LLyma-
KoBa» M3 PO.

CnycTa Tpu roga nocne nepecasku cepgla, yuntbiBasa cTa-
61NbHOE COCTOAHME NALMEHTKM, 6bII0 peleHo NPoBecTM one-
paTMBHOE NleyeHure Nno nosoagy A06pPOKaYecTBEHHOW OMnyxonu
AWNYHMKA, B CBA3U C YBE/IMYEHNEM €70 PA3MEPOB.

B npenponepauvoHHOM nepuoge obliee COCToAHWE YA0B-
netsoputenbHoe. YCC — 88ya/muH, YO40-18 ya/mun, Al
125/80 MM PT.CT. B KAMHMYECKOM M BUOXMMUYECKOM aHanu-
3ax KpoBu obpallaeT Ha ceba BHMMAHWE — remornobuH 93
r/n, kpeaTuHuH 108 mmonb/n. CKP — 59 ma/muH. MapameTpsl
cUCTeMbl TeMOCTas3a B npeaenax HopmasbHbIX 3HayeHui. Mo
AaHHbIM JKT B 12 otBeaeHuax 1 IxoKI ocTpoi naTonornmn He
BblfiBfieHO. [py ABYPYYHOM BAAraaunLLHO-aba0MWHANIbHOM
nccnenoBaHUMKM B 061aCTM NpaBblx NPUAATKOB onpeaenserca
onyxonb Anametpom o 80 MM, OrpaHMYEHHO MOABMUXKHaA,
HecKo/IbKo bonesHeHHas npu nanbnauun. C nomouwpto Y3U u
MPT opraHoB mMmanoro Tasa ¢ KOHTPaCTUPOBaHMEM MOATBEPK-
AeHOo Hannune obbemHoro obpasoBaHMA NPaBbIX NPUAATKOB
pasmepamu 80x65x70 MM, C YETKMMU KOHTYpamu U HeEOAHO-
POAHbIM COAEPKMMbIM (NPeANoNOKUTENbHO 3penas TepaTo-
ma).

MauuneHTKe 6bIN10 NPOM3BELEHO ONepaTUBHOE NleYeHue B
obbeme yganeHus TMraHTCKoro AobpokavecTBeHHOro obpa-
30BaHMA MpaBblX NPUAATKOB B Npefesiax 340POBbIX TKAaHEeM
/lanapoCKONMYECKMM [O0CTYNOM, C NOcCAeaytowen caHauuen
OploWwHON NonocTH. B xoge onepaunmn onyxonb SHyKAeMpoBa-

Ha U3 TKaHU AUYHUKA U B TePMETUYHOM KOHTEeWHepe yaaneHa
Yyepes MopT Tpoakapa. Mpu BCKPbITUM Kamncynbl 06HapyKeHO
COAEPKMMOE B BUAE BOJIOC U KMUPOBOW TKaHW. MO AaHHbIM
TMCTONIOTMYECKOTO UCCIeA0BaHNA NPeaBapUTe/IbHbIM AMArHo3
6blN MOATBEPKAEH.

[na aHecTesnonornyeckoro nocobus Obln UCNONb30BaH
KOMOWHNPOBAHHbIM 3HAOTPAxXeasbHbli HAPKO3 C MHAYKLMEN
npono®onom, B cBA3U C 0COBEHHOCTAMM BeAEHWUA NALMEHTOB
C TPaHCN/IAHTUPOBaHHbIM cepauem. MOCKONbKY cepaue ae-
HEepBUPOBAHO, MUHYTHbIV 06BEM KPOBM 3aBUCUT MONHOCTbIO
OT BEHO3HOro BO3BPaTa, @ reMoANHAMUYECKUI OTBET Ha Nps-
MYIO NanapuHroCcKOMuIo, MOBEPXHOCTHYIO aHecTe3uno u bone-
Bble pasAparkutenu otcyTcTeyeT. Mo3Tomy Heobxoaum Tuia-
Te/IbHbIV MHTPAONEPALMOHHbIV KOHTPO/b My6UHbI aHecTe3nm
M OLLEHKM BOIEMMUYECKOTO CTaTyca.

B nocneonepauMOHHOM Neproae NaumeHTKa NPoAoIKMAA
NPUEM MeAMKaMEHTOB Ha3HAYeHHbIX TPaHCM/IaHTONI0raMK, a
Ha 4-e CYTKM BbINMCAHA U3 CTALMOHAPA C NOJIOKUTENIbHOMN Au-
HaMWKOMN.

Ha npoTaKeHUU rocnuTanmnsaLmm NpoBoAMaach aHTMHaK-
TepuanbHasa, MHOY3MOHHAA U aHTUKOATYIAHTHAA Tepanus.

YnaneHne [06pPOKaYECTBEHHbIX OMyXONel AUYHUKOB Na-
MapOCKOMUYECKMM [OCTYNOM ABAAETCA CTaHAAPTOM XMpyp-
TMYECKOro sieyeHus. Tem He MeHee, K NauMeHTam C TpaHC-
nAaHTauuMeln cepaua B aHamHe3e onepupytoLLmMe TMHEeKo0mm
OTHOCATCA C 0COBEHHOW HAaCTOPOXKEHHOCTbHIO, B CBA3U C OTCYT-
CTBMEM A0CTAaTOYHOrO OMbITa B A@HHOM 06/1acTU. [JaHHbIN KAu-
HWYECKWI OMbIT MOXKET ObITb NONE3EH NP BbIbOpe MmeToAa /e-
YeHMA NaLMEHTOK FMHEeKoNorMyeckoro npoduna, Tpebyrowmx
onepaTMBHOro BMellaTes1bCcTBa.

KAMHMYECKUI CAYHOI XMPYPrUYeCKOro Ae4eHns AuBep-
TUKYAQ XXEAYAKQ

KoBaHues Cepreii Amutpuesud, ApaHacbeBa Bapsapa
AneKceeBHa

Pocculickaa meduyuHCKas aKkademus HenpepbisHO20 npogec-
CUoHanbHo20 obpasosaHua MuH3dpasa Poccuu

HayuHble pykoBogutenum: LLlabyHnH Anekceli Bacunbesmy —
0.M.H., npodeccop, YneH-koppenoHaeHT PAH. Poccuiickas
MeAMLMHCKanA akafleMUA HenpepbIBHOrO NpodeccnoHabHOro
obpasosaHusa MuH3apasa Poccun

[unBepTukyn xenyaka — pefkoe 3abonesaHue, BCTpeya-
toweeca B 0,04% cnyyaeB peHTreHorpadpuin ¢ KOHTPACTOM M
B 0.01-0.11% cnyyaeB 3HAOCKONUI BepxHux otaenos HKKT.
MocTaHOBKa AMarHo3a 3a4acTylto 3aTpygHUTeNbHA BBUAY He-
cneumoUYeckUx CMMNTOMOB, TaKMX KaK YyBCTBO MOJIHOTbI B
anuractTpum nocne egpl, ANCNENCUK, TOLHOTLI U PBOTbLI. YacTo-
Ta KIMHUYECKUX NPOABAEHUI, KaK NPaBWUIO, yBENMYMBAETCA C
pasmepamun gusepTtuKyna. B uenom, okono 10% nauneHToB
6yayT HY»KOQTbCA B ONEPATUBHOM JIEHEHUN, NPENMYLLECTBEH-
HO Npw pa3mepax 6onee 4 cm, a TaKKe NPU HAZIMYUKN XPOHUYe-
CKOTO BOCMaNIeHMA, A3Bbl UIN KPOBOTEYEHUSA

MaumneHTKa, XeHwWwmHa 37-mu neT, noctynuna ¢ 6onbHULY
c »kanobamu Ha nepuoguyeckue 60aM B aNUracTpum, KoTo-
pble 6eCnoKOUIN ee Ha NPOTAXKEHUMN 3-X fieT. JlabopaTopHble
aHanu3bl — 6e3 OTKNIOHEeHWU OT Hopmbl. Mpu obcnepoBaHUK
no NoBoAy peunamsupyowmx 6onei B anuractpumn 6oina Bbl-
NoJIHEHA racTPOCKOMUA U PEHTreH BPHOLWHOM MONOCTU C KOH-
TPacToOM, KOTOpble NOKasan Hanuune AUMBEPTUKYIA KeNyaKa
C NpU3HaKamu AuBepTUKyAUTa. Mocne npeaBapuTeNnbHOM Npe-
[0MepauyoHHOM MOArOTOBKM BbINOSIHEHA NanapocKonuye-
CKafA MapumanbHaa pesekuma Kenyaka. MocneonepaunoHHoe
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Y3/ nokasano otcyTcTBMe CBOBOAHOMN MMAKOCTU, MKUAKOCT-
HbIX CKOMIEHUI B BPIOWHOM NOMOCTU, MPU3HAKOB HapyLleHUA
3BaKyaLMM COAEPHKMMOTO XKenyaKa, a TakKe HopMasibHyto ne-
PUCTANbTUKY KULLIEYHUKA C HepacWMpeHHbIMKU netaamu. Mo-
cneonepaumoHHbIM Nepuoa npoTekan 6e3 0CN0KHEHUH, U Na-
uMeHTKa bblna BbinuncaHa Yyepes 3 aHA. MocneonepaumoHHbI
maTepuan 6bin NOATBEPIKAEH TMCTONOMMYECKM, KaK ANBEPTU-
Ky/ Xenyaka. Ha noBTOPHOM KOHCynbTauuu Yepes 3 Headenu
nocneonepaumoHHble PaHbl 3aXKUAW NEePBUYHbIM HaTSXKEHU-
em. MauuneHTKa Kanob He npeabsBnseT. [pU KOHTPOAbHOWN
PEHTFEHOCKOMUM }KenyKa C KOHTPACcTOM MPU3HAKOB MaToso-
rMK BbISIBNEHO He 6bIN10.

BbiBOAbl. [MBEPTUKYN XenyaKka — peakoe 3abonesaHue,
NOCTaHOBKAa AMarHo3a KOTOPOro 3a4yacTylo 3aTpygHUTENbHA
BBUAY Hecneundruyecknmx CUMNTOMOB, TaKMX KaK YyBCTBO NOJ-
HOTbI B 3NUracTpuu nocne eapl, Ucnencus, B TOM Yncie ToL-
HOTa U PBOTA, A TaK¥Ke HeA0CTaTOYHON MHGOPMATUBHOCTU UH-
CTPYMEHTaNbHbIX MeTogoB obcnegoBaHua, BKAodasa KT, npu
KOTOPOM OHM BbIFNAAAT KaK KUCTO3HOE 06pa3oBaHMeE C TOHKOM
CTEHKOW U rOPU30OHTa/NIbHbIM YPOBHEM YUAKOCTU U BO3A4yXa,
pPacnonoXKeHHbIM MPEeUMYLLECTBEHHO 33 XENYAKOM, Mexay
cenie3eHKoM, HagNnoYeyHMKOM U NeBOM HOXKOM anadparmbl.
TakrMm 06pa3om, OHU MOTYT BbITb OLUMOOYHO NPUHATHLI 33 NaTo-
JIOTMYECKMIA NPOLLECC, TAKOW KaK OMyx0/au, KUCTbl U abcLecchl,
B NapaBepTebpanbHOM 30He. TaKkKe OHM MOryT 6bITb OLWKMBOY-
HO MPUHATbI 338 HApPYLUEHUA Pa3BUTUSA, KaK, Hanpumep, yasoe-
HWe NpuBpPaATHMKA Kenyaka. B cnyyae cumnTomaTMyeckmx au-
BEPTUKY/IOB MOKA3aHO onepaTMBHOE JieYeHue, rae npuoputeT
OTAAEeTCA NanapoCKONMUMYECKUM BMeLIaTeIbCTBAM.

KAMHMYECKUIM CAYHO SHAOCKONMUYECKOTO YAOASHUS
TUIFOHTCKOro GUGpPOBACKYASIPHOTO NOAUMNA MULLLEBOAC

lfodmaH Bacunuii Cepreesud, Nauepa Cepreii Bacunbesnu,
fnywyk AHgpeii AnekcaHaposud, TapackoBa KceHus
UropesHa, Kapymos baxpomuaauH bunonupamnHosuy
®TAQY BO PHUMY um. H.N. NMupozosa

HayuHble pykosogutenu: degopos EsreHnin Amutpuesny —
O.M.H., npodeccop; N'Kb Ne 31. MiBaHoBa EkaTepuHa BukTO-
poBHa; MeanUMHCKMI LeHTp «K+31»

dunbpoBackynspHble NOAUMbI ABAAIOTCA peakumu Ao6bpo-
KayeCTBEHHbIMW BHYTPUMNPOCBETHLIMU MCEBAOOMYXOEBbIMM
3abonesaHnamn nuwesoaa. Ha ux gonto npuxoautces 0,5-1%
OT BCex A06pOKaYecTBEHHbIX HOBOOOPA30BAHUIN MULLEBOAA.
JaHHble 0bpa3oBaHMA MMEKT HU3KUIN PUCK 3/10Ka4YeCTBEH-
HOCTW, HO B HEKOTOPbIX C/y4asx CNOCOBHbI K MaNUTHU3ALNN.
YpoaneHue Takux NoAMMNOB MPOU3BOAUTCA NMPEUMYLLECTBEHHO
Xupypruyeckum nytem. K aHAOCKONUYECKOMY YAQNEHUIO NPpU-
beratoT KpalHe peaKo, BBMAY OONbLUMX TEXHWUYECKUX TPYA-
HOCTEN M CNOXKHOCTbIO BbIMOJIHEHWA afEeKBAaTHOro remocTasa.
MaumeHT B.,50 net, 0bpatmncs B MeaAnUNHCKUI peabunmTaum-
OHHbIN UeHTp «KanHuKa 31» B mapTe 2013 roga ¢ AMarHo3om:
TUraHTCKUM GUBPOBACKYNAPHBIN Noavn nuuesona. M3 aHam-
He3a M3BECTHO, YTO C OKTA6pA 2012 roaa nauMeHT Kanosa-
cA Ha 6011 B aNUTaCTpUK, U3XKOTY, OLLYLLEHME KKOMKa» npu
rnoTaHuu. Takxe ¢ sHBapsa 2013 otmeyvanacb cybdpebpunbHan
nmxopaaka. B aHeape 2013 npu gmarHoctuyeckoi IMAC B T.
Bonrorpas 6bi10 BbIABNEHO «MOAMMOBMAHOE» OMyX0/NeBoOe
obpasoBaHMe uuanHApUYeckon dpopmbl Ao 9-11 mm B aAua-
meTpe u ao 200-250 mm anuHon. C uenbto goobcienoBaHus
OblIN BbIMNONHEHbI BUONCUA U peHTreHorpadma nuwesoaa.
Ha peHTreHorpamme: B MpocBeTe NuLeBoga onpeaensetca
obpasoBaHMe B BUAE NOAUMNA HA AJIMHHON HOXKEe, KOPEeHb Ha-
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XOAMTCA Ha YPOBHe 7 rpyAHOro NO3BOHKa, r0/I0BKa Noavna Ao
5 cm B AMameTpe € 3p03MPOBAHHON MOBEPXHOCTbIO. Pe3yb-
TaTbl BMOMNCUUN: NIEMKOLUTAPHO-HEKPOTUYECKUI AeTpuT. [ns
YTOUHEHUA CTPYKTYpbl 0bpa3oBaHuA 6bina BbinonHeHa JYC:
roN0BKa Nonuna nmeet pasmep 3,5x2 cm, HOXKKa nosmna nme-
€T TO/LWNHY OT 1,22 cM y OCHOBaHUA, MOCTENEHHO PacLLMPAACH
80 2,5 cm B obnact ronosku. OcHOBaHWE NOMNA UCXOAUT
M3 MbILLEYHOro €104 nNulleBoaa. bbino caenaHo 3akayeHne
O Ha/ZM4YUW TUTAHTCKOrO NOAMNA MULEBOAA, UCXOOALLEro 13
rMnepTpoPpUpPOBaHHOrO MbILLEYHOTO C/OA JIEBON CTEHKU Nu-
wesoaa. 19 mapta 2013 nauneHT rocnMTanm3npoBasaca B Kiu-
HUKY AN NOBTOPHOM 3HAO0CKOMNMYECKOW OLeHKM 06pa3oBaHma
N peleHna Bonpoca 06 sHAocKonuyeckom yaanenun. rAC:
B NULLEBOAE ONPeLENseTca ABYrNaBbli FTMraHTCKMI pubposa-
CKY/IAPHbIA nosvn, obei anmMHoi 17 cm, ¢ OCHOBaHMEM A0
18 mm B guameTpe, AMaMeTPoOM HanboblLein ronoBKM 4o 32
MM. nnHa o6Lwen yactm Ao 3 cm, 6onblueit ronosku 1o 14 cm,
MeHbLUen go 4 cm. YaaneHue noauna BbINOAHANOCHL B YCNO-
BMAX 3HAOTPaxeasbHOro HapKo3a, MeToAOM 3HAOCKoMnuye-
CKOWM 3/N1eKTPOIKCLM3NKN C NpesBapUTENbHbIM NUTUPOBAHUEM
OCHOBaHWA. BmellaTenbCTBO HayaM C HANOMKEHWUA UraTypbl
Ha ocHoBaHWW 6onblei U3 ronosok. fonoska nonvna 6bina
3aXBayeHa WMUMNuaMn «KpbiCUHble 3y6bl», BbINOJHEHO BTOpOE
HaNoXKeHWe UraTypbl PASOM ¢ nepBoi. MonnMnakTommyeckom
netnein (25 mm) 6bina BbINOSHEHA 3/1EKTPOIKCUM3UA YacTu
nosavna Ha 1,5 cm HUKe auratyp B pexknme endocut. AHano-
TMYHBIM 06pPa3om HanoxKeHbl 2 Auratypbl Ha obliee OCHOBa-
HWe Nosmna B MecCTe ero OTXOMAEHWA OT CTEHKM MULLEBOAA.
INeKTpoaKcumusmen bbina yaaneHa ocTaBLLAACA YacTb Noauna.
KposoTeueHus He Habntoganocb. YaaneHHble 4acTu u3BJe-
YeHbl ANA TUCTO/IOTMYECKOTO UCCNeAO0BaHUA. 3aKIoveHue:
®ubpoBackynapHbIi nonun. ocneonepaumoHHbIA nepuos,
npoTekan 6e3 0CNOXKHEHUN, Kanob NaLMeHT He NpeabABAA.
C uenbto NPoPUNAKTUKM OCNOKHEHWI Bbin HasHaveH UMMM 80
MT B CYyTKM B TeyeHue 2x aHen. KoHTposbHaa IMAC yepes 3 cy-
TOK: C/IM3UCTan NULLEBOAA B CPeHEeN TPeTH ¢ NoCcTKoaryaaum-
OHHbIM AedeKToM cAnsncTol pasmepom Ao 10 mm ¢ HaneTom
dunbpuHa. NaumeHT Bbin BbINMCAH U3 CTaLMOHapa Ha 3 CYTKM
B Y40B/NETBOPUTENIBHOM COCTOAHWUWU. B oTaaneHHOM nepuoge
anob v ocNoXKHeHWW He Bblio. Takum obpasom, NpuMeHns
MeToZ, MeTNeBOM 3NEKTPOIKCUM3MN JaHHOe obpasoBaHue
6bINI0 YCNELWHO yAaneHo, YTO NO3BOINAO U36EeXKaTb XUPYPru-
YecKol onepayum.

KAMHMYECKUI CAYHON: OCAOXKHEHUS CO CTOPOHbI NOYEK
Ha oHe npuema LlIucnAatmHa npm pake SsM4HUKOB

CumoHoBa AHHa EBreHbeBHa, Aruwiesa d1bBupa PUHATOBHA,
Baiimawes Aptyp Wamunbesuy

MTrIY um. H. I. Ozapésa

NaumenTtka I., 70 net, 8 2016 roay B xo4e AMCNaHCepU3aLLmMm
6b1/10 3aM04,03PEHO OHKOOTMYECKOe 3ab0neBaHMe Mo AaHHbIM
PAP-TecTa, obHapy»KeHa acuMTMYecKan KUAKOCTb B BPHOLIHOM
NMOMOCTH, @ TaK e OTMEYa/INCb Kanobbl Ha MI0X0e Camouvys-
CTBME, YCTANIOCTb, anaThio, aHOPEKCUIO, CHUXKeHUe paboTtocno-
COBHOCTU, OAbILLKY MPU HE3HAYUTENIbHON PUINYECKOM Harpys-
Ke. HanpaBneHa B racTpO3HTEPO/IOrMYEcKoe OTAeNeHue, rae
npoxoguna fonosHUTeIbHoe 06cnef0BaHNE, NO UTOFaM KOTO-
poro ABarkabl 6bl1a yAaseHa acCUMTUYECKAA *KUAKOCTb B pasme-
pe 3 nutpos. [anee, naumeHTKa 6bl1a HanpaBeHa K OHKONOTY,
rae BepuduuMpoBaH AnarHos pak anyHmkos T2aN1MO. Mpo-
BeAEHO XMPYyPruyeckoe BMeLIaTeNbCTBO — IKCTUPNALLMA MATKK
C pacwmpeHHol anmdoamcceKkLmen, a Tak Xe 3 Kypca agbto-



CERUMIST XNPYPTIS]

BaHTHOM XxumunoTepanuu. Monyyana cnepytolee nevexue: Linc-
naatvH 100 mr+ NaCl 0,9% 1600 mn, Unknodpocdamma 1000 mr
+ NaCl 0,9% 350 mn. Ha MOMEHT BbINMUCKM U3 OHKOAMCNaHepa
COCTOSIHME YA0BNETBOPUTENIbHOE, Kanob He OTMeYaeT.

B aHBape 2019 roga y nauueHTKM OBHApyKeH BbICOKUI
YPOBEHb KpeaTMHMHA B KpoBu — 155 MKmosb/n. HanpasneHa
K Hedponory, rae HasHayeH npuem Monncopba m JlecnudnaHa
Ha npoTaxeHun 3 mecaues. Mo pesynbtratam nabopaTopHbIX
nccnefoBaHW, JaHHOE IeveHne pe3ybTaToB He MPUHECO.

B okTAbpe 2019 roga KpeaTUHWH KpoBM cocTasnsan — 188
MKMOAb/N. Ha AaHHbI MOMEHT NaLMeHTKa Kaayetca Ha no-
BbILUEHHYIO YTOMAAEMOCTb, MOANYPUID, HUKTyputo. Hanpas-
JleHa Ha rocnuTanusaumio B Hedponornyeckoe oTaeNeHune ¢
uenbto 06cnesoBaHMA U YCTAaHOBNEHMA AMarHo3a.

[aHHbIA KNMHUYECKWUIA cnyyalh AeMOHCTPUPYeT Haauuume
OC/IO}KHEHUI CO CTOPOHbI MOYEBbLIAENUTENBHOW CUCTEMbI HA
¢doHe nprema LincnnatuHa, Tak Kak npeactaBieHHbIN npena-
paT 061agaeT BbICOKON HEPPOTOKCUYHOCHIO. TiaTenbHoe 06-
cnepoBaHve M HabnoaeHue B yCA0BUAX MHOTONPOGUAbBHOrO
CTauMoHapa No3BOAUT ONpPeaeNnTb NPaBU/bHYIO TaKTUKY ne-
YEHUA OCNOXKHEHUN.

KAMHMYeCcKUn CAy4Yan. XpoHUYeCcKas apTepuUaAbHast
HEAOCTATOYHOCTb HUXKHUX KOHEYHOCTEN.

MyxameTtoBa dnbeupa PasunesHa', leBopkaH 3ap3
ApceHosuy', FleBopKaH ApmaH ApceHoBMY?, BaHecaH
Bnagumup LLamuposuy’

'®rAOY BO PHUMY um. Mupozosa, 2[IMIMY um. CeyeHosa
HayuHble pykoBogutenu: Anb-tOced Hagum Hacp; Marome-
poBa lNopuxaH ®asnyanHosHa. PHLX nm. MNetposckoro

B HacTofillee BpemsA XPOHWYECKOW apTepuanbHOW Heao-
CTaTOYHOCTbIO HUMKHUX KOHEYHOCTel cTpagaet 2—3% Hacene-
HUA, cpean 3TUX BoNbHbIX OBNUTEPUPYIOLLMIA aTepOCKaepo3
(OA) apTepuit —y 80-90%. U3 Bcex NauMeHTOB, CTPAAAOLWMX
YKa3aHHbIM 3ab60n1eBaHMEM, KaXKablii BTOPOI yMUpPaEeT B Teve-
Hue 10 neT oT NOABNEHUA NEPBbIX CUMNTOMOB, €C/IN HE Ha4aTo
neyeHue. ExxerogHo 310 3aboseBaHWe CTAaHOBUTCA MPUYMHOM
amnyTaLmMu HOrM Ha ypoBHe begpa y 35 TbiC. NaLMeEHTOB.

MaumenT T. 80 net B aHamHese B 2015 r. BbiABAEHA aHEB-
pu3Ma 6plOWHOM aopTbl C MNPUCTEHOYHbIM TPOMbBO3OM, Ha-
6ntogancs B AuHamuke, B utone 2016 r. BbIABNEHO yBeauye-
HWe aHeBpPU3Mbl BPIOLWHON aopTbl A0 70 MM HA NPOTAKEHUU
96 MM c pacnpocTpaHeHMeMm Ha obe NoAB3AOLIHbIE apTepun.
04.10.16 rocnnTann3npoBaH B KAapANOXMpyprudeckoe otaene-
Hue PHUX um. akaga. b. B. MeTpoBcKoro, rae bblna nposegeHa
onepauma 6udypkaLMoOHHOE aopTO-NoAB340WHOE MpOTe3n-
poBaHue (07.10.16). B HacToAwm momeHT obpaTmaca B PHLX
MMeHU akaa. b. B. MeTpoBcKoro noctynun c *kasobamu Ha
6011 B 06eMX HUKHUX KOHEYHOCTAX NpWU npoxoxaeHun 100-
150 m. OuarHos: Atepocknepos. OKKIo3MA beapeHHbIX apTe-
puit c obenx ctopoH. CoctosaHne nocne BAMM ot 07.10.2016.
XWHK 2B.

Mpn NepBUYHOM OCMOTpPE: My/NbCaLLMA HA COHHbIX ApTepU-
AX ¢ 06enx CTOPOH OTYeTIMBaAs, MaTONOTMYECKUX LWYMOB HET.
Mynbcauma Ha Ny4yeBOW U JIOKTEBOM apTepusx OTYeTAnBasn C
06eunx CcTopoH. KoXKHble MOKPOBbl MPaBON HUMKHEW KOHEYHO-
CcTM 6negHble, NpoxaagHble Ha owynb. OnpegenaeTca nysb-
cauma B nNpoekuun begpeHHbIX apTepuUin Ha 06enMX HUMKHUX
KOHEYHOCTAX, Ha 1EBOM COXPaHHA HA BCEM MPOTAXKEHWUM, B TO
BPEeMA KaK Ha NpaBoM OTCYTCTBYET ANCTa/IbHEE YYACTKa OKK/t0-
3uun. Mpu nposBeaeHUN AyNAEeKCHOrO CKaHMPOBAHWUA COCYA0B
6paHLLmM B1UdypKaLMOHHOrO a0PTO-NOAB3A40LWHOrO LWYHTA NPO-

XOAMMbI, Ha apTepPUAX HUNKHUX KOHEYHOCTel OoTpuLaTe/bHan
OMHaMMKa NpU CPaBHEHWUM C NpeplayLinm uccaefoBaHUem:
OKKNI03UA MPaBOW MOAKONEHHOW apTepuu, NpaBoi MOBepx-
HOCTHOW 6eapeHHow apTepun (MBA) ¢ ypoBHA cpegHel TpeTu
6enpa; cTeHO3 npason rybokoi beppeHHol apTepun (FBA)
B ycTbe 80 60%. bbino NPUHATO pelleHre NPOBECTM NAACTUKY
rnybokou apTepum begpa cnpasa ¢ UCNO/Ib30BAHUEM CUHTETU-
YyecKoW 3annaTbl. B xoge onepauuun B CKApNOBCKOM TpPeyrosb-
HUKe NPaBOM HUXKHEN KOHEeYHOCTU BblAeNeHbl 6eapeHHble
apTepuu, npu 3tom rybokas apTepusa beapa BbiaeneHa go
BEeTBElW BTOPOro nopsifika Ha npoTsxeHun 10 cm. PesBusueit
ycTaHoBNeHO: cTeHKa MNBA n IBA atepocKkiepoTU4eckn nsme-
HeHa, yTO/ILLEeHa C KalbLMHO30M, Nyabcauma ocnabneHa, MNBA
OKKNI03MPOBaHa OT ycTbA. [locne cucTeMHOM renapuHusauum
(4000 EZ) 3akMMbl HaNOXKeHbl Ha beapeHHble apTepuu. Bbi-
MosiHeHa apTepuMOTOMUA MOBEPXHOCTHOW beApeHHOWN apTe-
puu, a TakKe rnybokoin aptepun begpa 40 BeTBel BTOPOro
nopAAKa, 3aTeM BbINONHEHA OTKPbITaa 3HAAPTEPIKTOMMUA U3
o0benx aptepuit. MonyyeH ya0BAETBOPUTEIbHbIV aHTerpaaHbii
N peTporpasHbli KPOBOTOK M3 rnyboKol apTepun beapa. Ja-
iee BbINO/IHEHO HanoxeHwue MNMBA Ha FBA n npodyHAONNACTMKA
CUHTETUYECKON 3an1aToi B BepxHel TPeTH 06BUBHbLIM LIBOM.
CocyaucTble 3aXKMMbl CHATbI: BOCCTAHOB/IEH KPOBOTOK Mo be-
OPEHHbIM apTepuam, Myabcauua no rmybokon aptepumn beapa
otyetivBasn. MpU KOHTPONbHOM [AYyNJEKCHOM CKaHWPOBaHWUM
I'BA cnpaBa npoxoAnma, KPOBOTOK MarucTpasbHOro TMna.

MNMocneonepaunoHHbIA Nepuog npotekan 6e3 ocobeHHo-
CTeW, NaLMeHT BbINUCAH Ha 5-ble CYTKM Moc/ie onepaTUBHOIO
BMeLLATeIbCTBA B YA0BAETBOPUTE/NIbHOM COCTOAHUM, MOA, Ha-
b6atoaeHnem xupypra.

KOMOGMHUPOBAHHOE OPraHOCOXPAHSIIOLLLee AeYEHNEe
POHHEro CUHXPOHHOTO NePBUYHO-MHOXECTBEHHOTO
PAKA NULWLEBOAC Y NALMEHTA MOAOAOFO BO3PACTA

[asblakuHa TatbaHa CepreesHa', LUnxuH UsaH Cepreesuy?
"HMWL] oHkonozuu um. H.H. BnoxuHa MuH3dpasa Poccuu,
2rA0Y BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu
HayuHbie pykosoautenu: Mannxosa Onbra AnekcaHapoBHa —
A.M.H., npodeccop; Kapaces MiBaH ANeKCaHAPOBUY — K.M.H.
®rey «HMUL, oHkonorum um. H.H. BroxnHa» MuH3gpasa
Poccun

[unarHoctnka paHHUX GOPM paKa KenyAouYHO-KULIEYHOTO
TpaKTa SBAAETCA HepelweHHOW npobiemolt oTeYecTBEHHOM
OHKONOMMKU. PaHHWUI paK NULLEBOLA BbIABAAIOT MEHEE, YEM B
4% cny4aes. [AnA cpaBHeHUs, B ANOHMM STOT NOKasaTeNb CO-
cTaBnaeT okono 65%. B 99% cnyyaes oH onpeaenaeTca y v,
ctapwe 50 net u 6onee. MepBUYHO-MHOKECTBEHHbIE GOPMbI
paka nuiiesoAa y MOMOAbIX MALMEHTOB OTHOCATCA K opdaH-
HbIM 3a60/1€BaHMNAM, B CBA3W C 3TUM OTCYTCTBYET CTaHA4APTU30-
BaHHbIV NOAXOA K IYEHUIO LaHHOM KaTeropnmn 60abHbIX.

MaumneHT K., 33 net. 3 aHamHe3a m3BecTHO, 4yTo B 2000
rofly NPOXo4un neyeHune B HUKEropoacKoM OHKoaMCNaHcepe
¢ AnarHosom: Jliumooma XoakkumHa 2b ctaams. MposeaeHo
6 Kypcos nonuxmmmotepanun no cxeme BEACOPP c KoHco-
NManpyloLLein nydesoin Tepanuen Ha n/y cpegocteHus 8 COL
38 rpei. Tak *Ke MauMeHT gAnTeNbHO CTpagaeT ractpossoda-
reasibHoM pedstoKCHOM 60NE3HbIO B CBA3M C YEM, €XKEerogHo
NPOXOAMT NNAHOBbIE 3HAOCKOMUYECKME OCMOTPbI.

330daroracTpoayoaeHockonua: Ha yposHe 25 cm oT pes-
OB onpeaensierca MHPUAbTPaTUBHAA onyxonb 25-28 mm B
avameTtpe, okpyrnoit ¢opmbl. Mpu UccnesoBaHUM B pexnme
Y3KOro CrneKkTpa CBeTa C ONTUYECKMM YBE/MYEHWEM COCYAM-
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CTbIi PUCYHOK AedOopMUPOBaH, He NpocnexmBaeTca. Boinon-
HeHa sHA0COoHOrpadmA yNbTPa3BYKOBbIM AaTHMKOM C YaCTOTOM
12 Mru,. OnpegenseTcs runoaxoreHHoe obpasoBaHMe ncxoas-
Lee 13 CIM3UCTOM 0B0NI0YKN C MHBA3MEN B Npeaenax HapyK-
HOM TPEeTn NoAcAn3nCToro cnos. Ha yposHe 34 cm oT pesuos
onpenenseTca NPOKCMMAbHAA rPaHuLA «A3bIKOB MaaMeHM,
Ha 36 CM LMPKYNAPHBIN CErMEHT, po3eTKa Kapauu Ha ypoBHe
41 cm. 3aKYeHne: IHAO0CKONMYECKaa U sHA0COHorpadumye-
CKafA KapTMHa BepxHero paka uTlsm1-2 sepxHerpygHoro otae-
na nuwesoga. MNMuwesopn bappetra C5M8 no lMparKckum Kpu-
TepUAM. YMeEPEHHO BblpaxKeHHbI Anddy3HbIl KaTapaibHbIi
racTput. Mopdonormyeckan KapTuHa: ¢pparmeHT CAU3UCTON C
N3bA3BNIEHNEM, C HEMHBA3UBHON ymepeHHoanbbepeHumpo-
BaHHOM NJIOCKOK/IETOYHON KapuuHOMbI. B cybanuTenvanbHbIx
oTAeNax paspacTaHua HuskoanddpepeHLMPOBaHHOM Kapuu-
HOMbI, BEpPOATHEE BCEro afeHOreHHon npupoapl. Mo3nTpoH-
HO-3MWUCCUOHHAA ToMorpadus, COBMELLEHHas C KOMMboTep-
Hol Tomorpadueit: Mo 3agHein cTeHKe NULLEBOAA Ha YPOBHE
BEPXHEW TpeTu onpeaenseTcs ovar noBblleHHOro metabonums-
ma dTopaesokcurntokosbl SUVmMax 2,68 pasmepom o 7 mm,
BEPOATHEE MOCTMAHUNYNALMOHHOIO XapakTepa (buoncus o6-
pa3oBaHus ot 13.06.2019r).

MaumeHT 6bi1 06CYKAEH HAa KOHCUANMYME Bpayei. YUnTbiBan
MOJI0ZI01 BO3PACT, arpecCUBHOCTb OMYXO0/U, MPUHATO peLLeHne
rocnutann3nMposaTb 60AbHOrO B TOpaKasbHOe OTAeNeHne ANA
npoBeAeHUA CUMY/IbTAHTHOM onepauun-3HA0CKONMUYECKan pe-
3eKumMA cm3ncTor 060N04KM cpeaHen TpeTu NuLLeBoaa C AUc-
CeKumMen B NOACAM3UCTOM CNOe M SHAOCKOMUYCEKas pe3eKuma
C/IM3UCTON B 30HE KapamoasodarnanbHoOro nepexoga ¢ agbto-
BAHTHON KOMBUHUPOBAHHOW BpaxuTepanuen.

B HacToALLMI MOMEHT, CNycTA 6 MecALLeB Noc/e NPoBeaeH-
HOro fleYeHua, Npu AUHaMUYeckom HabntogeHun peunamsa
OMNyXO/IN HET.

[aHHbIA KAVHUYECKUIA Cnyvyaill feMOHCTpUpYeT pa3sBuTue
COYETAHHbIX 3HAOCKOMUYECKMX METOAMK OPraHOCOXPaHHbIX
paAuKanbHbIX BMeLIATeNbCTB. 10 Halwemy MHEHMUIO, KOM-
6UHMpPOBaHHOE NleYeHMe C MUCMOoAb30BaHMEM ONepaTUBHOM
sHAocKonuKu, doToanMHaMMUYecKo Tepanun n BpaxuTepanuu
ABNAETCA MepCrneKTUBHbIM HanpaB/ieHneM B COBPEMEHHOM
OHKONOTUMN.

MaAOMHBA3MBHbIE BMELLATEALCTBA B A@4EHUN MHOXEe-
CTBEHHbIX a6cLeccoB neyeHn. KAMHMYeCckum cAyyan.

HypuasnuHos Makcum Kobunosuu, CbiHkoBa Maprapura
AmutpuesHa, BapeHuos Muxaun lpuropbesuy,
Maromegosa MaguHa MaromepgosHa, lemnmHa AHacracusa
MwuxaiinosHa

®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHble pykoBogutenun: OmenbaHoBMY AMUTPUA ANeKcaH-
ApoBuY — K.Mm.H. KB Ne 17

Abcueccbl MeYeHn ABAAIOTCA TAXKENbIM MNONNITUOIOTUYE-
ckum3abonesaHvem. [o 3% MaUMEHTOB C XMPYPrUYECKUMMU
3ab60/1€BaHMAMM renaTobuIMapHOM 30HbI FOCMUTANN3UPYIOTCA
¢ abcueccamu neyeHu. JIeTanbHOCTb NPU MHOMECTBEHHbIX ab-
cueccax nevyeHn moxet gocturatb 50-80 %.

B pamkax CHK rocnutanbHon xmpyprum Ne 2 J1d B MKb
Ne 17 6bina KypupoBaHa naumeHTka K 51 roaa, Kotopas obpa-
TUAAch € Kanobamu Ha 6onm B NpaBom nogpebepbe, NoBbILLEe-
Hue TemnepaTypbl Tena go 40,6°C, cCoOXpaHAOLLYHOCA B TE4EHUMU
2 Hepenb. M3 aHamHesa. 17.04.2019 otmeTuna noasneHue 6o-
Neii B NpaBblX OTAENAX XUBOTA, B NpaBoM noapebepbe. B cBA3M
C BblllEeYyKa3aHHbIMMU CUMNTOMaMW NPOXOAMAA CTalMOHapHoe
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neyenne B Kb 12 ¢ 17.04.2019 no 21.04.2019 ¢ anarHosom
OCTpbIli NMenoHedpUT cnpasa, NoayYana aHTMbaKTepuaabHyto
Tepanuto. Mocsie BbINUCKA COXPaHANUCH IMXOpaZKa 1 6onu, B
cBA3K ¢ yem 24.04.2019 obpaTunacb B KB 17.

Bbina obcneposaHa. BoinonHeHo MCKT OBIM, Y3U, KoTo-
pble BbIABUIM MHOMECTBEHHble abcLecchbl NevyeHu, 3aHMmato-
wmre 6onee NONOBUHBI MapPeHXUMbl nevyeHn. MaKcmanbHbIN
pa3mep camoro KpynHoro abcuecca coctasnan 11.8 cm. Ycta-
HOBNEH AmMarHo3: MHOXecTBeHHble abcLecchl neyeHn. bonb-
HaA onepupoBsaHa.

25.04.2019n04 Y3U-KOHTpPONEM NPOBEAEHO YPECKOXKHOe
ApeHNpoBaHMeCTUNeT-ApeHaKom Tuna Pigtailtpex obpasosa-
HWUI C LUTONOTMYECKUM UCCae0BaHMEM U noceBoM. MonyyeH
ryctoit rHoi. 26.04.2019 npoBefeHO ApPEeHMPOBAHME OCTaB-
wmxca 2-x abeueccos.

MocneonepauMoHHbIA Nepuog npoTekan 6e3 ocnoxHe-
HUi. MPOBOAUANCH MPOTOYHO-NPOMbIBHAA Tepanusa, aHTUbHaK-
TepunanbHas Tepanua. Ha doHe npoBoaMMOl Tepannmn otmeye-
Ha NONOXKMWTe/IbHaA AMHAMUKa: 601eBOIN CUHAPOM KYNMPOBaH,
HOpManusoBasacb TemnepaTtypbl Tena, yepes 10 gHen nocne
APeHNpoBaHWA NpounsoLwia NoaHoe 3akpbiTue 4-x abcueccos
M 3Ha4yMTeNbHOE YMeHbLUeHne pasmepa MoAoCTM OCTaBLUero-
€A, YTO NoaTBep:KAeHO AaHHbiMu MCKT u ductynorpadun ot
16.05.2019. 16.05.2019 bonbHasnA BbiNnMcaHa Ha ambynaTopHoe
NleyeHune ¢ peHaKoM.

Yepes 4 Hepenn naumeHTtka obpatunacb B KB 17 gna
pelweHna Bonpoca ob yaaneHUn gpeHarka, N0 KOTOPOMY He
6b1710 oTAENAEMOro. BbinonHeHa dpuctynorpadums — nonocTb He
onpegensetca. [ipeHaxk yaaneH.

Yepes mecAu nocne yaaneHua nocneaHero gpeHaka Bbl-
nonHeHo KoHTponbHoe MCKT OBIl, npu KoTopom AOMNOAHU-
TeNbHbIx 06pa30BaHWii B NeYeHU He onpeaenseTca.

Takum obpasom, nauumeHTka Bblna M3nevyeHa ManoOUHBA-
3UBHbIMM CNIOCOBaMM NleHeHUs.

HoBoe - He 3HAYUT AyyLlee

HypuasauHos Makcum Kobunosuu, lemuHa AHactacus
MmuxaiinoBHa, CbiHKoBa Mapraputa mutpueBHa, [ipankuHa
Enuszaseta CepreesHa, BapeHuos Muxaun lpuropbesuy

®rAQY BO PHUMY um. H.U. Mupozosa

HayuHble pykoBogutenu: OmenbsaHosuY AmuUTpuii AnekcaH-
ApoBuY —K.M.H. Kb Ne 17

B pamkax CHK rocnutanbHoi xupyprum Ne 2 J1d B KB Ne
17 6blna KypupoBaHa naumeHTka H 47 net, KoTopasa obpaTu-
nacb ¢ )anobamu Ha nepuogmyeckne 601 B }KMUBOTE B BEPX-
HUX OTAeNax *MBoTa.

Bonb B BEpXHUX OTAE/NaX XMBOTa Hayana b6ecnokowTb ¢
mions 2014 roga. B aHamHese — Kypc COYETaHHOW Ny4YeBoi
Tepanuu no NoBOAY M/IOCKOKNETOYHOrO PaKa LenKn maTku 2
CTaguu, nposeaeHHbI BecHon 2014. B asrycte 2015 Bbinon-
HeHa JIXD no nosoAy OCTPOro KanbKyNe3HOro XofieuucruTa.
boneson cuHApom coxpaHanca. B 2016 npuHATO pelweHue
BbINO/IHUTbL BUAEOKaNCY/IbHYIO SHTEpOCKONUIo. MiccheposaHne
6bI10 HEMOJTHLIM — KAMCy/1a He MPOLL/Ia Yepes3 TOHKYHO KULLKY.
Cyabba Kancyna He MHTepPecoBana HY Bpayel, HU NaLUeHTKY.
Mpw sToMm 6oneBble NPUCTYMbI COXPAHANUCH.

B 2018 npu MCKT OBI1 BblfiBIEHO MHOPOAHOE TENI0 TOHKOM
KMLKM (3HAOCKONMYecKan Kancyna). MpucTynbl coxpaHatoTcs,
nocne KawwueobpasHbiii ctyn. ObcnesoBaHa ambynaTopHo.
HanpasneHa B TKB Ne 17, ana peweHns Bonpoca o AasbHen-
el TaKTUKe BeaeHus.

MCKT OBl BbISBUAO WMHOPOAHOE TEeN0 MeTaN/UYecKomn



CERUMIST XNPYPT IS

NJIOTHOCTN B TOHKOM KMLLUKe Ha YPOBHE Masioro Ta3a pasmepom
0.9x09%x2.0 cm, 6€3 NpM3HAKOB KancyaMpoBaHMA U UHPWUb-
Tpauuu. YuuTtbiBad 6GecrnepcrekTMBHOCTb KOHCEepBaTUMBHOIO
Jle4eHUA, OMACHOCTb OC/IOXKHEHUI B CBA3U C HA/IMYMEM UHO-
poOAHOro Tena, NPUHATO pelleHrne onepupoBaTb. BbinonHeHa
lanapoCKOMMYECKN acCcUMCTUPOBaAHHAA peseKkuma. MNpu pesu-
3um 6prowHolM nonoctn obHapyxeHo, 4to B 50 cm OT uneoue-
KaNbHOrO yrna, Ha npoTaxeHun 40 cm oTMeYvaeTca Hanuyme 3
CY>KeHWUI NoAB340WHOM KULKK, B OAHOW M3 KOTOPbIX OTMeYa-
eTcA Ha/inune MHOPOAHOrOo Tena (NPeanosoKUTENIbHO BUAEO-
Kancyna). Bbille 3TOro Cy»KeHus TOHKas KULLKA paclumMpeHa Ao
3-4 cm, HUKe cnaBLuasca. YcTaHoBneH anarHos: MocTtayyesoi
3HTepuT. MIHOpPOAHOE TeN0 TOHKOM KULLKU.

MocTonepauMoHHbIA nepuos NpoTekan 6e3 0CNoXKHEHWUN.
Yepes 9 gHelt 6onbHasA BbinucaHa. bonesoi cuHapom nocne
onepauuu He peunamsmposan. NauneHTKa msneyveHa. Takmum
obpasom, NpoBesileHHble COBPEMEHHble MeToAbl UCCenoBa-
HWA HE TOIbKO HE NOMOIAWN ANArHOCTUKE, HO U YCIIOXKHWUAY ee,
3anyTaB AMArHOCTUYECKYIO KapTUHY.

OnbIT NePCOHAAUIUPOBAHHOIO A€YEHUS YPOTEAUAAD-
HOM KOPLMHOMbI MOY€BOTO Ny3bips U O6CTPYKTUBHOTO
Meraypetepad

BapeHuos Muxaun lpuropbesuy, HypuaamHos Makcum
Ko6unosuu, 3eitHanosa MapsaHa Aknep Kbi3bl, CbIHKOBa
Maprapura AmutpuesHa, Maromegosa MaguHa
MaromeposHa

®rAQY BO PHUMY um. H.U. NMupozosa

HayuHble pykosoagutenu: Kpnsoboposos Mpuropuii leoprue-
BMY — 4.M.H., npodeccop. PrAOY BO PHUMY mum. H.U. NMupo-
rosa

Moa pykoBoacTBom npodeccopa Kpmsobopogosa I.I. 0b6-
cnepoBaH nauuneHT 59 net, B TeueHuMe ABYX AeKaj OTMeYaBLUmni
nepuoanyeckne 6011 B 1€BOIN NOSIOBUHE }KMBOTA U NOACHMY-
HoW obnacTu cnesa. PaHee mbl onNucany nepsble 3Tan NeyeHus
naumeHTa.

B anpene 2018 r. naumeHT 6bIn 06CcnepoBaH Ha B PHKL,
lepoHTONOrMK. MO pe3ysbTaTtam Obi BbIABAEH MMAPOYPETEPO-
Hedpo3 cneBa M KAMeHb BHYTPUMY3bIPHOrO OTAE/1a JIeBOrO MO-
YeTOYHUKA pa3smepamm okono 40 mm. UmeroTca meanumMHCKNe
nokasaHua ana ypeteponutotpuncum n YrHJ cnesa.

Mpu LMcTocKoNMM oH6HapyKeHa ONyxo/ib MOYEBOrO Ny3bipA
B 06/1acTV NeBoro ycTbA. BbinosHeHa niasmeHHaa peseKkuuma
MOY€eBOro ny3bipA. [MCTONOrMYECKM BblABNEHA YPOTENNAIbHAA
KapumnHoma TaNOMOG1. B nocneaytowem 66110 NPUHATO pe-
LeHMe OTKa3aTbCA OT 3an/IaHMPOBAHHOM J1a3ePHOMN KOHTAKT-
HOW YpPEeTeponUTOTPUNCUMN B NONb3Y HePpPOMTONANaAKCUK, B
CBA3W C MOKa3aHMAMMU U INYHBIMUW NOXKENAHUAMM MaLMeHTa.
BbinonHeHa HedppocToMUA cneBa, KAMEHb CMELLEH B JIOXaH-
Ky, npou3BegeHa HedponuTonanakcua. KoHKpemeHT ycnelwu-
HO paspyLlleH U yaaneH. [lanee nauneHTy 6bIM BbINONHEHDI
NOBTOPHbIE TOCMWUTANM3ALUN ONA BOCCTAHOBNEHUA Maccaxa
MOYM N COXPAHEHMNA KaYeCTBa XKU3HM.

MpW KOHTPONBLHOM LMCTOCKONMK B MapTe 2018 1. — peunam-
Ba 3a60/1eBaHUA He BbIABMEHO.

B pmanbHeiwem 6bina BbiABNEHA CTPUKTYpPA BHYTPUMY3bl-
pPHOro OTAena NeBoro MOYeTOYHMKa. B cBA3M € Yyem B aBrycrte
2018 r. BbINONHEHA 3HAOCKOMNYECKan ypeTepoToMna. B okTa-
6pe 2018 r. cTeHT b6bln yaaneH. B mapte 2019 . B €BA3M C coxpa-
HeHMem rugpoypetepoHedposa NOBTOPHO Bbln ycTaHOBAEH JJ
CTeHT. B cBA3W c HacToATe/IbHbIMM Npocbbamum naumeHTa, no-
Cne NOIHOTO O3HAKOMNEHUA C PUCKAMM, NaLMeHT Bbln rocnu-

TaNM3MPOBaH A1A N1aHOBOro ONepPaTMBHOIO eYeHus, KoTopoe
HaLleNIeHO Ha YCTpaHeHMe CTeHO03a MOYETOYHMKA U COXPaHEHMA
KayecTBa KM3HU. B pamkax BMI npu ob6CTpyKTMBHOM Meray-
peTepe 6blna BbINOJHEHA PEKOHCTPYKTUBHAA /lanapocKonunye-
CKan ypeTepouncToctomma cnesa. JJaHHaa onepauna nokasaHa
naumeHTam ¢ OBCTPYKTUBHBbIM MeraypeTepom As npegoTspa-
LLEHUA CHUNKEHUA NoYeYHOW GYHKLMU C NOCTOAHHBIM OTpULA-
TeNbHbIM BAMAHMEM NOBbIWEHHOro AasneHua B Y4J1C noyku.

MaumeHT BbINMUCAH C MONOKMUTENbHOM AMHAMMWKOWN nacca-
Ka MouuM cneBa M BepHy/ca K pabote. Yepes mecaua 6bi1o
BbINO/IHEHO KOHTPO/IbHOE 06CnefoBaHME C MONOKUTEbHOM
OVNHAMUKOM QYHKLMOHANbHOTO M aHAaTOMUYECKOro COCTOSHUSA
NIeBOM NOYKMU.

Pe3synbtaThl ABYxNeTHero BefAeHMA NauMeHTa Mokasanu
BbICOKYIO 3OPEKTUBHOCTb MPUMEHEHWUA BbICOKOTEXHO/IOMMNY-
HOW NOMOLLYM NPU AMATHOCTUKE U NeYEHUU, C MPUMEHEHNEM
COBPEMEHHON MHHOBALMOHHOM NEepcoHann3M3auMM naaHa
BeaeHUs. OCOBeHHO NONOXKUTE/IbHbIE Pe3y/bTaTbl BUAHbI Npu
COYETaHHOM JIeYeHUN NALMEHTOB KaK B Hallem HabaoaeHUN.
A MMEHHO: HEeMHBA3MBHbIN PaK MOYEBOro My3bipsA U MOYeKa-
MeHHaA 6one3Hb. MOCKONbKY NPU HEKOPPEKTHOM Moaxoae K
NIe4eHUI0 MOXKET CTpajaTb YPOBEHb XM3HW NaumeHTa. A 370
NPAMO BAUAET Ha MMABHYIO Le/lb MeaULMHbI — AO0NTONEeTUE Ha-
LIMX MNALMEHTOB.

OCAOXHEHME NOCAE XUPYPIMYeCKOro Ae4eHust Aua-
OPArMAAbHOM rPbDKU

CeméHoB Burtanumii Anbb6eprosud, KyabmuHa EKatepuHa
BnagumuposHa

OrAOY BO PHUMY um. H.U. Mupozosa

HayuHble pykoBoautenu: CunyaHos Cepreii BUkToposuy —
K.M.H., goueHT. ®TAQY BO PHUMY mm. H.U. NMuporosa, kade-
Apa rocnuTtanbHou xupyprum Ne 1 1d

lpbiXkam nuleBoaHOro oTteepcTMa amadparmbl (MMOMA)
NPUHAA/IEKUT NMAUPYIOLLEE MECTO cpeau A0bpoKavyecTBeH-
HOM naTtosnorMm nuwesoga. Mpu BbINOSHEHWUM NANAPOCKONU-
YeCcKMX onepauuini OCHOBHLIMW MOC/eoNepPaLMOHHbBIMU OC-
NIOXKHEHUAMWU ABNAKOTCA: TpaH3uTopHaa aucdarusa (5-20%),
BO3BPAT CMMNTOMOB racTpo3asodareanbHoro pedatokca (MIP)
(3-15%) n peumams 3abonesaHus (2,5-5%). B gaHHOM KAMHK-
YeCcKOM Cc/lyyae MNpeAcTaBNeHO OAHO U3 OC/MOXHEHWIN nocne
JlanapoCKONMYEeCcKoM onepaLmu.

MaunenTka T., 63 net, 20.09.2019 B TAKENOM COCTOAHUMU
noctasneHa CMIM B TKB Ne 15 um. O.M. dunnaToBa ¢ *anoba-
MW Ha 601K B BEPXHUX OTAENaX KMBOTa, €1abocTb, PBOTY U
oAplWKy. MpK Nanbnauumn XKMBOT 6ONE3HEHHbIN B 3NUracTpum,
nepuTOHeasIbHbIX CUMMATOMOB HeT. M3 aHamHe3a M3BEeCTHO,
yto 05.06.2017 r. 6bINa BbINOMHEHA NanapoCKoNMyecKan 3a-
OHAA Kpypopadus, dyHaonavkauma no A.®. YepHoycoBy no
nosoagy KapanodyHaanbHoi MO ¢ peHTreHo/NorMYeckMmm
NPU3HAKamMn YKOPOYEHHOTo nuuieBosa (MULLEBOAHO-KeNy-
[OYHbIV Nepexos pacnonoxeH Ha 5,0 cm Bbiwe Anadparmel).
B 2018 r.— OVIM, cTeHTUpPOBaHME KOPOHAPHbIX apTeEPUI TpeMA
CTeHTaMu.

Mpu penHtreHorpadumm OFK ot 20.09.19: TMOA ¢ Hannuu-
€M FOPM30HTA/IbHOrO ra3o-XMAKOCTHOro yposHA. Mpu MCKT
OlK n OBMN ot 20.09.19 KapTMHa gedeKTa NeBOro Kynona
anadparmbl; HacTb KeNyaKa, XUpPoBasa KneTyaTka — B S1eBOM
nieBpanbHOMN NOAOCTH; BbICOKONIOTHOE COAEPKMMOE B 1€BOM
nieBpanbHON MONOCTU U B XKenyfKe, MHEBMOTOPAKC C/EBa;
CMeLleHMe cpesoCcTeHNA BNPaBo.

Mo pesynbratam o6cnefoBaHNA AMArHOCTUPOBAHO YLLIEM-
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neHuve peumpgmsHon MO, 1 BbINOAHEHA 3KCTPEHHAA Nana-
potomua, AnadparmoTOMUA, U3BNAEYEHME Kenyaka. bbinun
06Hapy»KeHbl MPU3HAKN NOBPEKAEHUA CTEHKM XKenyaKa uwe-
MWYECKOTO XapaKTepa no 60/blioli KpuBu3He. BbinosiHeHO
ylWwMBaHWe pa3pbiBOB Kenyaka. [oNHOCTbIO HUM3BECTU nuLe-
BOAHO-Ke/YA0UHbIV Mepexos B OPIOWHY0 NOMOCTb He yaa-
I0Cb M3-3a KOPOTKOro nuuwesoga. Mnactuka auvadparmans-
HOTO OTBEPCTUA C PUKCALMEN CTEHKM XKenyaKa K auadparme.
[peHnpoBaHMe nogneyeHoOYHOro NPOCTPaHCTBA CNpaBa, Noa-
AnadparmanbHOro c/ieBa U NaeBpasibHOM NOOCTM C/eBa.

Mocne npoBeAeHHOM onepauuMyM naumeHTKa 6bina ne-
peseaeHa B APO, rge 23.09.19 r. — 3KcTybupoBaHa, 6bl10
ycTaHoB/ieHO Hanuume CCBP (t — 36,8°C, 444 — 15 B MuH,
nynabc — 126 8 muH., A[] 130/80 Mm pT.CT., MPOKaNbLUUTOHUH —
65,1 Hr/mn, C-peakTuBHbIN 610K — 273,24 mr/n, neifikounTbl —
14,2x10%n), OMNM Ha poHe XBM. 25.09.19 6611 yaanéH apeHax
13 NieBpasbHOM NONOCTU U BbINOJAHEHA peHTreHorpadus OrK:
NpPaBOCTOPOHHAS MHEBMOHMA. BbinonHeHa MHTy6aLmMa Tpaxeu
n MBJ1, HayaTa KOMMN/IEKCHasa aHTMbOaKTepuanbHaa Tepanus
(meponeHem, BaHKOMUUMH, ¢ 30.09 — TUTELUKANH, MONUMUK-
cuH-B). 30.09.19 — TpaxeocTomusa, 12.10.19 — peHTreHorpadma
OlK: AWCKOBMAHbIN aTenekTas B HWMKHWUX OTAenax NpaBoro
nerkoro. MNocne BOCCTaHOBNEHNA CAMOCTOATENBHOIO AblXaHuA,
AeKaHynaunm Tpaxeoctombl 16.10.19 nepeseneHa B Xmpypru-
yeckoe otgeneHue.llpy KOHTPONIbHOM PEHTFeHON0rMYecKkom
nccnepoBaHmm xenygka n AMNK ot 30.10.19: coctoaHme nocne
onepaTMBHOroO fievyeHuns. KaptnuHa akcmanbHoi MOA. MNP no
HaYyanbHbIX 0TAEN0B Anadparmol.

BbinncaHna 01.11.19 Ha 42-e cyTKM nocne onepawuum B ya0B-
IeTBOPUTENIBHOM COCTOSIHUM C PEKOMEHAALMAMM Nog Habto-
OEeHWe Xnpypra, racCTposHTeposiora No MecTy *KUTeNbCTBA.

Bbibop xupypruyeckoro neyenuma [MOL 3asucut oOT
BMAA TPbIXKK, €€ pa3mepoB, HaNMUYMA KOPOTKOro NuLesBoaa
BPOMKAEHHOTO UM NPUOBpPeTeHHOro. TakMe OCNOXKHEHUSA, KaK
ylwiemsieHne onepupoBaHHOW AvadparmanbHON rpbiXkK, ABAA-
IOTCA MOKa3aHMEM K 3KCTPEHHbIM OnepaTUBHbIM BMeLlaTesb-
CTBaM, 33434el KOTOPbIX ABNAETCA IMKBUAALMA OC/IOKHEHUA.
KoppeKuna natonormm nueBOAHO-KeNyL04YHOro nepexosa
BbIMNONHAETCA BTOPbIM 3TaMoOM.

Peakuin cAyyan nepBUYHON AUMPOMBI HOAMOYEYHUKA

KosaHues Cepreii Amutpuesuu, AdbaHacbesa Bapsapa
AnekceeBHa

Pocculickaa meduyuHCKaa aKkademus HerpepblieHO20 npogec-
CUOHANbHO20 06pazosaHus MuH3dpasa Poccuu

HayuHble pyKkosogutenu: LLlabyHuH Anekceli Bacunbesny —
4.M.H., npodeccop, YneH-koppecnoHAeHT PAH. Poccuitckas
MeAMLMHCKas akaleMuUsa HeNPepPbIBHOTO NPodeccoHabHOro
obpasoBaHMa MuH3gpasa Poccum

MepsuyHaa AMmpoma HafNoOYEUYHMKOB ABAAETCA 3/10Kave-
CTBEHHbIM OMyX0/1IEBbIM MPOLLECCOM NMMOOUAHBIX KNETOK UC-
KNIOYUTENbHO B HaAMNOYeYHUKaxX. MNopaxeHne HaanoYeyHnKoB
KaK YaCTb npoLecca AMcceMMHMPOBaHMA BCTpeYaeTca Ao 24%
cnyyaeB. OgHaKO NepBUYHAA HEXOAKKUHCKaa aMmdoma Hag-
NoYevyHMKOB HabtogaeTca KpaliHe PeaKo U COCTaBAAET meHee
1% BCeX HEXOAKMHOBCKUX U 3% 3KCTPAHOAA/bHBIX IMMbOM.
B mnpoBoit antepatype onucaHo okono 120 ciyyaes nepsuY-
HOW NUMGOMBI HaZNOYEYHUKOB, NMPEUMYLLECTBEHHO KaK OT-
AenbHble NPUMepbl UK CEPUN.

MaumeHT J1. B OKTAbGpe 2018 r. Haxo4MACA Ha CTaLMOHap-
HOM Jle4EHUM MO MOBOAY MOYEKameHHOoM 6onesHwu, ypeTte-
ponutmnasa cnpasa. Mpu obcnegoBaHUKM BbiABNEHO 06pa-
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30BaHWe N1eBOro HaAmnoyeyHuka pasmepamu go 10 cm B
anametpe. B nepunog, c oktabpa 2018 r. no asryct 2019 r. BbI-
MOJHEHO 3 MYHKLMOHHbIX BUONCKUM, BO BCEX CNYyYHaAX AAHHbIX
3a OMyxo0JieBOe NOpa*keHue He nony4deHo. B asrycte 2019 . B
CBA3M C NOSIBIEHUEM 3NMU304MYECKMX Bonel B nosicHuLe cne-
Ba MNOBTOPHO BbINOAHUA Y3/ HaANOYEYHMKOB, NPU KOTOPOM
BbIABNIEHO YBeAMYeHWe pa3mepoB obpasoBaHus.

16.08.2019 BbiNONHEHA NYHKUWMA 0b6pa3oBaHMA NIeBOrO
HaZnoyeyHnKa nog Y3 HaBefeHMem, NpU KOTOPOW monyye-
HO 50 mn bypoBaToi KuaKocTu. Mo pesynbTaTam LMTONO-
TMYECKOro MCC/ef0BaHUA AaHHbIX 3@ OMyXoneBbli POCT B
npeaenax nosy4yeHHOro matepuana He BblsiBNeHO (B AOCTaB-
NIeHHOM MaTepuane ckyaHoe oKkcuduabHoe BeccTpyKTypHoe
BellecTBO, 60/1bllOe KONUYECTBO 3PUTPOLUTOB, eANHUYHbIE
NnenKoumnTbl, GparmeHTbl paspyLLEHHbIX KNETOK U eAUHUYHbIN
Mmakpodoar).

Mpu poobcnenoBaHUM  TOPMOHANBHOW  aKTUBHOCTU
onyxonn He BbiaBneHo (koptuson 30,9 HMOAb/A, anbao-
ctepoH 55,9 nr/mn, peHuH 32,3 mMKMEa/mn, metaHedpuH
26,2 nr/mn, HopmetaHedppuH 35 nr/mn). KT KapTuHa ob6pa-
30BaHMA 3abPIOWMHHOIO MPOCTPaAHCTBA CAeBa pasMepamu
79,4 mm x 106,6 mm. MpaBblit Haano4Ye4yHUK 6e3 NpU3HaKos
NaTONOrMYECKUX U3MEHEHUN. YUUTbIBasA CMMNTOMbI 3abosne-
BaHWA (Hanuume HoneBOro cUMHApoma), ysenumyeHue obpa-
30BaHWA B AMHAMWKeE, BbICOKUI PUCK aAPEHOKOPTUKANIbHOTO
paKa HaAno4YeyHWKa NPUHATO pelleHue O NpoBeseHUMn one-
pPaTMBHOTO NeYeHun.

17.09.2019 BbiNosnHeHa poboT-acCUCTUPOBAHHAA aape-
HafNaKTOMMA cneBa. B nocneonepauMoHHOM nepuoae Bbl-
NMONIHEHO  MMMYHOTUCTOXMMUYECKOE UCCAefoBaHue, no
3aK/II0YEHUIO KOTOPOro Mopdosornyeckan KapTuHa U UMMmy-
HOpEHOTUN COOTBETCTBYIOT B-KpynHOKNeTouHon numdome,
DLBCL, Bcl-2+. B HacToswee BpemaA naLMeHTy BbIMOAHAETCA
CUCTEMHAA XMMMOTEpPanuA.

Bbisoabl. MepBuyHaa nmumdoma HaANOYEYHUKOB — pes-
Koe 3abosieBaHME C NIOXMM MPOrHO30M NeYeHus. bonblmnH-
CTBO 3apPErucTpMpoOBaHHbIX CAy4yaeB ABNAIOTCA ABYCTOPOH-
HUMW, YTO NPUBOAUT K HEAOCTAaTOYHOCTU HALMNOYEYHUKOB,
ycyrybnaa KnvHuyeckoe TeyeHue 3aboneBaHuAa. Tem He me-
Hee, NauMeHT MOXKeT A0CTUYb NOJTHOTO OTBETA C OAHOCTOPOH-
HUM U JIOKA/IM30BAHHbIM NMOpPaXKEHWEM HaANOYEeYHUKOB 6e3
Yy3/10BOro nopakeHus u 6e3 Hagno4ye4yHMKOBOWN HeaoCTaTou-
HOCTU. PaHHAA AMArHOCTMKa U cTpaTerMm arpeccuBHOrO KOm-
6VMHMPOBAHHOIO NIEYEHUA 3HAYUTENbHO YAYYLIAKT MPOrHO3
3aboneBaHus.

PEKOHCTPYKTUBHAS onepauums KOK METOA A€YeHUs
NMAOCKO-BAAbI'YCHON AeOpPMALUM CTOIMbI NOCAE NpU-
MeHeHus annapara UAM3apoBa npu TsHKeAomn coye-
TOHHOM TPABME

lOpbeB AHgpeit Bopucosuu, NMpoxoposa KceHua MaenosBHa

®rAOY BO PHUMY um. H.U. Mupozosa

HayuHblie pykoBoguTtenu: KopobylwkuH Meb Baagnmupo-
BWY — A.M.H., npodeccop. Prey HMUL, TO nm. H.H. Mpuropo-
Ba MuH3gpasa Poccumn

MocTTpaBmaTuyeckne gedopmaumm U OC/NOXKHEHUA
TpaBM OMOpPHO-ABMraTe/IbHOro annapaTa 3aHMMaloT ocoboe
MecTo B chepe TpaBMaTo/iIorMmn n optoneguu. Y noboi Tpas-
Mbl CYLLECTBYHOT NOCNEACTBMA PAa3HOM CTENEHN BblpaXKeHHO-
CTW, KOTOPble MOryT BbiTb HUBENMPOBAHbLI AW yCyrybaeHbl
neyeHnem. CTona ABNAETCA BaXKHOM YaCTblo KOCTHO-MbILLIEY-
HOW cucTeMbl C 0COBeHHOl BMoMexaHUKOW, OHa 3aBUCUT



CERUMIST XNPYPT IS

KaK OT ApPYrMX y4acCTKOB CKeNeTa, MblllL, CBA3OK, TaK U cama
noAAepKMBaeT OCb HUMKHEN KOHEYHOCTM, NMOXOAKY, OCAHKY.
MpencTaBneHHbIA HUMXKE KAMHUYECKUI C/ydalh — MOMbITKA
npocneauTb 3Ty B3aMMOCBA3b Y NPOAEMOHCTPUPOBATD C0XK-
HOCTb, KOMMEKCHOCTb U IOTUKY OMepaTMBHOro BMeLlaTe Nb-
CTBa Ha cTone.

02.09.2019 B KOHCY/NbTAaTUBHO-AMArHOCTUYECKOE OTAEeNe-
Hue «HauunoHanbHoro MeguunHckoro MiccnepoBaTenbcKoro
LleHTpa Tpasmatonorum n OpTtoneamun mumenn H.H. MNMpuopo-
Ba» obpatuaca nauueHT . ¢ *kanobamum Ha ycuneHue 6one-
BOr0 CMHAPOMaA B 06eunx CTonax 1 rofeHOCTOMNHbIX CyCcTaBax,
NpermyLLEeCTBEHHO CMpaBa.

M3 aHamHe3sa — noayuynn Tpasmy B pesynbtate AT (ne-
wexoa) B uoHe 1996 roaa (3akpbITblt nepenom anacdusos
obenx KocTel NeBol rofieHu, OTKPbITbIN nepenom gruadusos
06enx KocTen NPaBoW roleHKn, Nepesiom NPaBo BEPTIYKHOM
BMNaauHbl). JleueHne npoxoamn B TamboscKkon bonbHuULe, raoe
no nosoAdy NONYYEHHbIX MOBPEXAEHUN BbINOJHEH OCTEO-
CUHTE3 NepenomMoB KocTelh 06enx roneHen B ycioBUAX CMKU-
Le-KonbLEeBbIX annapaTos (annapatom Mnusaposa). Mo cHa-
TMM annapaTtoB B ¢eBpane 1997 roga OTMETUA BasblyCHYO
aedopmaumio n 60/1b B 06enx cTonax.

B nepuog ¢ 1997 roga po 2019 roga otmeyan nporpeccu-
poBaHue gedopmauuu. Mpmn ocmoTpe Ha 02.09.2019 npaBoit
cTonbl — OTBeAEHWe NepefHero oTaena CTonbl, ynaolleHue
nonepeyHoro csoga. KorteobpasHas gedpopmaums I, 1VV
nanvues. Mmeetca runepmobunbHOCTb B NtOCHe-panaHro-
BOM cycTase. Mpu nanbnaumm — 601e3HEeHHOCTb MO XO4y 33/4-
Hel 6onbliebepLoBOM MbiwLbl. Bonb NO BU3yanbHO-aHaNo-
rosow wkane — 5/10.

Mo paaHHbIM KT o1 05.09.2019 — KT-KapTuHaA NA0OCKO-Ba/b-
rycHon pedopmaumm c MoNoTKOObpasHoU aedopmaumeit
2-5 nanbues cton. Mo gaHHbim MPT ot 05.09.2019 — MPT-Kap-
TWUHa BanbrycHom gedopmaumm 111,111 npokcMmanbHbix mexda-
NIAHrOBbIX CYCcTaBOB. APTPO3 TapaHHO-NaAbEBUAHOrO, MNpea-
NJIKOCHO-MNOCHEBBIX, |-ro MmexkdanaHroBoro cyctaBos.

05.09.2019 naumeHTy nocTaBAeH AMArHO3 — HedUKCU-
poBaHHaA MNOCKO-BanbrycHaa gedpopmauma, runepmodbub-
HOCTb CpefHero oTAena CTomnbl, MONOTKoobpasHasa aedop-
mauma LI, 1V, V nanbues cnpaBa. YunTbiBaa KANHUYECKYIO
KapTUHY, a TakKe AaHHble KT u MPT npaBoii cTonbl, € Lenbto
KYynupoBaHWsa 60/1eBOro CMHAPOMA MPUHATO pelleHne ob
OnepaTUBHOM le4eHUN.

29.10.2019 nposeaeHa onepauva — TEHOTOMWA MPaBO-
ro axuas0Ba CYXOXWIWA, KOPPUTUPYIOLLAA OCTEOTOMUA Ha
YPOBHE NATOYHO-KYBOBWUAHOIO M TapaHHO-aAbEBUAHOTIO Cy-
CTaBOB CNpaBa, KOPPUTUPYIOLLAA OCTEOTOMMUSA NPABOMN NATOY-
HOM KOCTM, apTpoae3 TapaHHO-1afbeBUAHOTO U MNATOYHO-KY-
60BUAHOMO CyCTaBOB CNpaBa, yCTPaHEHNE MOIOTKOOBpasHoM
aedopmaumn 11, 111, 1V, V nanbues npasoi cTonbl ¢ duUKcaumnen
cnuuamu. HanoxeHa runcosaa U-obpa3Hasa noBA3Ka Ha ro-
neHb. MNauneHT HanpaBneH Ha peabuanTayuio.

04.11.2019 nauueHT BbINUCAH B YA0B/IETBOPUTE/IBHOM CO-
CTOAHUW, NNAHMPYETCA NepeBA3Ka 1 cHATMe weos 14.11.2019.
B panbHelwem naaHUpPyeTca PEKOHCTPYKTMBHAA onepaLuma Ha
NneBoW cTone.

Takum 06pa3om, 3TOT KAMHWYECKUA Cayvyail [AEeMOH-
CTpupyeT daKT Toro, YTo Ntoboe NoBpeXAEHNE MUMEET CBOU
nocneacTsva BNAOTb [0 OMNepaTUBHOIO BMeLIATeNbCTBA — B
JaHHOM cnyyae bblia npoBefeHa COYETaHHaA PEKOHCTPYK-
TMBHas onepauusa Ha NpaBoi cTone. TakxKe 3TOT cayvait npu-
3BaH MOKa3aTb OC/NOXHEHUA NpUMeHeHua annapaTta Unusa-
poBa Npu TAXENON coyeTaHHOM TpaBme.

PeKOHCTPYKTUBHOE A€YeHME NMOCTAYHYEBOM MPOTIKEH-
HOW CTPUKTYPbl MOYETOYHUKA

Xectkos UBaH AnekceeBud, Anpocumos AneKkcaHap
JleoHnpgosuy, KatkoBa Mapua AneKkcaHapoBHa,

FanHa OKcaHa BnagumupoBsHa,

MNotanos Masen AHgpeeBuy

®rAOY BO PHUMY. um lupozosa

HayuHble pyKkosogutenu: Kotos Cepreit BnagmcnaBosuy —
A.M.H., npodeccop; Ceidynnaes Pawaz Baxmaosmy — 4.m.H.
lopoackas KnuHuyeckas 6onbHuua Ne 1 um. H.U. Muporosa

JlyyeBan Tepanua ABNAETCA O4HUM U3 BedyLMX MeToAoB
KOHCepBaTMBHOIO JIeYeHUs1 OHKOJIOTMYECKMX 3abo1eBaHuUI op-
raHoOB Masnoro Tasa.

3auacTyto pa3BUTUE OCIOXKHEHMUI 0BYCNOBNEHO BbICOKMMU
CYMMapHbIMW ,03aMU U BbICOKON PEAKTOTeHHOCTbIO OKPYHKa-
IOLLMX TKAHEN, YTO NPUBOANT K PAa3BUTUIO MECTHbIX AOTOCPOY-
HbIX OC/MIOXKHEHUI Cpeayn KOTOPbIX CTPMKTypa MOYETOYHMKOB
ABnseTca Hanbonee TAXKENbIM. Ha faHHbI MOMEHT B nTepa-
Type HeT yCTOABLLIEeroca MHeHMA NO NOBOAY ONTUMAIbHOrO Ma-
Tepuana U XMpypruyeckon TeXHUKWU ANA NPOBEAEHUA PEKOH-
CTPYKTMBHOM onepauuu.

NauynenTka /1, 58 net, ¢ 1984 roga nposoguaace Nanaun-
aTvBHaA xvmwuotepanusa (MXT), nyyeBasa Tepanua nNo nosoay
Jlumbombl XoarkkuHa, peungms B 2004, kypcbl MXT 1 nyyeBoi
Tepanuu, Ha AaHHbI MOMEHT B pemuccun. Co cnos 60bHOM,
B utone 2018 roga c xkanobamm Ha TemnepaTtypy 1 Tynbie 6oaun
B NoAB340LWHOM obnacTi noctynuna B FKB Ne 29.

BbifABNIEH XPOHUYECKNI NMenoHedpUT, 1€BOCTOPOHHUIM TU-
ApoHedpo3a Ha GoHe MOCTIy4eBOM CTPUKTYPbl MOYETOYHMKA.
Bblno BbINONHEHO CTEHTUPOBAHME MOYETOYHMKA, Y4YMTbIBaA
NMOBTOPHbIE aTaku NuenoHedpuTa CTeHT 6bin yaanéH, BbINoA-
HeHa HedpocToMMUSA.

Mpun obcnegoBaHnKM nNo gaHHbiIM MCKT ¢ KOHTpacTupoBa-
HMEM AMarHOCTMPOBaH /IeBOCTOPOHHUI rMApoHedpo3 ¢ To-
TaNbHOM CTPUKTYPOI NEBOrO MOYETOYHMKa. PekomeHaoBaHa
nnaHosas rocnutanusaumna 8 ’lKb Ne 1 ana onepaTtMBHOro Bme-
LaTenbCTBa.

11.02.2019 naumeHTKa rocnMTanmM3npoBaHa B oTaeneHue
yponoruu NKB Ne 1 ¢ anarHo3om NpOTAXKEHHAA CTPUKTYpa fe-
BOIO MOYETOYHWMKa, rMapoHedpos, HeppocToma cnesa. B cea-
31 C NOKanM3aLmen CTPUKTYPbl B HUKHEN N CpenHHOMN TpeTn
npeasioXeHa PeKoHCTPYKLMA MoYeBbIM My3blpém no boapu ¢
psoas-hitch.

13.02.2019 nHTpaonepaLMOHHO BbIABAAETCA BHYTPUTA30-
Bbl NyyeBo GUOPO3 C BblParKEHHbIM UCTOHYEHUEM CTEHKM
MOYeBOro My3blpsA, CNeACTBUE Ny4eBOW Tepanuu. [puUHATO
pelleHne O PEeKOHCTPYKLMM MOYEeTOYHMKA cermeHTom MKKT.
Mpov3BeaeHbl pe3eKkLna NOPaKeHHOM YacTU MOYETOUYHMKA C
nocneayloLllein cnatynsaumneln 0XaHKK, BblaeNeHne CermeHTa
TOHKOWM KMULIKW Ha npoTsaxeHuu 30 cm 1 mobunmsaumsa move-
BOro ny3blps. [oNy4yeHHbI cermeHT 6bl1 Mcnoib3oBaH AN
bopMMpPOBaHMA NOXAaHOUYHO-KULLEYHOTO U KULLIEYHO-NY3bIPHO-
ro aHacToMo30B8.

MocneonepauMoHHOe TeyeHue 6/1aronpuUATHOE, 3aXKMUB-
NleHVe paH NepBUYHBIM HATAXKEHMEM, MPWU TUCTONOTUYECKOM
nccnefoBaHUM BbifiBeHa CTPUKTYpa 6e3 HoBOOOpa3oBaHMA.
B 61MOXMMUYECKOM aHaIM3e KPOBU BblIsiIBIEHbI 3N1EKTPOUTHbIE
HapyLweHMA XxapaKTepHble ANA KULWEeYHOro TpaHcnaaHTaTa.

Ha momeHT BbINUCKK Xanob He npeabaABaAeT.

[aHHbIV KAMHUYECKUI cnyyYal AeMOHCTPUPYET CI0XKHOCTb
BbI6Opa onepaLMm Npu NOCTIY4EBOMN CTPUKTYPE MOYETOYHMKA
M 3HAYMMOCTb MHTPAONEPALNOHHOM KapTUHbI.
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PeAakcauumsg NpABoro KynoAa AMadparmMbl Ha NPOTXe-
Humn 30 AerT.

FeBopkaH ApmaH ApceHoBuu', feBopKAH 3apa ApceHoBUY?,
BaHecaH Bnagumup LWamuposuy?,
KazapsaH lpuropuii AnekcaHaposuy?

"MIMIMY um. CeyeHosa, >®FAQY BO PHUMY um. Mupozoea,
3PHLIX um. Mempoeckozo

HayuHble pykoBoautenu: basapos Amutpuin Bragmumu-
poBuy — a.m.H.; PHUX nm. MeTposckoro. bopaHos 3ayaps,
Bnagumunposuy; PHUX nm. MNMeTposckoro

MaumeHTka M., 66 net 6bina rocnutanusmposaHa B NKb
Ne 68 um. Jemunxosa B cBA3M C Kanobamu Ha nepuoamnyeckume
60511 3a rpyanHOM U ollyLeHnem aAnckomdopTa B KMBOTE MNO-
cne npuema nuwm.

M3 aHamHesa: gnadparmanbHan rpbixka cnpasa c 1981 .

Mofo3peHne Ha OCTPYIO XMPYPrUYECKyto NaToNOrMIo opra-
HOB BpPIOLIHONM NONOCTK, B CBA3M C Kanobamu, oa4HaAKO B Xoae
obcnenoBaHUA OCTpas Xupypruyeckas natonorua 6bina uc-
KAtoyeHa. B cBA3M ¢ coxpaHAaowmmea 60neBbiM CUHAPOMOM
nepesegeHa 8 OPUT. lnAa ucknoyeHMa NaTtonormm co cTtopo-
Hbl CEPAEYHO-COCYAUCTON CUCTEMbI Oblna BbIMOJIHEHA KOPO-
HapaHrmorpadua no pesynbTaTam KOTOPOM CTEHOTUYECKOTO
NopakeHUa KOPOHAPHbIX apTepuil He BbiABAEHO. Mo AaHHbIM
peHTtreHorpadpumn ONK: guadparma Ha yposHe 3-4 pebpa, nog,
Kyno/fioM MeTna TONACTOM KULWKK. Bblio NpUHATO pelueHune o
NpoBEeLEHNN AOMONHUTE/IbHBIX MeTofoB obcnesoBaHus. Mo
pesynbtatam KT OlK guadparma cnpaBa pacnonoxeHa Ha
YypOBHe nepegHero otpeska 3 pebpa, opraHbl HPHOLWHOM Mo-
NIOCTU U 3a6PIOLWIMHHOIO MPOCTPAHCTBA CMELLEHbl B TPYAHYHO
KneTky. lMpoBeaeHa MPPUrocKonusa MNo 3-MOMEHTHOM MeTo-
AMKe — penakcauma npaBoro Kynona avadparmol, cMelLeHne
y4acTKa TONCTOM KULWKK cnpasa BBepx, IMAC — npM3HaKK rpbl-
KW MULLEBOAHOTO oTBepCTUA Anadparmol. B pesynbtate KOH-
cuanyma 6bi10 MPUHATO peLleHne O MPoBeAEeHUU onepaTms-
HOro BMeLLaTesIbCTBa, B CBA3M C YeM NaLuMeHTKa obpatuiach B
PHLX um. akagemuka b. B. MNeTpoBcKoro, rae el bblaa npouns-
Be/leHa TOPaKOCKONUYecKasa Nankauua anadpparmol.

STanbl onepaumu: ycTaHOB/IEH TOPAKONopT BO 2 mexpebe-
pbe cnpasa No cpeAHelr NoAMbILLEYHON NMHUK. Mpu peBusnm
YCTaHOBJIEHO, YTO MpPaBOe Nerkoe B COCTOAHUM TMNOBEHTUANA-
UMM, HUXKHASA 4015 NoArKaTa Anadparmoit, Kynoa KoTopoi ao-
cturaet 3 pebpa. B nneBpasnbHyto NONOCTb NOAAH YIEKUCbIN
ras c faBJeHMem 8 cM BOZ, CT., NPY STOM OTMEYEHO CMeLLeHne
NpaBoro Kymnona B Kay4a/sbHOM HanpasneHuu. B 7 mexpebe-
pbe Mo 3agHei NoAMbILEYHOW IMHUK U B 6 Mexpebepbe no
nepefHein NOAMbILIEYHON MHUWM BBEAEHbI TpoaKapbl 5 mMm.
C NOMOLLbIO OKOHYATbIX 3IHAOCKOMUYECKUX 3AXKMMOB Opra-
Hbl OPIOWHON NONOCTM NepemeLleHbl B OPHOLIHYO MOAOCTb,
chopmupoBaHbl AynanMKaTypbl NpaBoro Kynona guadparmel,
KOTOpble CWKTbI Mexay coboli M-o6pasHbiMK He paccacbiBa-
foWMMnUcA HUTAMK. MNpwm 3Tom yaanocb chopmmposaTb 3-c10M-
HbI IMCTOK Anadparmbl. MpaBblit Kynon Anadparmbl ocTaeTcs
bUKCUPOBaHHbBIM MO MECTY NIACTUKM Ha ypoBHe 8-9 mexpebe-
puii. Bbin BBeAeH 1 ApeHak B NeBpasibHyo NonocTb. Mocneo-
nepaLMoHHbIl Nepuog npotekan 6e3 ocnoxKHeHWn. AspocTas
NOAHbIM C MOMeHTa onepaumu. NaespanbHbIN gpeHax yaaneH
Ha 8-e nocneonepauunoHHble cyTKK. MpoBoamaack Komnaekc-
Hasf aHTMGAKTepuanbHasA, NPOTMBOBOCNANUTENbHAA, UHPY3U-
OHHaf, aHTUKOAryIsAHTHAA, UHrANALMOHHAA Tepanus. MNapeH-
TepasibHOe NUTaHue B TeyeHue 4 aHel

[aHHbIA KAVMHUYECKUI CyYalt AEMOHCTPUPYET TPYAHbIN
anddepeHLManbHO-ANArHOCTUYECKUI NYTb, B CBA3M C KAUHU-
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YECKMMM NPOABIEHUAMMN KapaMOBACKYNAPHOTO, pecnupaTop-
HOTO M AWCMENCUYECKOro XapakTepa.

CuHapoM Makaeoad. KpanHe peakoe HOBGAIoAEHME B
TOPOAKAABLHON XUPYPIruu.

leBopKaH 3ap3 ApceHoBuu', feBopKAH ApmaH ApceHoBuY?,
BaHecsaH Bnagumup LLamuposuy’', GopaHos dayapp,
Bnagumuposuy®

'®rAOY BO PHUMY um. Mupozosa, 2 [TMIMY um. Ce4yeHosa,
3PHLIX um. lMemposcko2o

HayuHble pykoBogutenu: basapos Amutpuii Bnagnmmpo-
BMY — A.m.H. PHLUX nm. MNeTposckoro

CuHppom Makneona — KAMHUKO-PEHTIeHONOTMYeCcuii CUH-
APOM, CONPOBOXKAALMNACA YMEHbLUEHUEM U NPOrPeccupyo-
WMMU 3MOU3EMATO3ZHBIMU USMEHEHUAMM AONN UAN NEFKOro
LLe/IMKOM, MOPaXKEHUEM SIeTOYHbIX apTepuon 1 6poHxuon. Us-
yyYeHue AaHHOM MaToNOrMM HaxoauTcA B 06NacTM MHTEPecos,
BBUAY KpaliHe pefiKol BCTPe4YaeMoCTy B MONyAALUK.

NauwneHT C., 29 net obpaTnACA ANa KoHcyabTaumm B PHLUX
UM. akagemurKa b.B. MeTpoBCKOro ¢ }Kanob6amu Ha OAbILLKY NpU
ymepeHHoM Gpusmyeckom Harpyske.

Mo paHHbIM aHamHesa: 8 2013 r. Npu NNAaHOBOW PEHTreHo-
rpa¢umm OTK BbISiBNIEHbI U3MEHEHWUSI B MPAaBOM NE€rKom, B CBA-
31 C YeM Hanpas/ieH Ha obcnesoBaHue GTU3MATPOM, OAHAKO
JaHHbIX 33 cneunduyeckyto npuposy 3aboneBaHnsa He BbiAB-
neHo. Mo pesynbtatam KT OFK, BbiaBneHa ambur3ema nerkux.
MpoBoamnacb KOHcepBaTMBHAA Tepanua, AMHAMUYECKoe Ha-
bntogeHue.

B 2018r nosiBunach oaplliKa, C OTPULATENbHOW ANHAMUKOM
B TedyeHue roga. Mpu KT OTK B AnHamumKe onpegenserca pes-
Koe yBennyeHune obbema nNpaBoro sIerkoro 3a cyeT amédursema-
TO3HOM TpaHCHOPMALIMM HUXKHEN A0AN U CMeLLeHMe OpraHoB
CpefocTeHnA BeBO, KOMMPEeCCUA IeBOro NIEFKOTo U cepauia.
OcTanbHble CErMeHTbl NErkoro CMeLeHbl Knepean, HeCcKob-
KO YMeHbLUeHbl B 0b6beme. JSleBoe nierkoe obblyHOro ob6bema u
nHeBmaTM3aLmMm, 6e3 04aroBblX U UHOUNBTPATUBHbBIX U3MEHe-
HW. JIeroYHblit PUCYHOK He n3meHeH. Mo AaHHbIM cnupome-
TpWK: OBCTPYKTUBHbIE BEHTUIALMOHHbIE HAPYLIEHWUA JIerkol
cTteneHn BobiparkeHHocTn (OPB1/DMKEN < 0,7, OPB1 = 75%),
NPW3HaKu reHepann3oBaHHoOM BpoHxXManbHOM 0bcTpyKkumuu. Mo
[aHHbIM MMCTONOMMYECKOro UcceoBaHUA: mopdoaoruyeckas
KapTUHA BPOXAEHHOW 40NEBON 3MU3EMbl HUMKHEN 40K
NpaBoro nerkoro. bbino MPUHATO pelleHWe O nposefeHue
onepaTMBHOrO BMeLlaTe/IbCTBa B 06 beme TOPaKOCKONMMUYeCKom
HWXKHel No63aKToMMKM cnpasa. ITanbl onepaumun: B 6 mexpe-
6epbe No cpeaHelrt NOAMbILIEYHOW MHUK CNpPaBa YCTaHOBAEH
TOPAKOMOPT: NPAKTUUYECKN BCHO MJIeBPasIbHYHO MOAOCTb 3aHU-
MaeT aMbU3eMaTO3HO U3IMEHEHHan HUXKHAA aons. Nocne ono-
POXKHEHUA HUXKHEW [0 pacceyeHa NerovyHasn CBA3Ka, HUXKHAA
NleroyHan BeHa BblJe/ieHa M3 CpaLleHuni, npowunTa u nepece-
YyeHa. B mexxponeBoli 60po3ae BblAeneHbl U3 CPaLLEeHNii apTe-
pua 6a3anbHbIX CETMEHTOB M apTepusa 6 cermeHTa, NPOLUTbI
1 nepeceyeHbl. [apeHxMma mexay 40NAMU nepeceyeHa ¢ no-
molbto annapata Eshelon. BpoHx 6 cermeHTa NpoLWUT U ne-
peceyeH, 6poHx H6a3anbHbIX CErMEHTOB MPOLLUT U NepeceyeH
HUXKe yCTbA cpeaHeaonesoro 6poHxa. HMxKHAA gona yganeHa.
OcTaBluMecA BepXHAA U CpeAHAA AONN PACNpPaBUANCD, OAHAKO
obpallaeT BHUMaHNE UX YMeHbLUEeHHble pa3mepsbl. YuuTbiBas
NMO/IHOCTBIO COXPAHHYIO NAPEHXMMY OCTaBLUMXCA A0/el NpaBo-
ro IErKoro, peLleHo oT AasibHelLlel pe3eKLmm Bo3aepKaTbCs.
Yepes nepesHuii yron onepaLMoHHOM paHbl BBeAeH 1 apeHax
B MPaByto NieBpasibHyO NOAOCTb.
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MocneonepaumoHHbIA Mepuos OCIOMKHWUACA MOCTynae-
HVMeM BO3ZyXxa MO NAeBpasbHOMY ApeHaxky. Mo AaHHbIM
peHTreHorpadumn OlK npaBoe fNerkoe aTeseKTasMpoBaHo, B
nAeBpanbHOM MONOCTM 3HAUYMTESIbHOE KO/M4YecTBO cBo60A-
Horo rasa. lMpUHATO pelleHne O peapeHVWPOBaHUWU MNPaBOM
nAeBpaNbHOM NOAOCTH, MOC/IE YEro Mo APeHaxKy CYMMapHO 3a
CYTKM Bblgenunocb 250 ma ceposHoro otgensemoro. Ha mo-
MeHT ocMmoTpa cbpoca Bo3ayxa 1 GAoTaLuUm KULKOCTM No Ape-
Ha)Ky He OTMeYEHoO.

Ha KOHTPO/AbHOM peHTreHorpaduu NONOKUTENbHAA AM-
HaMMWKa B BUAE PacnpaBNeHUs NPaBOro NErkoro B BEPXHMX U
cpeaHux otaenax, cBo60A4HbIN ras He onpeaenseTca.

CAy4am 3a60A€BAHMUS MMOMOM MATKM B OAHON CeMbe

LWnpeHnHa AHactacua AHppeeBHa, CapoHuHa MapuHa
CepreeBHa, OBepKo Anekceit Bauecnasosuu

®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHblie pykosogutenu: UnbmHa MpuHa lOpbeBHa — 4.M.H.
®rAQY BO PHUMY mm. H.U. MNuporosa

MuoMa MaTKu ABNSETCA OAHOM U3 CaMblX PAaCNPOCTPaHEH-
HbIX LO0OPOKAYECTBEHHbIX ONyX0/el, YacToTa KOTOPOI COCTaB-
naet 12-25% cpeam Bcex rMHEKONOrMyeckmx 3aboeBaHui.

MaumeHTKa A., 59 neT, ¢ AMArHOCTMPOBAHHON MMOMOM
MaTKu BeanuunHon go 10 Heg.6ep. Habaoganack y rMHeKkonora
¢ 35 net 4O BO3HMKHOBEHWA aHOMA/IbHbIX MAaTOYHbIX KPOBOT-
eyeHul B Bo3pacte 50 fieT, B cBA3M C Yem HblI0 NpoBeseHO
onepaTMBHOE JieYyeHUe: NanapoToMus, HagBnaraauwHas am-
nyTaumsa MaTKM C Npugatkamu. Y naumeHTkrn A. umeroTcs gse
aoyepn-6aunsHeua.

Y 6ansHeua X., 32 neT, MMoMa MaTKu bblia AnarHocTupo-
BaHa B Bo3pacTe 22 sieT (2009 r. ), npoBOANIach KOHCEPBaTMB-
HaA Tepanua aroHUCTaMW FOHAAO0TPOMNUH-PUIU3UHI-TOPMOHa.
B cBf3M ¢ HeapDEKTUBHOCTbIO MEANKAMEHTO3HOMO NeYeHmsn
OblIM NPOBeAEeHbl N1aNapoTOMUA, MUOMIKTOMMSA. B 2011 r. Ha-
CTYNWAa NaaHMpyemas 6epemMeHHOCTb, PoAbl — NyTem onepa-
LMM KecapeBa CEYEHMA, BO BPEMA KOTOPOWN BHOBb BbIMOHEHA
MWOM3KTOMMA. B fanbHENLEM POCT MMOM MPOAOJIMKANCA, CO-
NPOBOXAA/ICA aHOMA/IbHbIMM MATOYHbIMU KPOBOTEYEHUAMM
(AMK), c aHemueir (Hb go 60r/n). B aHBape v nioHe 2017 r. npo-
BeAeHbl 3M60/M3aL MM MaToYHbIX apTepuii (OMA), 6e3 oxnaa-
emoro a¢poekTa. Mo Y3 pasmep MaTKM BHaYaNe YMEHbLUWACA
oT 84x75x115 mm po 73x74x86Mmm, a yepes 4 mec. yBenmyunnca
00 97x75x95mMMm. Bn3yannsnpoBanmcb MHOXECTBEHHbIE Y3/bl
MWOMbI: UHTEPCTULMANbHbIE, CcybceposHble, CybMyKO3HblE.
BBMAy OTCYTCTBMA MONOMKMUTENbHOrO 3ddeKTa OT paHee npo-
BEeAEHHOWN Tepanuu, HanMumMsa 0BUIbHbIX MEHCTPYaUnin ¢ pas-
BUTUEM aHEMUMN TAXKENON CTENEHM, NALMEHTKA HAacTanBaa Ha
yAaNeHUU MaTKM.

B anpene 2019 r. npoBeaeHa NanapoOTOMMA, IKCTUPNALLNA
MaTKM C MaTOYHbIMU Tpybamu. Pe3ynbTaT rucToNormm: BONOK-
HUCTan N1eMoMmnoma Tesla MaTKM C MHTPaMypasibHOM 1I0KaNn3a-
LMeMn, Kenesncto-CTpomasbHbIi aHgoMeTpmo3 1-2cT.

Y 6nnsHeua B., 32 neT, MMOMa MaTKM AMArHOCTUPOBaHaA
C 24 net — eANHUYHBIN MHTEPCTULMANBHO-CYOCEPO3HbIN y3en
b0 7 cm B gnametpe. Mmenn mecto AMK, B cBA3M C yem npo-
BegeHa DMA. U3-3a oTcyTcTBUA AosixKHOro addekta B 2015 r.
BbINO/IHEHA lanapoTomma, MMomakTomuA. B 2017 r. HacTynu-
Na 6epemMeHHOCTb Npu pasmepax MaTkn go 120x103x75 mm m
HA/IMYNN MHOMKECTBEHHbIX Y3/10B MMOMbI Pa3/IMYHOM IOKaNn-
3aumn. PogopaspelleHme nytem KecapeBa CeY4eHUs C MUOM3-
KTOMMeNR. MaumeHTKa NpoaoMKAET rpyaHOE BCKapMIMBaHMeE B
TeYeHune ABYX NEeT C LEeNblo NaKTaLMOHHON ameHopew.

MpeacTaBNeHHbIN KAMHUYECKMI Cayyailt daeT BO3MOMXK-
HOCTb MPeAnoNOXKUTL HAaCNEACTBEHHbIV xapakTep 3abonesa-
HWA MMOMOI MaTKM B 3TOW cembe. 10 AaHHbIM IUTepaTypbl,
B BO3HMKHOBEHMU MMOMbI MaTKM MOXET ObITb 334€MCTBOBAHO
6onee yem 100 reHOB, MHOTME M3 KOTOPbIX Y4aCTBYIOT B pe-
TyNfiLMM KNeTouYHoro pocta, anddepeHumposku, nponunde-
pauuu. 3HaHME O MOJIEKYNAPHO-TEHETUYECKUX MeXaHW3Max
pasBUTUA MMOMbI MaTKM OTKPbIBAEeT Mepes, Hamu A0opory K
M3y4eHUIO U pa3paboTKe HOBbIX BUAOB Sie4eHUn U npodunak-
TUKM MUOMbI MATKMU.

CoBpeMeHHble acneKTbl NpUMeHeHus BapPpapuHa y
MALMEHTOB XUPYPrMYecKoro NnpoduAs

Hepocees CtaHucnas Cepreesud, bopseHkos Bnac
Kupunnosuu

Kemeposckuli eocydapcmeeHHbIl meduyuHCKuli yHusepcu-
mem

HayuHble pykosoautenu: LLlanknH AnekcaHap AHatonbe-
BMY — K.M.H. KemepoBcKaa 061acTHan KAMHM4Yeckan 6oabHMLA
mm. C.B. benaesa

BeepeHue. Ha cerogHAWHWIA AeHb aHTUKOArynaHTHaA Te-
panua o4yeHb BocTpeboBaHA B COBPEMEHHON MeaMLMHCKOM
npakTuke. [JaHHbI BUA Tepanuu Noiy4Ynn cBOe pasBUTUe no-
c/ie OTKpbITUA renapuHa B8 1916 roay ctyaeHTtom Mak KnnHom.
B 1937 rogy 6bin n306peTeH MeTos OYMCTKM renapuHa, u ero
BnepBble MPUMEHUN M3BECTHbIN KaHaACcKuii xupypr fopaoH
Mioppeii. C ysennyeHnem NpUmMeHeHUs JaHHOM rpynnbl npe-
napaToB YBe/IMYMBAETCA HACTOTa OC/IOXKHEHW, KOTOpble Npes-
CTaB/ieHbl Hanbosiee 4acTo remMopparMyeckMm CUHAPOMOM.
OfHaKo, ecTb U pefKue OCNOKHEHWA: Hamnpumep, TPomb03
6pbixKeeUHbIX BEH TOHKOIO KULLIEeYHUKa.

Lenb nccnepoBaHuA. AHanu3 BcTpeyaemocTn Tpombosa
npv NPUMEHEHUU HEeNPAMOro aHTMKOArynaHTa BapdapuHa y
nauueHTOB XMPYpruyeckoro npodpunsa.

Martepuanbl 1 metogbl. 3a nepuog 2017-2019 rr. npoaHa-
N3npoBaHo 425 nctopuin 601e3HN NALMEHTOB, HAX04ALWMXCA
Ha fleyeHnn B Xupyprudeckom otaeneHmm 1 Kemeposckoit 06-
NacTHOM KnnHuYeckol 6onbHULpbl m C.B.Benesa. BoiasneHo 3
naumeHTa c TPOMbH030M BpbIKEEUHBIX BEH, Ha HOHE NpUMeHe-
HuM BapdapuHa, 4Yto coctasuno 0,7%.

Pe3ynbTaThl. B KavecTBe UANIOCTPALMKN NPUBEAEM KINHU-
Yeckuit cnyyait. bonbHOM 62 roga, MOCTYNWUA B SKCTPEHHOM MO-
pAagKe B OTAENEeHME XMPYPruuM € XKanobamu obLiero xapakre-
pa: ronosHasa 6onb, 6011 B 06/1aCTW KUBOTA, 3aJePKKa ra3os
W cTyna. M3 aHamHeCcTUYecKuX AaHHbIX CTasno WU3BECTHO, YTO
nauueHT nepeHec onepauuio NPoOTe3VPOBAHUA MUTPANBHOTO
K/larnaHa no noBoAy BPOXKAEHHOro nopoka cepaua 8 2010 roay,
W C Lenblo NPodUNAKTUKN TPOMBOIMOOUYECKUX OC/IOXKHE-
HUI emy 6bl1 Ha3HAYeH aHTUKOAryNAaHT BapdapuH B CYTOYHOM
pose 2,5 mr-1 Tabnetka 3 pasa B cyTkM ¢ KoHTposem MHO. Mpu
dun3nkanbHom obcnefoBaHUN BbIABAEHbI NPU3HAKU MHEBMO-
nepuToHEeyMa, 0cnabneHHUA NepucTanbTUKK, BbICAYLLMBAETCA
WyM Mnecka »KUMAKOCTU. MocTaBneH npeaBapuTenbHbld Au-
arHo3: OCTpas KULIeYHas HemnpoxoAMmocTb. HasHaueHo Ao-
obcnenoBaHWe: Koarynorpamma, pPeHTreH U ynbTpa3ByKoBoOe
nccnefoBaHWE OpPraHoB OPHOLWHOWM MONOCTM, O6WMIA aHanu3
KpoBu. Mo pe3ynbTaTam Koaryaorpammbl BbIAIBAEH CUHAPOM
TMNOKOArynAunm, B pesynbrate nyyeBbiX MeTOA0B AMArHOCTU-
KU BblsiBNEeHbl Yawm Knobepa. MonoxntenbHas gUHaMMKa B
TeyeHue 4 yacoB He Habnwoganack. MpoBeaeHa IKCTPeHHas
NanapoTomus. B OpOWHON MONOCTM OBHapy»KeH remoppa-
rMyeckuit BbinoT o6bemom 500 M/, HEKPO3 cermeHTa Tolel
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KULWKKN npoTAxeHHocTbio 30 cm Ha pacctoaHum 20 cm OT cBA3-
Kn Tpeiua. [lnarHo3 nocneonepaLMoHHbIM BbIrnaaen cneay-
IoWUm 06pasom: cermeHTapHbI remopparmyecknini MHGapKT
Towel KUWKM. Mpu BbINMCKE Ha3HAYeHbl aHTUKOATYIAHTbI NpsA-
MOr0O AEeWCTBUA C KOHTPOMIEM KOarynorpammbl. Bo3moKHbIN
MeXaHWU3M Pa3BUTUA AAHHOMO OC/OMHEHWUA HAaM NPeaCcTaBAA-
eTcA cnefyoLmMm: U3BECTHO, YTO aHTUKOAryAHTbI HENPAMOro
[AeNCTBMA BbI3bIBAOT 6/10KMpOBaHME CMHTe3a BUTaMUH K- 3a-
BMCUMbIX paKTOpOoB cBepTbiBaHMA Kposw (VII, X, IX, 1) a Takke
aQHTMKOArynaHTtol — npotenH C n ero KodakTop — NpoTeunH S.
CywecTByeT 6onee 200 myTaLmii reHa, OTBETCTBEHHOTO 33 CUH-
Te3 npoTenHa C. YacToTa ntogelt ¢ Takum aepeKTHbIM reHoOM
MoXeT gocturatb 5-10% B nonynaumun. MosTomy HasHayeHue
BapdaprHa TaKMM NOAAM He TONIbKO YrHeTaeT aHTUKOarynsaHT-
HbI 3 dEKT, HO U NPUBOAUT K TPOMB0O3aMm, B YacTHOCTH B Be-
HaX TOHKOTO KMLLUEYHMKA B CU/1Y X aHAaTOMUYECKOMN U3BUTOCTM.

BbiBogbl. Takum 06pasom, y MaLMEHTOB, NMPUHUMAKOLLUX
BapdpapuH MOXKeT Habntogatbca TPOMOO3 GpbIKEEYHbIX BEH
TOHKOrO KMLIEYHUKa. PacnpocTpaHEHHOCTb AaHHOW MaTono-
rmn — 0,7% OT BCeX NALMEHTOB, YTO COOTBETCTBYET AaHHbIM
MWPOBbIX UCCNEeA0BAHUI.

Xupypruyeckoe Ae4eHne aHeBpPU3Mbl MOAKAIOYUYHOMN
aprepuu

BaHecsaH Bnaagumup LLamuposuy’, FresopkaH 3aps
ApceHoBuy', feBopKaH ApmaH ApceHoBuY?, MUHEHKO
Pumma BuktoposHa'

'®rAOY BO PHUMY um. Mupozosa, 2[IMIMY um. CeyeHosa
HayuHble pykoBogutenu: Anb-tOced Hagum Hacp, Marome-
posa lNopuxaH ®asnyanHosHa. PHLX nm. MNetposckoro

AHEeBpPM3Mbl MOAKMOUYMYHOW apTepuu BCTpeYarTca [o-
BO/IbHO peako. Cpean Npoumx NPUUYMH aHeBPU3MbI MOAK/LO-
YMYHOW apTepumn BblAENAIOT TPaBMy, CUHAPOM FPYAHOrO Bbl-
xoAa n vHobekumo. MeHee YacTbiMM NPUYMHAMWU AHEBPU3IM
NOAK/IOYMYHOM apTepum ABNAIOTCA KUCTO3HbIN MeAnaHeKpos,
cnapom MapdaHa, cuHgpom TepHepa 1 apyrue reHeTU4eckune
CUHAPOMBI.

MaumneHT T.,56 net cumtaet cebs 6onbHbIM ¢ mapTa 2018
rofa, Korga srnepsble BO3HUKAN 6011 B NeBOW BEPXHEW KOHeu-
HOCTW, MO 3TOMY NoBoAy 06pPaTUACA B KAUHUKY MO MECTY KMU-
TenbcTBa. Mpolen Kypc KOHCepBaTUBHOrO ieyeHus, 6e3 Bu-
Aumoro ynydwenus. Hactosauwee yxyaweHnue ¢ ¢espana 2019
roga, NosABUNCH ¥Kanobbl Ha 601b U OHEMEHME B 1€BOM BEPX-
HEeN KOHEeYHOCTM MPW BbINONHEHUU PUINYECKON HArpysKu, B
CBA3M C YemM U obpaTuaCcA 3a KOHCyNbTaLMen K cocyauctomy
XMpypry: npu obcnegoBaHUM BbiABEHa aHEBPM3MA MOAKIO-
YMYHOW apTepun cnesa. focNUTaNM3MPOBaH B OTAE/NEHUE XU-
pyprumn cocygos PHUX nm. akagemuka b.B. lNeTposckoro ans
XUpYypruyeckoro neyveHus. Mpuv nepBMYHOM OCMOTPEe: Mysb-
cauums Ha Nly4eBOl apTepuu crnpaBa OTYETIMBAA, C/1IeBa OCNa-
6neHa. A[l Ha NpaBoit BepxHei KoHeuHocTM 130/80 mm.prT.cT.,
Ha NeBoi BepxHei KoHeuHocT 90/50 mm.pr.cT. Mynbcaums
Ha COHHbIX apTepusAxX OTYETIMBAA C 06enx cTopoH. LLymbl Hag,
npoeKuuel COHHbIX apTepuin He BbicayLwmBatoTcA. MNynbcauma
Ha apTepuax HWKHUX KOHEYHOCTel onpenensercs Ha Bcex
YPOBHSAX. Ha AynneKcHOM cKaHMpoBaHMM cocynoB Anddy3HbIi
CTEHO3 AMCTaNbHOTO OTAEeNa /IeBON MOAKIIOUYMYHOM apTepun
50-60% (6e3 pa3BuTMA CTUN-CMHAPOMA) C NEPEXOA0M Ha NoA-
mblweyHyto 60% n nneuvesyto 69-65% apTepun, auctanbHoe
pycno npoxoAMmMo, TUN KPOBOTOKA MarncTpanbHbli. Mpu npo-
BefeHUN GYHKUMOHANbHBIX HArpy304HbIX TECTOB — BbIAIBEHDI
Y3 npu3HaKkn CMHAPOMA CAABAEHUA COCYANCTO-HEBPHOIO Myy-
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Ka Ha BbIXoAe W3 rpyaHOM KneTku. MNpu npoBefeHUN peHTre-
Horpadumm OTK 6b1n0 BbifBAEHO A06aBOYHOE LWelHOe pebpo.
Bblno NpMHATO pelleHne 0 NpoBeAeHUN NPOTE3MPOBAHMA NOA-
KNIOYMYHOWM apTepun. B xoade onepaumu u3 HagKAHOUNYHOTO
[0CTyMa C/eBa BbINOJHEHA PEBU3UA NOAKIOUYNYHOW apTepum,
YCTaHOB/IEHO: aHEBPM3Ma NPaBOM NOAK/IOYNYHON apTepmm Ha
NPOTAXEHUN 25 MM mexay A06aBOYHbIM LWeHbIM pebpom 1
m.scalenus. Y4acTok apTepuu NJIOTHO CMasH C OKPYKatoLWwmmm
TKaHAMK. CuctemHo BBegeH renapuH 5000 E[. HanoxkeHbl 3a-
KMMbI Ha MPOKCMMA/bHBIN U AUCTa/IbHBINA YYaCTKM apTepun
BbilLEe U HUXKe aHeBpPU3Mbl. BbinosHeHa apTepMoTomus ¢ no-
cnepyowen pesekumen aHeBPU3MaTMYECKOrO y4yacTKka apTe-
pun. B npocseTe BbIABNEHO pacc/ioeHe CTEHKU aHeBPU3MbI,
C OKK/It03Mel npocBeTa NAOTHbIMU TMAMHOBbIMKU TPOMBOTHU-
Yeckumu maccamu. Katetepamm Porapti pasnmyHoro avame-
TPa BbIMNO/JIHEHA TPOMO3IKTOMMA U3 MAruCTPasbHbIX apTepui
NIeBOI BepXHEeW KOHeYHOCTW. MosyyeH yaoBNeTBOPUTENbHbIN
peTporpaaHblii KpOBOTOK. [lasee HenpepbiBHbIM 0O6BMBHbIM
COCYAMCTbIM LUBOM HANOMXEH AUCTaNbHbIA U NMPOKCUMA/bHbIN
aHACTOMO3bl MeXAy Yy4yacTKaMu apTepum U CUHTETUYECKUM
npoTe3oMm, KOTopbli Bbln NpoBeAeH Hag A06ABOYHbIM LIEN-
Hbim pebpom CocyaucTble 3a)KMMbl CHATbl. BoccTaHoBNEH
KPOBOTOK MO MOAKIOYMYHOM apTepuun. Onpegensertca oTyeT-
IMBas My/nbcauua NpoTesa U NOAKAYMYHOMN apTepuun. Mocne
onepaumu nynbcaums Ha 1y4eBoi apTepun cnesa OT4eTIMBas,
KOHEYHOCTb Ha OLLyMNb Tensas, akTUBHblE U NACCUBHblE ABU-
)eHua 6e3 orpaHundeHns. Al Ha nesoi pyke 110/80, npasoi
120/90. [lynnekcHoe CKaHWpOBaHWe: COCTOAHWE NOoC/e onepa-
LMK NpoTe3MpoBaHMA NOAKIIOYMYHOM apTepum cneBa. MpoTes
NPOXOAMM, KPOBOTOK MArucTpasbHbli.

MocneonepayMoHHbIiM Nepuos npoTekan 6e3 ocobeHHo-
cteil, 60NbHON BbINWCAH B YAOBNETBOPUTESIbBHOM COCTOAHWUM
nogHabnoaeHne xupypra.

3M60AU3ALMS CpeaHeNn O6OAOHEYHOM apTepPUn KAK
HOBbIA METOA A€YEHUS XPOHUYECKON CYBAYPOABHOMN
reMaTombl

Tutos Hukurta Cepreesuy, baromegos Maromepgpacyn
3ypabosuu, Konaes AHgpeii Onerosud, bytoB Kupunn
PomaHoBuu, CamoineHko Bnagucnae Uropesuu
®rAOY BO PHUMY um. H. U. Nupozosa

HayuHble pyKkosogutenu: MacxmH Amutpuii ibBOBUY.
KB um. B. M. byaHoBa

XpoHuyeckasa cybaypanbHaa rematoma (XCAl) npeacTas-
nAet coboi BHyTpUUepenHoe KPoBOU3NUAHWE, pPa3BMBatOLLLE-
ecA CNyCcTA HECKO/IbKO HeAeNb Noc/ie TpaBMbl r010Bbl. YacToTa
BCTPEYAEMOCTU YBE/IMYMBAETCA C BO3PACTOM NALMEHTOB U CO-
ctasnaet 58 cnayvaes Ha 100 000 HaceneHua crape 65 nert,
YTO flenaeT eé OAHUM U3 CaMbIX PACMPOCTPAHEHHBIX HEMPOXU-
pypruyecKkux AMarHo3os.

KntoueBbim 3BeHOM natoreHesa XCAI senaetca dopmu-
poBaHMeE IKCCYAUPYIOLLEN Kancy/bl BOKPYr CAMOW reMaToMbl.
[aHHaA Kancyna BbipabaTbiBaeT MHOXeCTBO MeAMaTOPOB BOC-
MafeHns, B TOM YUC/I€ aHTUONOETUH-2 CnocobcTByOWMI eé
HEOBACKYNAPU3ALUN BbICOKOMPOHULLAEMbBIMU Kanuanapamm,
nuTatoWmMmmcs 13 bacceliHa cpeaHeit 060104e4HON apTepun
(COA). MpocaunBatoLancs Yyepes HUX KPOBb MoALEeprKMBaeT
acenTUyeckoe BOCMaNeHMe Karncy/ibl, 3aMblKasa NOPOYHbIN Kpyr
natoreHe3a. AHTMArperaHTHaa W aHTUKOAryNAHTHaA Tepanua
cnocobcTByOT BO3HMKHOBEHMIO XCAT.

Camble pacnpocTpaHeHHble HA CEeroAHAWHUIA AeHb OTKPbI-
Tble onepauun — burr-hole u twist-drill KpaHnoctommm — Ha-



CERUMST XNPYPT IS

npaB/ieHbl Ha 3BaKyaLMIO COAEPXMMOro remaTombl, TO ecTb
Nleyat nocneacTemA, a He MpPUYKMHY. PeunamBbl BO3HMKAOT
B AnanasoHe ot 11% po 28% cnyyaes. BbinonHeHHaa Hamu
ambonuszauma COA OTKpbIBAaET HOBYHO CTPaAHWULY B JIeYeHUU
[JaHHOW NaToNorMK U ABNAETCA NepBbiM B Poccun BMeluaTenb-
CcTBOM NogobHoro poaa.

MaumeHT A., 77 net, 15.11.2018 noctynua B HENPOXMPYpP-
rmyeckoe otgenerHne KB mm. B. M. ByaHoBa ¢ xanobamwu
Ha cnabocTb B NPaBOi pyKe U OHEMEHWE MPABOM MOJOBUHbI
Tena. MecAy, Hasag Noay4Yma TpaBmy rooBbl, yAAPUBLIUCE O
ABepb. YXyAlleHWe coCTOsHMA HapacTano B TedyeHue 10 gHel,
npeawecTsyOWNX rocnuTannsaumm. B aHamHese: runepto-
Huyeckana 6onesHb Il ctaguu, 3 crenenu, puck 4; XCH Il ®K;
CTEHTUPOBaHWE NPaBOM KOPOHAPHOM apTepuMuM MO NoBOAY
MHbapKTa MmMoKapaa ot 28.03.2018. MoCTOAHHO NPUHUMAET:
KNOMMAorpen, acnmpwvH, sHananpua, buconponon. BoinoaHeH-
Hoe npu noctynneHun KT-nccnenoBaHme BbIABUAO CMeLLEeHMe
CPEAMHHbIX CTPYKTyp BnNpaBo Ha 10 mm. Cnesa cybaypanbHO
no NO6HO-TEMEHHO-BMCOYHON MOBEPXHOCTU OMNpenensnoch
HEeOAHOPOAHOE COAEPKMMOE C TONLMHOM cnoA A0 16 mm.
MpoBefeHa 3KCTpeHHasa onepauua B O6bEME HaNOXKeHUs
¢dpe3eBoro oTBepPCTMA B NPOEKLMM 3a4HeN TOUKN KpoHnenHa
cneBa, 3BakymposaHo 100 cm® cogepumoro rematombl. Ha
KT ot 27.11.18 BHOBb Ob6HapyKeHO cybaypasbHO pacnoso-
KeHHoe cofepKMmoe cneBa B npexxHem o6bvéme. BbinonHeHa
nosTopHan onepauusa, yaaneHo 100 cm® o6bEma remaTtombl.
B mocneonepauMOHHOM Mepuoae — perpecc O4aroBOM CUM-
NTOMATUKK, HO KOHTposibHOe KT-uccneposaHue ot 28.11.18
NOKa3ano CMelleHMe CPeaMHHbIX CTPYKTYP Ha 9,5 mm n Hanu-
4YMe IMKBOPHOIO coaepKumoro cybaypanbHo cnesa. Cocron-
HWe pacueHeHo Kak dopmuposaHue cybaypanbHOW rMIpOMbI.
MaumeHT BbINMCaH JOMOI C peKomeHAauueli NOBTOPHON ro-
cnutanmnsaymu. Noctynue yepes mecaAu, NauMeHT NpeabABua
»Kanobbl Ha rosnosHble 6onu. Ha KT ot 20.12.18 BbisiBNEHO
CMELLEHME CPEAMHHbIX CTPYKTYp Bnpaso Ao 10 mm, cybay-
pasibHO Pacno/ioXKeHHaA reMaToma c/ieBa TO/LWMHON clos A0
16 mm. B cBA3n c BecnepcneKTMBHOCTbIO O4YepeHOro ApeHU-
poBaHusA Bbl0 pelleHo BbINONHUTL IMbonm3aumio nesoin COA
MuUKpoambonammu 300-500 MKm. Yepes npasbiii 6eapeHHbIN
[0CTYN MUKPOambonbl aocTasieHbl B8 COA cucTeMoi MUKpPO-
KaTeTep-KOPOHAapPHbIA NPoBOAHMK. 28.12.18 BbiNMcaH AOMOM
B YAOBNETBOPUTE/NIbHOM COCTOAHUKU. B TeyeHue cnegyrowmx
5 mecaues 6110 nposeaeHo 2 KT-uccnepgosaHua, nocnegHee
13 Kotopbix oT 20.05.19 He BbIABMAO NPM3HAKOB reMaToMbl U
CMeLLEeHMA CPeUHHbIX CTPYKTYP.

Taknum 06pa3om, Mbl cuntaem ambonunsaumo COA manouH-
Ba3MBHbIM, MEPCNEKTUBHbLIM W, CAMOe [N1aBHOe, NaToreHeTnye-
CKM 060CHOBAHHbIM MeToa0M neyeHua XCAT.

DHAOBACKYASPHAS KATETEPHAS TPOMO3KCTPAKLUS
N3 HUYKHEN NOAOW BEeHbI

CapuxoBa AHxena baxbiToBHa
®rAOY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu

HayuHble pykoBogutenu: MaTiowKuH AHapei Banepbe-
BWUY — A.M.H., goueHT. PTAOY BO PHUMY um. H.U. MNMuporosa
MwuH3gpasa Poccun

OcTpble BeHO3Hble TPOM603bl NPU pacrnpocTpaHeHumn ¢o-
TUPYIOLWEN BEPXYLLIKM TPOMba B MHpPa- U CynpapeHanbHbIi
CErMeHTbl HUKHEe M0N0l BEHbI ABNAIOTCA UCTOYHUKOM Pa3BuU-
TUA KU3HEYTPOXKatoLLen TPOoMB03IMBOIMN NeroYHoi apTepumm
(T31A). B cBA3KM C 3TUM NPODUNAKTUKE, AMArHOCTUKA U Nleve-
HUWe y)Xe BO3HMKLLEro BEHO3HOro Tpombosa Ha aTtane, npej-

LLIECTBYIOLLEM ero nepexoay K aMB0OINYECKMM OCNOKHEHUAM
ABNAETCA BaXKHOM NP061EMOW B COCYANCTON XUPYPIUN.

Nauynent K., 55 ner 20.10.2019 r. noctynun B [KB
um. AO.4. MneTHéBa c Kanobamm Ha pacnupatowme 6onu
N OTeK, NPEVMYLLECTBEHHO B JIEBOM HUMHEN KOHEYHOCTH,
oAbILWKY Npu GU3MYECKOM HarpysKe.

AHamHe3 3aboneBaHuA: cuuTaeT ceba 6ONbHbIM C
11.10.2019 r., KOraa OTMETU/T OTEKM 0H6EUX HUMKHUX KOHEYHO-
cteli, 6onbLue cnesa, BHE3AMNHY 0AbIWKY. CO3HaHWe He Teps.

Mpu ocmoTpe oTmeyaeTcA 61e4HOCTb KOXKHbIX MOKPOBOB,
LuMaHo3 ryb, ysenvyeHne nevyeHu. OAbIWKKM, KPOBOXapKaHbsA
HeT. Sa0, 97%. ALl 110/70 mm.pT.cT. Status localis: MNpasas u
NeBas HUMKHME KOHEeYHOCTU: BnefHO-LUMAHOTUYHOW OKPacKw,
OBUXEHUA U YyBCTBUTENbHOCTb COXPaHEHbl B MOAHOM 06b-
eme, TPOPUYECKMX PaACCTPOMCTB HET, CMMNTOMbI XOMaHca M
Mo3eca NonoXKuTeNbHble, UMEIOTCA OTEeKU rosieHn u beapa, ¢
60/bLUel BbIPaXKEHHOCTbIO C/IeBa, MyAbCaLMU ONpeaensatoTcs
Ha BCcem NpoTAKeHuu. BoinonHeHo Y34C BEHO3HOro KPOBOTO-
Ka, NPV KOTOPOM BbIABAEHbI NPU3HAKU UneodpeMopanbHOro
Tpombo3a c 06enx CTOPOH.

21.10.2019 r. 6bina BbINOMHEHA peTporpazHas UaeoKa-
Barpadusa: dnotupyowmnii Tpomb B Hapy»KHOW MoAB34O0L-
HOM BeHe cnpasa 4 ¢cm x 1,5 cm, rUraHTCcKuii dnoTupyroLmii
TPOMbO B HUXKHEM MOoSION BEHE, UCXOAAWMIA U3 BHYTPEHHEM
NnofB340LWHON BeHbl CrnpaBa, rosoBKa Tpomba Ha ypoBHe
NnpaBoi NOYEYHOMN BeHbl, GAOTUPYIOWMIA TPOMO B HAPYK-
HOW noaB3AoLlWHON BeHe cneBa 5 cm x 1,5 cm. Bbin noctas-
JIeH AMarHo3 Tpomb03 HWUMKHEW MO/IoW BEHbI, UCXOAALLMIA U3
NoAB340LWHbIX BEH C 06enx CTOpoH, nepeHeceHHan TIJIA oT
11.10.2019 r. 6€3 NpM3HAKOB BbIPaXKEHHOM AbIXaTe/NIbHOMN He-
[,0CTaTOYHOCTH.

ConytcTBytolwme 3aboneBaHMA: OCTPbIA 3PO3MBHBIN ra-
CTPUT, MeTacTaTUYeCKUI pak nevyeHwW. HazHauyeHa aHTMKoary-
NAHTHaA TepanuA.

22.10.2019 r. 6bIna nNpoBedeHa 3HAOBACKYNsApPHas KaTe-
TepHasa TPOMBIKCTPAKLMA U3 HUMKHEW MO0 BEHbI C UMNAAH-
Taumen cbeMHoro Kaea-ounbtpa. Mog mecTHOW aHecTesumei
pacTBopom HoBoKauHa 0,5%-40 u3 nnuHeliHoro paspesa B0 b
NPOEeKUUN NpaBoi BHYTPEHHel APEMHOW BeHbl MOCNONHO
pacceyeHa Koxa u dacumA. BolgeneHa n mobunvsoBaHa Ha
OEePXKaNKu BHYTPEHHAA ApEMHan BeHa. MpounsseseH Npoaosib-
HbI pa3pes 15 mm. B aHTerpagHom HanpaBneHUU NpoBeaeH
KaTeTep W YCTAHOBNEH B HUXHel nonoi BeHe. KoHTponbHas
KaBarpadua. B aHTerpagHoOm HanpaBneHUM MpPoOBeAeH KaTe-
Tep MNMoHomapsA. PacKpbIT Bbille MOYEYHbIX BEH, HU3BEeAEH B
KpaHWaNbHOM HanpaB/ieHUM Ha 7 CM. 3aMeHa Ha A0CTaBOu-
HOoEe YCTPOWCTBO C KaBa-dunbTpom «30HTUK» Ne 4. MocneaHui
YCTQHOBJ/IEH HUMKE YCTbeB Mo4YeyHblX BeH. Pukcaums Hagex-
Hana. dPneboToMUSA yWKTa ABYMA HUTAMM nposieH 5-0. Nocnon-
HOe ylMBaHWe paHbl. lNpogonkanocb NpoBeAeHMe aHTUKOaAry-
NAHTHOWM Tepanuu. Ha KoHTponbHoM Y3/[C BM3yanmsmposanca
KaBa-pUALTP B HUXKHEN NONOM BEHe.

MocneonepaynoHHbIi nepuos 6e3 OCNOXKHEHUI: oTme-
YaeTcsA 3HauMTeNlbHOe YMeHbLUeHMEe OTEKOB roseHu u 6eapa,
OTCYTCTBME OAbIWKU NpU GU3MYECKOIN Harpyske U B MOKoe.
[aHHbIx 33 peunams TI/1A HeT. MNaumeHT BbINUCAH B yA0BNET-
BOPUTENBHOM COCTOSHUMN.

Takum 06pa3om, 3HAOBACKY/NAPHAA KaTeTepHas TPOM-
G3KCTPAKLMA U3 HUMKHEN MO0 BEHbl U NOAB3AOLWHbIX BEH C
nocneaywLlein MMmnaaHTaume CbeMHOro KaBa-dunbTpa «30H-
TUK» Ne 4 aBnAeTcs BblCOKOIDGDEKTUBHBIM, MaNOTPAaBMATUY-
HbIM 1 6e30nacHbIM MeToAoM NPOPUAAKTUKM pa3BuTua TIIA
NP NPOKCMManbHbIX TPOMB03ax HUMKHEM NON0N BeHbI Y 60/1b-
HbIX C TAXe/IbIMW CONYTCTBYOLLMMYK 3ab0neBaHUAMM.
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SHAOBACKYASIPHOE A€4YeHMe NALUEHTA C KaBa-
DOUABTPOM U PA3BUBLLENCS OKKAIO3MEN HUXKHEN MOAOK
M MNOAB3AOLLUHbIX BEH

AneHunueB AneKkcaHap Bnagumuposuy

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHbie pykosoautenu: Cuactamnsues Nnba BeHnamumHo-
BWUY — K.M.H., goueHT. PTAOY BO PHUMY um. H.WN. Muporosa
MwH3gpasa Poccun

B 2007 rogy y naumeHTa b, 65 neT passuaca nepsbiii aN13os,
Tpomb03a rnyboKMX BEH HUMKHUX KOHeYHocTel 1 TIJTA. Maum-
eHTy 6bl1 UMNNAHTMPOBAH KaBa-GuAbTP «KopoHa», Ha3HaveH
npuém BapdapuHa. Cnycta 6 mecAueB MauueHT CaMoCTOA-
TeNbHO MpeKpaTuA npuem BapdpapuHa. B nocneaytouem ne-
peoauyeckr 0TMeYan aNn3oabl OTEKOB HUMHUX KOHEUYHOCTEN.
10.10.2016 r. y nauueHTa peunams Tpombosa: passmBaeTca
CUHAPOM HUXKHEN MO0 BEHbI C BblPaKeHHbIM 601eBbIM CUH-
APOMOM, OTEKAMM MOOBbIX OPraHOB U 06enx HUMKHUX KoHeu-
HOCTEN M HEeBO3MOXHOCTbIO XoAbbbl. CNycTA CyTKM nauueHT
obpaTtnnca B 6onbHULY ropofa KpacHogap, rae emy BbinosHe-
Ha KomMbloTepHas Tomorpaduma. MarHoCTMPOBaHA OKKIO3UU
HUXKHEWN Nosol BeHbl B 061aCTM KaBa-GuUAbTPa U gUCTasbHee,
npaBoi W NeBoi MOAB3AOLWHbIX BEH HAa BCEM MPOTANKEHWUM,
npaBon obuielt 6eapeHHON BeHbl. NPUHATO pelleHne BecTU
nauMeHTa KOHCepBaTUBHO, Ha3HayeH puBapokcabaH 20 mr B
CYTKM U KOMMPECCUMOHHBIM TpUKoTax. Cnycta mecAl, Tepanua
6e3 3Haummoro addekTa. [lo aekabps 2016 roga 6onbHOM
obpalllancs B pas/nyHble COCYAMUCTblE LLEHTPbl, HO Be3ae OH
No/y4an 0TKas B CBA3M CO C/IOKHOCTBIO M PUCKAMU XMpypruye-
CKoro BmellatenbcTsa. 12.12.2016 r. noctynun 8 Kb Ne 1 YA
P®. MaymeHTy BoINOAHEHa dneborpadums, KoTopasa noaTBEPAM-
Nla HaZMuMe OKKJ/I03MU HUXKHEN MONON BeHbl, KaBa-epuabtpa,
npaBoW M /IeBOW NoAB3AO0LWHbIX BeH. BbiNnosHeHa YacTuyHan
peKaHanu3aLma NpaBol HAapPYXXHOW NOAB3A0WHOM BeHbl, /e-
BOW Hapy)KHOW NoaB3A4OLWHON, 06lel noaB3a0LWHOMW BEH U
HUXKHEeN NoNol BeHbI [0 YPOBHA KaBa-punbrpa. MNposenéH Ka-
TeTep-ynpaBasemblii TPOM60aM3UC NpenapaTom «AKTUAN3E»
B TeYeHMe 3-X CYTOK C MOBTOPHbIMM exxefHeBHbIMU dreborpa-
dmAamK. Ha 2-e cyTKM OTMEYanocb OTYETIMBOE YMEHbLUEHUe
OTEYHOCTU HUMKHUX KOHeYHocTen, bonblue cnesa. 16.12.2019
I. BbIMOMIHEHbl PeKaHaNM3aLma, TPaHCAOMUHaNbHaA 6annoH-
Has aHrnonnactuka (T/IBAIM) n cTeHTUPOBaHME HUXKHEN Moo
BEHbl C Nepexofom Ha feByto obLlyi0 NoAB3L0LWHY0, NeBYIO
HapY»XHYH NOAB3AO0LIHYIO U NeBYIO 06LLyt0 6eapeHHY0 BEHDI.
Bcero 6b110 MMNIAHTMPOBAHO 3 cTeHTa. MepBbili CTEHT «Egis»
pasmepamu 24x120 MM € HaIMYMEM KOPOHbI ¢ 6onee KpynHbi-
MW AYeliKamu No Kpasm (418 npeaoTBpalLeHns KOMNPOMeTH-
POBaHMA NOYEYHbIX BEH), 6blN YyCTaHOB/IEH CKBO3b KaBa-GULTP
nocne npegsaputencHolt T/IBAM obnactu ¢punbtpa 6annoHom
10x40 mm. [anee BbINOAHEHAa OAHOMOMEHTHaA MoCTAMAA-
Tauua cteHTa B obnactv ¢unbTpa 6anNOHHBIMU KaTeTepamu
10x40 mm 1 7x30 mm. 3aTem BbINOSHEHa Moc/aefoBaTe/IbHanA
MMMAaHTaUMA B NeBble ObLLyt0 MOAB3AOLWHYHO BeHY, HapyK-
HYI0 MOAB3AO0LWHYI0 M 0bLwyto 6egpeHHY0 BeHbl 2-X CTEHTOB
«Wallstent» 14x60 mm 1 10x70 mm u duHanbHaa T/IBAM. Ha
KOHTPONbHOM aHrnorpadum noayyeH Xopolumnii pesynstaT. B
XOfle BMeLLaTeNbCTBa OC/IOKHEHUI He 6bl10. OTMEYEHO 3Ha-
YUTeNbHOE YMEHbLUEHME OTEKOB Ha 0BenX HUMKHUX KOHEYHO-
cTAX (NpenmyLLecTBeHHO cnesa). MayMeHTy HasHayeHa aHTU-
TpomboTHYecKan Tepanua Ha HeonpeaenéHHo AONATUIN CPOK:
pusapokcabaH B flo3e 20 Mr 1 KapAnomarHun B gose 75 mr.

MaumeHT exxerogHo obcnepyetca. CnycTa 3 roga KAnHUYe-
CKM OTMEeYaeTCcA XOPOoLUasa NOMOKUTEIbHAA AMHAMUKA, CTEHTI
npoxoaumbl. Ha poHe npoBoagMMOM aHTUTPOMBOTUYECKON Te-

24

panuun oCNoXKHEHWI B BUAE peuunamBa Tpomb0o3a U KpoBoTeye-
HWI HE OTMEYEHO.

3aKknoyeHne: peKkaHannsauma, aHrMonaacTuka U CTeHTU-
POBaHUA HUXKHEW MONOW BEHbl HA MPOTAMXKEHUM C YCTAaHOBKOM
CTEHTa Yepes3 paHee MMMNIAHTUPOBAHHbIV KaBa-GUALTP ABAA-
eTCsi BbICOKO3)PEKTUBHON METOAMKON BOCCTAHOB/IEHUS Be-
HO3HOrO OTTOKa.

SHAONPOTE3UPOBAHNE FTOAEHOCTOMHOIO CYCTABA NO
NOBOAY NOCTTPABMATUYECKOro apTpo3d. AOArocpou-
HOe HOBAIDAEHNE

Cmopukosa AHHa CtaHucnasosHa', Apmak fleHnc Onerosuy?
'®OrAOY BO PHUMY uH. H.WN. Mupozoea, 20KAL| MAO laznpom

HayuHble pykoBoautenu: KopobyLuKkuH Meb Bnagumuposuy
— A.M.H., npodeccop. HMUL, TO um. H.H. Mpnoposa

MaymeHT . 50 neTt. *Kanobbl Ha BbipaxKeHHble 60K, oTey-
HOCTb, OrpaHNYeHne NOABUKHOCTU B MPABOM rO/IEHOCTOMHOM
cyctaBe. 3a 3 roga Ao obpalweHus — TaxKenaa Co4YeTaHHas
TpaBMa, BK/to4atlowWwan nepenom seBon b6eapeHHOW KOCTH,
obeunx Koctel npasoi roneHn. Ocn ob6enx HUMKHUX KOHEYHO-
cTet pedopmupoBaHa, TaK Ke MMEETCA MNOCKOBANbrycHas
aedopmauma obeunx cton, KOMOMHMPOBAHHOE MIOCKOCTOMNME.
BbipaxkeHHOCTb 60/1€BOr0 CMHAPOMA B MoKkoe 8 6annos no
BALL, npu xoapbe — 9 6annos. O6beM ABUKEHUS B NPaBOM
ro/IeHOCTONMHOM CycTaBe CHUXKeH. MimetoTcs rpybble pybuoBsblie
M3MEHEHUA MATKMX TKaHel npasoi roneHu. Helipounpkryna-
TOPHbIX PACCTPOMCTB AUCTANbHBIX OTAEN0B KOHEYHOCTEN HeT.
PeHTreHONOrMYECKN onpeaenseTca NocTTpaBMaTUYECKUn ap-
TPO3 MPaBOro roNeHOCTOMHOrO cycTaBa 3 CTeneHu, NOCTTpaBs-
MaTUYECKUA apTpo3 2 cTeneHu MoATapaHHOro cycrasa. [JaH-
HbIX 33 PEBMATO/IONMYECKYHO MATa/IorMI0 He BbISBAEHO.

[o obpalleHma naumeHTy ambynaTopHO NPOBOAUIUCH Kyp-
Cbl KOMM/IEKCHOTO KOHCEPBATUBHOIO /IeYeHUA: BHYTPUCYCTaB-
Hoe BBeZeHMe npenapaToB rManypoHoson Kucnotbl, HMBC,
xoHgponpoTtekTopbl, JIOK,®3T, opTes3mpoBaHue, pasrpyska
HUXKHEWN KOHEYHOCTM OMopPoI Ha TpocTb. O4HaKO CTOMKNUIA AoN-
rOCPOYHbIN 3PPeKT He Bbin JOCTUTHYT. MaumeHT obpaTmacs B
CBA3W C Bblpa*KeHHbIM 60/NEBbIM CUHAPOMOM, HapyLIEeHUEM
ONOPHOM PYHKLMM KOHEYHOCTM, 3HAYUTEIbHBIM CHUNKEHUEM
KauyecTBa KU3HM.

B HacToAWMIA MOMEHT «3010TbIM CTAHAAPTOM» JIeYeHUA
apTpO3a ro/IeHOCTONMHOTO CycTaBa KPalHUX cTeneHen saenseTca
apTPOoAE3 roNIEHOCTONHOrO CycTaBa. TaK Xe cpegu xupypruve-
CKMX METOAOB NEYEHUs eCTb apTPONnaacTMKa, apTpoanacras
NP NOMOLLb annapaToB HapyKHOW PpUKcaLMK, anaonnacTmka
60nblLe6epLoBOi U/UNK TapaHHON KOCTH.

YyuTbiBaA TPyAOCNOCO6HbIVM BO3PACT MaUMEHTa, BbICOKME
TpeboBaHWA K CTEMEHWN aKTUBHOCTM, OTCYTCTBME HONEBOTO CUH-
OPOMa CO CTOPOHbI NOATAPaHHOTO CycTaBa NPUHATO peLleHune
06 3HAONPOTE3NPOBAHMM NPABOrO rOJIEHOCTONHOIO CyCTaBa.
B 2013 roay naumeHTy YCTaHOBNEH ABYXCTOPOHHWI HecBA-
3aHHbIM 3HAONPOTE3 rONIEHOCTONHOrO cycTasa. CpegHuUit CpoK
CNY»K6bl 3HAOMNPOTE30B FOIEHOCTOMHOMO CYCTaBa MO AaHHbIM
pa3/IMYHbIX aBTOPOB COCTABAAET 5 neT, nocae Yero NpoBOAUT-
CSl PEBU3MA KOMMOHEHTOB 3HAO0MPOTE3A WM apTpoAe3 rone-
HOCTOMHOrO CycTaBa, Yalle BCero no nosogy HecTabuabHOCTU
KOMMOHEHTOB 3HA0NPOTE3a, COXPaHsatowerocs 601eBOro CuH-
Apoma. JaHHbIN KNMHUYECKUI CayYait NpeacTaBAAeT MHTepec
NMOCKO/IbKY CPOK CAy»Kbbl 3HAOMPOTE3a 3HAYUTE/IbHO Bbille
JaHHbIX UTepaTypbl, 601eBOM CUHAPOM 3HAYUTENIbHO CHU-
JKEH, NaUNEHT NOAAEPHKMBAET BbICOKUA YPOBEHb aKTUBHOCTH.



CEKUMST «TERATTIAST

CEKUUSA «TEPANUA»

KAMHMYECKNI CAYHO CAOXKHOTO TEYEHUS NCOPUa3a y
GOABLHOIO C BrepBble BbiBAeHHOM BUY-uHDekumen

Kpyrnakosa AnnHa AnekceeBHa, bepuase HoHa
HyrsapuesHa, AHTOHOBa AnéHa AnekceeBHa, KnbikoBa
Mapwusa CepreeBHa

Bonzoepadckuli eocyoapcmeeHHbIl MeOuyuHCKul yHusepcu-
mem

HayuHble pykoBoautenu: CepatokoBa EneHa AHaToNbeBHa —
K.M.H., lOUEHT. Boarorpafckunii rocyfapCTBeHHbIN MeaULMNH-
CKWUIA YHMBEpCUTET

Mcopuas YacTo BO3HMKAET BHE3AMHO U MOXET bbiTb nep-
BbIM K/IMHUYECKUM NposBaeHnem BUY-uHbekumm, npu Koto-
pom B 21,1% cnyyaes OH npoTeKaeT bonee Taxeno. MaymeHt
36 net 06paTUACA C XKanobamm Ha BbICbIMAHUA HA KoXe, 60-
Ne3HeHHOCTb B 06/1acTM basAweK, naxosbix AMM$OY3NoB, 06-
wyto cnabocTb, NoBbiWeHWe TemnepaTypbl Ao 38,5°C, noTepto
B BECe Ha 5 Kr B TeueHue 2 mecALes.

CumTaet ceba 60/IbHBIM OKONIO MOJAIyroga, Koraa Brepsble
NOSIBUANCH BbICbINAHWA Ha KOXe KoHeyHocTeW. Mosyyan Ha-
py*HOe neyeHne masbto Akpuaepm CK ¢ anarHosom: NMcopuas.
OfHaKo BAALWKM CTaNn PacipPOCTPAHATLCA Ha KOXKY TyN0BULLA.
Haxoaacb Ha ctaumoHapHom neveHmm B OKBJ, nocne npuema
MeTOTpeKcaTa B TedeHue 5 gHel, COCTOAHME YXYALNAOCh, No-
BblcMacb TemnepaTypa Tena o 38,5 C, ysenmunnocob Konmye-
CTBO BbICbINAHW, Ha NOBEPXHOCTUN BAALLIEK NOSBUACA THONHbIN
aKceyaaT. K Tepanumn gobasneH LedasonnH, Ha PoHe KOToporo
pa3Buaacb TOKCMKogepmus. Janee npoBoAgMNOChH FTMNOCEHCH-
6ununsmpytolLee neyeHme, aHTUrIMCTaMMUHHbIE Npenapatsbl, BU-
TaMWHBbI, renatonpoTekTopbl, AunpocnaH. Ha ¢oHe Tepanuu
AB/IEHUS TOKCUKOAEPMUWN PErPeccMpoBanu, O4HAKO COXpPaHs-
Mcb 6aAWKN. Yepes 3 AHA nocae BbINMUCKM BbICbINaHWA BHOBb
CTa/N PaACNPOCTPAHATLCA, ANUTENIbHOE BPEMSA COXPaHANOCHb
nosblWeHne Temnepatypbl Ao 38,5°C, yBENMYNANCH NaxXoBble
nMmdoy3nbl, NoABUAACh BblpaykeHHas 601e3HEeHHOCTb Mpu
nanbnauun, obpaTnacsa B KAMHUKY KOXKHbIX bonesHel. U3 ne-
peHeceHHbIX 3aboneBaHUIt OTMe4yaeT NPOCTyAHble, renaTuT
A, nepenom rpyauHbl. o 30 net ynotpebnsn HapKoTUYecKue
npenapaTbl. [pyM ocMoTpe: BbICbINAaHUA Ha KOXKe pacnpocTpa-
HEHHble, CUMMETPUYHbIE, SIOKANN3YIOTCA B 061acTM TynoBU-
Wa, AroAML, BEPXHUX U HUKHUX KOHEYHOCTEN U NpeacTaBie-
Hbl MHOTOUYMC/IEHHBIMM Nanynammn 1 basawKamm, pasmepom oT
YyeyeBuLbl 4O MOHET Pa3/IMYHON 3HAYMMOCTH, SPKO-PO30BOr0O
L,BETa, C BblpaXKeHHOW MHOUAbTPaLMen B OCHOBaHMM € 06u/b-
HbIMM YeLlyMKO-KOPKamMM, Ha MOBEPXHOCTU OTAE/bHbIX U3 HUX
rHOMHOE N CEPO3HO-THOMHOE OTAENAEMOE, FTHOMHbIE KOPKKU. B
ob61acT NagoHei U NoAowWwB ABNeHUA KepaTogepmun. Ha no-
JIOBOM YNieHe — MeJIKMe nany/bl TeNeCHOro LBeTa Ha TOHKOW
HOMKKe C BeretTaumsMmm Ha NOBEPXHOCTMU.

B naxoBow 061acTV NanbnmpyoTca AMMQOY3/bl pasmepom
C rpeLKmnii Opex 1 TAXKMU MO Xoay COCyA0B, pe3Ko 6o/1e3HeHHbIe,
KOXa HaZ, HUMM 3pUTEMATO3HO U3MEHEHa.

CybbeKkTnBHO: 3ya, 6onesHeHHOCTb. [pun obcnepgoBaHum
OTMEYAETCs CHUXKEHUWE CoAeprKaHue 3pUTPOLUTOB U Tpombo-
LMTOB, NeiiKoneHua. B 6MoXxMMmnyeckom aHamM3e KpoBu -3Ha-
YnTeNIbHOE NOBbIWEHME NOKa3aTeiel TMMOA0BOM NpPobbl U 06-
wero 6enka, AMCNPOTEMHEMMA, TMNEepPraMmarnodbyinMHemums.
BbiaBneHbl aHTUTENA K renatuty C. MNpu nocese rHOMHOrO OT-
aensemoro ¢ obnactv 6aawek Ha Gopy M YyBCTBUTENbHOCTb
6b1n 06HapyKeH Staphylococus epidermides, 4yBcTBUTENbHDBIN
K 1eBOGIOKCALMHY. YUNTbIBAA aTUMUYHOE K/IMHUYECKoe Teye-

HWe ncopuasa, Haanume obLMX ABNEHWUIN, HEIPPEKTUBHOCTD
TPaAULMOHHON Tepanuu, 6bin Ha3HaYeH aHa/iu3 KPOoBWU Ha
BWY, KoTopblii OKa3asica MosoXuTeNbHbIM. auueHTy 6b110
NpoBeLEHO JieyeHue: pacTBop TUocynbdaTa HaTpusA, UHOY-
3MOHHas Tepanusa (pacTBop HaTpus x/aopuaa, peambepuHa),
aHTMbaKTepuanbHas Tepanus (NEHULUAAUH, AyrMeHTUH, led-
N06AKT PacTBOP M Karmcy/bl), renaTonpoTekTopbl, Hapy»KHoe
neyeHue (pactBop 6pUNAMAHTOBON 3en1eHn, masb benogepm,
canMuMI0Bas Masb).

Mocne npoBeAeHHOrO Kypca 1Ie4eHns coctofaHme 60/bHOro
YNy4LWMA0Cb, HOPMaM30Baiacb TeMnepaTypa, paspeLninch
ABNEHUS NUOLEPMMUM, OLHAKO NcopuatTuyeckme BAALIKK Cco-
XpaHsaAucb. bosbHOM Bbln HanpasaeH B LeHTP «AHTUCTTNL» n
TONbKO NOC/Ie HAa3HAYEHWUA aHTUPETPOBMUPYCHOM Tepanuu Bbl-
CbINaHWA Ha KOXe NOJIHOCTbIO PErpeccupoBani.

OCO06eHHOCTM NMOPTAALHOM FTMMNEePTEH3NUMU Y NALUEHTKU
C XPOHUYECKUM NAHKPEATUTOM U LUPPO3OM NMeYeHU
QOAKOTOABHOW TUOAOTUM

Benaesa AHactacua MuxannosHal, laBpunanHa Hatanba
CepreeBHa?, Pegopos Unba lepmaHoBuuy?*?, OckaHoBa
Pe3uga CepreesHa’®, ToronaH MasHe lypreHosHa?

IMBY UHO ®MBL um. A.U. BypHazaHa PMBA Poccuu, *OrAQY
BO PHUMY um. H.W. Mupozosa, *rK6 um. B.M. byaHosa

HayuHble pykosogutenn: NabueHko JSlioammna KOpbeBHa —
0.M.H., npodeccop; HUKUTMH Uropb NleHHagbeBuY — A.M.H.,
npodeccop. PrA0Y BO PHUMY um. H.U. Muporosa

MopTanbHas runepteHsus (90%) sBNsETCA OCHOBHbLIM NPO-
ABNEHNEM UMppo3a nedveHn (LIMN). YacToTa HeumppoTUyeckomn
Ml cocrasnaet 10-20% w3 Bcex cnyyaes MI. BHeneyeHouHaa Ml
HabnopaeTca y nauneHToB ¢ 3aboneBaHNAMM NOAKENYA0UHOM
enesbl (MXK): 7% — npy nopaskeHnn aucTanbHbix otaenos MK,
13,2-40% — ronosku MXK ¢ BoBNeYeHNEM BepXHEBPbIXKeeUYHOM
N ceneseHo4YHol BeH, go 47,8% — npu oCcTPOM NaHKpeaTuTe.
OHa xapaKTepu3yeTcA BAPUKO3HbIM pPacCLUMPEHWEM BEH »Ke-
nyaKa (BPBX) 1, Kak npaBunio, COXpaHHOM GpyHKUMEN neYeHu.

Llenb: onucaTtb cnyvyait ocobeHHoctel NIy naumMeHTKU ¢
XPOHUYECKMM MaHKpeaTuTom (XM) n umpposom nedvenn (LiM)
a/IKOTONIbHOM 3TUONOTUMN.

MNauneHTKa C., 47 NneT; NH}KeHep No npodpeccum; He 3amy-
JKEM; TOCNUTA/IM3UPOBaHa B OTAE/IEHWE TraCTPO3HTEPOIOrUK
(FO) KB nm. B.M. bysaHoBa [13M c »kanobamm Ha KeNTyWwHOCTb
KOMHbIX MOKPOBOB U CK/AEp, KOXKHbIW 3ya, obuiyto cnabocTb,
noxygeHue Ha 16 Kr 3a nocnegHue 2 mecaua. B teyeHune gnum-
TE/IbHOTO BPEMEHW MMEeNo MecTo ynoTpebsieHue Kpemnkoro
A/ZIKOroNA B renaToTOKCMYecKux ao3sax. B 2015 r. ycraHoBneH
OMarHo3 [ecTPyKTMBHOTO NaHKpeaTuTa, NpoBOAWMIOCH Jeve-
HUe B XMpypruyeckom otaeneHuun. B nepmnog 2015-2016 rr., co
CNI0B MaLMEHTKM, aNKoronb He ynoTtpebnsana, B0306HOBMB ero
npuem B 2017 r. 3a MeAULMHCKOM NOMOLLbIO He obpallanacs.
C ¢eBpans 2019 r. oTmeTUNA yBE/IMYEHUNE KMBOTA B 06beMe,
NOXyZleHME, CHUXKEHME HACTPOEHUA, HapyLleHWe CHa, no no-
BOAY 4ero NpuMHMMaNa NCUXOTPOMHbIE NpenapaTbl B TeyeHue
ABYyX mecaues 6e3 apdekrta. C anpens 2019 r. — exkegHeBHbIN
npuem 6onblumx Ao3 ankorons. 08.08.2019 r. naumeHTKa ro-
CcnuTanusMpoBaHa B xupyprudeckoe otgeneHve Kb Ne 85
®MBA Poccum ¢ AnarHo3omM «XpoHMYECKUn NaHKpeaTuT, 060-
CTpeHue». B KAMHWYECKOM aHasn3e KpoBWU BMepBble 3aperu-
cTpupoBaHa TpombouuTonerms (135x10%n), 8 GuoxMmMye-
CKOM aHanuse — nosblweHue aktueHocTn ACT u ANIT 6onee 3x
Hopm, ITTM — go 30 Hopm, obuiero GuanpybrnHa — 23 HOpMbI.
MNepeBeneHa B TepaneBTUYECKOE OTAENEHME C AMArHO30M an-
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KOro/IbHOTO renatuTa Taxenoro TevyeHus. Mpu 3rAC BbiABAEHA
nopTanbHas ractponatua, BPBXK; npu ¢dubposnactorpadpum —
¢unbpos 4 (F4). Hauata Tepanua 4eKcamMeTa3soHOM B A03e 6 mr/
cyT. C 25.09.2019 r. naumMeHTKa npoAokuna obcnegoBaHue u
neyeHue B O Hawero cTaunoHapa. Mpn ocmoTpe OTMeYeHo:
JKENTYLHOCTb CKAEP U KOXMW, rMnoTpodma MblLLL, NJe4eBoro
nosca, «Ma/ble» Nne4yeHoUHble 3HaKK1, renaTtocnjieHomMeranus.
YcTaHoBEHa Tpodonormyeckas HeLoCTaTouHOCTb (TH) nerkoi
CT. TAXecTn no B.M. Nlydty (11 6annos). Kpome TOro y naum-
€HTKM menucb dusmnkanbHble npusHakn XAU — 8 6annos no
ceTke LeGo. B aHanu3e KpoOBM — MaKpOLMTapHaA rmnepxpom-
Haa aHemuAa (nabopaTopHo ycTaHoB/eH geduumnt donaTos),
yMepeHHaa TpombouutoneHusa. B KAMHWYECKON KapTuHe
npeobnasanu nposasnexus M3 (BANOCTb, 3aTOPMOKEHHOCTb,
MHBepcuA cHa, TCY — 107 c) 1 nevyeHOYHO-KNETOYHON Heno-
CTAaTOYHOCTM, YTO coOoTBeTCTBOBaNO Knaccy C no Yanna-Meto
(13 6annos), DF no Magapeto — 39. Bnepsbie 3apernctpuposa-
HO NOBbILLIEHWNE [IOKO3bl KpoBK — 6osiee 11 mmonb/A. Mo aaH-
HbiM Y3W opraHoB GpOLWIHOM NONOCTM 0BHapy*KeHa cBoboa-
Haf XWAKOCTb, renaToMnaeHomeranus, v. portae — 15 mm, v.
lienalis — 8 mm, runepaxoreHHoe obpa3oBaHue neveHun (42x28
MM), anddysHble M3MeHeHWA UM aHIXoreHHoe obpasoBaHue
MK (17 x 15 mm). A®M — 4 ME/n.

KnnHnyeckuit guarHos: XAU. ANKOronbHbIN renaTut Taxe-
noro TeyeHua Ha poHe LM, knacc C no Yaina-Meto (13 6annos),
DF no Maggpeto — 39. Ml BPBX, nopTanbHaA ractponatus,
cnaeHomeranusa, gunatauma v. portae u v. lienalis, Tpombo-
umtonenua. N3, tun C, ct. 3. Acuut. lfemaHrnoma neyeHun? XM
ankoronbHoM atnonorun, C1 no Broxnepy. Kucta ronoskum MiK.
CaxapHbli anabet 2. AHemuA NIerKon cTeneHu Taxkectu. TH
Nerkou cTeneHu TAXecTu.

AAbBEOASPHbIN FEeMOPPArMYeCKUN CUHAPOM — peakoe
OCAOXHEHME YaCToM NpobAeMbl (YnoTpebaeHne
repouvHa)

CaratensaH ApnuHs ApTypoBHa, LLlemeHkoBa Bukropus
CepreesHa

®rAQY BO PHUMY um. H.UN. Mupozosa

HayuHble pykosoautenu: Kotosa [lapba lNaBnoBHa — K.M.H.,
poueHT; LWoctak Hapexxkaa AnekcaHApoBHa — 4.M.H., npodec-
cop. ®TAOY BO PHUMY um. H.W. Munporosa

3a nocnegHue 10 net ynotpebneHne HapKOTUYECKUX Npe-
napatos B Poccuun yBennumnocb B 9 pas M C KaxKAbIM rogom
[JaHHbIM NMOKasaTeNb HEYKNOHHO pacTeT. [epOMH — CUHTETU-
YECKU onuouz, nepeso3MpoBKa KOTOPbIM MOMKET Bbl3BaTb
pas/sinyHble MOBPEKAEHMA OPraHOB WM CUCTEM, B YACTHOCTU
NnoBpeXKAeHWe Nerknx B Buae AndPysHOro anbBeonApHO-
ro KpPOBOM3AMAHUA. ANbBEONAPHbLIA FreMOPParnyecknin CuH-
OPOM — K/IMHWYECKUA CUHAPOM, XapaKTepusylowmuica ne-
rOYHbIM KPOBOTEYEHMEM, AbIXaTe/bHON HeAO0CTaTOYHOCTbIO,
BbICOKMM PUCKOM CMePTHOCTU. OAHMM M3 MEeXaHW3MOB pas-
BUTUA AMdPY3HOro anbBEONSAPHOrO KPOBOU3AUAHUA ABAAET-
CA NIeKapCTBEHHO-MHAYLMPOBAHHOE MOBPEXKAEHME NETKUX, B
YaCTHOCTW Nepeso3npPOBKa ONmnaTaMu, B CBA3U C YEM [AaHHbIN
BOMPOC OCTAeTCA BECbMA aKTya/IbHbIM B HAaCTOALLEE BPEMA.

MauneHt P., 37 net, rocnutanusmposaH B KB No 1
um. H.U. Muporosa 6puragoli ckopon MeanLUHCKON NOMO-
wu 22.10.2019 r. B peaHMMaALNOHHOE OTAEe/IeHNe B CBA3U C
pasBuUTMEM OAbIWKK. N3 aHamHe3a M3BECTHO, YTO B Te4yeHue
nocnefHUX HeCKONbKUX NeT ynotpebnseT repouH. Hannume
XPOHMYECKMX 3aboneBaHuit otpuuaert. Mpu ocMoTpe — CoCTo-
AHWe TAxenoe. MNpeabaBAAN KaNobbl HA OAbIWKY B MOKOE.
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Mpu 06bEKTUBHOM OCMOTpPE: OTEKM CTON U roneHel, 6onblue
BblpaXeHHble cneBa. B obnactn HUXKHeN TpeTn NeBOW HUXK-
Hel KOHeYHOCTW Tpoduuyeckaa A3Ba, /1IeBble KOHEYHOCTU U
NeBan NONOBMHA FPYAHOW KNETKMU MOKPbITbl MOCTUHBEKLMOH-
HbIMK pybLUamu ¢ runepeMmMpoBaHHOM KaliMol Ao 2 cm B Au-
ameTpe. AyCKyNbTaTUBHO AbIXaHWe XeCTKOe, BbIC/YLIMBAOT-
CA eAMHUYHbIE BAXKHbIE XPUMbl B HUXKHWUX OTAENaX Nerkux,
6onbwe cnpasa. Y4 — 16 B muHyTy, SO2=91%. ToHbI cepaua
npurayweHsl, YCC — 90 yaapos B muHyty, ALl — 110/70 mm
pT.CT., MO OCTa/ibHbIM OpraHam U cuctemam 6e3 3HaYUMbIX
OTK/IOHeHUI. Mpu nabopaTopHOM McCAefoBaHUM OTMeYa-
etca nosblweHne O-anmepa go 2080 Hr/mn, TPONOHMHA A0
0,051 mkr/n, CP6 go 80,2 mr/n. Mpu nposBeaeHUN MyNbTU-
CnupanbHOl KomnbloTepHoi Tomorpadum (MCKT) opraHos
TPYAHOM KNETKU AaHHbIX 38 TPDOMO03IMBONNIO NEFOYHbIX ap-
TEPW He MOAYy4YeHO, BbIABNEHbI MHOMECTBEHHbIE 30Hbl UH-
TEPCTULMANBHOW MHOUNBTPALLMM U OTEKA C reMOopparnyecku-
MU ABNeHUAMU. [laHHble U3MEHEHUA pacLeHeHbl B pamMKax
TOKCMYECKOTO MOpPaXKeHWA Nerknx onvatamu. Mo paHHbIM
YNIbTPa3BYKOBOro aHrMockaHnpoBaHua (Y3AC) BEH HUMKHUX
KOHEYHOCTEeW MaToNorMm He BbifiBAEHO. pu 3xoKkapauorpa-
duryeckom nccnegosarHmm (IX0-KI): dpakuus Boibpoca 45%,
ANOPY3HbIN TMNOKMHEe3. C Uenbld UCKAYEHUA NATONOTUK
KOPOHapPHbIX apTepuii BbINMOJIHEHA KOPOHApoaHrnorpapus —
KOPOHapHble apTepun MHTaKTHbl. COCTOAHME pacLLeHEHO, KaK
TOKCUYECKasa Kapauomuonatua Ha ¢oHe ynoTpebneHus re-
pouHa. Mpun ganbHeliwem obcneaoBaHWUK: B NMOCEBE KPOBY,
MOYM — POCT MUKPOPIOPbI He BbiABAEH. 10 AaHHbIM aHaNuU-
30B KPOBUW OTMEYANACh NONOKUTENbHAA AUHAMMKA — MPU3HA-
KM BOCMa/IMTE/IbHOM peaKkLuun perpeccupoBann (Hopmanusa-
umAa ypoBHs CPB, CO3), oTMeYanocb KAMHUYECKOE yaydlleHne
COCTOAIHUA — YMEHbLUEHUE OAbIWKU, OTEKOB HUMKHUX KOHeY-
HocTeW. MauneHT BbiNUCaH M3 cTauuoHapa Ha 14-e cyTku B
YA0BNETBOPUTENBHOM COCTOAHUW.

[aHHbIV KNAMHUYECKUI ClyYait LIeMOHCTPUPYET pesKoe, HO
TAMKE/I0e OC/IOXKHEHWE nocse npuema onuatos — anddysHoe
aNbBeoNApHoe KpoBousnuaHue. [InarHo3 oTeka Nerkux, WH-
AYUMPOBAHHOIO repoMHOM, OCHOBBIBAETCA Ha K/IMHUYECKOM
KapTMHe, aHamMHe3e, UCKIYEHUN APYruxX NPUYMH Pas3BUTUA
WMHTEPCTULMANBHBIX USMEHEHUI B NErkuX. YUUTbIBaA Haauuune
MHOXeCTBa NMPUYUH Pa3BUTUA aNbBEOIAPHOIO remopparunye-
CKOTO CMHAPOMA, KAMHULUCTY Heobxoamm noapobHbln cbop
aHaMHe3a, YTo NO3BO/AET YCTAHOBUTb BEPHbIN AMArHO3 B KO-
POTKME CPOKMU.

AHTUHOCHOANNUAHBIN CUHAPOM, OCAOXKHEHHbIN
OCTPOW HOANOYEYHNKOBOW HEAOCTATOYHOCTbLIO

KysbmuHa EkaTtepuHa AHppeeBHa, [l)kymakoB beK:kaH
MwupnaHosud, Apunosa Hasupa PyctamoBHa

®rAQY BO PHUMY um. H.N. lNupozosa

HayuHble pykoBogutenu: Cobonesa BaneHTHa Hukonaes-
Ha — K.M.H., goueHT; lopaees NBaH leHHagbeBNY — A.M.H.,
npodeccop. N/KE Ne 15 um. O.M. dunatosa

MaumenTtka 0., 33 roga, noctynuna 8 APO KB Ne 15
um. O.M. dunatoBa ¢ *kanobamu Ha BbiparkeHHyH c1abocTb,
60nu B nosicHuue. B 2008 roay — Tpomb603 rnyb6okux BeH (TIB)
roJleHN NPaBoM HUXKHEN KoHevHocTu. B 2009 rogy — Tpomb03
rNyBOKNX BEH 1EBOM HUXKHEWN KOHEYHOCTU. JleyeHune Bapdapu-
HOM M TpeHTasom. B 2009 rogy — oTMmeHa npuéma BapdapuHa;
6epemMeHHOCTb, 3aKOHYMBLLAACA CaMOMpPOM3BO/IbHbIM abop-
TOM Ha cpoke 9-11 Hegenb. B 2011 rogy —peunansupyowme
TPOMb603bl COCYA0B Ma/ibLEeB KUCTeN, raHrpeHa AUCTanbHbIX
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danaHr 2 n 3 nanbueB NeBOM KUCTM, amnyTauua. Bnepsble
YCTaHOB/EH AMarHo3 aHTudochonunuaHoro cuHapoma(APC).
BonbHaa npuHUMana BapdpapuH, CaMOCTOATENIbLHO peryanpysa
[03UPOBKY 6e3 KoHTpons MHO.

B 2019 roay — 6epemeHHOCTb, 3aKOHYMBLUIASACA CaMONPo-
M3BO/IbHbIM aDOPTOM Ha CpoKe 7 Hegenb B oKTabpe 2019 roaa.

03.10.2019 rocnutanusauma B '/Kb N2 15 um. O.M. dunato-
Ba B CBA3M C TPOMH0O30M COCY0B HaAMOYEYHUKOB U Pa3BUTU-
€M OCTPOM HaZNOYeYHWKOBOW HeAOoCTaTOYHOCTU. poBeaeHa
nabopaTopHasa U UHCTPYMeEHTaNbHAsA AMArHOCTMKA. Mo pesyb-
TaTam 06cneno0BaHMA BblAB/EHbI NAHLMTONEHUSA, NOBbILEHWE
AYTB-61,1 ceK, npoTpombuHOBOro BpemeHu 28,9 cek, MHO-
2,60; runokanmemusa -2,8 mmonb/n; AT K 6eTa-2-raMKonpoTe-
uHy 1, 1gG+A+M>200 oTtH.ea/mn Koptuson <27,6 HMOAb/A.
Mpu ocmoTpe: cocToAHMe cpeaHel TaxecTu. Ha Koxe neBom
rONIeHU B CpefHel TPeTu Ha 3agHel NoBepXHOCTU 3a pybue-
BABLUMICA A3BEHHbIV AedeKT ¢ BEHYMKOM rMneprnmrmeHTaLmm
no nepudepun. LlnaHos ancrtanbHbix GpanaHr nanbLes cTton u
Kuctei. OTekoB HeT. TOHbl cepaua NPUIyLLEHbl, PUTMUYHDI.
YCC 80 ya/muH.

[OunarHos: A®C, peungusmpytowme Tpomb603bl. TI/1A. Co-
CTOAHME MNoC/ie CaMOoNnpPOou3Bo/IbHOTO abopTa 6-7 Heaenb. Oc-
NOXKHeHus: fTunepTpodus HaANOYEeUHUKOB BCAeACTBME UHPap-
KTa U mwemmuun. OcTpas HAaAMNOYEYHUKOBAA HEAOCTAaTOYHOCTb.
Ounapesn. lunosonemus, runokannemms, runoHaTprueMums.

KOHKpPEeTHbIM KAMHUYECKUI CNyyait npeactasaset coboit
npumep NepBUYHOro aHTUPochoNMNUAHOro CMHAPOMa, Npu-
BELIEro K pasHoobpasHbIM KJAMHUYECKMM MPOABAEHUAM, B
OCHOBE KOTOPbIX JIEKUT TMNEepKoaryiAauma: camonpounssosb-
Hble abopPTbl Ha PaHHMUX CPOKaX, peuuanBupytoLLne TPoMb603bI
KPYMHbIX COCYA0B Y MUKPOCOCYAUCTOrO pycna.

HecsoeBpemeHHas pguarHoctuka ADPC, HeperynapHbIi
NPMEM aHTUTPOMBOTMYECKOM Tepanuu, CamoCToATeNbHOe
M3MEHeHWe peXrMma U [03MPOBKM MpenapaTos, OTCYTCTBUE
NPUBEPKEHHOCTU BONBbHOM K JIeYEHUI0 M PEeKOoMeHZAUUAM
Bpaya ABWUIUCb NPUYMHOW TPOMBO30B M Tpomboambonuye-
CKWX OCNOKHEHWI, BCNEACTBUE Yero B aHaMHe3e MMeNn MecTo
TaKMe XWU3HEeyrpoMatLlme COCTOAHUA, KaK TPomboambonusa
néroyHolt aptepun (TI/1A) 1 ocTpas HagNOYEYUHNKOBAA Heso-
CTATOYHOCTb.

BbeccMnTtoMHoOe TeyeHne AOPTAAbHOM HEAOCTATOY -
HOCTM Y MALUUEHTA C NOAO3PEHMEM HA TPETUYHBIN
cuduamc

A6ues Tumyp AnaHosuu, KawodytamHosa [lasHa
UnbluatosBHa

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHbie pykosoautenu: 31TmHrep Onbra AnekcaHapos-

Ha — K.M.H., AoueHT; Pe3HuK EneHa BnagummposHa — A.M.H.,
npodeccop. Pra0Y BO PHUMY um. H.WU. Muporosa MuHsapa-
Ba Poccun

HezocTaTouyHOCTb aopTasibHOrO KnanaHa (AH) moxeT 6biTb
0bycnoBneHa NopaskeHMem caMmoro KnanaHa, KOpHA U BOCXO-
asulero otaena aopTbl. K OTHOCUTENBHO PEaKMM MpPUYMHAM
HeaoCcTaToYHOCTUM AH OTHOCAT KapAMOBACKYAApHbIY cuduamc,
KOTOPbIN MOKET TaKMKe NOParkaTb MUOKAPA M KOPOHapHbIe ap-
Tepum.

MaumeHT M., 49 neT, rocNMTann3NpPOBaH C *Kanobamu Ha
Kryyne 60711 B rpygHOM KneTke 6e3 cBA3M C PU3NYECKOM Ha-
rPY3KOM, C MppaumaLmMeit B LWE M anuracTpanbHyto 0bnacTb,
KYNUpYHOLLMECs CaMOMPOM3BOAbHO, MasoNpPOAYKTUBHbLIA Ka-
LWeNb, YCUMBALOLLMINCA B MOMOKEHUN NIEXKA, OAILLIKY CMELLAH-

HOro XapakTepa NpW HesHauuTeNbHOW GU3MYECKON Harpyske,
cnaboctb. YnotpebneHne ankorona, HapKOTMKOB, BEHepuye-
CKMEe, XpOHUYeCcKMe 3aboneBaHna B aHamHese oTpuuaet. Me-
CAL, Ha3aj, OTMETUN MOoABNAEHME KalifA, 3aTeM — Mporpeccu-
pOBaHWe OAbIWKW, 338 Heaento A0 rocnuTanusauum — 6onu
BbllLEYKa3aHHOro xapaktepa. Mpu ocmoTpe: nepudepuye-
CKMX OTEKOB HeT. UMT 21 Kr/m2. B nerkux AbixaHue ecTkoe,
Xpunbl He Bbicaywueatotca. YA 22 B muHyTY B nokoe. Bep-
XYLWEeYHbIN TONYOK CMeLLEH BAEBO M BHM3. |l TOH Hag aopToM
ocnabneH, BbICAYLWMBAETCS HU3KOYACTOTHbIV AYOLWMIA NPOTO-
amactonuyeckuin wym 3 rpagauum Bo |l mexxpebepbe cnpasa
C NnpoBefeHMeM Ha Bepxylwky cepgua. AL 117 n 54 mm.pT.cT.,
YCC110 ypapoB B MUHYTY. KMBOT MArKKI, 6e36one3HeHHbIN
npu nanbnayuun. MNeyeHb U ceneseHKa He yBesnyeHbl. Temn
OMypesa coxpaHeH, Moya ceeTnas. Mo gaHHbIM 1abopaTopHbIX
nccnepoBaHuin: neikoumTos 14,6x10°/n 3a cueT HelTpodunos
(10,7x10°/n); nosbileHME CbIBOPOTOUHbIX MAPKEPOB LUTONM-
3a (ANT 612 ME/n, ACT 974 ME/n; TTTMN 212 ME/n npu Hop-
ManbHOM ypoBHe LL® n anbda-amunasbl), 0bwmii 6UAnpyomnH
25,2 MKMO/Ib/N, KpeaTUHUH 265 MKMO/b/A, moyesuHa 16,2
mmosb/n, CPB 25 mr/n, TponoHuH T 0,47 mkr/n 6e3 AMHaMUKH,
NT-pro-BNP 8630 nr/mn, ypoBHM AUMNMA0B CbIBOPOTKM B Npe-
aenax Hopmbl; MHO 1,71, D-aumep 6786 MKr/n; NpoTenHypus
3 r/n. IKI: cuHycosan Taxukapams, YCC 93 B MUHYTY, NpusHa-
K1 runeptpodumm nesoro xenygodka (/1¥K). Mpu gyniekcHom
CKAHMPOBAHUWN BEH HWMMKHUX KOHeyHocTen u KT-aHrnorpadum
naToNOrMK He BblABAEHO. [1pn TPaHCTOPaKanbHOM M YpecnuLLe-
BoAHOM IXOKT — cHuKeHne B o 18% 3a cuet anddysHoro ru-
nokuHesa /1K c ero sKkcUeHTPUYECKOM runepTpoduel 1 Bbipa-
KeHHoW gunaTaumen (KOO 240 mn). CTBOPKM 3-X CTBOPYATOro
aopTanbHoro KaanaHa (AK) KanbUMHMPOBaHbI, BU3yanusnpyeT-
€A aopTanbHasa peryprutauma lll CT. WWMPOKMM NOTOKOM, rpagu-
eHT Ha AK 13,4/6,6 mm.pT.CT., aopTa B BOCXoAsLem otaene 4,29
cMm. Y nauueHTa BbiABAEHbl aHTUTena K Treponema pallidum,
NONIOXKUTENIbHAA PeaKLMA MUKPOMNPELMNUTALMN K Kapamonu-
NMUHOBOMY aHTUTreHY B BbICOKOM TuTpe. CaaH aHanus Ha PUBT.

CocTofiHME MaluMeHTa pacLeHeHOo Kak XpoHuuyeckas AH
BCNEACTBME BEPOATHOIO KapAMOBACKYNSpHOro cudumamca c no-
pa*kKeHWEM a0pTbl M AOPTANbHOIO KanaHa, OCNOXHEHHas pas-
BUTMEM OCTpOI aekomneHcaummn XCH co cHuxkeHnem @B /1K,
niwemmyecknum renatutom, OMM. B HacTosee Bpems Ha doHe
nposogMmoi Tepanuu dypocemmaom 40 mr, buconpononom
1,25 mr, renapuHOM AOCTUIHYTa MONOMKUTENbHASA AMHAMMKKA
B BMAE YMeHblUeHMA oablwKn, pocta ®B no 36%, cHMKeHuA
bepMeHTOB LUTONN3], YAYULLEHNA QYHKLMN MOYEK.

Takum obpasom, y naumeHTos ¢ AH B Kpyr auddepeHum-
a/IbHOM AMArHOCTUKU MPUYMHHBIX GAKTOPOB MOpPaAXKEeHUs aop-
Ta/IbHOTO K/lanaHa HeobXxoAMMO BKOYATb CUPUAUTUYECKOE
nopaxeHue AK 1 aopTbl, 0COBEHHO Yy NALMEHTOB MOJIOLOIO U
cpefHero BospacTa.

BoAe3Hb CTUAAQ Y B3POCABIX MOA MACKOW OAAEPruye-
CKOM peakumm

MenuHKoBcKasa Hatanbsa leHHaabeBHa, FaBpunoB EBreHui
Bukroposuy

®rAOY BO PHUMY um. H.U. [upozaosa MuH30pasa Poccuu
HayuHble pykoBogutenu: Cobonesa BaneHTnHa Hukonaes-
Ha — K.M.H., goueHT; KokoprH BaneHTnH AnekcaHapoBmy —
K.M.H., goueHT. F'bY3 «'Kb N2 15 um. O.M.®dunatosa 3M»,
®rAQY BO PHUMY um. H.U. MNMuporosa MuH3apasa Poccum

NauuenT W., 44 roga, noctynun 26.09.19 B pesmatonorun-
yeckoe otaeneHume NKB Ne 15 um. O.U. dunatosa c *kanobammu
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Ha 60/b B NneyeBbIX U TazobeapeHHbIX CycTaBax, OTEYHOCTb
KUCTEM pyK, 1L U Len, NoBbleHWe TemnepaTypbl 4o 38,3°C,
60/b B rope, BbICbINaHWA MO TUMY KPaNMBHULLBI Ha ML, Luee,
HUKHUX Y BEPXHUX KOHEYHOCTAX.

AHamHes3 3aboneBaHus: 22.09.19 Ha ¢poHe npuema Linkno-
bepoHa B 06/1aCTM NAX0BbIX CKAAA0K M NOAMbILWEYHbIX BNAAUH
noABuiIacb YpPTUKAapHaA 3yAsAWasa CbiNb, KOTOpas Kynuposa-
nacb npuemom CynpactuHa. Ha cnefyowmin AeHb BbiCbiNaHUA
BO3HWK/IM CHOBA, NOABUIACb OTEYHOCTb INLLA, BEPXHUX U HUMK-
HUX KOHeyHocTel. CamoCTOATENIbHO KyMMPOBas CUMMTOMbI
UHPYy3Men 8 mr fekcameTasoHa.

Pe3koe yxyaweHue coctoaHmna 26.09.19, Koraa BblleyKa-
3aHHble NPOABAEHUA BO30OHOBUAWCH; NPUCOEAUHUNACH Bbl-
paxeHHasa 60/1b B NneYeBbIX U Ta306eApeHHbIX CycTaBax, ycu-
NIMBALOLLAACA NPU ABUXKEeHWUU; 60nb B ropsie, TemnepaTtypa Tesa
nosbicuaacb 40 38,3°C. B cBA3U C BbIPAa’KEHHOCTbIO U HEBO3-
MOHOCTbIO CAMOCTOATE/IbHO KyNMpPoBaTb 601eBOW CUHAPOM,
nauueHT 6bIn rocnUTaNN3MpPOBaH.

Ha MOMeHT mocTynneHuA: cocTofHMEe CpefHel TAXecTH,
CO3HaHMe ACHOe, NoNOoXeHWe akTMBHoe. Jlnxopagka 38,5°C.
KosKHble MOKPOBbI FMNepeMMpoBaHbl M OTEYHbl B 06n1acTu
MUQ, WEeN U KUCTeN pyK, Habnodanuch BbICbINAaHUA NO TUNY
KpanuBHULbl Ha BHYTpeHHel nosepxHocTu beaep. CumnTom
KébHepa nonoxkutenbHblii. MogyentocTHble Mmooy3nbl yBe-
NunyeHbl 8o 1 cm, 6e36one3HeHHbl Npu Nanbnauun. NMaeyesble
CyCTaBbl HECKO/IbKO OTeYHbl, 60ne3HeHHbl NpW nanbnauuu,
rMnepemmnn Haz ob1acTblo CycTaBoOB He oTMeyvanochk. CycTasbl
3anAcTbA, Me/IKMe CYCTaBbl KUCTEIN PYK OTeYHbI U 6oNe3HeHHbI
npv nanbnauuu, 6onbwe cnesa. OcTasibHble CUCTEMbI Opra-
HoB 6e3 BuMAMMOM natosnormu. Mpu nposeaeHnU nabopaTtop-
HbIX U WMHCTPYMEHTaNbHbIX UCCNEAOBaHUN 6blM OTMEYeHbI
cneaytoume otkaoHeHus: 8 OAK nosbiweHne Hb go 172 r/n,
RBC — 5,8 x 10'%/n; WBC 14,3 x 10%n 3a cyeT rpaHy/0UmTOB,
oTHOcuTenbHasa aumoonenns 13,1%; 8 OAM cyTouHbli be-
nok — 0,29 r/cyt; B B/X Kposu: C-P6 — 196 mr/n, Fe — 2,9 mk-
Monb/n, GbeppuTuH cbiBopoTkM — 459,0 Hr/mn. Mpu nposeae-
HWUM aHanu3a Ha Hannume ALLLLM, AHA, AT K HaTueHol [HK, IgG
CKPUHWMHIa pe3ynbTaTbl B NpeAenax Hopmbl. Bblan BbiABNEHbI
Y3-npu3Haku renatomeranmm v Y3-npusHakm pervoHapHowm
akcunnapHoi numoageHonatnumn. Ha KT OTK 6bina BbisiBneHa
KOIMYEeCTBEHHAA MeAMaCTUHAbHAA M akeunnapHaa anmdage-
HonaTtua. B uenax audbdepeHumanbHOW MArHOCTUKM € Nopa-
YKEHMEM LMTOBUAHOW Xenesbl Obll NpoBeAeH aHaIN3 KPOBU
Ha T3, T4, TTI: 3Ha4YeHUA B Npesenax Hopmbl. B cBA3KM ¢ Ucknto-
YeHWem reMaToNIorMyeckmnx (MMmoombl) U MHGEKLMOHHBIX 3a-
6oneBaHUl U yunTbIBasA Hanndme Bonbwmx (apTpanrua, TpaH-
3UTOpHas spuTema, GapuHIrUT, rpaHynouuTo3 = 80%) U ManbIx
(makynonanynesHas cbinb, WBC >10X10%n) anarHocTnyeckux
KpuTepues no Fautrel (2002), a Takke 60/blWMX (TUNUYHAA
cbinb, WBC > 10X10%n) n manbix (bapuHruT, anmdaseHona-
T™MA, oTpuuatesnbHble PO n AHA) AnarHoCTUYECKKX KpuTepres
no Yamaguchi (1992) 6onbHoMy 6bin BbiCTaBNEH OCHOBHOW
AMarHo3 «HeauddepeHUMPOBaHHbIM NOAMAPTPUT, BonesHb
CTtnnnay B3pOoCabIx».

Ha ¢oHe npoBeaeHHoOM Tepanuu (p-p npeaHM30/10Ha
120 mr B/8 KanenbHo, p-p NaCl 0,9% 500 mn B/B KanenbHo, p-p
KeTopona 2 mA 8/m) 6bin nosyyeH 6bICTPbIA MOMOKUTEbHbIN
addekT: perpecc nabopartopHbix nokasatenei (C-P6 75 mr/n,
WBC 12X10%1n) n Hopmanmsaumsa KAMHUYECKOW KapTuHbI (1c-
Ye3HOBEHME apTPaAJITUA, CbINK, KOXKHOTO 3yAa, OTEYHOCTY LIeu,
ML, KoHeyHocTel). JlInxopaaKa Aamnach 2 gHs.

CnoXKHOCTU B MOCTAaHOBKe [AMarHo3a obycnoBfeHbl He-
CKONBbKMMU  paKkTopamu. M3HauyanbHO HanMuMe OTeYyHOCTH,
3YAALLMX KOMXKHOW CbINKU MO TUMY KpanueHULbl BblAN NPUHATBI
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3a N06OYHYIO a/IIePrMYecKyto peakLmio Ha npenapat «Lmukno-
bepon».

BoaesHb Pabpu

Yanabiwes Muxann Buktoposuuy, Kopotkos AnekcaHap
3pyapaosuy, KnbikoBa Mapus CepreeBHa

BO «Bonezoz2padcKuli 2ocyoapcmeeHHbIl MeOuyUuHCKUl yHU-
sepcumem»

HayuHbie pykosoautenu: AmennHa AHHa AHgpeesHa. Y3
«BOKB Ne 1»

BbonesHb ®abpu — 6one3Hb HAKOMAEHUs, CBA3aHHAA C
BPOXAEHHbIM AeDULNTOM O-TaNaKTO3nAa3bl B pe3ynbrate My-
Tauuu B reHe GLA. Oednumnt obycnoBnmMBaeT HEBO3MOMXKHOCTb
KaTabonusma couHronnnuaos ( Lyso-GL-3), HakonuBLINXCA B
IM30COMaX, /IN30COMaNbHY AUCPyHKUMO, dnbpos u uwe-
MWIO TKaHel. YactoTa BcTpevaemoctu: 50-100 Ha 1 MAH Ha-
cenenunsa. Tun HacnepfoBaHUA: X-CLeneHHoe AOMUHAHTHOE C
HEeMoJ/IHOM MeHEeTPAHTHOCTbIO Y KeHWMUH. 3To obycaosavBaeT
b6onee nosgHee Havyano 3aboneBaHuns n bonee nerkoe, Yem y
MY}KUMH, TeyeHne. KnnHnyeckune npoasaeHmna XxapakTepusyoT-
€A HeMponaTUYeCKMMM BONAMMU KOHEYHOCTEM, NopaKeHUAMMU
noyek, cepALia, COCYL0B CETYATKM U KaTapaKToM, Nporpeccupy-
IOLLLMM CHUMKEHWEM C/yXa, MOBbIWEHHbIM PUCKOM BO3HMKHO-
BEHMWA MHCY/bTA.

BonbHaaA /1., 66 net, noctynunas NlbY3BOKENe125.10.2017
no NoBoAy *anob Ha Nnepuoamyeckme ronosHble 6oaun, 6onun B
KOHEYHOCTAX, NMPEMMYLLECTBEHHO B KUCTAX. B geTcTBe yacto
6onena OP3, cTpagaeT XpoHUYeckMm 6poHxmuTom. C 2009 r. mc-
nbiTbiBaeT 6011 B NPaBOW pyKe Npu oTBeAeHUM U dUKcaumm,
YTO YC/IOXHAET Ka4yecTBO M3HWU. MepuaTtenbHaa apuTmua ¢
1980 ., Al cT. 2 prck 2 ¢ 1990 r. B 2001 r. nepeHecna MenKoo-
yarosbiit M. 04.2010 owyuweHusa nepeboes B paboTe cepaua
yCcuAuMnucb, npu obcnenosaHuu BbiaBneHa AB-6nokaga -1l
cTaguun. B 2012 r. — noctaHoBka IKC nocne CKPUHHUHIOBOrO
obHapyKeHun bpaamkapamm (30 yaapos B MUHyTY). C2010T. —
CHUXXeHWe 3peHunA Ha NpaBom rnasy, B 2015 BbiaBaeHa BOPOH-
KoBMAHaA KepatonaTtuA, B 2018 — KaTapakTa /N1eBOro rnasa.
03.2018 r. 3ameHa xpycTasnKa 1eBoro rnasa, nocraHoska NOJ1.
20.03.18 npoxoguna obcnegoBaHUe B KAMHUYECKOM LEHTpe
MIMY um. U.M. CeyeHoBa. Ha ocHOBaHMM pepMeHTHOro aHa-
N33, CHUXEHWE aKTUBHOCTM a-rasakTo3naassl 4o 54,6 pmol/
spot20h, nosblweHne akTMBHOCTU ypoBHSA lysoGb3 ao 12,6 Hr/
MJ1, U TeHETUYECKOro aHaaun3a, myTaumua B reHe GLA, amnarHo-
cTMpoBaHa bonesHb Gabpu.

OKOHuaTenbHbIM guarHo3: 6onesHb Pabpu, noparkeHue
nepudepmyeckoit HepBHOM CUCTEMbI (AMCTaNbHaA CeHcop-
Has nosuHeKlponaTtua), cepaua (HapylweHue NPOBOAMMOCTY,
AB-6n0Kkaga II-lll c1., Al cT. 2 puck 3, umnnaantaumsa IKC ot
08.08.2012, runeptpoduma muokapaa), noyek (XBM, Kuctbi),
LEeHTPaNbHOW HepBHOW cucTembl (LepebpanbHad MUKPOaH-
rmonaTus), opraHoB 3peHus (BOPOHKOBWAHAs KepaTonaTus
NpaBoro r/1asa, KaTapakTa JeBoro rnasa). B kauectse pepmer-
TO3aMeCTUTENbHOTO /leyeHUA 60MbHOM J1. Ha3sHAYeHO BHY-
TpuBeHHOe BBegeHue 35 mr p-pa ¢abpasnma, 4NUTENBHOCTD
3 yaca, KpaTHocTb — 1 pa3 B 14 gHei. C 15.03.2019 u3-3a oT-
CyTCTBMA NOHOYHBbIX 3GDEKTOB U MPONKMBAHUA MALUEHTKU B
CeNbCKOW MECTHOCTU BHECEHbI KOPPEKTUPOBKM B SIeYeHUe: ro-
cnuTanmsauma Kaxaple 2 Hegenn B N'bY3 BOKB Ne 1 ¢ uenbto
OBYXAHEBHOro feyeHna dabpasmmom. [na neyeHMa OCIOXK-
HeHW 3aboneBaHns 6osbHasA J1. NO Ha3HAYEHUIO Nevallero
Bpaya-HeBpPoOIora NPUHMUMaeT atopBacTatH 20 mr — 2 pasa B
OeHb, buconposion — 5 mr, 2 pasa B AeHb, auekapgon — 100 mr,



CEKUMST «TERATTIASD

1 pa3 B geHb. C 15.10.2019 gnsa KynupoBaHMA FON0BHbIX 60-
nen —unoéynpodeH 200 Mr — 04HOKPATHO.

BpPOHX006CTPYKTUBHBIN CUHAPOM KOK CA@ACTBME KOH-
TaMmuHaumm Entamoeba spp.

Lypckaa OJapba OAmutpuesHa, LUnnukosa Onbra MasnosHa
®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHble pykosogutenu: KOgmMH AnekcaHap AnekcaHgpo-
BWUY — K.M.H., goueHT. PTAOY BO PHUMY um. H.U.Muporosa
MwuH3gpasa Poccum, FBY3 TKb 24 3M

BonbHOM H., 42 roga. 13.06.2018 nocTynuAa B CTauMoOHap
C *Kanobamm Ha AANTENbHbIA NPUCTYNOO6pPA3HbIN Kalesb C
OTXOXKAEHMEM BA3KOM KeNTo-3eNEHOM MOKPOTbI, NPUCTYMbI
CBUCTALLLETO AbIXaHWA, OABIWKY NpU PU3NYECKOW Harpyske,
cnabocrb.

MpucTynbl Kawna 6ecnokoAT B TeueHue 4 net, Npofo/Ka-
Acb A0 4 HeAe/b He MeHee 2-X pa3 B rof, MHOrAA Kallenb Uc-
Yye3aeT Nocsie OTXapKMUBaAHWUA FTHOMHOM MOKPOTbI B HE6O/1bLLIOM
Konuyectse. Habawopanca nysbMOHOMOraMu, anieproiorom.
B nepuogabl 060CTpEHNA OTMEYAET OAbILKY NPU 06bIYHON du-
3MYECKOM HarpysKke. B TeueHue nocnegHux 2 neT B NpUCTyn-
HbI Nepuog, ucrnonbsyet cumbukopt 4,5/160 no 1 saoxy 2 p/
cyT. He KypuT, npodeccroHanbHbIX BpeAHOCTeN HeT.

B mae 2018 r. obpallasnca 3a MEAULMHCKOM MOMOLLbIO NO
noBoAy Tex e »anob. Mocne nposegerHna ®BA, KT rpygHoit
KNIETKW YCTaHOBAEH AuarHos: «Moaoctpblit 6poHXMT. Henb3s
WCK/IIOYUTb MHEBMOHUIO BCpeaHen Aone npaBoro JIErkoro».
MpuHMMman nesodnoKcaLMH, 3pTaneHem, cnuonto, Gbaynmy-
umn 6e3 cywectseHHoro apdekTa.

®usnkanbHoe uccnenoBaHue: MepKyTOPHbIN 3BYK KOpO-
60YHbIN. B NErkMX AbixaHWe BE3UKYNAPHOE, MPOBOAMTCA BO
BCE OTAe/bl. BbiCAyLIMBAIOTCA CBUCTALLME XPUMbI PA3/IMYHOTO
Tembpa Hag 6OKOBbIMM OTAENaMM IETKUX CNPaBa, MeHsAoLWwme
cBoi Tembp nocne otkawnmsanua. SpO, 94%, Y44 19 B muH.
MCB 320 n/muH. Temnepatypa 36,5°C.

femornobuH 175 r/n; aputpouutsl 5,77x10'%n; neiikoumTsi
6,9%x10%n; nanoukoaaepHble — 1% 303uHOGUAbI 7,40 %; Num-
doumnTbl 1,9%x10%n; CO3 22 mm/uac; obwwmin IgE — 142 En/mn
(Hopma 20-100). 303MHOGUNBHBIA KaTUOHHbIN 6enok (ECP)
74,40 Hr/mn (Hopma 0,0-24,0). ®BA: KE/ 7,45 n (134,9%),
®XEN 6,84 n (129,5%), ODPB1 5,72 n (133,6%), UT (76,80%),
MOC 13,22 n/c (135,6%). Mpoba c beHoTEPOAOM OTpULATEND-
HaA, cHKeHne OPB1 Ha 140 mn (2,37% OT MCXOAHOTO 3Have-
HUA).

MCKT rpyaHOM KNeTKWU: KapTUHa 3HAO0O6POHXMANbHOrO
06beMHoro obpasoBaHua (CrycTok rHos) 6udypKauum npaso-
ro rnaBHoro 6poHxa ¢ pacnpocTpaHeHMeMm B MPOCBET cpeaHe-
AoneBoro 6poHxa ¢ opMMpOBaHMEM YAaCTUHHOTO aTeneKTasa
cpeaHen f0nv NPaBoro Jerkoro.

BpoHxockonua He BbiABW/IA OpraHUYeckoi natonoruu. B
BAJ1 303nHOGUNMA A0 75%, a TaKKe nosbilweHne yposHs ECP,
B HaTMBHbIX NpenapaTax BbifiBNeHO HegnbdepeHUMpoBaHHOE
NaTo/0rMYecKme LUUCTbI (CMopbl MUKPOOPraHU3MOB, MOXOXMX
Ha npocTeiwmnx Tuna Amebozoa).

Mpu geTanbHOM paccnpoce nauueHTa BbIACHUAOCH, YTo 4
roga Hasag, HaxoAAacb B TypUMM Ha OTAbIXe, OH MOMepXHyaca
BOAOM U3 bacceiHa. MNocnegHee BpeMa oTMeYan anusoanye-
CKU CMOHTaHHOE B34yTUE ¥KMBOTA, AMAPELO.

B aHanuM3e Kana Takke BblABAEHbI LUCTbl aMEb.

[OunarHo3: KoHTamuHauma Entamoeba spp. XpoHuuyeckuit
C/IM3UCTO-THOMHbBIN B6pPOHXUT, obocTpeHne. BHebONbHUYHAA
o4yaroBan NHEBMOHWA B cpeAHel Aone NpaBoro NErkoro, Nér-

Koe TeyeHue. MHTOKcHKauma. OBCTPYKTUBHBIN cMHApOM. [bl-
XaTenbHaa HegocTatodHocTb | ct. mMRC 1 cr.

HauaTo neuyeHue opHugasonom (500 mr 1 1 2 p/cyt, 10
[AHeMn), NpoaonKanocb KOMOBMHMPOBAHHOE aHTMBaKTepuanb-
Hoe neyenune (nnHesonmg 600 mr 2 p/cyT /B + uedpenum 2,0
2 p/cyT 8/8B).

Ha ¢oHe npoBogumoli Tepanuu COCTOAHME 3HAYUTENbHO
YAYULINAOCH: YMEHbLINAACh THOMHOCTb MOKPOTbI, ee Konuye-
cTBo. Mpuem npenapatoB NPOAO/XKeH ambynaTopHO (cnvon-
TO-pecnumart, Hebynmnsaums Ny1bMUKOPTA, BEHTOIMH NPU Npu-
cTynax yaywbs). Npu aavtensHom HabaoaeHWW MpUCTynos
YAYWbA HET, MHTEHCUBHOCTb Kall/f 3HAYUTE/IbHO YMEHbLUU-
/1lacb, yBENMYMAACh TONEPAHTHOCTb K GU3MUECKOl HarpyskKe.

Cnyyalt AeMOHCTPUPYET CNOXKHOCTU AnddepeHLMpoBaHUA
peAKoin NPUUYNHBI CUHAPOMA BPOHX006CTPYKLUKN —acnmMpaLmm
npocteiwunx TmMna Entamoeba. CBoeBpemeHHOe yTOYUHEHWe
NPUYUHBI CUHAPOMA CPpeaHeN 40N MO0 Bbl YCKOPUTbL yCTa-
HOB/NEHWE NPaBUIbHOIO AMarHosa.

BereHep npoTnB OHKOAOTMKU. Onepaums AU TOPMOHbBI?

Po3aHoBa Hapgexpa AnekcaHapoBHa
®rAOY BO PHUMY um. H.U. Mupoeoea MuH30paea Poccuu

Hay4yHble pykosoautenn: Cumbupuesa AHHa CepreeBHa —
K.M.H. ®TAQY BO PHUMY mm. H.U. NMuporosa MunH3gpasa
Poccumn

OwmnbKM B NOCTAHOBKE AMArHO3a BCTPEYAKOTCA B K/IMHUYe-
CKOM MPaKTMKe M KarK4as TakKas oWMOKa MOXKET CTOUTb Mauu-
EHTY KU3HMU.

UcTopua 3abonesanuns. MaumneHTtka B., 70 neT, 8 mae 2018
roga nosABMAOCH NepluieHue B ropae, 601e3HEeHHOCTb B yLWaXx,
Bblpa)eHHaa OCUMMAOCTb ronoca, npoxoauna nedyerHune y JIOP
Bpaya C HEKOTOpPbIM MONOXKUTENbHbIM 3ddeKTom. B aBrycrte
2018 oTmedyana npucTyn OAbIWKKW, KynNnUpPOBaH CamoCTOA-
TeNbHO. B ceHTAabpe npucTyn MOBTOPW/CA, FOCMUTANAU3UPO-
BaHa 6puragon CMIM B JIOP otaeneHne TKb um agkesumya.
Buoncus roptaHn — mopdosormyeckans KapTMHa He Mo3BoAA-
€T UCK/IIOYUTb 3/10KaYeCcTBEHHY0 onyxonb, UMX — B 6buonTaTte
KapTMHA XPOHMYECKOro BOCMA/UTENIbHOro MHbUALTpaTa. Ha-
6ntoganacb B OKANe 1 roe 31.10.18 npegBapuTenbHblii aAna-
rHo3: Pak roptaHu ¢ nopakeHnem NOACKAALYATOro otgena u
pacnpocTpaHeHue Ha Tpaxeto, CT3NXMO, ctagua He ycT. Il KA.
rpynna. [1ByCTOpOHHMUI napes ropTaHu. CTeHo3 ropTaHu 2 CT.
JleyeHne [EeKCameTa3soHOM C HEKOTOPbIM MOJIOMKUTENbHbLIM
apdektom. 14.11.18 NOBTOPHBIN NPUCTYN yAyLbA, Hanpas-
neHa B Kb Ne 29 rpge 14.11.18 ycrtaHOB/EHa TpaxeocToma,
20.11.18 B3ATa 6MONCUS MOACKNALOYHOrO OTAENA TOPTaHWU.
BbinncaHa ¢ aHanornmyHbiMm anarHosom. Obcnenosanach B OH-
Konormyeckom otgeneHmn NKb Ne 62, anarHo3 noaTBepKaeH.
C cepeanHbl HOABPA [0 Hayana Aekabpsa 2018 ry naumeHTKM
OTMEYasioCh NoBblIEeHWe TemnepaTypbl TeNna 40 GUBPUIbHBIX
3Ha4YeHui, B cBA3K, c yem ¢ 04.12.18 no 14.12.18 Haxoamnacb
Ha neyeHun B N'BY3 MO KIBENe 1 rae BbiCTaBAE€H U NOATBEPIK-
OeH aAnarHos NpaHynemaTtos BereHepa. Ha ¢poHe Tepanuu rato-
KOKOPTUKOUAAMU COCTOAHME 3HAYUTENIbHO YAYy4lMAOCh, Ae-
KQHIOIMPOBaHa, roJioC BOCCTAHOBWJ/ICA, KIMHUKA OAbIWKK He
oTMevaeTcs, TemnepaTypa HOpMan3oBanach.

[anee HeogHOKpaTHO rocnuTanmnsuposaHa 8 NlBY3 MO KI'b
Ne 1 c uenbto neyeHns B peBMATONOIMYECKOM OTAENEHUN.

MocnegHaa rocnutanmsauma ¢ 20.09.19 no 24.09.19 ¢ au-
arHosom: paHynemaTos € MOAMAHTUUTOM (aHTUHYKNEapHbIN
dakTop — 1: 320), c BOBNEYEHNEM BEPXHUX U HUNKHUX ObIXa-
TeNbHbIX MyTel: 3PO3UBHbLIA TPaxeuT, ABYCTOPOHHWUI napes
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ropTaHu, CTEHO3 ropTaHu, Tpaxeoctoma ot 14.11.18 r., napuH-
TUT, MTHOUNBTPATUBHbIE N3MEHEHUA B HWKHEWN [0ae NpaBoro
nerkoro. Y3nosoe obpasoBaHve B S6 1eBOro JIerkoro ¢ npu-
3HaKamm YyactuyHoro perpecca ot 20.09.19 r., BaCKyIUT KOXKMW,
KOHBIOHKTUBUT, C CUCTEMHbIMU NPOSABAEHUAMM (NMXOpaaKa) —
B aHamHe3se. JleyeHue [IOKOKOPTUKOMAAMM, B TOM yYucie B
CBEPXBbICOKMX A03ax, unknopochammaom ot 14.12.18 r. no
17.05.19 r. UHMuMaLmAa neveHuns petykcumab ¢ 17.06.19 r.

lpaHynemaTo3 BereHepa — ruraHTOK/NIETOYHbIV rpaHyiema-
TO3HOHEKPOTU3MPYIOLWMIA BACKY/IUT, aCCOLUMNPOBAHHBIN C Bbl-
paboTKON ayTOAHTUTEN U XapaKTepU3YHOLUIACA COYETaHHbIM
BOCNA/IUTE/IbHbIM MOPAXKEHMEM HECKO/IbKMX OpraHoB. fiBnaeT-
€A pefKum 3abonesaHuem, 3abonesaemoctb 3—12 Ha 1 mAH
yenosek. [porHo3 3abonesaHMA 3aBUCUT OT CTaann HonesHu u
BpeMeHM HayaTou Tepanun. Ho, HecmoTpA Ha To, YTO Tepanua
6bln1a Ha3HaYeHa TONbKO Yepes 7 MecALEeB NOC/e NpPoAB/IeHUA
nepBbIX CUMNTOMOB 3ab0/1€BaHUA, HAaCTYyNWUIA U COXPaHAeTCA
CTOMKasA KAMHUYECKas pemuccus.

[aHHbIA KNUHUYECKUIA Cydail AeMOHCTPUPYET NO34HI0H0
AnarHocTuky lpaHynematosa BereHepa, no3gHee Hayano ne-
YeHUWA, OAHAKO, HaCTynieHne CTOMKON WM NPOAOIKUTENbHOM
pemunccun. ToNbKO KOMMAEKCHbIM NOAXOA, K OCMOTPY, AMarHo-
CTUKE W NIeYeHUI0 NMO3BOJIAET ONPenEeNUTb TOUHbIN KAUHUYe-
CKWI AMArHO3, OAHOCTOPOHHOCTb MHEHMA He BeAeT K ycrnexy
NeyeHuns naumeHTa. M03gHAA ANMArHOCTMKA U OTCYTCTBUE Nede-
HuA [paHynemaTto3a BereHepa, Kak NpaBmio, acCOLMMPOBAHA
€ He61AronpUATHLIM NPOTrHO30M.

lfemMopparunyeckas Cbinb. Y10 301 HEM CKpbIBAETCH?
Kpnorno6yAMHeMnyecKkum BACKYAUT UAU
remopparmyecknin? KAMUHU4EeCKnin CAy4am ns NpaKTUKn

Harycnaesa AneKkcaHapa AHgpeeBHa, LLiImoHoB Cepreit
Muxaitnosuu

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

Hay4yHble pykosoautenu: flopaees UBaH leHHaabeBUY —
4.M.H., npodeccop; Cobonesa BaneHTHa H1KonaesHa —
K.M.H., goueHT. ®TAOY BO PHUMY mnm. H.W. NMnporosa MuH-
3apasa Poccun

HecmoTps Ha MHOFONIETHWUI OMbIT U3YYEHUA U MACCUB UC-
CcNnefoBaHUN, U3y4YeHUE CUCTEMHbIX MPOABNEHUIN Pa3ANYHbIX
BM/ZOB BACKY/IMTOB MO-NPEXHEMY NpPeacTaBAfeT TeopeTunye-
CKUI M NPAKTUYECKUW WHTEpec A/A Bpayei-KAMHULMUCTOB.
CBA3aHO 3TO B NepBYy OYepeab CO CNOXKHOCTbIO AnddepeH-
LMaNbHON AMArHOCTUKMU, TPYAHOCTbIO BEPUPUKALMWN AMArHO-
33 Ha OCHOBAHWW TOMbKO KAMHUYECKMX CMMMTOMOB, @ TaKXke
NoTPebHOCTbIO B MCNO/b30BaHMM 6OLLIONO CNEKTpa AMarHo-
CTUYECKUX NPUEMOB. [OKa3aTeNbHbIM ABNAETCA KAMHUYECKUI
cny4yain, Habnogaembli HAMM U OMUCAHHBIN HUXKE.

MaumenT K. 59 net noctynun B peBmaTonornyeckoe otae-
neHune Kb Ne 15 um. O. M. dunatosa c *Kanobamu Ha men-
KOTOYEYHYIO CbiNb Ha CToMax, roneHax, beapax, npegnaeybsx,
Aro4MLax, })KMBOTE M NPaBOM HOKY, BbipaykeHHble 601 B cycTa-
Bax, PBOTY, 602U B }KMBOTE, B34YTHE }KMBOTA, OTCYTCTBUE CTYNA,
OTCYTCTBME anneTuTa, cnabocTb.

M3 aHamHe3a M3BECTHO, YTO BrepBbie *Kanobbl NOSABUANCH
B aBrycte 2019 roga, Korga nocse oTnycka B KpbiMmy nosisu-
JINCb MENTOYEYHbIe BbICbINAHMA U OTEK HUMKHUX KOHEYHOCTEN,
anodody3Hble 60K B XKMBOTE C BbIparKeHHbIM MeTeopusmom. C
NoZ03peHNEM Ha IHTEPOBUPYCHYO MHPEKLMIO Bbin rocnuTa-
nusumposaH B KMB Ne 1, cumntomaTtuyeckasa Tepanua 6es ad-
¢deKTa, noc/e Yero NaLMeHT CAMOBO/IbHO NMOKUHYN OTAENEHME.

Mocne cTaumoHapa COCTOSHME MPOAOIKANO YXYALATbCS,
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noasuancb 60aM B cycTaBax KOHEYHOCTel, MoABUAOCH «Mo-
6eneHvie», B cBA3M C Yem Obll BHOBb rOCNWUTAAN3UPOBAH B
ctaumoHap NK6 um. lemnxoBa, rae 6bin1 MPOKOHCYAbTUPOBAH
BPa4YoOM MHGPEKLMOHUCTOM, BNEpPBble BbIABAEH XPOHUYECKUI
renatut C, NpM3HaKM HapyLleHUs GyHKL MU NOYEK, PeBMATO/O-
rOM MocCTaB/ieH NpeaBapuTeNbHbIN AMarHo3 femopparnyeckuit
BACKY/IUT C MOPaXKeHNEM NOYEK U KOXKM.

B Hayane oktabpsa bbin nepeseaeH B /KB N2 15 um. dunato-
Ba B peBMaTosiorMyeckoe otaeneHuve. MNposesaeHa nabopatop-
HaA U MHCTPYMEHTa/NIbHaA AMAHOCTUKA: BbIABJEHO CHUXEHWe
remornobuHa — 104 r/n, sputpoumntos — 3.3 x 10'%/n, remato-
Kputa — 0.32 n/n, anmboumntos — 10%. MNosbiweHWe neiKkoLm-
T0B 12.5 x 10%n, HeWTpodunos — 86%. MoBbilEHNE MOYEBU-
Hbl — 51.7 MMO/Ib/ N, KpeaTUHUHA — 624.6 MKMOb/N, MOYEBOM
Kncnotbl — 677 mkmons/n, AT — 51 ea/n, ACT — 55 ea/n,
Lo — 282 Ea/a, ITTN — 191 Ea/a,n rokosbl — 7.7 mMonb/n,
CPBE 34 mr/n. P® — 43.9. UmmyHornobyamnH A — 660.30 mr/an.
WccneposaHme Ha Bupyc renatuta C: PHK HCV KonnyecTBeHHO
6.7. KpnornobynuHol — 5%. Buoncma noyek — ®oKanbHbIN Npo-
nmdepaTnBHbIN U HEKPOTUIUIMPYHOLLNIA rIoMepynoHedpuUT ¢
14% dMBpPO3HO-KNETOUHbIX MONYAYHUNA.

MoctaBneH anarHo3: KpnornobynMHEMUYECKUIA BACKYHUT,
acCcoUMMpPOBaHHbBIN ¢ renatmtom C C CyCTaBHbIM, MOYEYHbIM
N KOXXHbIM CUHAPOMOM. [POBOAMNOCH IeYeHEe METUNMNPes-
Hu3osoHom 4 mr 12 Tab B 2 npuema., umknodocbammaom
500 mr 8/8, 6bln TpUsKAbI NpoBeaéH naasmadepes. B cBaA3n ¢
nporpeccrpoBaHnem NoyYevyHo HeJOCTaToOuHOCTH Bbln NpoBe-
AeH remoananus. Ha poHe NpoBOAMMON KOMNAEKCHOW Tepa-
MU COCTOAHME C MOJIONKUTENbHOW AUHAMMKOW, HECMOTPA Ha
baKT no3gHel AMAarHOCTUKU U OC/IOKHEHUA B BUAE Moparke-
HUA NoYek.

MpuBEAEHHbIN KNAMHUYECKUIA C/y4ail NOKasblBaeT C/OXK-
HOCTb AnbdepeHLnanbHOM ANAarHOCTUKMN CUCTEMHbIX BaCKyu-
TOB, YTO MOATBEPKAAET HEOHXOAMMOCTb COBEPLLIEHCTBOBAHMA
AMArHOCTUYECKUX UM TepaneBTUYECKMX NOAXOA0B B BeAEHUU
TAKWX MALMEHTOB AN YCKOPEHUA NpoLecca NOCTaHOBKMU Ana-
rHO3a U NPOPUNAKTUKM KUSHEYTPOMKAOLLMX OCNONKHEHUN.

Ae6ioT runeptpodpuryeckon KApAMOMUONATUU, ACCO-
LUMPOBAHHOMN C peAkon mytauuen B reHe MYBPC3,
B MOXXUAOM BO3pACTe

raBpuneHko EkatepuHa leHHagueBHa!, 3aKNA3bMUHCKan
EneHa BanepbeBHa?, Pagykabosa MNonbHapa MaromegoBHa3,
YcTioXKaHuH Amutpuii Bnagumuposuy®, CtenaHoBa EneHa
AneKcaHgpoBHa®

'PIrAOY BO Poccutickuli HayuoHanbHbil Mccnedosamensckuli
MeoduyuHckuli YHusepcumem um. H.U. Mupozosa MuH30pasa
Poccuu, 2000 «Llenmp MonerynapHol lfeHemuru», *®r6HY
«Pocculickuli Hay4Helli Llenmp Xupypauu um. akad. b.B. [e-
mposckozo, *®IbY HauuoHanbHbIl MeduyuHckuli Uccnedo-
samenbcKull LieHmp Kapduosnoauu M3 P®, °I6Y3 lopodckas
KnuHuveckaa bonbHuya um. B.M. bysHosa [13M

HayuHbie pykosoautenu: PesHnk EneHa BnagnmunposHa —
4.M.H., npodeccop; HUKUTUH Uropb feHHaaneBnY — .M.H.,
npodeccop. Pra0Y BO PHUMY um. H.WU. Muporosa MuHsapa-
Ba Poccun

Lienb paboTbl — NoKasaTb CI0XKHOCTb AnddepeHLmManbHOM
AMArHOCTUKM NepBUYHbIX U BTOPUYHbLIX Gopm runepTpoduye-
cKon KapguommonaTtum (TKMI) n posib reHeTUYecKoro TecTu-
POBaHWUA B YTOYHEHWM AMaArHO3a.

MNauneHT 63 net ¢ 2011 r. cTpagan apTepuanbHOW runep-
TOHMEN C MaKcUManbHbiMKu undpammu AL 170/100 mm pr.cT.,



CEKUMST «TERATTIAST

a[EeKBATHO He neynncs. MHOapKT MUOKapAa, MHCYNbLT B aHaM-
Hese oTpuuaet. C aHeBapAa 2018 r. ctana 6ecnoKonTb oAplLiKa
npu nogbeme Ha 2 3TaK, NOAbEME TAXKECTEM, yayLWbe B HOY-
Hbl€ Yacbl, OTEKU rONIEHEN, CTOM, B CBA3M C KOTOPbIMM 06paTU-
s K Bpayy. Ha 3Kl oTmeuyeH HU3KWI BO/IbTaXK KomnnekcoB QRS
B otBegeHuaAx I, avR, avF, oTcyTcTBME afeKBAaTHOro HapacTaHma
amnaunTyabl 3ybua r 8 V1-3. MNMpu axokapgmorpadum BbiaBAEHO
YTO/ILLEHNE MENKKENYA0YKOBOWN NEPETrOPOAKM U 3aJHEN CTEH-
K1 neBoro xenygouka (/1K) go 1,9 cm co cHuxkeHvem dpakumm
Bbibpoca (PB) /IK a0 38%, PeCTPUKTUBHbBIN TUN AnacToNNYe-
ckor aucdyHkumm (E/Em=16), AMnataums NeBoro M nNpasoro
npeacepamii, ymepeHHas sferoyHasn runepteHsua (COJ1A=45-
50 MM PT.CT.), yMEPEHHOE KONMYECTBO KUAKOCTU B NepuKapae
(150 mn), 06CTPYKUMMN BbIXOAHOTO OTAENA SIEBOTO XKeNyLouKa
He BbIABNEHO.

Mo paHHbIM 3D 2Ix0KI, BM3yanusmpyroTcA MHOXKECTBEH-
Hble TUMEpP3IXOreHHble BKAKYEHMA B ToAwe muoKapga JIK
n MXK. Mpn MPT cepaua BbiABAEHA KapTUHA, TUNUYHAA ANA
amunongosa cepgua: auododysHoe cybaHaoKapamanbHoe
KOHTPACcTMPOBaHNE MMOKapAa 060MX KeNYA0YKOB NPU OTCYT-
CTBUM HAPYLIEHWUA NIOKANIbHOM COKPATUMOCTW, rMneptpodus
murokapga /1K Bo Bcex cermeHTax, rugponepukapa. C uenbto
BepudMKauum amunongosa 6oi1a nposeseHa 6MONCUA KOXKM
N MOAKOXKHO-KMPOBOWM KNETYaTKU — pesynbTaT oTpuuaTesb-
HbIW. MpKU reHeTUYEeCKOM UCCef0BaHUM MyTauuii B reHe TTR,
OTBETCTBEHHbIX 3@ TTR-amnaomaos BbiABAeHO He 6biio. Mpu
cekBeHMpoBaHMK 10 reHoB, KOAMPYIOLWLMX CApKOMepHble 6en-
KM MUOKapaa, B reHe MYBPC3 6bina BbifiBNeHa M3BecTHasn
myTaumsa ¢.3197C>G (p.Prol066Arg) B retepo3vroTHOM CO-
CTOAHWUK, paHee onucaHHas y 60sbHbIX ¢ TKMI cnaBaHCKoro
npoucxoxaeHus. Takum obpasom, AmMarHos nepsmyHon FKMI
MOJIEKYNAPHO-TEHETUYECKMMMN MeTogaMKn Yy npobaHga 6bin
noaTBEPXAEH.

KacKagHbI ceMenHbI CKPUHWUHT Ha HOCUTENbCTBO MYy-
TauMuM He nposoawcsa (MaTb NauMeHTa ymepsia B BO3pacTte
75 net oT cepAeYHON HeAOoCTAaTOMHOCTW, CbiH CKOHYanca OT
HEeCYacTHOro c/lyyas 3a noaroga Ao obpaleHma naumeHTa).

Mpun page myTtaumin 8 reHe MYBPC3 6b1710 NMOKa3aHoO Ha-
pyleHue npoueccoB aytodarnu, Y4TO MONKET MPUBOAUTL K
HAKOMJIEHUIO aMUIONA-NOL0OHbBIX BKIOYEHUI B KapAMOMU-
oumuTax.

15.02.2019 naumeHT nepeHEéc OCTaHOBKY KpoBoobpalie-
HMA C YyCNewHbIMWU PEeaHUMALMOHHBIMU  MEePONPUATUAMM.
C uenblo BTOPUYHOM MPOOUNAKTUKM BHE3AMHON cepaeyvyHoM
cmepTn 22.02.2019 r. npoBeaeHa MMNAAHTALMA Of4HOKamep-
HOro KapgawuoBepTepa-gedubpunnatopa. HasHayeHbl nNepuH-
ponpun 2 mr, Topacemumg, 10 mr, cCnMpoHOaKTOH 50 mr, amuno-
AapoH 400 mr, buconponon 2,5 mr. HecmoTpsa Ha NpoBOAUMYHO
Tepanuio, NauMeHT CKOHYanca B nitoHe 2019 r. ot nporpeccupy-
tOLLLEeN cepaeYHOoN HeAO0CTaTOYHOCTH.

ObcyaeHne: Ha OCHOBaHWM  MMEIOLWMXCA  AaHHbIX
y nauueHta wmena mecto [KMMN M(H)O(H)G(AD)E(G-
DN[MYBPC3;chrll: g.473548G>C])S(C-1V). Haubonee Bepo-
ATHOW MPUYMHON TMNEepPTPOOUM MUOKApAA ABUIACL MyTaums
p.Pro1066Arg B reHe MYBPC3. MprmeyaTenbHo, 4TO Y NaumeH-
Ta, KPOMeE Bblpa*KEHHON rMNepTpoduUM MUoKapaa, Habnwoaa-
nvcb MPT-npusHakm 6onesHeit HakonaeHus, 4to notpebosa-
no puodepeHunanbHOM AMAarHOCTUKM C aMUIOUL030M.

3akntoveHue. MpeacTaBaeHHbIM KAMHUYECKUIA cayYal no-
Ka3blBaeT C/IOXKHOCTb AndbdepeHUnanbHOM AMarHOCTUKKM nep-
BMYHbIX M BTOPUYHbIX GOpPM rnMnepTpodmuyeckon Kapamomm-
onatuu, KoTopas TpebyeT yyacTua MyAbTUAUCUMNANHAPHOM
KOMaHZAbI.

AeKOMMNEeHCUPOBAHHbIN BPOXXAEHHbIN MOPOK CepALd
(BMNC) y naumneHTkn 60 AeT KAK NPUYMHA XPOHNYECKOMN
cepaevHon HepocTtaTtoyHocTn (XCH), pedpaktepHom
K NPOBOAMMON TepanMun

Xetarosa KpuctuHa BapraHosHa', Ixkadaposa 3apema
BonaTtosHa?, batpakosa EneHa NasnosHa?, AHacTacsaH
FanuHa AptemoBHa?

'®rA0Y BO Mepevbilii MTMY um. U.M. CeueHosa MuH3dpasa
Poccuu (CeyeHosckuii YHusepcumem), 2YKE Ne 4 drAQY BO
Mepesoili MTMY um. U.M CeyeHosa

HayuyHble pykosoautenu: JparomupeunkKasa Hatanba Anek-
CaHApPOBHA — K.M.H., goueHT. Measeaes VMBaH Imutpuesmny —
K.M.H., goueHT. PTAQY BO Mepsbit MTMY nm. U.M. CeyeHoBa
MuH3gpaBa Poccun (CeyeHOBCKMI YHMBEPCUTET)

MNaumneHTKka 60 net, nocTtynuna B oTaeNeHne Kapamonorum
YKBNe 4 MNepsoro MIMY um N.M. CeyeHoBa ¢ ABAeHUAMU fe-
KomneHcauum XCH, B Buae obuieit cnaboctu, oaplwkKU B Mo-
Koe, 0TeKOoB Hor ¢ iMmdopeeli, yeanyeHma obbema KuBoTa.

MaumeHTKa, C IOHOCTM CTPAZaloLWan BbIPAXKEHHbBIM OXU-
peHuem, KypAwasa (MHAEKC Kypunblimka >30), B TeyeHue
ONVUTENIbHOTO BpeMeHW OTMeyvaeT 3nu3oabl nosbllweHna ALl
00 300/140 mm prT. cT., aganTuposBaHa K 160/90 mm prt.cT., B
nocneaHee BPpeMs CKIOHHA K runotoHumn 90-100/60 mm pr.cT.
B 2008 r. 6e3 YeTKOW CBA3WM C HArpy3Kol nossuancb 6onm 3a
rPYAMHON, COMPOBOXKAAMLMECA OAbILKON U cepauebueHn-
em (Ha IKI — napokcuambl ®M). Mpu anarHoctTmyeckoit KAT y
6onbHoM ¢ PP UBC (KypeHue, apTepuanbHan rmnepteHsma 3
CT., OXKupeHue 3 cT. ¢ pa3sutmem HTY u CA 2 Tmna), He BblI-
AB/IEHO reMOAMHAMUYECKN 3HAYUMbIX CTEHO30B, OA4HAKO MpU
aHanuse BeHTpuKynorpadum bbin anarHoctnposaH BIC: kpyn-
Hbi gedektT MMM (8o 3cm) M MHOMKECTBO MEIKMX CO COpocom
KPOBW CNeBa HaMpPaBo, a TaKXKe paclMpeHme NpaBbix OTAEN08B
cepAua v NPU3HaKM BbICOKOW NeroyHon runepteHsuu (N1).
OnepatuBHoe neyeHne BMNC sHAOBACKYNAAPHOM MMMNAAHTALM-
el OKK/oaepa He NPeacTaBNANOCh BO3SMOMXKHbBIM M3-32 aHATO-
MMyecknx ocobeHHocTelt gedekTa, a NpoBeaeHMe onepauun
Ha OTKPbITOM CepALe CONPAMKEHO C BbICOKMM MHTpaonepaLm-
OHHbIM PUCKOM, B CBA3M C YEeM Ha3HauyeHa KOHCepBaTMBHasA
Tepanua /Il cungeHadunom 20 mr 3 p/cyT, KOTOpyo mauu-
€HTKa npekpaTuia 13-3a pa3BuTUA NoboyHbIx adpdeKkTos. Mpu
OCMOTpE: COCTOAHME TAXKenoe. AHacapKka. MaccuBHble OTEKM
Hor ¢ numbopeein. UMT 47,05 kr/m2. Y44 25 8 MuHyTy. B
Nerkux ApixaHue »KecTkoe, 0cnabneHo B HUKHUX oTaenax. Sat
88%. ToHbI cepaua ryxve, putm HenpasuabHbii, ®MN 100 ya/
MuH, geduumt nynbca 20 ya/mud. AL 100/60 mm pT cT. Hu-
BOT yBenmyeH 3a cyet MKK u acumta. Mo gaHHbIM nabopaTop-
HbIX MCCIe0BaHMI: BTOPUYHbINA 3pmTpoumTos 5,57 x10'%/a, Hb
152 r/n, rntokosa 12,1 mmonb/n, KpeaTHuH 134,1 MKMmonb/ A,
TponoHuH <50 Hr/a. Npu peHTreHorpadmm OTK: BbiparkeHHan
NeroyHan runeprteHsuA. MpU3HaKM MHTEPCTULMANBHOTO OTe-
Ka nerkmx. Imodmsema. Kapanomeranua. Ha IKI: @M, BMAHM.
IXO-KT: BMNC: pedekt MMM co cbpocom cnesa Hanpago. 3Ha-
YnTeNbHOE pacliMpeHne NpaBbiX OTAEN0B cepaua, cTeona J1A.
M. ®B MK 20%. Taxkenaa HegoctatouHocTb TK. /I COJIA
98-100 mm pT. cT. KoHueHTpuryeckana [T, ®B JTK 55%.

CTano o4yeBMAHbIM, YTO MPUYMHOWN TAXKENOWN, NpenmylLle-
CTBEHHO NpaBoKenyaoykosoit XCH y 6onbHOM ¢ «Knaccuye-
CKUMU» cepaeyvHo-cocyamcTbimn PP aBuaca geKoMneHcu-
poBaHHbIM BIMC, anarHoctMpoBaHHbIM B Bo3pacTte 50 net. Ha
¢doHe npoBoaMMON Tepanuu anypetTukamm, beta-agpeHobno-
KaTopamMu, BepOLNUPOHOM, UHTMbuTopamu AMN®, HuTpaTamu,
aHTMKOAryIAHTaMM COCTOAHWE GONIbHOM HECKO/IbKO Y/yYLlu-
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NOCb, OCTABaACh TAXebIM, JOOUTLCA NONHOrO perpecca ABe-
HUIM XCH He npeAcTaBAAanocb BO3MOXKHbIM.

3akntoyeHune: [laHHbIA KNAMHUYECKUIA CayYal AeMOHCTPU-
pyeT peakyto npuumHy XCH — BMC, AMarHOCTUMPOBAHHbIN B
Bo3pacTe 50 net. edekt MMM coctaBnseT okono 7,1-8,7% ot
Bcex BMC, y B3pocnbix 4acTo MaHudpectupyet O, BbISBIEHHOM
Wy Hawel nauneHTKU. KnmHuyeckyto npobnemoit asnatoTca
aHaTomuyeckune ocobeHHOCTU aedekTa, NPenATCTBYOLLME ero
XUPYPruyeckomn KoppeKLmu.

AunarHo3s: ot OPBU Ao amébuasa

MyxyTtamHoBa lNysenb 3ydpepoBHa, CEmuHa fapbsa
MuxaiinoBHa
®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pyKkoBoautenu: YepHobposKkrHa TaTbAHa AKoBNEB-
Ha — K.M.H., goueHT. PTAOY BO PHUMY um. H.W1. Muporosa

BonbHoM T., 38 net noctynua B KB Ne 3 19.12.2006 c *Ka-
nobamum Ha nosbiweHue t Tena ao 39°C, 03Ho6, Kawenb, nep-
weHue B ropsie, cnabocTtb M 60/1b B NPaBOM NJIe4EBOM CyCTaBe,
B NPaBOli MOMOBUHE FPYAHOM KNETKU. INUAEMUONOTUYECKUI
aHamHe3: npokmeaeT B . MocKBa, Bble3an B Erunet ¢ 17 no
25.11.2006 r. 3aboneBaHne CBA3bIBAET C NEPEOXIANKAEHUEM,
cymTaet ceba 60bHbIM ¢ 15.12., Korga NOABMAUCH BbllEyKa-
3aHHble Xanobbl.

Mpwn ocmotpe: t Tena 39,5°C, 3eB runepemmpoBaH, NeYeHb
BbICTYNaeT Ha 4 cm U3-Nnog, Kpas pébepHolt ayrun, 6e3bonesHeH-
HanA. OrpaHMYeHMe ABUKEHWUI B NPAaBOM MNJ1e4YeBOM cycTase. B
NErKMX AblXaHWe KECTKoe, egMHUYHbIe CyXMe Xpunbl crpasa.
Co CTOPOHbI OCTa/IbHbIX OPraHOB U CUCTEM OPraHOB OTK/IOHE-
HUA OT HOPMbI He BbISIB/IEHbI.

Mpu goobcneposannm: OAK — nelikoumntbl 25,8 x 10°/n, CO3
45 mm/u, sputpountbl 5,0x10°/n; B/x kposu — ANT 72 Ea/n,
ACT 42 Ea/n. Rg-rpadms opraHOB rpyaHON KNETKM M NpaBoro
njeyeBoro cyctaBa — 6e3 ocobeHHocTen. Rg-rpaduma rpygHoit
KNETKM M NPaBOro Nae4eBoro cycrasa: 6e3 ocobeHHOCTEN.

ManueHTy noctasneH AauarHos: OPBW. [MpaBOCTOPOHHA
HUXHe[oneBaa NHEBMOHMA. APTPO30-apTPUT NPABOro naeve-
BOro cyctaBa. HasHaueH LiedazonuH 1,0x2p/cyTkm B/m 1 cnum-
nTomaTUyecKas Tepanms.

Ha ¢oHe aHTUOBMOTMKOTepanuu t Tena ¢ 19-22.12 He CHU-
aetcs. MpMHMMaeTcs o pelleHune o HasHayYeHun LledTpmakco-
Ha 1,0x2p/cyTku B/B 1 LimnpodnokcaumHa 0,1 x 2p/cyTku B/B.
AHanusbl Ha BUY, manaputo, 6pollHOM T — oTpuULLaTeNIbHbIE.

10-e cytkM 3abonesaHua (24.12): t Tena cHusMNacb A0
36,9°C, Tepanuio aHTMBMOTMKaMM NpoaoKatoT. O4HaKo noss-
NATCA Kanobbl Ha 60U B XKUBOTE, KUAKUI CTYN C NPUMECHIO
KpOBW M cnv3m 4o 4 pas B AeHb, ycunumsatoTcs 60aun B npasoit
NOJIOBUHE FPYAHOM KNETKM M NPaBOM MAEYEBOM CyCTaBe. YKa-
3aHHbIe an06bl NporpeccupytoT B nepuog, ¢ 24-26.12. Xusot
6onesHeHHbIN B NpaBom nogpebepbe, neyeHb BbICTYNaeT Ha
3-5 cM mn3-nopa Kpasa pébepHoit gyru, NnepUToHeabHbIX CUMMNTO-
MoB HeT. Y3/ opraHoB 6ptoLWHOM NOAOCTU: renaToMeranms,ne-
yeHb +3 cm. OAK — neikoumnTsl 40,3x10°/n, CO3 53 mm/u, spu-
TpoumTsl 4,1x10°/n; B/x Kposn — ANT 170 Ea/n, ACT 114 Ea/n.

Ons BepuduKaLMM 3TUONOTUN YBEIUYEHUA NEYeHU Bbin
nposeseH /1a60PATOPHO-MHCTPYMEHTA/IbHbIA  AMarHocTUYe-
CKMIA NMOWUCK C LEeNbI UCKNHOYEHUA OCHOBHbIX MPUYUH renarto-
MEerasiMn: oHKonornyeckoe 3aboneBaHne, renatut, LUMPPO3 —
He NoATBEPANIUCD.

Mo paHHbIM KT renaTtobuivapHON 30HbI: B BEPXHUX Cer-
MeHTax NpaBoi [0NM NevyeHW oBasbHOe 0bpas3oBaHue, pas-
mepamun 144x99x90 mm, Tpebytowee anddepeHUManbHoOM
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OMArHOCTUKN MeXKAy BTOPUYHbIM M MapasuTapHbIM nopa-
KEHUEM; LUMPKYNSpHOE YTO/ILLEHNE CTEHKU MPaBoro M3rnba
nonepeYyHo-o60404YHON KUWKK. [PaBOCTOPOHHUI NIEBPUT.
KonoHockonus: B 06/1acTv neyeHo4Horo msrnba camsmcras c
MaCCUBHbIMU INYHOKMMU A3BaMM, HANIOKEHUEM C/IU3U, THOSA,
OUKCMPOBaAHHBIMU CKNaZKaMK CIM3UCTOM; Ha CAN3UCTON NpsA-
MOW KULIKM NNOCKME HernyboKme A3Bbl pasmepamm 4o 7 MMm;
SHAOCKOMMYECKAna KapTMHaA MOMKET COOTBETCTBOBATb aMEL-
HOMY MOPaXKeHU0 KULWKKW. [nA NOATBEP)KAEHMA AMarHo3a
npoBeAeHO CeposIorMYeckoe uccnefoBaHMe Kposu Ha AT K
BO36yguTento améburasa — AT obHapyKeHbl (pesyabTaT noso-
KUTENbHbIN). InarHo3s amébuasa noaTeepKaAéH. bonbHON ne-
pesenéH B Kb Ne 15 ana NnyHKUMOHHO-APEHAaXKHOro feyeHuns
abcuecca.

C yyétom anupgaHamHesa (maumeHT npebbisan B Ermunte, AB-
NALWEeMCA 3HAEMUYHbIM A/19 amebuasa paioHOM) NocTaB/eH
OKOHYaTeNbHbIA AMarHo3: AMEBMas KuULEYHUKA, amEbHbIN
abcuecc npaBoit 4OAN NeYeHU. PeakTUBHbIN NPaBOCTOPOHHMUM
NnaAeBpwmT.

[aHHbIA KAMHUYECKUI CyYyal HArIALHO AEMOHCTpUpYeT
KNOYEBYIO POJib 3NMUAEMMUONOTMYECKOFO aHaMHe3a B NOCTa-
HOBKE BEPHOro AmarHo3a, ocobeHHO Npu NPOAO/IKUTENbHOM
JIMXOPajKe HeCHOTO reHesa.

UmmyHoonocpeaoBaHHOe nopaxkeHme LIHC y mono-
AOW YXEHLUUHbI — CAYYQM U3 MPAKTUKU

lopHocTaeBa Hatanba AnekcaHapoBHa
®rAOY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHble pykoBogutenu: Hosrkosa AHHa BragmunposHa.
®rAQY BO PHUMY um. H.U. MNMuporosa MuH3apasa Poccum

MwuenonaTna — CMHAPOM, KOTOPbIM BCTpeYaeTcs npu ge-
MWENVHUZUPYIOWMX, NHOEKLMOHHBIX, HEONAACTUYECKUX, CO-
CYANCTbIX M peBMaTMYeCKUX 3aboneBaHmMAX. B Ux CTpyKType He
6onee 3% cnyyaes NMoparkeHWa CMIMHHOTO MO3ra MPUXOAUTCA
Ha CUCTEMHYIO KpacHyto BondyaHky (CKB). KnnHuyeckas Kap-
TMHa CKB B 6O/bLUMHCTBE C/lyYaeB NpeaLecTByeT NosBAeHUI0
HEBPO/IOrMYECKOM CUMMTOMATUKKU. O4HAKO CNUHA/bHbINA CUH-
APOM MOXKET CTaTb NePBbIM NPOABNEHNEM 3ab60/1€BaAHUSA.

MpUBOAMM KAMHUYECKUI NPUMEP MMENONATUN Y MONOAOM
JKEHLLMHbI, ABNAIOLLENCA NepBbIM U BeAyLMM NPOABAEHNEM
BOJTYAHKM.

NaumeHTka U.,41 1. C ceHTAbps 2016 r. becnokoaT acumme-
TPUYHbIE OHEMEHME U CNAaBOCTb B HUMKHUX KOHEYHOCTAX, Hapy-
weHne moyveuncnyckanma. Ha MPT LUHC BbiABAEHbI U3MeHeHuA
B MOAKOPKOBbLIX OTAENaxX FO/I0BHOMO MO3ra, MHOXECTBEHHbIE
o4arn B CMMHHOM MO3re Ha YpOBHE LWEeWHOro U rpyaHoro oT-
AenoB.. bbln AMAarHoCTMpoOBaH paccesHHbll ckaepos. Mpu npu-
eme nHTepdepoHa 6eTa-1b NoABMAUCL TOHUYECKME CyA0pPOrU
B HUMKHWX KOHEYHOCTAX, PacLeHeHHble Kak N0b60oYHbIN 3ddeKT.
HasHauyeHue akcornatmpaHa — 6e3 adpdekta. B mapte 2017 r.
NPUCOEANHUANCD HEYETKOCTb 3PEHUSA, KIKEHME B HOrax, Uc-
KNOYEeH onTukomuenut [lesuka. MNynbc-Tepanua metTunnpes-
Hu3os0HoMm (M) 6e3 cywecTBeHHOro apdekTa.

06.17 r. — nepecTtana nepeasuratbcd 6€3 NOCTOPOHHEM
NOMOLLM, FOCNUTAZIN3NPOBAHA B HAYYHbIN LLEHTP HEBPOIOTUM.
Ha MPT BbiABAEHbl o4arn akTUBHOrO HaAKOMAEHWUA KOHTPacCT-
HOro mpenapaTta Ha WeWHOM YpPOBHE CMWHHOro mosra. Mpwu
obcnenoBaHun — aHemusa (remornobud -115 r/n), neiikone-
HuA- 3,9x10%n, TpomboumToneHns — 175 TbIC/MKA, aHTUHY-
KneapHbI dpakTop (AH®)-1: 1256, cHUKeHue yposHa C4 dpak-
unn KomnnemeHta (yp. C4 ¢.K.), aHTMTeNa K ABycnupasbHoM
OHK (AT acAHK) — oTpuuatensHbl. ObcnegoBaHme Ha UHbEK-
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LMOHHble 3aboneBaHMA OTpULAaTeNIbHO. 3aN0A03PEHO CUCTEM-
Hoe 3aboneBaHne coefunHUTENbHOM TKaHW. [lna noaaBneHuA
MUennWTa NpoBOAMAACL Tepanus MWUTOKCaHTpoHom B/B N 3
¢ 2017 no axBapb 2019 r. u nynbc-Tepanua MI, oTmeyanocb
YMeHbLUeHMe Mape30B, 30H TUMNecTe3nmn, CHUKEeHUEe TUTPOB
AH® B 2 pasa. JanbHeliwee npoBeaeHUe Tepanum nNpepBaHo
B CBA3M C THOMHbIMU OCNIOXHEHUAMMU. MOABUAUCH FONI0BOKPY-
YKEeHUA, UHTEHCKBHble 60NN U CYA0POrU B BEPXHUX U HUMKHUX
KOHEYHOCTAX, HapyLleHWe akTa MOYenCnycKaHuaA, nMxopaaka
37 2C, apTpanrMm MesIKMx CyCTaBoB KUCTEMN U YTPEHHAS CKOBaH-
HOCTb, aQpPTPUT IEBOrO rO/IEHOCTOMHOTO CYCTaBa, IpUTEMA KOXKM
npaBow roneHn 9 cm.

B peBmaTonormnyeckom otaeneHmn 52 TKb 08.2019 r. Bnep-
Bble BbiaBNeHbl AT ocAHK — 124.3 Ea/mn, AH® 1: 2400, cHuxe-
Hue yp. C4 ¢.K., AHUA K npoTtenHase 3 u mmenonepoKkcmaase
oTpuuaTenbHble, BAaCKyAuUT nckatoyveH. 09.19 r. nposegeHo MPT
rOIOBHOTO M CMWUHHOIO MO3ra — O4YarM akTMBHOIO MMUenuTa.
MauMeHTKa KOHCynbTUpOBaHa Ha Kadegpe daKkynbTeTCKON Te-
panun um. akagemmka A.N. Hecteposa ®rAOY BO PHUMY unm.
H./. Muporosa. YunTbiBaa Haanune KAMHUYECKUX (apTpanrum,
JINXOPaiKa), remaToNOrMUYecknx (NeKoneHus), UMMYHONOTU-
yeckux (AH®, AT acOHK, C4 ¢.K.) mapKkepoB 3abonesaHus u
nopaxenusa UHC (cyaoporu), amarHo3 CKB cTan AOCTOBEPHbIM.

Oco6eHHOCTb AaHHOrO C/yyas 3ak/avaeTcd B TOM, UTO
NepBUYHbIM N €ANHCTBEHHbIM KAMHUYECKMM CUHAPOMOM Ha
NPOTAXEHUN 3-X NeT ABNANCA CUHAPOM NpPOrpeccupytowero
MWenuTa ¢ No3gHUM MPUCOeAMHEHNEM APYTUX MPOABAEHUN
BONYaHKK, B TOM YMUC/Ie MUMMYHONOTMYECKMX. ITO ABUNOCH
NPUYNHOM TPYLHOCTU MOCTAHOBKWM AMArHO3a M UHTeprpeTa-
umm sHuedbanommenmTa B pamkax CKB. KOHTposb aKTUBHOCTH
3aboneBaHMA Ha GoHe NPUMEHEHUA LIMTOCTaTUKOB OCYyLLECT-
BNAETCA Ha OCHOBAHMM OLLEHKM aKTUBHOCTW MWenuTa npu
MPT-KOHTpacTUpOBaHUM CMIMHHOIO MO3ra.

Mwemunyeckum MHCYAbT MO MEXAHU3MY NAPAAOKCOAb-
HOM SM60AUK: GATAABHOE COYETOHUE KOAryAOnaTum u
OTKPbITOTO OBAALHOTO OKHAI.

Bonkosa EkatepuHa UnbuHuuHa

®rAQY BO PHUMY mm. H.U. NMuporosa MuH3agpasa Poccun
HayuHblie pykoBogutenu: benonacosa AHactacua Bnagmumm-
poBHa — K.M.H. P[EHY HayuyHbili LieHTp Hesponorum

MapagokcanbHan Tpomboambonua (MTI) pasBuBaeTca npu
HaM4YMKM TpoMb03a B CUCTEME HUMKHEN NOJION BEHbI U cO0bLLEe-
HUA MeXKay npeacepamamm B Buae gedekta mexnpeacepaHoi
neperopoaKu UaM OTKPbITOro 0BasibHOro okHa (000). JaHHbIi
KNAMHUYECKUI CNyYal ABAAETCA PEeLKMM C/y4aemM COYeTaHuA
BPOXKAEHHOW M NpUOBpeTeHHOM Koarynonatuu, npuseaLen
K BEHO3HOMY TpoMb0o0o6pas3oBaHMto, U peannsaumnm 3Toro co-
CTOAHMSA NOCPEACTBOM OTKPbITOrO OBa/SIbHOTO OKHAa, YTO CTano
NPUYMHOM Pa3BUTUSA OCTPOrO HapyLLUEHUA MO3roBOro KPOBOO-
6patteHnn (OHMK) y KeHLWMHbI MOI0A40ro BO3pacTa.

MaumeHTKa /1. 38 net 26.06.2019 noctynuna B8 PreHY HUH
C *Kanobamu Ha TPYAHOCTM NPU MPOU3HECEHUU C/IOB, BOCTPU-
ATUE CNIOXKHbIX PeYeBbIX KOHCTPYKLMIA, OWMOBKKN MpU nNucbme,
ronioBHble 6011(IB) nynbcupytoLLero xapakrepa ¢ ¢poTo- n ¢o-
Hopobuen. Co cnoB NaLMEHTKM C AeTCTBa OTMeYasia NoKasbl-
BaHue B cepgue, B 20 net BbiAasneHo O00. C nogpocTKOBOro
BO3pacTa CTpPaaeT MUFPEHbIO, F0NI0BHble 60K KynupytoTca
cymatpuntaHom. C 2016 r. npuHMMana KOMOBUHUPOBAHHbIN
opanbHbIi KoHTpauentus (KOK) «MegmaHa». 12.05.19 r. BO
Bpems pasrosopa no TenedoHy NOYyBCTBOBasla yXyAlleHue
CaMOYyBCTBMA, Pa3BUINCb PeYEBble HAPYLLEHMA NO TUMY CEH-

co-moTopHo adasuun. locnutanusmnposara B MKE r. Bonrorpaz,
¢ anarHozom «OHMK no nwemmyeckomy Tmny B 6acceliHe ne-
BOM cpeaHei mo3rosoi aptepun (CMA)». MNMocne BbINUCKK Ans
BblICHEHUA NpuinHbl OHMK obpatunack 8 ®r6HY HLH.

Mpn ocmoTpe cocTtoAaHMe ygosneTsopuTesnbHoe. B coma-
TUYECKOM cTaTyce obpallaeT BHUMaHWE BapMKO3HOe pacluu-
peHne BeH HWMKHUX KOHeuyHocTel. B HeBponormyeckom cra-
Tyce nerkasa moTopHas adasma ¢ CEHCOPHbIM KOMMOHEHCOM,
ancrpadua. Mpu MHCTPYMEHTanbHOM 06CNefoBaHUM: MpU
MPT ronoBHOro mosra B 1€BOM MOAYLIAPUM FONOBHOTO MO3-
ra UHTPAKOPTUKANbHO B NMOKPbILLIKE TEMEHHOW 40U, BEPXHEN
BMCOYHOW WM3BW/IMHE U KOpPE OCTPOBKOBOWM [0/IbKM Y4acTOK
mwemumn pasmepamm 3.9x4.1x3.3 cm. MNpu IxoKr: remogmHa-
Mmnyeckn HesHaummoe OOO. Mpu KoHTpacTHOM TKA-MOHUTO-
puHre nesoit CMA c ambonogeTeKLmeit BbIABAEHO 4 MUKPOIM-
60/1M4YEeCKUX CUTHAMA B NMOKOE M «3aHaBEeC» — NPU NPOBeAEeHUN
npobbl BanbcanbBbl, YTO YKa3biBAET HAa Ha/AMuMe 3HAUYUTENb-
HOTO LIYHTUPYIOLLEro KPOBOTOKA CNpaBa HaneBo, BCNeACTBME
000. Y3MN opraHoB manoro Tasa: BapuKO3HOe paclimpeHue
BeH manoro Tasa. lpu oueHKe NapameTpoB KPOBW BbIABNEHO
CoYeTaHHOe MOoBblleHWe aHTUreHa K dakTopy BunnebpaH-
na(vFW) 157,5% (Hopma 50,0-150,0), dpaktopa VI — 191,8%
(Hopma 50,0-120,0), 4TO ABNSAETCA MapPKEPOM MOBbILWEHHOMO
TPOMBOreHHOro pUCKa.

Takum 06pa3om, yunTbiBas BHE3AMHOE Pa3BUTME O4AroBOM
HEeBPOJIOrMYecKo CMMNTOMATUKM BO BpeMA akTMBHOro 6oap-
CTBOBaHWA, HebONbLIOW pa3mep U KOPKOBYIO /IOKaAU3aLMio
MHbapKTa, npeanonaraemoim mexaHnamom OHMK asnsetca
KapamanbHasa ambonus. Hannume GpyHKUMOHANbHO aKTUBHOTO
00O, coyeTaHMe BAapMKO3HOMO pacluMpeHne BeH HUMKHUX KO-
HeYHOCTeW M Manoro Tasa C NPOTPOMOOreHHbIM COCTOAHUEM
Kposwu (nosbiweHue daktopa VIII, AT K ¢. BunnebpaHaga B Kpo-
Bu, npvem KOK), genatoT mexaHM3m NapooKcaibHON ambo-
MM Hanbonee BEpPOATHOM NpUYMHON pa3suTna HMK y 6onb-
HOW Mon0oA0ro Bo3pacra.

MaumeHTKe NpoBoOAMAACh aHTUKOAryNAHTHasA (pMBapoOKca-
6aH 20 mr/cyT), cocyancTasn, HelipomeTabonnyeckas Tepanus,
noroneguyeckne 3aHaTMA. 18.07.19 r. BbiNnoNHeHa 3HAOBaA-
CKYNIAPHAA MMNANAHTaLMA OKK/AlOAEPa B OTKPbITOE OBasibHOe
OKHO. B Ai@aHHbI MOMEHT Ha poHe neveHus HabaogaeTca no-
NOXUTENbHAA AUHAMWKA B BUAE YNY4YLLIEHNA TeMNa U KayecTsa
peuu, rosoBHble HONM perpeccupoBanu.

Kapaunoaornyeckas Macka 6oAesHn Bakesa

Xetarosa KpucruHa BapraHoBHa, bbikoBa EKkaTepuHa
EBreHbeBHa

MMIMY um. .M. CeueHosa OzaHecsaH KapuHa ApceHosHa,
YKB Ne 4 [IMIMY um. U.M. CeyeHosa

HayuHble pykosogutenu: Betnyxckaa Mapua Bnagyumm-
pOBHa — K.M.H., A0oLeHT; AbpamoBa AHTOHMHA ApKaabeBHa —
K.M.H., goueHt. MMIMY nm. N.M. CeyeHoBa

NauuenT M., 25 net, noctynun B YKb Ne 4 CeyeHoBCKOro
YHuBepcuTeTa € XKanobamu Ha cnabocTb, nosbiweHne Afl, ro-
NIOBHYIO 60Nb U TONOBOKPYKEHME.

Bnepsble nosbiweHne Al oTMeTUA 2 roga Hasafd ¢ MaKcu-
ManbHbIMU Lumdpamm 180/110 MM PT. CT. M 3NU304aMM CUHKONS.
Ha3HayeHHyl0 aHTUrMNepTEH3UBHYIO TEPanuio He MPUHUMAnN.
YXyALieHne COCTOAHUA B TeYeHMe mecALa A0 rocnuTannsaLmm,
Korga CTasv HapacTaTb BbllernepeyncieHHble Kanobbl (oco-
6eHHO BO Bpems GU3MYECKOM HArpy3Ku), YTo CONPOBOKAANOCH
YKXKEHMeM B NafloHAX M MOKpacHeHMem nuua. B cBA3n ¢ nosbl-
weHnem Al ao 180/100 mm pT. cT. 6puragoit CMI goctasnex
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B YKEN2 4. BpegHbix npuBblyeK HeT. CeMeliHbl aHamHe3 no
cepaevyHo-cocyamncTbiM 3aboneBaHUAM He OTATOLLEH.

Mpn ocmoTpe cocTtoaHue ygosnetsoputenbHoe. MMT 28
Kr/m2. Tunepemus nuua. OTeKoB HeT. B fierkux ApixaHue Be-
3uKynapHoe, xpunos HeT. Y4/ 17 B MuH. TOHbI cepaLa ACHbIe,
putmumyHblie. YCC 90 B muH. TpaHuuUbl cepaua B npegenax
HopMbl. Ps 90 B MmuH. Al 160/100 mm pT. cT. Ha 06enx pykax.
MnBOT MArkunii, 6e360ne3HeHHbIN. MNeveHb U ceneseHKa nep-
KYTOPHO He yBenn4eHbl.

[Ona yTOuYHeHWs reHesa apTepuanbHOW TUMNEPTEH3UU U
CWHKOM3 Y MOJI00r0 NauveHTa NpoBeAeH CTaHAAPTHbINA KOM-
nnekc obcnenosaHuii. B OAK: Hb-191 r/n, sputp. —5,83x10°/n,
nenk. —11,3x10°/n, Tpomb6.-181x10°/n, CO3 2 mm/u. B 6/x aHa-
Nn3e Kposw, obLliem aHann3e MouM NaToNormn He BbIABNEHO.
fopmoHbl LXK B npegenax Hopmbl. Koarynorpamma B Hopme.
Rg OTK: ouaroBbix U MHOUABLTPATUBHbIX U3MEHEHWIA HET, a0PTa
n cocynbl 6e3 ocobeHHocTen. Y3l cocyaoB LWewn: NPOXoau-
MOCTb XOAa COCYAOB He HapylleHa, aCMMMEeTPUN KPOBOTOKA
HeT. Y3/ opraHoB BpHOLIHON NONOCTU M NOYEK: NATONOTUN He
BbiABneHo. Y3U WK n IKI B npegenax Hopmbl. IxoKI: aopTa
He Yyn/J0THEeHa, Kamepbl cepAla He pacluMpeHbl, KOHUEHTPU-
yeckoe pemogenmpoBaHne mmokapaa /1K, ®B /1K 60%.CumnH-
TUrpadun noyek c aHrnorpaduein: GyHKUMA Novek B npeaenax
Hopmbl. CMAL: agHem — cuctonmyeckaa Al 1 ct. ¢ AL makc
192/114 mm. pT. cT., Houbto Al B npegenax N, CyTOUHBbIN npo-
ounb B npegenax N. KoHcynbTauma HeBposiora: NaTonornm He
BbIABNIEHO. YUMTbIBAA 3PUTPOLMTO3, BbINOJIHEHA CTEPHaNbHanA
NYyHKLMA, B3AT aHaN3 KPOBU HA 3pUTPONOSTUH. Muenorpam-
Ma: BblfiB/IeHa TpeX/IMHeHaA muenonpoavdepaums KOCTHOro
mo3ra. putponoatnH 3,0 MEL/mn (pedepeHc 4.3-29). Takum
obpasom, y monogoro naumeHTta ¢ Al Ha OCHOBaHWM Hannuma
BblCOKOro yposHsa Hb (6onee 185 r/n), a TakKe AaHHbIX MUe-
IOrpamMbl U HU3KOTO YPOBHA CbIBOPOTOYHOIO 3pUTPONO3TMHA
AvarHoctvpoBaHa 60s1e3Hb Bakesa. MauueHT HanpasfieH Ha
KOHCY/IbTaLMIO K reMaTosiory ana foobcnefoBaHNA U IeYeHUs.

3aKkntoyeHue: KAMHMYeckuin cnydyan 4emMoHCTpUpyeT pea-
KYIO KapZMO/IOrMyeckyto «Macky» opdaHHoro 3abonesaHus
KPOBW — UCTUHHOM MOANLMTEMUM, PACNPOCTPAHEHHOCTb KO-
Topoi coctasnsAeT 1-1.9: 100 000 HaceneHus. K cnoxHocTam
AMArHOCTUKM MOXHO OTHECTU HETUMWUYHO PaHHIo MaHude-
cTauuto 3abonesaHun (cpegHuii Bo3pacT AebroTa cocTaBnaeT
60-62 roga), a TaKKe MUHUMabHbIE NPOSABAEHMA NieTopuYe-
CKOTO CMHAPOMA B BUAE XKEHUA U TMNepemMun Koxmn n Al Kak
CneacTBME KOMMEHCAaTOPHOM peakuun cocyamcToro pycia Ha
yBe/nyYeHne BA3KOCTU KPOBU.

KAHM4Yeckum cayvyam 6oaesHmn bexyetra

AHTOHOBA AnéHa AnekceeBHa, NMeTtpoBa Buktopus
CepreeBHa

Bonelf MY

HayuHble pykoBogutenu: boHaapeHko EkatepunHa AnekcaH-
aposHa. BonrfMy

BonbHasa A. 34 roga, obpaTuaack K Bpayy-peBMaTonory
’Kanobammn Ha ymepeHHo 60/e3HEHHbIE y3/10Bble 06pa3oBa-
HUA B 061aCTU roNeHen ¢ ABNEHUAMU «LBETeHUA», Ha bones-
HEeHHble A3Bbl B MNO/IOCTU PTa, HA A3Bbl B 06/1aCTU reHUTanui,
Ha 6011 B NPaBOM FOJIEHOCTOMHOM CyCTaBe, Ha NOKPacHeHue
1 60nb B rnasax.

M3 aHamHe3a XWU3HM — paHee HMYeM He 6onena, TpaBMbl,
onepauuu, NpMem ropmMoOHa/bHbIX MPenapaTos, aanepruye-
CKMe peaKkLmm — OTPULLIAET, ABOE POAOB B CPOK 6e3 natosoruu.
AHamHes 3a60/1eBaHUA — HbIIO YCTAHOB/IEHO, YTO BbIWEOMNMU-
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CaHHble Kanobbl 6ecnoKoAT B TeueHWe NocsieaHero mecaua.
Habnopganacb y cTomatonora U rMHeKoa0ra, NPOBOAMACA LUN-
POKMIA ANArHOCTUYECKUIM MOUCK, UCKIOYANcA MHOEKLMOHHbIN
(BMpYCHBIM 1 BaKTepuanbHbIil) reHe3 cToMaTuTa U A3BEHHOTO
npoLecca Ha reHUTaAnAX. IMNUPUYECKN Bblna HasHauyeHa aH-
TMbaKTepunasbHas Tepanua — 6e3 3ameTHoro yaydweHusa. Oc-
MOTPEHa OKY/IMCTOM — BbICTaBNEH AMArHo3 nepeaHnin yBeur.
BonbHaa 6blna KOHCYAbTUMPOBaHa AepmaTtoniorom, bbin ycTa-
HOB/IEH AMarHo3 y3/0BaTan 3puUTEMA U PeKOMeH0BaHa KOH-
CynbTauma peBmaTonora.

Mpu ocmoTpe obpallatoT Ha cebs BHMMaHUA y3nbl AMa-
MeTpoM A0 3 cm B 061aCTM NepeaHe-60KOBbIX NOBEPXHOCTEMN
roneHen, COOTBETCTBYIOLME CTaAMAM CO3PEBaHMA U paspeLle-
HWA y3N10BaTOM 3puTembl. B nonoctn pta Ha cam3suctoi obo-
JIoYKe WeK 6binn o0bHapyKeHbl adTbl. B aHanmsax obpalano
Ha cebs BHMMaHMe nosbilieHune yposHa CPB — 20,7 mr/a, CO3
no BecteprpeHy — 48 mm/u, nelikountos — 11,5x10°/n, Tpom-
60umnTo3 — 383x10°/n, B OCTaNbHOM NOKa3aTeNM KPOBU U MOUU
6e3 ocobeHHocTelN. TecT NnaTeprum NONOKUTENbHbIN.

Ha ocHoBaHWUM anob, aHaMmHe3a, KAMHUYECKON KapTUHbI,
[aHHbIX N1abopPaTOPHbIX METOA0B UCCNIeA0BaHUA U, ONMPAACH
Ha KnaccuduKaumoHHblie Kputepun ISGBD (1990), 6bin ycTa-
HoB/MeH AumarHo3 — bonesHb Bexyeta, nmomocTpoe TeyeHue,
aKTMBHOCTD |l, peumansupytowmniti apTosHbIA CTOMATUT, peuu-
AVBUpPYIOLLME A3Bbl FEHUTANINI, NOPAXKEHUE KOXKM (y310BaTan
apuUTEMA), NepeaHUl YBEUT.

HasHaueHo neveHme: KonxuumH 1 mr/cyT, metnpes 12 mr/cyT.
C Haya/sioM Tepanuu NPeKpPaTUIOCh PeunanBMPOBaHME A3BEH-
HOrO MOpPaXKeHUs reHUTanni, adT B pOTOBOM NONOCTU, UMEIOLLLU-
ecs y3/bl NpeTepnenn obpatHoe passuTHe. 3a Bpems Habntoge-
HWA ABNEHUA YBEWUTA He peunanBmMpoBanu. Mpu CHUMKEHUM 103bl
'K BHOBb CTann peunanBMpPOBaTL A3Bbl B 001aCTU TeHUTaNUN,
HO 3HAUUTE/IbHO PEXe U C MEeHbLUMM KOIMYECTBOM 3/1EMEHTOB,
KoTopble 6blIM NpakTUYeckn 6e36one3HeHHbIMU. MONbITKX Ha-
3Ha4YeHWA a3aTMONpPUHA He Janu xenaemoro aopdekTa B CBA3N C
BbIpa¥eHHbIMW NOBOYHBIMUK ABNEHUAMU (AMapes ¢ NPUMEChIO
CM3M U KpoBM). PeumamBbl f3BEHHbIX AePEeKTOB reHUTanuii
Ha ¢oHe Tepanuu MK otmeyanuch 1 pa3 B 3—4 mec, BO3HMKaAU
BCAKWI pa3 Ha CHWXXeHWe [03bl MeTUnpeaa, KOTOpYLo, OAHAKO,
yaanocb gosectu Ao 3 mr (3/4 tabnetkn) B cyTku. B HacTosLliee
BpemMs HabnogeHue 3a 601bHOM NPOAO/IKAETCS.

MpeacTaBNeHHbIM HAMU KIMHUYECKUN CydYall aBnseTcs
NPMMEpPOM pPeaKo BCTPEYaloLLerocs CUCTEMHOrO BacCKynuTa.
3TnonorMa He u3BecTHa, ob6cyJaemas runoTesa Hacnegn-
CTBEHHasA mnpeapacnonoxeHHocTb. [pu bonesnn BexyeTa
MopaKatTCA apTepUM M BeHbl pasHoro Kanmbpa. Monucuk-
APOMHOCTb 3a60/1€BaHMA AAET BO3MOXKHOCTb BpayaM PasHoOro
NPodUNA CTONKHYTLCA C AAHHOM NaTONOIMEN B CBOEN KAUHU-
YeCcKoW NpakKTuKe.

KAMHMYecKkumn cayuyam repnetmdopMHOro AepmMaTuTa
AIOPUHra y )XeHLuHbI 69 AeT

lOxkakoBa KceHua AnekceeBHa, KopuyraHosa Hatanbsa
MaBnoBHa, AHTOHOBA AnnHa AneKkceeBHa

®rAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu
HayuHble pykoBogutenu: MaiiamHa TatbsHa AHaTONbeBHA —
K.M.H., goueHT, CKpunkmHa MNonnHa AnekcaHapoOBHA — K.M.H.,
poueHT. ®rAOY BO PHUMY mm. H.U. NMuporosa MunH3gpasa
Poccun

fepnetndopmHbIi gepmatut [opuHra — BoCnanutenbHoe
3a60/1€BaHME KOXM, aCCOLMMPOBAHHOE C INIOTEHOBOM SHTEPO-
natven M xapakTepusyiouieecd NOAUMOPOHbIMU 3yAALMMM
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BbICbINAHUAMM, XPOHUYECKMM PELUANBUPYIOWMUM TEYEHUEM,
rPaHyNAPHbIM OTNOXeHMEM IgA B cOCOYKax aepmbl. 3abone-
BaHWe BCTpeyaeTcs B Ntobom Bo3pacTe, Hambonee yacto B 30-
40 ner.

MaumeHTKa H., 69 neT, 0bpatnnack B KANMHUKY C XKanobamu
Ha BblpaKeHHbIM 3y M BbICbINAHMA, PACMONOMKEHHbIE HA KOXKe
rpyan.

AHaMHe3 XU3HWU: NaLMEeHTKa CTpagaeT bPOHXMANbHOM acT-
mo# ¢ 37 neT, ¢ JaHHbIM AnarHo3om B nepmog ot 50 go 65 net
nosiydana CUCTEMHYK Tepanuio npeaHu3onoHom. Ha doHe
NPOBOAMMOW TEPANUU Pa3BUICA MEANKAMEHTO3HbIN CUHAPOM
MueHko-KywunHra. 3a nepuog Tepanum nauueHTKa Habpana
JIMWHUIN BEC C NPEeUMYLLECTBEHHbIM OT/IOXKEHMEM KUPOBOW
TKaHM B 061acTM }KMBOTa, TPyAM, Wen u anua (KywuHrona-
HbI/ TUN OXupeHus 3 ctenenn). K 55 rogam ctanu 6ecnoko-
UTb 601 B CMUHE, CyCTaBax U MOACHULE, bbiCcTpas yTomse-
MOCTb Npu GU3MYECKUX HarpysKkax. B 62 roaa 6bin noctaBneH
OMarHo3 fieKapcTBeHHbIM ocTeonopos. B Bo3pacTe 65 neT na-
LMEHTKa CaMOCTOATENIbHO OTKasanacb OT rOPMOHA/IbHOMN Te-
panuu. B 67 neT BnepBble 3aMeTWU/Ia NOABNEHNE €UHUYHbIX
3yAALWMX SEMEHTOB Ha KOXe FpyAu, KOTOpble CaMOCTOATE b-
HO paspelanncb B TeyeHne 3-4 Hepenb. BbicbinaHmMa HOCKMAK
nepuoanYecKnin XxapakTep, K Bpayy He obpalanacb. OceHbto
3TOro roga BbICbINAHMA PACMNPOCTPAHUANCL HA KOXY rpyau,
CNUHbI, BEPXHUX U HUNKHUX KOHeYHocTel. Obliee cocToAHUe
YXYALWWAOCH: NALMEHTKA He MOrna cnaTb U3-3a HECTEPMMMOTO
3ypa, nepuoamnyeckn 6ecnokoman ronosHble 601, NoBbILe-
Hue TemnepaTypbl 40 37°C K Beyepy.

Status localis: Ha Koe [eKonbTe pacnpocTpaHeHHas mno-
NMMopdHasa CbiNb B BMAE CrPyNMUMPOBAHHbLIX Manya M nysbl-
peii Ha ¢oHe 3puTembl. [y3bipyM HaNpPsKeHHble, MNAOTHbIE,
NpW BCKPLITUWM BbITEKAET CEpPO3HOEe copepumoe. Ha Koxke
CMWHbI, BEPXHUX M HUMKHUX KOHEYHOCTEW eAMHWYHble nany-
Nbl, 3KCKopuaumu. MogHas npoba AAaccoHa: MONOMKUTENb-
Has. [laHHble OCHOBHbIX /1aBOPATOPHbIX WCC/IEA0BAHUNA:
Hb — 147 r/n, sputpoumntbl — 4.99 x 10°/n, HCT — 50.8 %, Tpom-
6ouuTbl — 244 x10°/n, nevikouutbl — 8.96 x 10°/n, 303UHOPK-
nbl — 0.40 x 10°/n, 6a3odpuabl — 0.04 x10°/n, moHOLMTbI — 0.65
x10°/n, numbouutbl — 3.55 x10°/n, CO3 — 6 mm/uac. O6wwi
xonectepuH — 7,2 mmonb/n, Kanbumii — 2,73 mmonb/n, N-O-
cTeoKanbuuH — 48,02 Hr/mn, wenouHaa ¢pocdatasa — 84 EA/n,
BuTamuH D — 21,12 Hr/mn. MNpu LUMTONOrMYECKOM UCCAea0Ba-
HUKM coaePHKMMOro nysbipei obHapyxKeHo 8-12 303nHOPMI0B B
nosne 3peHua. CogeprkaHne IgA-aHTUTEN K TKAHEBOW TPAHCHItO-
TaMMHase B CbIBOPOTKe Kposu 15,1 Ea/mn. Ha 0630pHOI peHT-
reHorpamme AndoysHoe yMeHblueHMe MAOTHOCTU KOCTHOW
TKaHW. ALl Ha neBoii pyke 145/95 mm.pT.cT. ALl Ha NpaBoit pyke
140/90 mm.pT.cT.

[unarHos: repnetudopmHbIi gepmatut [iopuHra. Jlekap-
CTBEHHbIM ocTeonopo3. NHTepmeTTupytowaa BA. MMnepTer-
3nBHasA 6onesHb 1 cTeneHu.

NleyeHune: metunpen no 4 1. (16mr) ytpom 10 gH.; KeToTU-
¢eH 1 mrno 1 7. Ha Houb 1 mec; yTpom ueTpuH 10 mrno 1 7.
10 aH.; me3um no 1 1. 3 p/g 1 mec.; cTporas 6esrntoTeHoBan
aneta. Hapy»KHO: UMHAO0N HAaHOCUTb JIOKAZIbHO HAa 31EMEHTbI
1-2 p/n.

OcmOTp Yepes MecsAL,: KIMHUYECKOE YayYLLIeHMne.

OcmoTp yepes 2 mecAua: NaLMeHTKa CaMoCTOATENIbHO OT-
Kasanacb OT ropmMoHasibHOW Tepanuu. MoaBUANCL HOBbIE Bbl-
CbINaHUSA, YCUANANCH CYOBEKTUBHbIE OLLYLLEHMA.

Pestome: KNMHMYECKUIA CAy4yail WHTEpeceH pasBUTUEM
aepmatuta [llopMHra Kak BHEKULIEYHOrO MPOABAEHUA T/t0-
TEHOBOM 3HTEPONaTUM MOCNe OTMEHbl CUCTEMHOWM Tepanuu
TIIOKOKOPTUKOCTEPOMNAAMM MO NOBOAY MHTEPKYPPEHTHOTO 3a-

6onesaHus. NMpoBegeHMe ropMOHaNbHON Tepanum yay4yLumnno
KauyecTBO XKM3HM NaLMEHTKIN, OAHAKO TANKENAA COMYTCTBYIOLLAN
NaToNorMA OrPaHUYMBAET ee A/IMTEIbHOE NPUMEHEHME.

KAMHMYeCKU CAy4Ya roCNUTAAbBHOW MHEBMOHUN Y
GOALHOIO PAKOM AETKOro

ArvweBa dnbBupa PMHaTOBHA, baiimawes ApTyp
Llamunbesuny, CumoHoBa AHHa EBreHbeBHa
MY um. H.. Ozapésa, MeduyuHcKuli uHcmumym

Pak nerkoro octaetcs OCHOBHOM NMPUYMHON CMEPTHOCTU
OT OHKOJ/IOrMYecKux 3abonesaHuii Bo Bcem mupe. Mpu sTom B
NIErKUX 1 TKaHAX, OKPYKAOLMX OMYX0/b, OTMEYAETCA CHUMXKe-
HMe MeCTHOro MMMYHUTETa, YTO CO34aeT YCI0BUA AA Pa3BU-
TWA Pa3IMYHbIX BUAOB MHdeKLMi. B pe3ynbtaTe aTOro AaHHas
JIOKa/IM3auus CTaHOBUTCA 61aronpuUATHBIM MECTOM AJ/1A Pa3BU-
TUS BOCMA/IEHNA U NapaKaHKPO3HOM MHEBMOHUU.

MauneHT A., 72 roga, rocnUTanm3npoBaH B NyIbMOHO/IOTU-
Yyeckoe otaenerue PKB c kanobamu Ha nNoBbllLeHMEe Temnepa-
Typbl Tena £o 38°C, MafonpoAyKTUBHbBIN Kalleb, OAbILIKY NPK
ABUXKEeHUK, 6oNb B rpyLHON KneTKe. M3 aHamHes3a M3BECTHO,
yto B 2017 r. y 601bHOrO 06HapYKeH LEeHTPasbHbIMA paKk BepX-
Helt nonn nesoro nerkoro (lllb ctagus, 3 KNMHKMYecKan rpynna),
nocne yero 661710 NpoBeAeHO KOMBUHMPOBAHHOE XMMUONYYe-
BOE /leYeHMe U OTMeYeHa NONOXKUTesIbHasA AMHAaMUKa. 3abo-
Nlen oCTpo, HaxoAACb Ha MNIAHOBOM JIeYEHUU B KapAMONoru-
YeCKOM OTAeNeHUN paloHHOM 6onbHMLbI. Bbin nepesBeaeH B
NyN1bMOHO/I0TMYECKoe OTAeNeHWe, Tae NpuHUMan uedanocno-
puHbl — «LUnnpodrokcaunH» n «LledTpmMakcoH», HO neyeHne
pe3ynbTaToB He NPUHEC/O.

Mpu nocTynneHnn cocTofHne cpesHei CTeneHu TAXeCTU.
KoHble MOKpoBbl HefHble, akpoumaHo3. AyCKynbTaTUBHO
cnpaBa B MOAJ/IONATOMHON 06/1acTV BbICAYLWMBANOChL HGPOH-
XVanbHOe AbIXaHWe, ABYXCTOPOHHAA MOA/0MATOYHAA Kpenwu-
TaumA. ToHbl cepAua NpUrayweHbl, PUTM npaBuabHbIn, YCC
125 ya/muH. AL, 140/80 mm.pT.cT. }KMBOT MArkuii, 6esbones-
HEeHHbIW. BbiaBneH neikoumntos — 16x10%n, CO3 — 45 mm/yac,
CPB — 54,4 mr/n, cepomykong — 1,71. PeHtreHorpadua opra-
HOB TPYAHOW KNETKU — cybToTanbHasA NPaBOCTOPOHHASA MHEB-
MoHUA. Y3M: B nneBpasbHbIX MONOCTAX ONpeAenaeTca CBO-
6oaHas *KMAKOCTb o6bemom A0 150 mn. KT rpygHON Knetku:
KapTUHa nepudepmnyeckoro o06pasoBaHMA BepxHel [oau
NIeBOrO NErkoro € UeHTpanusaumen U napakaHKpo3HbIMU 13-
MeHEHUAMM; NPU3HAKN UHTEPCTULMANBbHOM MHEBMOHUM, TUM-
doaseHonaTnA cpefoCcTeHNA BTOPUYHOIO xapakTepa. AHanus
MOKpPOTbI Ha KYM — oTpuuaTenbHbIN. bbin BbICTaBAEH AMArHO3:
napakaHKpo3HaA NHeBMOHMA cnesa, [AH 2 cteneHw.

PasnuuHble KNMHUYECKMe Bapuauum NMHEBMOHWUU 3aTpya-
HAIOT AMArHOCTUKY 3aboneBaHMA, YTO OCODBEHHO XapaKTepHO
ONA UL, C CONYTCTBYHOLWLMMU 3a601eBaHUAMM.

[ns neyeHua 6bin BbIOpaH aHTMOaKTepUaANbHbIM NpenapaTt
13 rpynnbl $TOPXMHONOHOB — 1€BODIOKCALIMH U aMUHOIIUKO-
314 amukauuH. Ha ¢oHe npoBogumol Tepanum oTMevanochb
yAyylleHVe CaMo4yBCTBUA (TemrnepaTypa MNOCTENEHHO HOp-
Ma/sin30Banachb, Kalenb CTana NPOAYKTUBHbIM, YMEHbLUUAUCH
6011 B rpyaHON KNeTke).

OHKonoruvyeckne 3aboneBaHuA, KaK W3BECTHO, PeaKo
OrpaHUuYMBalOTCA Mpeaenamu OHKoaucnaHcepa. B npouecce
pa3BUTUA [AHHOM MATONOrMM BO3HUKAET PAL OC/OMKHEHWUN,
Tpebyowwmin coaencTBuA Bpadel gpyrux cneumnanbHocTei. Mo-
3TOMY OY€Hb BaXHO, YTOObI leYeHUe Kakux-1Mbo naTtonoruin
Ha ¢oHe OHKOo3aboneBaHWA He COCTaBAANO TpyAa ANA Bpaya,
[EMOHCTPMPOBA0 rPaMOTHbIN U 3PPEKTUBHDIV COO3 OHKOIO-
ra v, B JaHHOM cayyae, Ny IbMOHO/Ora.
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KAnHn4yeckunm cayyam kapanomumonarnm Takouy6o y
NALMEHTA CTAPYECKOro BO3pACTa

3abenbHukosa Hatanba CepreesHa’, Kosbipes Cepreii
EsreHbesuy’, borgaHos Anbdpes Pasunbesuu?, Kymbatosa
AHactacua BnagumuposHa?

'®OrA0Y BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu,
2rbY3 lopodckasa knuHu4eckas 6onbHuya Ne 13 3 2. Mockebl

HayuHble pykoBoautenm: Axmatosa ®atmma [ayTtoBHa —
K.M.H., goueHT. ®TAOY BO PHUMY um. H.U. Mnporosa MuHs-
Apasa Poccumn

BeegeHue. KapgmomuonaTtns Takouybo — CUHAPOM anu-
Ka/IbHOro 6a/IJIOHMPOBAHMA JIEBOTO KeyA0UKa, XapaKTepusy-
olleeca CTpecc-MHAYLMPOBAHHbIM TMMOKMHE30M BepxyLuey-
HbIX CErMEHTOB MMOKapaa Ha GOoHe CoXpaHHOM COKPATUMOCTH
6a3anbHbIx cermeHToB. Y 1-2 % nauMeHTOB C NMOAO3PEeHUEM
Ha OCTPbI1 KOPOHAPHbIA CUHAPOM B AajibHelLIemM BblABAA-
eTca Kapauvomuonatua Takouybo, npeobnafaloT KeHLWWHbI
(85%), cpeaHuit Bo3pact — 65 net. Kputepmamm noctaHOBKM
AmarHosa asnatTca: 1) TpaH3auTopHas bannoHonogobHan au-
NaTaumA BepXYLUKW NeBOro »Kenyao4yka, ConpoBoXKAaatoLwanca
rMnepKkuHesnei 6asanbHbiX CETMEHTOB; 2) 3/1€BaLLMA CETMEHTa
ST u/vnan nHeBepcua 3ybua T Ha IKI; 3) nosblilleHMe YPOBHSA
TPOMNOHWHA; 4) oTCYyTCTBME aHTMOTrpadUYecKnX NPU3HAKOB U3-
MEHEHMUI KOPOHapPHbIX apTepuii, 5) oTcyTcTBME PEOXPOMOLMU-
TOMbI I MMOKapANTa.

KnnHuuyeckuit cnyyait. MauymeHtka H., 96 net, rocnutanu-
3MpoBaHa B 1 Kapguonormnyeckoe otgenenme NKb Ne 13 ¢ gua-
rHo3om: OCTpbIi KOPOHAPHbBIN CUHAPOM C NOABEMOM CErMeH-
Ta ST. bonn 3a rpyaMHON BO3HMKAWM BMEpBble B KU3HW nocne
cunbHOro bbiToBOro cTpecca. Ha gorocnuTtanbHOM 3Tane 6biia
Ha3HayeHa ABOMHaA [e3arperaHTHaaA Tepanus: aueTu/canu-
LMA0Bas KMCNOTA U KAONUAorpes, nposoaunocb obesbonu-
BaHue. Mpu NocTynneHumn )anobbl Ha OApILWKY, AUCKOMPOPT
3a rpyZAMHoi. B aHamHese — runepToHuyecKkas 60/1e3Hb C MakK-
cumanbHbiMu umdpamm A 200/100 mm pT CT., AOCTUTHYTOE
uenesoe Al 130/80 mm pT cT. CTpagaeTt 6poHXManbHOM acT-
MOW, KOHTPO/IMPYEMOM, XpOHUYECcKUm nuenoHedputom. Mpu
NoOCTYNAeHUU COCTOoAHUE Taxénoe. Mpu dusmkanbHOM uccne-
[0BaHUN OPraHOB AbIXaHWUA: NEPKYTOPHO — /IErOYHbIN 3BYK C
KOPOBOYHbIM OTTEHKOM, ayCKYNbTaTUBHO — ¥eCTKOe AblXxaHue,
eAVHUYHble cyxue xpunbl. Mpun aycKyabTaumm cepgua TOHbI
cepaLa puTMuUYHbIe, ryxue, Wwymos HeT. YHCC—90 ya.muH, AL —
160/90 MM.pT.CT. HeNyAouHO-KMLIEYHbIA TPAKT MU MOYENONo-
Bas cuctema — 6e3 ocobeHHocTei. Ha DKl — cMHYCOBbIN pUTM,
anesauma cermeHTa ST B oTBeaeHumsx |, avl, V2-V6, genpeccus
cermeHTa ST B oTBegeHuaAx lll, avF. BoinonHeH akcnpecc Tect Ha
TPONOHMH T: B MOMEHT nocTynieHna — 502 Hr/n, yepes 9 ya-
coB — 302 Hr/n (pedepeHcHble 3HayeHus 0-50 Hr/n). O6wwmin
aHaNM3 KPoBM U MouM — H6e3 natonornu. bBUoxmmma Kposu: xo-
nectepuH -5,53 mmosnb/n, INHM = 2,20 mmons/n, INBM - 2,56
MMonb/n, Tpuranuepuasl — 1,46 mmons/n. CK® no ¢popmyne
CKD-EPI = 55 ma/mun/1,73m2. dxoKl pasmepbl cepaua: KOO
JTK = 63 mn, KCO JTXK — 37 ma, JIN — 46x54 mm, MM -36 mm,
MK -34 mm, ®B JTK no CumncoHy — 41%, akmHe3na nepes-
Hero, nepeaHe-neperopogovyHOro CErMeHTOB B anuKalbHOM
otgene. Peryprutauma Ha KnanaHax: MutpanbHaa — 1-2 cT, Tpu-
KycnuaanbHasa — 3 CT. 3HaYnTeNbHaA IerovHan rmnepTeHsmna —
CANA 70 mm.pT.CT. PeHTreHorpadus opraHoB rpyaAHON KNEeTKU:
3acTolHble AIBNEHUA B Ma/JiOM Kpyre KpoBoobpatueHus. Npo-
BegeHa KAl KOpoHapHble apTepun MHTaKTHble, KPOBOTOK MO
MMVIXKB, NMKA, OA — TIMI-IIl. Bbina Ha3HavyeHa Tepanusa — AN,
6eTa-610KaTOPbI, aHTArOHUCTbI anbgocTepoHa. Ha 21 cyTku
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Nle4yeHus oTMeYanacb HOpManu3aLma SIOKaNbHOM U rnobanb-
HOW COKPaTUMOCTU NeBoro xenyaouka, B /K no CumncoHy —
63%, ymeHbLleHMe neroyHon runepTteHsum — CANTA 39 mm.pT.
cT. KnMHnyeckn oTmeyanocb BOCCTAaHOBAEHME TOIEPAHTHOCTU
K d13nyeckoit Harpyske. Ha OCHOBaHMM KNIMHUYECKMX AaHHbIX
y 6onbHOM 6bin BbiCTaBNeH AvarHo3: KapguomuonaTua Tako-
uy6o. BonbHas BbINUCaHa B YA0BNETBOPUTESIbBHOM COCTOAHUMU
nof HabnaeHWe y4acTKOBOro Bpaya.

3akntoyeHune. [peacTaBNEHHbIA  KAUMHUYECKUI  ciyyal
AEMOHCTPUpPYeT pasBUTUE CTPecC-UHAYLMPOBAHHOW Kapam-
omuonatnm Takouybo y MauMeHTKM CTapyeckoro Bo3pacTa C
WHTAKTHbIMW KOPOHAPHbIMU apTEpPUAMM U MOJIHbIM BOCCTa-
HOB/IEHMEM CUCTO/IMYECKOM QYHKLIMM NEBOTO KeNyaoyka Ha
¢doHe neyveHus.

KAMHMYeCcKun CAy4am KpAHMOPAPUHIMOMBI

Bouaposa AHHa AHgpeeBHa, bapbiwesa Mapusa
AneKkcaHapoBHa, Bonkosa EkatepuHa UnbuHUYHA,
Maromeposa MaguHa MaromepogHa, lNetpyHuHa Anna
AHBapoBHa

®rAQY BO PHUMY um. H.N. lNupozosa

HayuHble pykoBoautenu: YwaHosa Patnuma OmapuresHa,
Oemunposa TatbAHa tOnbeBHa — 4.M.H., npodeccop. PrAOY BO
PHUMY vm. H.U. TMnporosa

KpaHnodapuHrnoma — BpoKAeHHas AobpoKayecTBeHHas
OMnyxo/ib, KOTOpPas Pa3BMBAETCA M3 OCTaTKa 3NUTEIMasbHbIX
KNETOK KpaHMOdapUHIMANbHOTO MNPOTOKA, COEAMHSIOLLEro
B 9MOpMOHaNbHOM nepuoge MMOTKy ¢ runopumsom. OcTaTok
3TUX KNETOK MOXKET PacnoNaratbCA Kak BHYTpM rmnodusapHom
AMKM, TaK U BHE TypeLKoro cegna — Hag, ero guadpparmon, a
TaK¥Ke B CTEHKe I0TKM U B cheHonaanbHoM nasyxe. Haanuve
[AHHOro 06pa3oBaHUA MOMKET NPUBECTM K PA3BUTUIO TaKOro
CEepPbE3HOr0 OCNOXKHEHMA KaK NaHTMNONUTYUTAPU3M.

MpeactaBnaem KAMHUYecKoe HabnogeHWe naumeHTta Y.
37 net, ¢ fobpOKayecTBEHHbIM HOBOOOPA3OBAHMEM KpPaHU-
odapuHrManbHOro NpPoToKa (KMCTo3Haa ctebenbHas KpaHWo-
dapuHrmoma). bonbHOM NOCTYNUA C Kanobamu Ha rONOBHbIE
6011, 06yt cnabocTb, CHUKEHWUE anMeTuTa, Cy>KeHne nonem
3peHns, 6onn B KpynHbIX CycTaBax, Haubonee BblpaKeHHble
B KOMIEHHbIX CyCTaBax, 6011 B MbILWLAX, CHUKEHME Beca Ha
26 Kr B TeyeHue 2 mecALeB, HapyweHue 3peHusa (CHUXeHue
OCTPOTbI, BbINAaZEHNE HaPYMKHbIX MOl 3peHUs), CHUXKeHue
nmMbunao, BbiNageHue BOA0C, COHIMBOCTb, yYallleHHOe MoYeunc-
nyckaHue. Cuntaet cebs 601bHbIM B TedeHue 10 mecaues. CHa-
Yyasia OTMETUA nosAsaeHue obulelt cnabocTn, CHUXKEHMEe Nono-
BOrO B/IeYEHMA, CNyCTA 2 MecALLa CTann 6ecnokonTb rosIoBHbIEe
601K, HapyweHue 3peHuna. Mo pekomeHZaUUK 3HAOKPUHO-
Jlora Mo MecTy KUTebCTBa 6bln NpoBeAeHbl TOPMOHabHOe
uccnegosaHve n MPT ronosHoro mo3sra. Mpu nabopatopHom
1ccnefoBaHUM BbISBIEHO CHUMXKeHUe ypoBHA cBobogHoro T4
0,35 Hr\an (1,04-1,65), koptnsona 19,2 mkr\an (101,2-535,7),
obuiero TectoctepoHa <0,20 Hr\mn (2,86-15,11), JIr <0,100
MME\Mm~n (1,7-8,6), nosbllweHne ypoBHa nponaktiuHa 91,04 Hr\
M (86-324) (yposHu TTI, CI B Hopme). Mo gaHHbIM MPT ro-
JIOBHOTO MO3ra BblfABneHa MP-KapTnHa 06bémHoro obpasosa-
HUA XMa3manbHOW 061acTh. BonbHOMY 6bIN1I0 peKOMEHA0BaHO
XUPYpPruyeckoe feyeHue.

[aHHble 06beKTUBHOrO ocmoTpa: 6e3 ocobeHHOCTen, Kpo-
Me Ha/Muma y naumeHTa n3bbITouHOM Macchl Tena: Bec 91 Kr,
pocT 179 cm, nHaekc maccbl Tena 28.40. B xoae obcneposaHma
NOATBEPKAEHO HanNYMe HOBOO6pPa3oBaHMA KpaHNodapUHIK-
a/IbHOTO NPOTOKA C Pa3BUTUEM XMA3MabHOTO cMHApoMa. Mpu



CEKUWST «TEPATIAGD

MPT: HoBoobpa3oBaHWe XMa3MaNbHO-CeNNApHOW obnactu c
CynpacennsfpHbIM POCTOM, MPU3HAKaMM KOMMPECCUU Xuas-
Mbl U 3puUTeNbHbIX HepBOB (pasmepamu 4,7x3,8x4,8 cm). U3
OC/IO¥KHEHUI OCHOBHOrO 3aboneBaHWA Yy NaLMeHTa BbifB/EH
BTOPUYHbIV FTMNOrOHAAOTPONHbINA TMNOroHaAM3M, BTOPUYHbIN
r’MNOTUPEOs3, BTOPUYHAA HaZNOYEeYHUKOBAsA HEAOCTAaTOYHOCTb.
B KauecTBe ONTMManbHOrO MeToAa NevyeHus nauueHTy 6biio
BbIMO/IHEHO TpaccheHomAanbHOe TpaHCHa3aslbHOe yaaneHue
cTebenbHOM KUCTO3HOW KpaHWobapuHrMomMbl 06BEMOM OKO-
no 5 mn. B nocneonepauoHHOM neproae OTMEeYEHO MNoHOoe
BOCCTAHOB/IEHWE 3PUTE/NbHbIX QYHKLMIA, OAHAKO, COXPaHUIUCH
NPW3HAKM NAaHTUNOMUTYUTAapU3Ma, B CBA3U C YeM MPOAO/IKa-
eTcA 3amecTuTeslbHas ropMoHasibHaa Tepanua. Kpome Toro,
B MocneonepaLMoOHHOM Mepuofe y nNauueHTa pasBuIach
Hasa/ibHasA /IMKBOPeA, B CBA3W C Yem Obina BbIMOSHEHA 3KC-
TPEHHAA3HAOCKONNYECKasa 3HAOHA3abHAsA PEBU3MA MOOCTU
OCHOBHOW Nasyxu ¢ nocneayoLwel N1acTMKOM IMKBOPHOU ¢u-
CTYNbl ayTOTpaHCcnAaHTaTamu. Mocne nposBefeHHbIM MaHUMy-
NAUMA COCTOAHME MaLMeHTa YAy4YLIMAOCh, U OH Bbla BbINUCaH
nog, HabnaeHWe cneLmanmcToB No MeCTy XUTENbCTBaA.

KAMHMYEeCKUI CAYHOM NALMEHTKU C SPUTPOLIUTO3OM U
BTOPUYHOMN APTEPUAABHON MTMNEepPTOHUEN, ACCOLUNPO-
BOHHbIX C MPUEMOM FOPMOHOALHOW 30MECTUTEABHOM
Tepanuu no NOBOAY CMeHbI MOAQA

lpuwmHa AHHa AHgpeeBHa', MuHakosa EBreHus
BauecnasosHa', KysabmuHa Banepusa AnekcaHgposHa',
Moposckux IsennHa UropesHa’, anyesa Mapuetra
XacaHoBHa?

T®rAQY BO PHUMY um. H.N. Mupozosa, (Y3 «fopodckas
KnuHu4veckasa 6oabHuya Ne 15 um. O.M.dunamosa Lenapma-
mMeHma 30pagooxpaHeHus 20p00a MocKsbl»

HayuHble pykoBoautenu: KokopuH BaneHTuH AnekcaHgpo-
BWUY — K.M.H., goueHT. PTAOY BO PHUMY um H.N. Muporosa

PocT uncna TpaHcreHAepHbIX MaLMEeHTOB BO BCEM MUpe
TpebyeT ocoboro BpauebHOro noaxopa K ux segeHutio. Mog,
3TMM MNoApasymeBaeTCAs UHAMBUAYAbHbINA NCUXONOTUYECKUI
noaxof, y4eT BO3MOMKHbIX OC/NOXHEHW u cneuumdumyeckan
NleyebHan TaKTMKa Ha GpOHe Npuema 3aMecTUTENIbHOW ropMo-
HaNbHOW Tepanuu, KoTopas B JaHHOM c/yyae ycyrybuna asne-
HUA 3PUTPOLMTO3a U BTOPUYHOM apTepuanbHOM rmnepTeH3um.

MauueHTKa /1., 39 neT, NOCTyNUAa B KAUHUKY C }Kanobamu
Ha AUCKOMPOPT B S1I€BOM NMONOBUHE FPYAHOMN KNETKU, CUbHYIO
cnaboctb, ronoBokpyKeHne. Co C/10B MaLMEHTKM, BbllLEyKa-
3aHHble CUMNTOMbI MOABUNCL MOC/AE CepuUn npoueayp Kpo-
BOMYCKaHMA, KOTOpble NPOBOAUANCE NO MOBOAY MOBbIWEHMA
ypoBHs remornobuxa go 190 r/n. U3 aHamHe3a M3BeCTHO, YTO
C [eTCKOoro BO3pacTa Y MauMeHTKM OTMevascA MOBbILUEHHbIN
YPOBEHb MYCKMX NMONOBbIX FOPMOHOB, Ha GpOHE KOTOPbIX PUK-
CMPOBANNUCL HeCTabubHOE apTepuanbHOE AABAEHWE U MOBbI-
weHue rematokpuTta. ObcnengoBaHMe MPOBOAUIOCH, OAHAKO
BepPUOULMPOBAHHbIN ANArHO3 YCTaHOB/IEH He Obl.

B 2015 roay naumeHTKa 3ansaHWpoBasa HepemMeHHOCTb
MEeTOAOM 3KCTPAKOPMNOpasbHOro OMA0A40TBOPEHMUA, KOTOpas
npoTeKkana c ABAEHMAMW npesknamncun. PogopaspelleHue
nyTem onepauumn Kecapeso ceYeHusn.

B 2016 rogy B xo4e npouenypbl N0 CMeHe nNosaa nposeaeHa
OBYCTOPOHHAA MAacTIKTOMMA. HauaTa 3amecTuTenbHasa ropmo-
Ha/ibHasA Tepanua npenapatamu CTepouaos (aHAporeHamm):
8/M MHbeKuMK 1 pa3 B 2 HeAeNn NoL KOHTPOSIEM FrOPMOHab-
HOro nccnefoBaHuA KposW. [lOCTUTHYyTa ATPOreHHas ameHo-
pea. Mpoueaypa Mo CMeHe Mosia He 3aBeplieHa No nNpu4nHe

NpPOrpeccMpoBaHma CONyTCTBYHOLWMX 3aboneBaHN.

B KAMHMYECKOM aHanu3e KpoBM MpPWU MNOCTYNJEeHUU No-
BblllEHME YpPOBHA remornobuHa fo 164 r/n, s3puTPOLUTHI
5,7x10'%/n, rematokpuT 48%. YpoBeHb TPONOHUHA | B AMHaAMK-
Ke oTpuuatenbHbii. Ha JKI: pUTM CMHYCOBbLIN, NPaBU/IbHbIN.
YCC 77 ya/muH. 30C He oTkNoHeHa, nHeepcua T B . Mo aaH-
HbiM MCKT KopoHapHbix apTepuit KT — npM3HaKoB CTEHO3a U
Ka/bLMHO3a KOPOHAapPHbIX apTeEPUI BbIABNEHO He Oblo, Aua-
rHo3 OKC uckntoueH. B xoae npoBeAeHHOW yAbTPa3BYKOBOM
ponnneporpadumn bpaxuouedanbHbiX apTePUn HA 3KCTpa-
KpaHMaNbHOM YPOBHE reMOANHAMMUYECKM 3HAYMMbIX NpensT-
CTBUI KPOBOTOKY B apTEPUAX HE BU3ya/IM3MPOBAHO.

Ha dpoHe Tepanumu: metonposon 25 mr 2 p/cyT, AM3MHONPUA
10 mr/cyT, uupanamug, 1,5 mr/cyT, Hudeamnud 40 mr/cyT, aue-
TMncanuumaosas kucaota 100 mr/cyT, atopsactatH 80 mr/cyT,
60/1€BOM CUHAPOM He peunanBmpoBan, yposeHb ALl He NoaHU-
masca Bbiwe 120/80 mm pT.cT. OAHAKO 3PMTPOLMTO3 Nporpec-
CcMpoBan: cnycta 3 AHA HaxOXAEeHWA NauMeHTa B CTalMOHape
B 06lLlem aHann3e KpPoBWU: ypoBeHb remornobuHa — 184 r/n,
apuTpoLmTbI — 6,5%10'%/ 1, remaToKpuT — 56%. C LLeNblo UCKIO-
YEHMA XPOHMYECKOTo mrenonpoandepaTMBHoro sabonesaHusa
NMPOKOHCY/NIbTUPOBAHA remaTonorom. PekomeHAOBaHO Mo-
NeKyNApHO-reHeTnyeckoe uccnegosaHue reHos JAK2 V617F,
MPL-1, CALR, onpegeneHve ypoBHA CbIBOPOTOYHOIO 3pUTPO-
NO3TUHA B MNJIAHOBOM MOpPALKeE.

3a BpemsA HaxoXAeHUA B CTaLMOHape NPUCTYNbl 3arpyauH-
HbIx 6onein He peunamemupoBanu, yposeHo AL, focTur uene-
BOrO 3HauyeHuA. MNaumeHTKa bblia BbiMMCAaHA U3 CTALMOHApa
C NONOXKUTENbHON AMHaMWKON. PekomeHA0BaHO nocelleHne
3HAOKPWMHOJIOra ANA pelleHns Bonpoca No AasibHenwen Tak-
TMKe 3aMeCTUTE/IbHOM FOPMOHA/IbHOW Tepanuu, a TakKe re-
MaTO/10ra C LeNbio NPOBEAEHNA MOJIEKYNAPHO-TeHEeTUYECKOro
nccnenoBaHmA.

KAMHMYeCKU CAy4O NepBUYHON AUATHOCTUKN FPAHY-
AeMaTo3d C NOAUAHTUUTOM

3sekos Muxann AHapeesuy’, Bypues Butanuii lOpbesuy',
KoHapalwosa AHactacua AneKkcaHapoBHa?

'MeduyuHckul uHcmumym BO «OrY umeru W.C. TypaeHesa»,
2rA0Y BO PHUMY umeru H.U. Mupozosa

HayuHble pykosoautenu: Koponésa J/innuna KOpbeBHa;
TypunHa Mapusa CepreeBHa — K.M.H., AOLEHT. MeanLMHCKUIA
MHCTUTYT BO «OTY umenun U.C. TypreHesa»

lpaHynemaTos c nonmanHruutTom (FMA, rpaHynemaTos Bere-
Hepa, BereHepoBCKUI PaHy/IEMaTO3) XapaKTepu3yeTca HEKPO-
TU3MPYOLLMM FPaHy/IeMaTO3HbIM BOCMaZIeHUEM, BAaCKY/IMTOM C
nopakeHWem coCcy0B Masioro U cpegHero Kanvbpa u ovaro-
BbIM HEKPOTU3MPYOLWMM rnomepynoHedputom. O6bIYHO Mo-
pajaeTcs BEPXHUI U HUXKHUIN pecnvpaTopHbIi TPAKT, a TaKxkKe
NMOYKKU, HO MOXKeT bbITb BOBAeYeH tobolt opraH. CumnToma-
TUKa onpeaenseTca NoparkeHMEM OpraHoB U cuctem. 3abone-
BaHME MOMEeT HAaYMHATbCA C MPU3HAKOB NMOPAXKEHWUA BEPXHUX
N HUXKHWUX OTAENO0B PECcnMpaTopHOro TpakTa ¢ nocaeayowmm
nosB/JeHWEM TMMNepTEH3UUN, OTEKOB, MPOABNEHUN MyNbTUOP-
raHHOW NaToNOrnK.

BonbHoOM ®., 64 roga. ObpaTnaca c Kanobamm Ha pearui
CyXOli Kallenb, 3aTpyAHEHME HOCOBOTO AbIXaHWA, MOBbILLEHME
TemnepaTypbl Tena Ao 380C, obuiyto cnabocTb. M3 aHamHesa
3aboneBaHuA: 6onbHbIM cebs cumTaeT ¢ sHBapa 2019 roaa,
Korga 6e3 BMAMMOM MPUYUMHBI CTa/sl OTMEYaTb 3aTpyaHeHue
HOCOBOTO AblXaHWA, BblAENEHNA U3 HOCA CIM3UCTONO XapaKTe-
pa C HaANYMeM KOPWUYHEBbIX KOPOYeK, MOBbIEeHWe Temnepa-
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Typbl Tena o 38°C. bbin rocnutanusuposaH B JIOP-otgeneHve
C AMarHO30M: OCTpbIl ranmopuT. MpoBoauaach NyHKLKA BEpX-
HeuyesItoCTHOM Nasyxu Cnpasa, Noc/ie Yero Habnaanucs Bblae-
NIeHUA CTyCTKOB KpoBW. Ha poHe aHTUBaKTepuanbHOM Tepanmm
coxpaHanacb anxopaaka Ao 39°C, B CBA3M € YemM NaLmeHT nocne
BbIMUCKKU BblN HanpaBneH B 06/1acTHOM OHKONOTMYECKUI Anc-
naHcep ANA UCKAYeHUA oHKonaTtonoruum. C 24.02.2019 r. ctan
OTMeYaTb BbIPAXKEHHYIO OApILIKY, CYXoM Kawenb. bbin rocnu-
Ta/M3MpPOBaH B Ny/JbMOHONOrMYeckoe otgeneHme 26.02.2019
C ANAarHo3om nHeBmoHMA. Ha poHe aHTMBaKTepuanbHON Te-
panuu oapllKa ycuamaacb, NOABUAOCH KpOBOXapKaHbe. Ha
MCKT opraHoB rpygHoi KneTku oTmedanacb Hebosbluasa 30Ha
UHOUNBTPauUmm B S5 neBoro nerkoro, cybcermeHTapHble aTe-
nekTasbl B S9 0bounx nerkmx. MNocne ynyyweHns camovyBcTBuA
BbINUCaH Moz HabtoAeHWe y4acTKOBbIM TEPANeBTOM.

8.10.2019 r. Ha ¢oHe OPBWM noAsBuauCb OTEKWM Hor, 3a-
TPYLHEHUE MOYEOTAEeNEHUA, YMEHbLUEHNE KOJIMYECTBA MOYM,
BblA€/IEHWE MOYM TEMHO-KOPWUYHEBOro LBeTa. focnuTanusu-
poBaH B peaHMMaLMOHHOe oTgeneHue. 12.10.2019 r. npo-
BeEeH KOHCW/IMYM, BbICTaBNEH NpeABapUTENbHbIN AMarHos
«CUCTEMHbIN BAaCKyAWUT», Ha3HayeH npegHu3onoH 60 mr/cyT.
Ha ¢oHe Tepanuu NKC otmeTnnack NONOKUTENbHAA AUHAMMU-
Ka: HOpManusauua TemnepaTypbl Tena, yay4yleHue Bbloenu-
TeNbHOW GYHKUMKM noyeK. 15.10.2019 r. 6onbHOM NepeBeaeH B
peBMmaToNI0rMYecKoe oTaeleHne € AMarHo30M: rPaHyNemaTos ¢
NOJIMAHIMUTOM, reHepaiM3oBaHHan popma (nopaxkeHve Bepx-
HWUX AbIXaTeNbHbIX MYTEW, NIETKMX, MOYEK), TAXKE/I0E TEeYEHME.
[aHHbI AnarHo3 BbICTaBAEH HAa OCHOBAHUU CeAYyIOWMX KPU-
TepueB: BOCMa/NeHNEe HOCa C KPOBAHWUCTbIMW BblAENEHUAMM,
PEHTrEHONOTNYECKME WM3MEHEHUA B Nerkux (MHuabTpaThbl),
pa3BUTME HEKPOTU3MPYIOLEro romepynoHedpuUTa, Haauune
AHUA-aHTUTen B Bbicokom TuTpe (1: 160, npu Hopme <1: 40).

MpeacTaBneHHbIV KAMHUYECKUIA CayYalt MNNOCTPUPYET TH-
nuyHoe TevyeHue 3aboneBaHuA. YUnTbiBaa CUCTEMHBIN Xapak-
Tep NOpPa*KeHWUsA, CNIOKHOCTb AMArHOCTUKM Ha PaHHKUX dTanax,
BbICOKYIO /IeTa/IbHOCTb B OTCYTCTBME afleKBATHOW M CBOEBpe-
MEHHO HayaTol Tepanuu, Kaxabli KAMHUYECKUI Cny4Yait aTol
60ne3Hu 3acnykunBaeT 0coboro BHUMaHuA.

KAMHUYeCcKuin CAyuam capkonao3sa. CUHApoOM
AédrpeHa

ExxukoBa Maprapurta BnagumuposHa, KypwnH Anekceii
Anekceesud, Yynpakosa AHactacua lOpbeBHa

®rAOY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu
HayuHble pykoBogutenu: ®eaynaes KOpuit Hukonaesuy —
O.M.H., npodeccop; Opnosa Hatanbs BacunbeBHa — 4.M.H.,
npodeccop. Prady BO PHUMY um. H.WU. Muporosa MuHsapa-
Ba Poccun

CapKonaos — cuctemHoe 3abosieBaHNE HEM3BECTHOM 3TUO-
lornm, cnocobHoe NoparkaTb NPAKTUYECKM BCE OPraHbl YesoBe-
Ka. Yalue Bcero BcTpeyaeTca y B3pocabix B Bo3pacte 20—40 ner.

MauueHTKa E., 44 net, noctynuna B TKB Ne 13 ¢ xanoba-
MW Ha MbiLLIEYHY cNabocTb, MOTAMBOCTb, OAbILKY NP MUHK-
Ma/IbHOW HarpysKe, Cyxol Kallesnb, NoBbleHNe TeMmnepaTypbl
Tena ao 38,2°C, 6011 B KOJIEHHbIX M FOIEHOCTOMHbIX CyCTaBax,
NMOKpacHeHWe n oTeK B 06nacTn obeunx roneHemn 1 NpaBon cTo-
Mbl C pa3BUTUEM «KaKMX-TO 0bpa3oBaHuii». 3abonena ocTpo,
3 Hegenu Hasaa. B NOAMKNMHMKE OCMOTPEHA XMPYProM U UH-
dEKLMOHNCTOM, UCK/TIOYEHO POXKMCTOE BocnasneHue. Ambyna-
TOpHO 0bcnenoBaHMA He NPoBoAMAUCH. MpK OCMOTpe B CTaLm-
OHape: KOXKHble MOKPOBbl 0ObIYHOW OKPACKK, Cyxue, ropayne
Ha owynb. TemnepaTtypa Tena — 37,7°C. MNogHWKHeYeNntoCTHble
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nvmoaTnyeckme y3nbl yBenu4yeHbl, 6e36ose3HeHHbl. OTey-
HOCTb rosieHen 1 cton. Ha TblJIbHOM NOBEPXHOCTM MPABOWN CTO-
nbl OTMeYaeTca 6onesHeHHbIM nHUALTPaT 1,5 cm B AMameTpe,
MHOUNBTPAT B HUXKHEN TPETM NPaBOM rosieHn — 2 CM, B BEPXHEN
TPETU NEBOW roNeHn — 601e3HEHHbIN MHPUALTPAT 14 cm B An-
ameTpe. MHPUAbTPaTbl rMNepeMmMpoBaHbl, FOpsAYME Ha OLLYMb,
6e3 npusHakoB GOKTYaUNN. [bIXaHUE B NETKUX KecTKoe. Xpu-
nos HeT. Y[ — 20 ag./MuH. ToHbI cepaua AcHble, PUTMUYHbIE,
wymos HeT. YCC — 87 ya./muH. AL — 130/85 mm pT. CT. u-
BOT 06bIYHOM GOpPMbI, YBEMYEH 33 CHET NMOAKOKHO-KMPOBOW
KNETYaTKN, MATKNIN, 6e3601e3HEHHbIN. MeyeHb He BbicTynaet
n3-nog, Kpasa pebepHoi ayrn. Pusmonornyeckme oTnpasaeHns
B HOpme. B aHanusax Kposu: nelikouutos — 12x10°/n, ycko-
peHHoe CO3 — 79 mm/u, nosbileHne yposHsa CPB — 197 mr/n,
Ka/ibLMit B CyTOYHOW Moue — 9,2 mmonb/cyT, AN® — 162 ACE
unit. InackmMHTeCT — oTpuLaTenbHbiii. Ha Rg opraHoB rpyaHom
KNETKM — Me/IKooyarosble 06pa3oBaHna 060UX Nerkux, Tpeby-
toLme BepudmrKaunn, 4BYCTOPOHHEE yYBENYEHNE NTMMPOY3108
KOpHel nerkux. KT opraHoB rpyaHOM KAETKU — BHYTPUIPYAHanA
nvmdoaseHonaTMa, 04YaroBble W3MEHEeHMA MOIMIOHANbHOM
dopmbl 060mx nerkmx. Y3U MArkux TKaHel roneHen: NnpusHakm
oTeKa, GUBPO3HLIX U3MEHEHUIA AePMbl Y MOAKOXKHO-}KMPOBOW
KNETYaTKN ronieHen B 061aCTU M3MEHEHMSA KOXKHOIO NMOKPOBa.
Y3U numdaTMyeckux y3noB: MPU3HAKU rMnepnaasumn nogye-
JIOCTHbIX MMdOY310B. BLUoncma KoXKHOro IocKyTa B obiactu
MHOUNBTPATA: HEKAa3eNPUUMPYIOLLMECA SNUTENNONLHOKNETOY-
Hble TPaHy/IeMbl C TUFAHTCKUMW MHOTOALEPHbLIMU KAETKAMMU.
KoHcynbTMpoBaHa peBmMaToniorom, GTM3naTpom, MHPEKLNOHU-
CTOM, remaToJIOroOM, XMpyprom. BbicTtaBneH amnarHos: Capkou-
003 BHYTPUIPYAHbIX MMPaTUYECKMX Y3/10B U KOXM, Il cTaams,
OCTPOE TEYEHME C 3IKCTPAKOPMOPASbHbIMU MPOABAEHUAMM:
OBYCTOPOHHAA NMMdOaZeHoNaTMa CpesocTeHus, y3nosaTas
sputema. CuHgpom JlédrpeHa». MNposeaeHa Tepanua: NpoTu-
BOBOCManuTenbHasa (NpeaHu3onoH 25 mr/cyT), aHTMBaKTepu-
aNbHaA, aHTUKOAryNAHTHAA U cMMNTOMaTUYecKasa. OTmeyeHo
yAy4yleHne: yMEeHbLNANCL 3PUTEMATO3HbIE MNATHA Ha roNeHAX
C TeHAeHUMel K nobeneHero, ymeHbluMaacb 601e3HeHHOCTb
MbILUL, M CYyCTaBOB, HOPMa/IN30Banacb TeMMepaTypa.

[aHHbIM cnyvyan 4EMOHCTPUPYET CI0XKHOCTU AMATHOCTUKM
Yy NaUMeHTKM ¢ iMmdoaseHonaTMen, TMXoPaaKon, CyCTaBHbIM
CUHOPOMOM, KOMHbIMW MPOSABNEHUAMM, YTO MNoOTpeboBano
anobodepeHLManbHOM AMAarHOCTUKM C CUCTEMHBIMU, UHOEKLM-
OHHbIMW, AnMmdonponndepaTMBHbIMKU 3a00NEBAHUAMM, Ty-
6epKyne3oM, POXKUCTbIM BocnaseHnem. CuHgpom J1édrpeHa
W OMCCEMMHUPOBAHHbIN XapaKTep capkonposa b6osee xapak-
TepeH B Bo3pacTe ctapuwe 30 net. leHepanusoBaHHaa dopma
capKouao3a umeeT MeHee 61aronpuUaTHoOe TeYyeHue.

KAMHMYeCKUIM CAYHO CUHAPOMA «PA3BUTOro CepA-
La» B COYETAHUM C OCTPbIM HAPYLUEHNEM MO3TOBOro
KpOoBOOGpALLEeHUS

CmupHoBa Jlio60Bb AnekcaHApoBHa, [lyBaHoB UBaH
AnekcaHgposuu, Bepewak apba MasnosHa, LaxrunbaaH
Mo6oBb AmutpuesHa, Kupwos Hukuta AHapeesuy
®rAOY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu
HayuHble pykosoautenu: lNapoHaH Muxann famnetosuny,
BY3 KB Ne 4 3M. Cumbupuesa AHHa CepreeBHa — K.M.H.
®TrAQOY BO PHUMY um. H.U. Muporosa MuH3zapasa Poccun

NauunenTka ., 44 net noctynuna 28.10.19 B Kapamoxmupyp-
rmyeckoe oTaesieHne A4 N1aHOBOro BMellaTe/IbCTBa — pe3ek-
U1K ¥ peapeccaumy N1eBoM BHYTPEHHeN COHHOM apTepuu no
noBoZy NaTosIorMyeckol M3BMToCTU. B xoae onepauun 6110
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peleHo BHYTPUMNPOCBETHbIN LWYHT He WUCNOAb30BaTb, Bpems
nepexatua 20 MuH. Bo Bpema BmewaTtenbctea y 601bHOM
pa3Buaacb r’MNOTOHMA, BBEAEHO 16 Mr agpeHannHa C NoA0XKMK-
TenbHbIM 3ddeKkTom. bonbHasa nepeseseHa B OTAeNeHUe pe-
aHMMaLMU Ha CUMNATOMMMETUYECKON NoaaepKKe (Hopaape-
HaNWH), HeBponornyeckoro geduumTa HeT. Ha 2 cyTku nocne
onepaumu y NaLMeHTKM COXpaHAETCA rTMNoToHuA, Ha 9KM — nH-
BepcuA 3ybua T B rpyaHbIX oTBeAeHUAX, Ha Ix0-KI — cHUXeHne
dpaKkumm Boibpoca (PB) nesoro kenygouka (1K) go 43% (no
TeWxonbly), aKMHE3 BepXyLeYHbIX CEerMeHTOB, NEroYyHas rm-
nepTeH3us, ABYCTOPOHHUI TMAPOTOPAKC. TPONOHUH T meHee
50 Hr/n.

Ha 3 cyTku nocne onepauunmn y 60/1bHOM BO3HUK BbIpaXKeH-
Hblli Nape3 MblLUL, HUXKHEeN NONOBUHbI InLa cneBa. BbinonHeHa
KT ronoBHOro mosra — NpuM3HakuM ULWEMUYECKOrO UHCYNbTa B
nesoi nobHoi aone (bacceiiH neBoit cpeaHeMOo3roBoi apTe-
pun). OcmoTpeHa HeBposorom: AasHocTe OHMK HeunsBecTHa,
penepdy3noHHan Tepanua He NokasaHa. MNOTOHMA coxpaHs-
nacb: Al 86/60 Mm pT. CT. Ha MHOTPOMNHOM noaaepkke. Ana
nckntoveHna TIJTA BbinonHeHa KT-aHrnmonynbmoHorpadmsa:
OaHHbIX 32 TIJ1A HeT, KT-KapTuHa OTEKa NErkux, ABYCTOPOH-
Hero rmgpoTtopakca. OTEK NErkMx KynnuposaH. [NOBTOPHO B3AT
TponoHuH T — 238 Hr/a. C nogo3peHnem Ha OKC 6osibHas oT-
npaB/ieHa Ha 3KCTPeHHYH KopoHaporpaduto (KAT) — KopoHap-
Hble apTepPUN UHTAKTHbI.

Ha 4 n 5 cytkmn, no gaHHbIMm Ix0-KI, akMHe3 BepXyLLKN, KOM-
MeHCaTopHbIN rMnepkuHes Bcex 6asasbHbix cermeHToB JIXK,
[BYCTOPOHHWIA rmapoTopakc. Ha 6 cyTKM naumeHTKa cTabu-
nmsmpoBaHa: ALl 6e3 Bazonpeccopos Ha ypoBHe 90 MM pT. CT.
AKMHE3 BepXyLKM coxpaHaeTcsa. OB /1K no Simpson yaosnet-
BopuTenbHas (bonee 50%). Ha 7 CyTKM rMNOKUHE3 OCTaéTcs,
cuctonuueckan dyHKLMA B Npeaenax Hopmbl. Ha Ixo-KI vepes
12 pHel nocne onepauymm ®B JIXK B HOpme, NOKaNbHasA COKpa-
TMMOCTb BOCCTAHOB/IEHA.

[aHHbIA KAMHUYECKUIA CNyYalt AEMOHCTPUPYET pasBuTHe
y 6onbHOM KapguomuonaTtum Takouybo (KMNT). Kak mnsBect-
HO, 3TO COCTOAHME MHAYe UMEHYETCA CTPeCC-UHAYLMPOBAHHOM
KM n npoBouupyeTca cTpeccoBbiMu GpakTopamu, B pose Ko-
TOPOro B AAaHHOM C/ly4ae BbICTYMMAO OMepaTMBHOE BMeLla-
TenbcTBO. [IOMMMO 3TOro, AOKa3aHHOW ABNAETCA POJSib KaTe-
XonamnHoB B natoreHese KMIT, noaTomy Henb3A UCKAOYNTD
ATPOreHHbIM 3 dEKT OT BBOAMMOTO NauueHTKe HopaapeHanu-
Ha. TaK)Ke gaHHasA NaTo/10rMaA 4acTo BO3HMKaeT Ha doHe OHMK,
KOTOpOEe MMeeT MecCTO Yy Hallei 60NbHON, HO OTCYTCTBME AaH-
HbIX O TOYHOW AABHOCTM MHCYNbTA OCTAB/AAET BOMPOC O TOM,
4TO B A@aHHOM cayyae bbi1o nepsuyHo — OHMK mam KMIM — oT-
KpbITbIM (HECOMHEHHO, NOpaXKeHue B bacceliHe onepupyemoit
apTepun HaBOAMT Ha MbIC/Ib O HapyLIEeHUU KPOBOObpalleHun
B pe3ynbTaTe NpeKpalleHna KPOBOTOKa BO BPeMs BMeLLIaTeb-
crBa). AnarHos KMIMT y naumeHTKM COOTBETCTBYET MoaANdULIU-
POBaHHbLIM KpUTEPUAM KAWHWUKKM Meio: no gaHHbiM 3xo-KT,
MMeeTCA TPAaH3UTOPHbBIN TMNOKNHE3 BEPXYLLIEYHbIX CErMEHTOB
NI, oTcyTcTByeT O6CTPYKTMBHOE MOpasKeHMe KOPOHAapPHbIX
aptepuin npu KAT, npucytctBytoT IKI-n3ameHeHuna (MHBepcua
3ybua T) U ymepeHHOe MoBbIEeHME TPOMOHMHA, HET AaHHbIX
3a GeoxpomoLnTOMYy U MUOKapauT. HecmoTpsa Ha TpaH3uTop-
Hblli XapaKTep AaHHOro CMHAPOMa M 6AaronpuUATHbIN NPOrHO3,
npv HEM HepeaKo Pa3BUBAIOTCA KU3HEYrpoXKatoLme OCN0MK-
HEHUA — OTEK NErkMX (CNyuymBLUMIACA Y Hawel MNauMeHTKu),
aPUTMUK, KAPAMOTEHHbIW LLIOK, MO3TOMY HELOOLEHMBATb AaH-
HOe COCTOfiHMEe Henb3A. AKTYa/lbHOCTb C/yyas 0bycnosieHa
HUW3KOM 0CBEAOMNIEHHOCTbLIO Bpayei 06 3Toi natosorum, ns-3a
Yero BepHbI AMarHoO3 3a4acTyto He CTaBUTCA.

KAMHMYECKUI CAYYO CUHAPOMA BEPXHEN MOAOW BEHbI.

BbikoBa EKaTepuHa EBreHbeBHa, XeTaroBa KpuctuHa
BapraHoBHa, baTtpakoBa EneHa MNaBnoBHa

®rAQY BO lepesili MTMY um. U.M. CeueHosa MuH30pasa
Poccuu (CeyeHosckuli YHusepcumem),

HayuHble pykoBoautenu: Abpamosa AHTOHWHA ApKaabes-

Ha — K.M.H., AoueHT; BeTayxckaa Mapua BnagumumposHa —
K.M.H., goueHT. PTAQY BO MNepsbit MTMY nm. U.M. CeyeHoBa
MuH3gpaBa Poccun (CeyeHoBCKMI YHMBEPCUTET)

Maunent M., 72 net, noctynun 8 YKB N2 4 CeyeHOBCKOro
YHMBEPCUTETA C XKanobamm Ha NOBbILLEHWE TEMNEPATYpPbI Tesa
[0 38,2°C, Kawenb CO CAU3UCTO-THOMHOM MOKPOTON, OTEY-
HOCTb NMLQ, OAbIWKY B MOKOE, CHUMKEHWE TONePaHTHOCTU K
dur3nyeckoit Harpyske, cnabocTb, roNI0BOKPYKEHME, 3a/0MKEH-
HOCTb HOCa, CHU}KEHUe anneTuTa.

M3 aHamHe3a M3BeCTHO, YTO A/UTeIbHOEe BpemMa cTpaaaeT
rmnepToHnyeckoi 6onesHblo (max A 200/100 mm pr.cT.), oc-
NoXHuBLWeNcA passutnem B 2011 rogy OMM, B 2012 rogy —
AKLL. HacToswee yxyaweHue B TeyeHune 3-x Hegenb, KOrga no-
ABUINCH BbILLIEONMCAHHbIE Xanobbl. Tepanusa napaLeTamonom
6e3 adpdeKTa. B TeueHne nocneaHeln Hegenm nosiBUAACh OTeu-
HOCTb /MU, CTana HapacTaTb ogblwkKa. bpuragoit CMIM 6bin
noctasneH B YKbB 4.

B aHamHese KM3HM obpalLaeT Ha cebsa AANTENbHbIN CTax
KypeHusa (MK 6onee 48 nauka/net). Co cnos poacTBEHHWUKOB
60/1bHOV Noxyaen 3a NociegHUN mecal,

Mpn ocmoTpe cocTtoAHMe Taxenoe. Jlnuo oaytnosaTo,
NAETOPUYHO, CKAEPbl MHBELMPOBAHbI, OTEK BEK W MOLKONXK-
HOW K/eT4aTKM nepedHein nosepxHoctn wen. UMT 25,04 Kr/
M2. Ha nepegHeit NOBEPXHOCTU FPYAHON U BPIOLWHON CTEHKMU
OTMEYaeTCA BblpaXKeHHas cocyaucTas ceTb. [lynbcauma BeH
Wwewn. B Nérkmx ApixaHue KECTKOe, pacCeAaHHbIe Cyxme Xpunbl, B
HUXKHUX OTAEeNax — BAaXKHble menkonysbipyatble xpunbl. Y44
22 B MUHYTY. PaclumpeHune nesol rpaHmupbl cepaua Ha 1 cm.
ToHbI cepaLa NpuUrayweHbl, putMmuydHble. YCC 92 8 muHyTy. AL
130/80 Mm pT. CT. }KMBOT MATKKIA, Ge3bone3HeHHbIN. [eveHb,
ceneseHKa He yBenmyeHbl. CUMNTOM MOKONAYMBAHUA OTPULLa-
TeNbHbIA. OTEKOB HUMKHUX KOHEYHOCTEN HET.

Y 60N1bHOTMO C KAVHWKON CUHAPOMA BEPXHEW NOMOW BEHbI
(CBMB) nposBoaunochb cneaytouee obcnegosaHue. B OAK: Hb
130 r/n, neiikounTbl 7x10%n, Heittpodunbl 74,3%, numdouuTsl
16,1%, CO3 46 mm/4. OcHOBHble 6/X NoKasaTesiv KPOBM B HOP-
me. OTmeyaeTca CHUXKeHMe YPOBHA CbIBOPOTOYHOro Fe no 5,5
MKMOAb/n. B OAM: neikoumtbl — 10-18 B n/3p, apuTpOLMUTI
—3-6 8 n/3p. O6WMI1 aHaNM3 MOKPOTbI: CIM3UCTO-THOMHANA MO-
KpOTa, KOPUYHEBOrO LiBETa, NIEMKOLMTLI CM/IOWb MOKPbIBAOT
BCe N/3p, eANHNYHbIE 3PUTPOLMUTLI, KNIETOK C ABJAEHUAMM aTU-
nun He BbiABaeHO. Rg OIMl: ampur3ema nerkmx, NHEBMOCKNe-
po3, aopToKOopoHapocknepo3. MCKT opraHoB rpyAHOM KAETKK
C KOHTpacTupoBaHuem: KT-KapTuHa obpasoBaHuA cpepocTte-
HWA, NPOPACTAOLLErO B BEPXHIOW A0/H0 NPaBOro NErKoro u B
BEPXHHOI MOJYIO BEHY C Pa3BUTUEM TPOMOO03a, BHYTPUTPYAHAsA
AmmebageHonaTma, NPaBoOCTOPOHHUIA rngpoTopakc. Y3N LLXK:
LWMTOBMAHAA Kenesa M CAtOHHble Kenesbl — 6e3 0cobeHHo-
CTei, OTeK MOAKOMKHOW KAEeTYaTKM nepepHelr obnactu wewm,
Npu3HaKkM TPombo3a NpaBoi BHYTPEHHEW APEeMHOlM BeHbI.
IXOKTr: annataumsa MM, runeptpodus J1XK, ®B 58%, runokuHes
6a3a/1bHOTO, HUXKHETO U 3a4Hero cermeHToBs J1XK.

BonbHOMY npoBoAuaack aHTMBaKTepmManbHan, MyKOAUTH-
yecKas Tepanua. HasHavanucb MAMN®, 6eTa-610KaTOpPbI, AMY-
PETUKM, aHTUArperaHTbl, CTaTUHbI, NHTIMOUTOPbI MPOTOHOBOM
nomnbl. BoNbHOM BbIN KOHCYNBTUPOBAH COCYAMCTbIM U TOpa-
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KaNbHbIM XMPYpramun, Hanpas/ieH K OHKonoram ana goobcene-
[OBaHUA U eveHuns.

3akntoyeHune: KnvHMYecknin cnyvan femoHcTpupyeT pas-
BuTHe CBMB y 60/1bHOrO ¢ coyeTaHHol natonorvei. CBMB —
CMMNTOMOKOMIM/IEKC, CBA3AHHbBIN C HapylleHMem KpoBoobpa-
LLLEHWA B CUCTEME BEPXHEN NOJIOM BEHbl U 3aTPYAHEHUA OTTOKA
BEHO3HOM KPOBM OT BEPXHWUX OTAeNoB TynoBuwa. Hanbonee
YacTbIMKU NpUYMHamMu passutua CBIB aBnatoTca pak NErkoro
n numoonponndepaTnsHble 3abonesaHus, B 86% u 12% cay-
YyaeB, COOTBETCTBEHHO. 10 pe3y/ibTaTam NpoBeseHHOro obcne-
[0BaHUA Hanbosee BEPOATHOW MpUUMHOMN pa3suTua CBIB y
Hawero 6onbHOro siBAfeTca numoonponmdepatnsHoe 3abo-
neBaHue.

KAnHMYeckunm cayyam overlap CUHAPOMO CUCTEMHON
KPACHOW BOAYOHKU U PEBMATONAHOIO APTPUTA

Nonosa Copus CepreesHa, CasuHa [lapba BnagumuposHa
®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHble pykoBogutenun: ®eaynaes HOpuit Hukonaesmny —
4.M.H., npodeccop. PrAOY BO PHUMY mm. H.U. NMuporosa

MauueHTKa 65-TM neT gocTaBneHa B NMpuUemHoe oTaene-
Hue 6puragoin CMI ¢ kanobamu Ha BbIparkeHHy c1abocTb
W OAbILLKY.

Mpwn onpoce yaanocb yCTaHOBUTb, YTO Yy NaumeHTkn ¢ 2002
r. AMarHOCTUPOBAHa CUCTEMHAsA KPacHas BOMYaHKa.

Mpr ocmoTpe coCcToAHUE pacLLeHEHO KakK KpalHe Taxenoe,
Al 60/40MMm.pT.CT. Ha boHe MHPY3MKM Basonpeccopos Bpura-
pont CMIM. YCC 94 B muH, nynbc 94 B MUH. Mpn ayckynbTaumm
JIErKUX — PaccesHHble CyxMe XpUMbl B HUKHUX OTAenax ¢ obe-
nx ctopoH. Catypauua Ha atmochepHom kucnopoge 90%, Y4
20 B MuHyTy. Obpallanm Ha cebs BHUMaHWe BblparKEHHbIE U3-
MEHEHMA NaNbLEeB KUCTU MO TUNY «Luen nebeas» n yabHapHas
nesuauma obenx KUCTen.

Mo 3KCTPeHHbIM MOKasaHMAM 6bina nposeaeHa IXO-KI:
rugponepukapg (V-900 mn). Mpu3HaKy TammnoHagsl — Kosaanc
npasbIx OTAE/I0B cepaua v nesoro npeacepausa. Cokpatutenb-
HasA GYHKLMA NEeBOro »Kenyaoyka B Hopme. 30Hbl HapyLlleHus
JIOKaNbHOM COKPATUMOCTU He BbIAB/IEHDI.

Bbln BbINONHEH NEpPUKApAMOLEHTES, B pe3y/ibTaTe KOTOPOo-
ro 0TMeyasioCb MCHe3HOBEHME NPM3HAKOB TaMMNOHaAbl cepaLa.

Ha 2 geHb rocnuTanuMsauuu B BUAY yAydlleHUs obliero
CaMOYyBCTBMA MALMEHTKM yaanocb bonee noapobHo cobpatb
aHamHe3: B 2002 r guarHocTnpoBaHa CKB ¢ BbifsiBeHMeM cbinu
Ha CKynax, apTpanrui, nemkoneHnn c aMmdoneHuen, nHTep-
CTULMANbHBIMU U3MEHEHUAMM B erkunX. MopaxkeHnA cycTaBos
BCErAa OLLeHUBANUCL Kak Aepopmupytolwaa apTponaTma Ku-
cTeit. PeBMaTOMAHbIV apTPUT paHee He AuarHoctupoBanca. Ha
MOMEHT beceabl MALMEHTKA ¥KafoBanacb Ha 601N B KONEHHbIX
CycTaBax, UX OTEYHOCTb.

B TeueHve 2 aHel nauMeHTKa Haxoguaacb B OTAENEeHUU
peaHMmauuMu U nocne ctabunmsaumm coctoaHmna bolia nepe-
BeJeHa B TepaneBTMYeCKoe oTAeneHume.

[Ona poobcnenosaHusa 6bl1 Ha3HAYeHbl: UMMYHOBNOT aH-
TUTena K aHTureHam aHTM-Sm, RNP, SS-A, SS-B, Scl-70, Jo-1,
AH®, onpeaenerune yposHa PO n ALLLB.

Mo pesynbratam fabopaTopHbIXx obcreaoBaHuin Bblan 06-
Hapy)XeHbl aHTUTena K aHTureHam Sm, SS-A, RNP, AH®, Po-
357,3 ME/mn, AULUB-171, 83 Ea/mn, CPB-300,9 mr/n. Takum
06pasom, HaiMume PeBMaTONAHOIO apTPUTA Y MALMUEHTKM C CU-
CTEMHOW KPaCcHOM BOYAHKOM NepecTano Bbi3blBaTb COMHEHUS.

M3-3a BbICOKOI aKTMBHOCTM 3ab0/neBaHUA, Y MaLMEHTKU
pa3BU/ICA IKCCYAATUBHbLIA NAEBPUT U NEPUKApPAMUT, KOTOpbIv
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nosJieK 3a coboi yxyalleHne coctoaHuA, noTpeboBasLuee ne-
peBsog, B oTaeneHve peaHumaumu. MpoBogunacb UHPY3UOH-
Has, pUTMypeKatowasn, aHTMbaKTepmnanbHas, aHTUKOArynsaHT-
Has, FTOPMOHA/IbHAA U CUMMNTOMaTUYECKas Tepanus.

AHanU3npys KAMHUKO-aHAMHECTUYECKME [aHHble U pe-
3yNbTaTbl McCnenoBaHU Obln BbICTaBNAEH cnefyloluii ava-
rHo3: MepeKpecTHblt cuHAPOM: CUCTEMHAsA KpacHasA BO/YaH-
Ka: XPOHMYECKoe TeyeHue, cpeaHas cTeneHb akTMBHOCTU—10
6annos no SELENA-SLEDAI (mo4eBoW cMHAPOM (LUAMHAPY-
puAa), NepUKapauT, NAeBPUT, IMMPONEHUn; B aHaMHe3e — UH-
TepCTULMaNbHbIA NerodHbii ¢mMbpos, nerikoneHus). Pesma-
TOWAHbIA apTPUT ceponosnTueHbIA (PO 357 ME/mn), ALLB
nosuTueHbIi (171, 83 Ea/mn), passepHyTas CTaams, BbICOKas
cTeneHb akTuBHocTM (DAS28 5,31 6ann), OK Il

[aHHbIA KNMHUYECKUIA CyYall AeMOHCTPUPYET BAaXKHOCTb
NPaBUbHOW OLLEHKM CYCTaBHOTO CUMHAPOMA Yy MauMeHTa C
peBmaTuyeckum 3abonesaHnem gns nogbopa apdekTUBHOM
Tepanuu ¢ Lenblo nogaepKaHusa PEMUCCUN U BbICOKOM dU3U-
YeCKOW aKTUBHOCTU B MOBCEAHEBHOM KU3HMU.

Koraa npu4nHA A€royHor aMG6OAUM HE AEXMUT HA No-
BEPXHOCTU

Abues Tumyp AnaHosuu', KawdyrtamHosa [asaHa
UnbwarosHa', Nagrkesa TatbAHa MuxaiinosHa?

'IAOY BO PHUMY um. H.UN. Mupozosa MuH3dpasa Poccuu,
’IbY3 rK6 um. B.M. bysaHosa [13M

HayuHbie pykosogutenu: 31tuHrep Onbra AnekcaHapoBHa —
K.M.H., goueHT, ®TAOY BO PHUMY mnm. H.U. NMnporosa MunHs-
Apasa Poccuun. bopucosckasa CBetiaHa BacunbeBHa — K.M.H.,
poueHT, ®rAOY BO PHUMY mm. H.U. NMuporosa MuH3gpasa
Poccuum, TbY3 TKB nm. B.M. byaHosa [A3M

Tpomboambonuma neroyHon aptepumn (TI/1A) — cocTosiHMe,
NpUYMHa KOTOPOTo B pAje c/y4yaeB TpebyeT BAYMUYMBOro Aua-
rHOCTMYECKOro Noucka.

MaymeHT A. 45 neT, ¢ »kanobamu Ha OAbIWKY NPU MUHU-
MasibHOW du3Myeckoi Harpyske, obuyto cnabocTtb, yTomnse-
MOCTb, CYXOW Kalle/ib, HapacTaBLlUMe B TeYeHUE ABYX Heaesb.
PaHee npaKktuyecku 3p0poB. AMOYNATOPHO MPW 3XOKapAMO-
rpadun — pacwmpeHune nerodHoin aptepum (1A), npu KT-aHru-
onynbmoHorpadum — Tpombbl B raBHbix BeTBAX JIA, B Bepx-
HUX U HUKHUX CEerMeHTapHbIX BETBAX C/€Ba, 1€BOCTOPOHHMUIM
rmppoTopakc. flocnMTannsmMpoBaH.

Mpwn ocmortpe: LnaHosa Het. OTeyHocTb amua. SO, 92%. B
NEerknx AblxaHue »kecTkoe. ToHbl cepaua NpUrayLeHbl, pUTM
npasuabHbii. YCC 90 B MuHyTy, AL 132 1 76 mm.pT.cT. Mo
OCTaNbHbIM OpraHam 1 cuctemam 6e3 ocobeHHOCTEN.

Mo nabopaTopHbIM AAaHHbIM: KpeaTHUH 153 MKMOsb/A,
D-amnmep 8600 MKr/n, TPONOHWH — B Npeaenax HopMbl, TMMo-
anbbymmHemmsa 19 r/n, xonectepuH 14,9 mmonb/n. MaccusHas
npoTenHypua (8,5 r/cyTkn), NeMKOUUTYPUA, SPUTPOLUTYPUS.

Mpw ynbTPa3ByYKOBOM UCCNEAOBaHUN TPOMOO3a BEH HUNXK-
HUX KOHeuyHocTel He BbiABneHo. Mpu KT-aHrnorpadum opra-
HOB 6PIOLLIHON NONOCTM — TPOMD B NPOCBETE /1IEBOV NMOYEYHOM
BEHbI, BbICTYMAIOLWMIN B MPOCBET HUXKHEW NONON BEHbI Ha 2 CM,
1 MHOAPKT B IV cermeHTe neyeHu.

B KayecTBe BEpPOATHOM NPUUYMHbI TPOMDOO3a PACCMOTPEHDI
OMNyXo/an, ayToBOCManuTesbHble 3aboneBaHUs, FreHeTUYecKu
obycnosneHHble TpombodUANN.

MoBblweHHbI yposeHb CA125 (733 E[/mn) KocBeHHO mMor
CBUAETENbCTBOBATb B MO/b3y OHKOMATOMOTMMW (TOACTOTO KK-
LLUEYHMKa, NErkoro, NoaKenyao4Hol Kenesbl). NMpu azodarora-
CTPOAYOAEHOCKONUM BbIABAEHO 3NuUTEAnanbHoe obpasoBaHue



CEKUMST «TEPATTIAGD

KapamanbHoro otaena xenyaka 0-ls Tuna, mopdonorua — ru-
nepniactnyecknin noamn. Mpu ¢pubpokonoHockonmm natono-
rMn He BbiABIEHO. Y3U LWMTOBUAHOM Xenesbl, ANYeK, NoN0BO-
ro unexa, TPY3MN — 6e3 natonornn. PSA, 6eta-XIY — B npeaenax
Hopmbl. MccnegoBaHue CTEPHANbHOTO MyHKTaTa MO3BOU/IO
WCKNOYNUTD IMMPOMY. BbiABNAEH KAMHUYECKU 3HAUUMbIW FeHO-
TMn 4GAG B obnactn reHeTuyeckoro fiokyca SERPINEL, seay-
MM K CHUNKEHMIO GUBPUHONUTUYECKOM aKTUBHOCTU KPOBM.

HecmoTps Ha To, YTo HePPOTUYECKUIA CUHAPOM MOT BbITb
obycnoBneH TPOMB0O30M NOYEYHOW BEHBbI, CNeA0Baso UCKO-
YNTb M APYryto naTtosornio noyek. OTpuuaTenbHble aHaNU3bI
Ha AH®, AHUA, aHTMdochonmnmnaHble aHTUTENA MO3BOAMAM
WCK/IIOYUTb MOPaKeHWe MoYveK NPU CUCTEMHbIX BACKy/nUTaXx,
Anodody3HbIX BoNesHAX COeANMHUTENBHOMN TKaHW, aHTUdocdonm-
NUAHbIA cMHApPOM. MccnenoBaHue 6MONTAaTOB MOAKOMKHO-KM-
POBOM KNETHATKMU U KeNyLKa He BbIABWUIO AeN03UTOB aMUIoU-
Ja. B cbiBOpoTKe 06HapyKeHbl aHTUTena K PLA2R B Tutpe 1: 80,
4YTO NO3BONIUIO BepudULMpoBaTh: MamnonaTuyeckyto membpa-
HO3HYI0 HedbponaTUio, OCNONKHEHHYIO HEeGPOTUYECKMM CUH-
ApOMOM, TPOMB030M /1IeBOM NodYeyHoM BeHbl, XBIM C2A3, T/1A
HU3KOTo pucKa, PESI | Knacc, nHoapkTom IV cermeHTa neveHu.
Nonnmopodursm reHa SERPINEL (4G4G).

HasHaueHbl: npeaHn3onoH 30 mr/cyT, putykcumab 1000 mr
8/8; dypocemna 20 mr yTpom, NePUHAONPUA 2,5 MI BEe4EepOM,
CTaTUHbI, GPAKLMOHNPOBAHHDBIM renapuH. [JOCTUTHYTO KAUHU-
YyecKoe ynyylleHue.

Mo faHHbIM /MTEepaTypbl, TPOM6OO3bl MOYEYHbIX BEH U
TPOMB0IMOONNYECKME OC/TIOKHEHUA BCTPEYAKOTCA MOYTU Y
% naumneHToB ¢ membpaHo3HoM HedponaTueit. JaHHbIA Kau-
HUYECKMI ClyYalt MHTepeceH Tem, YTo UCToYHMKoM TI/1A no-
CNy*Kun TpoMmb03 NOYEYHOW BeHbl, PAa3BMBLUMINCA BCAeACTBME
Hannuua KombuHauMM ABYX npegpacnonaratomx ¢akTo-
poB — HepPOTUYECKOTO CMHAPOMA U MyTaumm reHa SERPINEL.

Komop6uaHbIe PACCTPOMCTBA NPpY aNUAENcUmn

baHHuKoBa BaneHTnHa AmutpuesHa
M1Cr16rmy um. akademuka M.I.Masnosa

HayuHbie pykosoautenu: OgmnHuosa laanHa BayecnaBoBHa —
K.M.H.; AbpamoB KoHcTaHTUH BopucoBmy — K.M.H. PHXWU nm.
npo¢ A. /1. NoneHosa

AKTyanbHOCTb: dnunencua umeeT BOAbLLYIO COLMANbHYIO
N MeAMLMHCKYIO 3HaUYMMOCTb. Mpu anunencum K nospexaa-
WM daKkTopam OTHOCATCA: ANUAENTOreHHOe NOoBpeXAeHue
HEPBHOM CUCTEMbI, YacTble MPUCTYMbl U AJIUTENbHbIN NpYem
AHTM3ANMNENTUYECKMX NEKAPCTBEHHbIX cpeacTs (A3M). OgHako,
KOMOpbUAHaA NaTonorna He BCeraa y4YMTbIBAeTCA B KAWHUYe-
CKOM KapTUHe.

Llenb paboTbl: PaccMoTpeTb Ha KAMHUYECKOM NpUMepe Ko-
MopbuaHble paccTpoiicTBa Npu GoKanbHOM 3NUAENCUm.

Matepwuanbl U meToabl: PaboTa ABASETCS YacTbo Hay4YHOro
nccnenoBaHna addeKTUBHbIX HapyLUeHUM Yy NauMeHTOB Hen-
poxupypruyeckoro npoduas, Kotopoe nposoautca ¢ 2019 r.
Ha 6ase oTaeneHua PyHKLMOHANbHON Helpoxupyprum Ne 2
PHXW vm. npod A. /1. NoneHoBa. PaccMOTpeH KAMHUYECKUI
C/lyyal, NpoBeAeH aHanu3 uctopumn 60ne3Hn, UHTEPBLIOMPO-
BaHue naumeHTa M. Mcnonb3oBaHbl WKanbl : focnuTanbHan
WwKana Tpesoru u Oenpeccun(HADS), wKana NeHepanmsosaH-
HOro TPeBOXHOro paccTpoiictea (ITP-7), wKana fenpeccuu
beka, wkana 6e3HagexHocTM beka, MoHpeanbckas LWKana
OLEHKM KOTHUTUBHbIX PyHKLMIA (MoCA).

Pesynbratbl: MaumenT M., 34 roga, rocNUTaNN3nMpPOBaH B
otaeneHme GpyHKUMOHANbHOMN Helpoxupypriun Ne 2 PHXU nm.

npod A. /1. MoneHoBa ¢ guarHo3om: CTpyKTypHas pokanbHan
anunencusa, NPaBoOCTOPOHHAA N06HaA, papMmaKopesncTeHTHas,
HEKOHTPO/IMpYyeMas- AN XMPYPrMyecKoro ne4yeHus, ¢ »anoba-
MW Ha FTMNepPMOTOpPHbIE MPUCTYMbI N0 2-4 pa3a B MecAL,, HOYbIO.

AHamHes 3abonesaHuA: MNepBblil NPUCTYN OTMEYEH B BO3-
pacTe 2 neT, Yyepes 2 AHA Moc/ie BaKUMHaUUKU: obMsaKaHue,
6nefHOCTb, NOTEPA CO3HaHUA. TeyeHMe 3aboneBaHMA Nporpe-
OneHTHoe (6osieH Ha nNpoTaxkeHun 32 neT), npuHumaet A3 ¢
2 neTHero Bo3pacTta. B Bo3pacte 7 neT pemuccua B TeYeHUMU
1 rona Ha ¢poHe npuema KapbamasenuHa. B Bo3spacTe 20 net
NPUCTYMbl NPUHANM HbIHEWHWI XapaKTep. B Bo3pacTe 16 net
Hayan npuvem Banbnpoesoi kKncaotbl 500 Mr 2 pasa B CYTKM.
Ha ¢oHe npuema npenaparta bblna oTmeyeHa H6osbluan npu-
6aBKa macchl Tena: 40 MOMeHTa npuvema Banbnpoarta naumeHT
Becun 90 Kr, 33 2 roga Habntoganack npubaBka maccbl Tena 30
Kr, Macca Tena K 18 rogam coctasmna 120 Kr. [Tocne oTmeHbl
npenapaTta macca Tena yaep)kmsaetca Ha 120 Kr B TeyeHwuun
nocnegHux 10 net. YuntbiBas Bo3pacT npubaBKM macchl Tena,
nposeaeHa gubdepeHunanbHas AMAarHOCTUKA C HOHOLWECKUM
rMNoTaflaMMYecKMM CUHAPOMOM: He Habnganocb nogbema
unop AL, 4to 6b110 Bbl XapaKTEPHO A1A NOCNEAHErO.

AHamHe3 }Xn3HU: Poauncs oT BTopoit bepeMeHHOCTH, Npo-
TeKaBLUel ¢ yrpo3oin Ha 7 mecaue Ha poHe aHEMUM, BTOPbIX
CPOYHbIX poaos, 6e3 ocnoxKHeHU. CemelHbI aHamHe3 He
oTAroweH. MHBanuz 2 rpynnbl, NOXU3HeHHo. PaboTaeT cneca-
pem, He KeHarT, AeTel HeT.

B KAMHMYECKOM KapTMHE OTMEYAETCA OXKUPEHMUE, CHU-
JKEHME KOTHUTUBHbBIX OYHKUMKI, Auchopuyeckne paccTpom-
cTBa. Mpu obcnenoBaHMM: MO rOCMUTANbHONM WKane TPeBorun
(9 6annos) n aenpeccum (8 6annos) BbiABAEHA CYOKANHUYE-
CKM BblpayKeHHasn TpeBora 1 genpeccus. MNokasatenu no wkane
[TP-7 (5 6annoB), TaK e CBUAETENbCTBYIOT O Ha/MYMUK yMme-
PEHHOrO TPEBOXKHOIO paccTpoincTsa. Mo pesynbTaTam LUKabl
penpeccun beka (23 6anna) u WwKanbl 6esHagexHocTn beka
(19 6annos), y nauneHTa MUMeEeTCs BbipaykeHHan Aenpeccus u
6e3HaaexxHocTb. Mo wkane MoCA (23 6anna) onpegensetca
CHUXEHWNE KOTHUTUBHbIX QYHKUMIA. MaLMeHT NPOXoaUT Npexu-
pypruyeckyto noAroToBKy. BbisiBneHa KomopbugHas natoso-
TUA: OXMpeHue, obycnosaeHHoe NoboYHbIM adpdekTom AIMM, a
TaK YK€ KOTHUTUBHbIE U SMOLIMOHA/IbHbIE HAPYLUEHUA.

BbiBoAbl: MauneHTbl € anuaencuen Npu 4ANTeNbHOM Teye-
HUK 3aboneBaHUA CTPaZAT KOMopbuaHoi natonoruei. Cne-
AyeT NJIaHMPOBaATb XMPypruyeckoe neveHne B bonee paHHue
CpOKM 3aboneBaHna ana NnpodUNaKTUKM KOMOPOUAHbBIX Hapy-
LUEHWNIA.

KopcaKoBCKUA CUHAPOM B UICXOAE 3HLedaAonaTUmn
l[ane-BepHuke

Epmunosa AHactacua HukonaesHa', CMupHoBa J11060Bb
AnekcaHgposHa?, LaxrunbgaH io6oeb AMmutpuesHaz,
CyntaHoBa PeruHa lLamunesHa?, Hukutckas AHacracus
CepreeBHa

'OreY « HMUWLIMH um. B.I. Cepbckozo», 2OTAQY BO PHUMY
um. H.U. Mupozosa MuH3dpasa Poccuu

HayuHble pykosoautenu: Coxosa ®atmma MyxamenosHa,
I'6Y3 MKB N2 4 um. MN.Bb. NHHYyWKNHA. CumbunpueBa AHHa
CepreesHa — K.m.H., PTAOY BO PHUMY um. H.WU. Muporosa
MwuH3apasa Poccum

My»umrHa, 57 net noctynun ¢ anobamu Ha HapyLleHus
NamATK, 3peHUs, BbIPaXKeHHyt cnaboctb. PaHee y ncuxua-
TPOB, HapKonoros He Habnwganca. MNocne cmepTM matepu B
2012 r. Ankoronusmposascs, bpocun paboty. Co cnos cocegkm
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COCTOsIHWE BNepBble N3MeHWUNOCh B HOsI6pe 2018 1., Koraa cTan
NPesbABAATb XKanobbl Ha HAPYLLUEHMA NAMATH, 3peHuUs, 0bLLyto
cnabocTb.

Mo [AaHHBIM MEAMUMHCKON [OKYMEHTauMM B sHBape
2019 r. HangeH AoMa, OTMEeYasICb reHepanM30oBaHHbIe Cyao-
pOru € NPUKYCOM R3blKa, TMMOTOHYC BEPXHUX U HUKHUX KOHEY-
HOCTElW CnpaBa, HapylweHWe peuyun. Bbla rocnUTann3MpoBaH,
nposegeHbl MPT, KT ronosHoro mo3sra: «MP-kapTuHa 6onee
BEPOATHA A1 TOKCMYECKOW 3HUedanonaTum, ¢ NPosBAEHNAMM
Mo Kope TeMEeHHbIX fosiei»; «KT-KapTMHa MHOTOYUCIEHHbIX
04YaroB COCYAMCTOrO reHesa Ha QoHe MNepuUBEHTPUKYNAPHO-
ro nerikoapeosa (43M). YMepeHHO BblparKeHHas cMellaHHan
3amecTuTenbHaa rugpouedanuna». YCTaHOBAEHbl AMArHO3bI:
«JHuedanonatma fane—BepHUKe», «KXpoHUYECKaa UWEMUA TO-
JIOBHOTO MO3ra C KOTHUTUBHbBIMUW 3KCTPANUPammnaHbIMU Hapy-
WweHUAMM». MOCKOIbKY NALMEHT yTPATU CNOCOBHOCTb K CaMo-
06CNYKMBAHUIO, NO CTabUAN3ALMM COCTOAHUSA BblN HanpaBaeH
B Na//IMaTUBHOE OTAE/NeHWe OAHON M3 6onbHuL, . MOCKBbI,
roe Haxogunca ¢ despans no mtonb 2019 r., ycTaHaBAMBAAUCH
AvarHosbl: «3Huedanonatus falie—BepHuWKe C BbIpaXKeHHbIM
MHECTUKO-UHTENINIEKTYa/IbHbIM CHUXEHWeM. McuxoopraHuye-
CKWUA CUHAPOM. INUCUHAPOMY.

B panbHerwem 6611 nepesegeH 8 MKB Ne 4 um. M.6. MaH-
HYWKWHA, TAe YCTaHaBAWBa/NUCb AMArHo3bl: «[emeHuusa B
CBA3W CO CMELLAHHbIMM 3ab0neBaHUAMM (NPENMYLLECTBEHHO
COCYZMCTO-TOKCMYECKOTO reHe3a) CO CTOMKUMMU 3HAYUTENbHO
BbIpaXeHHbIM MHECTUKO-UHTENNEKTYaIbHbIM CHUXKEHUEM, CO-
uManbHOM aesapanTtaumein», «Tokcuyeckasa aHuedanonaTms ¢
BbIPAYKEHHbIMM KOTHUTUBHbBIMU HApPYLUEHUAMM, TOKCUYECKas
NOJIMHEBPONATUA, MO3}KEUYKOBAsA aTaKcusA, HapyleHue QyHK-
LMK Ta30BbIX OpraHoB. CUMNTOMATUYECKAs IMUENCUSA C reHe-
pasiM30BaHHbIMWU NPUCTYMAMMY.

O6beKTMBHO Ha ceHTAbpb 2019 r.: Xanob He BbICKasbl-
BaeT. [onHOCTblO 06CNyKMBAETCA MEeULMHCKMM MepcoHa-
nom. OpuEHTUPOBAH B COBCTBEHHOW JIMMHOCTWU, OCO3HaEeT,
YTO HaxoguTcs B BOMbHULE, 3aTpPyAHAETCA Ha3BaTb Npoduab
cTauMoHapa. Bo BpemeHW Ae30pUMEeHTMPOBAH — HEe MOMKeT
Ha3BaTb TEKYLUyO AATy U rof, BPEMsA rofa HasblBaeT «1eToy.
YcTaHaBNMBAET 3pUTE/IbHBIM KOHTAKT. [010C TUXMI, MasoMo-
OynvpoBaHHbIN. Peub 3ameaneHHas no temny. B xoae 6eceapbl
AMCTaHUMIO C BPAYOM He cobntofaeT, JOMNYCKAeT HeymMecTHble
BbICKa3blBaHMA. AHAMHECTUYEeCKMe cBeaeHUA coobLaeT nyTa-
HO, COMBYMBO, BBUAY BbIPAKEHHOTO MHECTUKO-UHTENEKTY-
aNbHOTO CHUMKEHUA C TPYAOM OCMbIC/IAET BOMPOChI, TpebyeTcs
HEeOZHOKpPaTHOE VX NOBTOPEHWE, ynpoLLeHne GOPMYIUPOBOK.
3MOLMOHaNbHbIE PeaKLMM NabubHbl — TO HECKONBbKO BCTpe-
BOYKEH, pacTepsH, TO ynbibaeTcs, He BCeraa B COOTBETCTBUM C
KOHTEKcTOM b6ecenbl. PoH HacTpoeHua HeycTolums. Mbliwwne-
HWe ManonpoayKTnBHoe. Bonesbie NobyskaeHus rpybo cHU-
YKEHbl, Kpyr MHTEPECOB OrPaHUYeH OCHOBHbIX duU3nonoruye-
CKMX noTpebHocTen. OCTPOM NCUXOTUYECKON CMMMATOMATUKMU
He obHapyKuBaeT. ArpeccuBHbIX, CyULMAANbHBIX TEHAEHLMN
He npossaseT. KpUTnKa K cBoeMy cocTosiHMIo oTcyTcTyeT. OT-
MeyaeTcs cnabocTb KoHBepreHUun. KoopamHaTopHbie npobbl
BbINO/IHAET C AUCMeTpUeit. OYHKLMN Ta30BbIX OPraHOB HE KOH-
Tponupyer.

JleyeHune: mMeMaHTWH, KapbamasenuH, HULLEPTONH.

dnekTposHuedanorpaduma: TunuyHom anunentTMdopmHom
aKTUBHOCTU HeT.

CtepTble ¢dopmbl 3HUedanonatum lalie—BepHuKe 3Hauu-
Te/IbHO 3aTPYAHAIOT CBOEBPEMEHHYHO AMArHOCTUKY, YTO 3HAUYU-
Te/IbHO YBE/IMYMBAET PUCK MEPEXOa B XPOHUYECKYHO CTAaAMUI0
C HeobpaTUMbIMU CTPYKTYPHbIMU WM3MEHEHWAMM MO3TOBbIX
CTPYKTYpP ¥ HeM3bexHOM MHBANNMAN3ALLMM NALMEHTOB.
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MHoroAnkum cusapom Wapna

Tokapesa JluHaa leHHagbeBHa
®rAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu

HayuHble pykoBogutenu: Cobonesa BaneHtuHa Hukona-
€BHa — K.M.H., goueHT; KokopuH BaneHTnH AnekcaHapo-
BMY — K.M.H., goueHT. PrAOY BO PHUMY um. H.U. MNMuporosa
MwuH3gpasa Poccum

MaumeHTKa P., 56 net, xutenbHuua MocKsbl. JleTom
2016 roga Hayana 3amMeyaTb CyXOCTb C/AMBUCTBIX FNa3, KOXKMU
Mua, 3aTPYAHEHMA NPU TNOTaHUK TBEpAOW nNuwm. B gekabpe
2017 ropa BnepBble NOTPEBOXKUAN 6Ob MbILWL, MY, HE NeYn-
naco. B sHBape 2018 roga noABUAOCH OFpaHUYEHne ABUKEHUI
B MJIEYEBbIX, JIOKTEBbIX, 6O/Ib U NPUNYXNOCTb MEJIKUX CYCTaBOB
KMCTeMl, BblpaXKeHHasn CKOBAHHOCTb, MPM BCTaBaHMM BO3HMKaA-
Na 60/1b B LWWEMHOM, rpyaHOM OTAEeNaX NO3BOHOYHMKA. B mapTe
2018 roga npucoeanHuUance 6oam mblwl, begep, 6onb, Nnpu-
NyXa0CTb Ta306e4pEHHbIX U KONEHHbIX CYCTAaBOB, OAbILIKA NPK
nogbeme Ha 5 stax. C 26.03.2018 no 06.04.2018 Haxoaunaco
B 'BY «HMPL», nposogunacb tepanua HMNBC n F'KC ¢ nonoxu-
Te/IbHbIM 3PPEKTOM — yMeHbLWNANCL 60/, UCYe3/la CKOBaH-
HocTb cycTasoB. Jletom 2018 roga npucoeguHunacb 6onb,
NPUNYXA0CTb M CKOBAHHOCTb FOMIEHOCTOMHbIX CyCTaBOB, MO-
6negHeHve AWCTanbHbIX GanaHr nanbues KUcTel, 3 pasa na-
nana B 0bmopok. 20.08.2018 noctynuna B 10 xmpypruyeckoe
otaeneHune KB Ne 15 um. O.M.dunatosa A3M c cumntomamm
0CTporo *uBoTa. Mo pesynbtatam obcnefoBaHUIA XUpyprude-
CKMX MATo/IOrMiA He HalAeHo, OAHAKO Bpayu 3amnodo3puau y
naLMeHTKN cMcTeMHoe 3aboneBaHMe cOeaUHUTENbHOM TKaHK
1 nepesenu ee B 22 peBMaToONIOMMYECKOe OTAeNeHMe, rae bbina
HayaTa Tepanua UMmyHocynpeccaHTamu u FKC, c nonoxuteno-
HbIM 3ddekTom. MocTaBneH anarHos: HeguddepeHunpoBaH-
Hoe cucTemHoe 3aboneBaHue CoeAUHUTENbHOMN TKaHW.

MNMocTaHoOBKa NPaBMIbHOMO AMarHo3a 3aHsana Ao/roe Bpe-
ms. MNauneHTKa *anoBanacb Ha 601K, NPUNYXNOCTb, CKOBAH-
HOCTb ME/IKMX CYCTaBOB KuUCTel, 60K B IOKTEBbIX, NAEYEBbIX,
rONEeHOCTONHbIX CyCTaBax, 601M B NOACHUYHOM, FPYAHOM, Wel-
HOM OTAEeNax NO3BOHOYHMKA MEXAaHUYECKOTO TUMa, 06MOPOKH,
OAbILLKY NPU HE3HAYMUTENbHOM GM3MYECKOM HarpysKe, 3aTpya-
HeHWe rnoTtaHua. Mpu ocmoTpe BHMMAHWE MPUBAEKAU LMa-
HOTMYHOCTb MajbLEB KUCTel(cMHAPOM PeiiHo), ynaoTHeHue
KOXW PYK, YBEZIMYEHNE U CKOBAHHOCTb CYCTaBOB KUCTEW, Nyye-
3aMACTHbIX CYCTAaBOB, MONOXKUTENbHbIM CUMNTOM MOMNEPEYHOro
C¥KaTusA, KOHTPaKTypa [tontonTpeHa 6e3bIMAHHOrO NasbLa ne-
BOI PyKM, 60/1b B TONEHOCTOMHBIX CycTaBax. B aHanu3ax Kposu
— HU3KMe YpOoBHM 0bLero 6enka (60 r/n), Bbicokune yposHu AJTT
(40-52 Ea/n), W® (150 Ea/n), mouesnHbl (8-10 mkmonb/n),-
CO3 (16-32 mm/B), xonectepuHa (5,6-6,1 mmonb/n), C-PB (5,9-
32 mr/n). Ha MPT ronosHoro mo3sra (03.02.2019): ovarosbie
n3meHeHus(4-5 mm, BeposTHO rnos). 15.02.2019 roga npo-
BE/eHa OCTeOLEeHCUTOMETPUSA, BbISIBIEHO CHUXKEHMWE NMUKOBbIX,
BO3PACTHbIX NOKasaTesnel MUHEepasbHOM MAOTHOCTU KOCTHOM
TKaHW Welkn 6eapa(29%, 18%) 1 NOACHUYHOTO OTAENA NO3BO-
HOYHMKA(14%, 6%). 20.02.2019 roaa o6HapyKeHbl aHTUHYK/e-
apHbIv pakTop, UL-RNP( yacTtb cnnaicocomHon maPHK). Ha KT
opraHoB rpyaHoi knetkun(04.09.2018, 22.02.2019, 23.09.2019)
— WHTepCTULMA/bHbIE U3MEHEHUA B 3aaHe-6a3anbHbIX OTae-
N1lax NIerKMX, C NOJIOKUTENbHON AMHAMMUKON. Mo pesyabTaTtam
3rAC(23.09.2019): AMcCTanbHbIA KaTapanbHblA 330darut, He-
OO0CTAaTOYHOCTb Kapauu. lNoctasneH guarHo3 — CmelaHHoe
3abosieBaHMe COEAMHUTENIbHOM TKaHMU.

MocTaHOBKa AMarHO3a Bbi3bIBAET CIOKHOCTU AaKe y OnbIT-
HbIX CMeLuMasMcToB, MOCKO/IbKY 3aboneBaHue BCTpevaeTcs
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peako (1-4 cnyyas Ha 100000 HaceneHus), ee 3aTPyAHUTENbHO
anddepeHumpoBaTb OT 60ee pacnpoCcTPaHEHHbIX CUCTEMHbIX
3aboneBaHuin. [lnarHos cmellaHHoro 3aboseBaHnA coeamnHu-
TENbHOM TKaHU ABNAETCA AMArHO30M MUCKAYeHus. MporHos
6naronpuAaTHbIN, B 6ONbLIMHCTBE Cny4YyaeB 3abonesaHne nme-
eT NIérkoe TeyeHWe, HacTynaeT pemuccua. Pexke passusaetca
onpepeneHHoe 3abosneBaHne coeaMHUTENIbHOM TKaHU U Heob-
XOAMMO MCNONb30BaTb MHOFO/IETHIO MMMYHOCYMNPECCUBHYHO
Tepanuio.

MHoroAnkum Lupus nam Yto CKpbIBaETCS 30 CEPAEYHOM
HEeAOCTATOYHOCTbIO?

PoroxkkuHa Ennsaseta AneKkcaHApOBHA

®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHblie pykosogutenu: Opnos [eHuc Onerosud, KB Ne 24,
[»noesa Onbra HMKonaesHa — K.M.H., goueHTt, DTAQY BO
PHUMY vm. H.U. MNMuporosa

MNaumeHT M., 25 net cuntaet cebsa 6onbHbIM c deBpana
2019 ropa, Korga BrnepBble OTMETU NOABAEHME IPUTEMATO3-
HbIX BbICbIMAHWIA HA N6y C NOoC/NeAyOWUM PacnpPOCTPaHEHNEM
Ha KOXy HOCa W LWek, obpawanca K gepmatonory. bbin Bbl-
CTaBNEH AMArHO3 «HEYTOYHEeHHaa anfepruyeckas peaxkuma,
Ha3HaYeHO MeCTHOe MPOTUBOBOCNAIUTENBLHOE IEYEHME C MO-
NOXUTENbHBIM 3P PeKTOM.

B mae 2019 roga B CBA3M C NOABNEHUEM OTEKOB HUMKHUX
KOHEYHOCTEN W NNuA, OAbIWKM Npu GU3MYECKOM Harpyske
nauueHT Bbl1 roCnUTaNM3NPOBaH B KapAuoIornyeckoe otae-
NeHne obnactHon 6onbHULUbI. Mo aaHHbIM IXO-KI BbiABNEHA
AnnaTauma BCEX KaMep, Pe3Koe CHUMXKeHKUe rnobaibHOM CoKpa-
TUMOCTU. MNauneHTy sMIMPUYECKU Obln BbICTaBAEH AMArHO3
«OcTpbIi MMOKapauT». MNpoBogmnack Tepanma cepaeyHon He-
[0CTaTOYHOCTM 6e3 3HauUnUTeNbHOTo addeKTa.

28.08.2019 B cBA3M C HapacTaHWeM OTEYHOrO CUHAPOMA U
YCU/IEHMEM OAbILLKM NaLMEHT rocnnMTaIn3npoBaH B Kapamnosio-
rmyeckoe otgeneHme MOHUKN.

B nabopaTopHbIX aHanM3ax: aHemMua NEerkom CTeneHwu,
TpombouutoneHus (64x10%n), nosbilweHne bunupybuHa, ne-
YEHOYHbIX TPAaHCAMWHA3 40 AEBATM HOPM, CYTOYHAA NpoTeun-
Hypua 0 2,82 r 6e3 3HAYMMOTO CHUXKEHUSA CKOPOCTU Kybou-
Kool ¢unbtpaumumn (82 ma/mun/1,73 m2). Mo gaHHbim Y3U
OpraHoB OPOLWHON NOAOCTM renaTtocnaeHOMEeraauns u acumT.

Mo pe3synbtatam 3IXO-KI oTpuuaTenbHad AWHAMMKKa:
CHUXeHMe ¢pakuumn Bbibpoca Ao 12%, MO3aMYHO 30HbI Ha-
PYLUEHWA NOKA/SIbHOW COKPAaTUMOCTM, JIerOYHas ruMnepTeH-
315, YMEPEHHbI BbIMOTHON MEepPUKaApAMT, BbINOT B MpPaBoW
nnespanbHon nonoct. C LEeNblo YyTOYHEHUS TUONOTUU cep-
OEYHON HeLOCTaTOYHOCTU MauMeHTy 6bino BbinosHeHo MPT
cepAua. BocnanutenbHble, ovarosble pybLoBble U ¢UbOpPO3HbIE
M3MEHEHWA B MUOKapAe BbiABNEHbI He bbinn, MP-KapTuHa au-
NIATAUMOHHON KapAMOMMONaTUK.YunTbiBas Hecrneumbumyeckoe
nopaxeHue cepaua, KoXu, NoanMcepo3unT, renatocrnieHomera-
JIMI0 U HeDPUTUYECKUIA CUHAPOM BblNI0 3aM0A403PEHO CUCTEM-
Hoe 3aboneBaHue coeguHUTENbHOW TKaHW. MpoBeaeH CKpwu-
HUHT Hanbonee YacTo BCTPEYAIOLLMX HO300TMIN STOM rpynnbl:
CMCTEMHAs KpacHas BONYAHKA, CUCTEMHAA CKAepoaepmusa U
AepmaTtommosunT. pM MMMYHONOTMYECKOM WUCCNEeAO0BAHUN
6b11M 06HaPYKEHbI NMOBbILWEHHbIE TUTPbI AHTUTEN K Smith-aH-
TureHy (46,8 npu Hopme fo 25 EA/mn), K AByXCNMpanabHOM
OHK (46,7 npn Hopme o 20 ME/mn), aHTUHYKIeapHbIi dak-
Top Her2 (1: 1280).

Mo nToram obcnefo0BaHUA MaLMEHTY BbICTaBlIEH AMArHO3:
CrcTeMHas KpacHaA BOMYaHKa NOAOCTPOro TeYeHUA, BbICOKOM

AKTMBHOCTM C MOPAXKEHMEM KOXKM, NMOYEK, CEPALLA, MEYEHMU, No-
ZINCEPO3UTAMM, renaTocnaeHOMeraamen, remaToNorMyeckumm
N UMMYHOMIOTMYECKMMM HAPYLUEHUAMM.

C yyeTOM NO/IMOPraHHOrO MOPAXKEeHMA  BbINOJIHEHA
nynbc-Tepanua MeTuanpeaHnM3onoHom B gose 1250 mr, npo-
BeAEeHO 2 BBeAEHUs pUTyKcMMaba no 500 Mr ¢ MHTEpPBaioOM B
O4HY HeZento ¢ nocneayowmMm NepexoqomM Ha nepopasibHbii
npuem ropmoHoBs. Ha ¢oHe nNpoBoANMON Tepanum OTMEYEHO
yBenmyeHma ¢pakumm Bblbpoca NeBOro Kenyaouka ¢ 12% ao
39%, KOPPEeKUMA FreMaToNIOMMUYECKUX HapyLUEHUM, YMeHblue-
HUWe BbIPAYKEHHOCTM OTEYHOro CMHAPOMA, NCHE3HOBEHME MNPO-
TEWHYpUK. B yaoBAeTBOPUTENIBHOM COCTOSHUM MALLMEHT BbINU-
caH AoMOW nog, HabntogeHWe Bpaven NONNKANHUKK.

CucTeMHas KpacHas BOMYaHKa — MHOro/iMKoe 3abonieBa-
Hue. B 4aHHOM KAMHUYECKOM NpUMepe NPaKTUYECKM BCe Npo-
ABneHUs 3aboneBaHMA yKNa4blBaUCh B AMArHO3 cepaeyHasn
HefoCTaTouYHOCTb. OAHaKo 6iaronaps aHaMHe3y KOXKHbIX Bbl-
CbINAHUI U OTCYTCTBUIO CNeLMbUYECKOro NoparkeHna MMOKap-
03, KNMHULMCTbI CMOI/IN NOCTaBUTb BEPHbIN ANArHo3 u ctabu-
IN3UPOBATb COCTOAHME NaLMEHTa.

He AOBOAU AO AEKOMMEHCALUU MAU MHOXKECTBEHHbIE
OCAOXXHEHNS CAaXAPHOro AMa6eTa nepeoro TMnaA

BonkoBsa EkaTtepuHa UnbuHuuHa, NetpyHuHa Anna
AHBapoBHa, boyapoBa AHHa AHapeeBHa, Maromeaosa
MapguHa MaromepogHa, bapbiweBa Mapua AnekcaHgpoBHa
®rAOY BO PHUMY um. H.U. Mupoeosa MuH30pasa Poccuu

HayuHblie pykosogutenu: Jemunaosa TatbAHa KOnbeBHa —
A4.M.H., npodeccop; YwaHosa ®atnma OmapuesHa. N6Y3 Kb
mmeHu B.M. Aemunxosa [3M

Mpobnema caxapHoro anabeta 1 tmna(CA1l) B npaKkTunke
Bpaya ntobol cneumanbHocTM ByaeT akTyasbHa Bcerga, Tak
KaK Ba)KHO He TO/bKO NoAobpaTb KOPPEKTHYIO TepPanuio, HO U
n36eaTb rPO3HbIX OC/OKHEHWUIN AaHHOro 3aboneBaHuA. Hu-
KEMNPUBEAEHHbIA KIMHUYECKUIA MPUMEpP WANIOCTPUPYET, Ha-
CKO/IbKO AAPKO MOTYT NPOSBAATLCA 3T OCNOXKHEHUSA.

MaumeHTKa K. 32 net noctynuaa B sHAOKPUHONOTUYECKOE
oTAEeNeHMe Mo NoBoAY AEKOMMEHcaL MM YIeBOAHOro obmeHa.
CO1 B TeueHue 25 nert.

Mpw nocTynaeHun xanobbl Ha cnabocTb, HeCTabUAbHOCTb
TIMKEMWWN B TEYEHWE AHA, yYalleHHOe MOYeucrnycKaHue ma-
NbIMW NOPLMAMM, OTEKU NINLA, CMIMHDI, }KMBOTA U HUMKHUX KO-
HeuyHocTel, nosbliweHHoe Al (max 180/100 mm. pT. CT.), CHU-
KEHWE 3peHuns.

Monyyaet Tepanunio aHa0raMmn Ye0BEYECKOTO UHCY/INHA:
Nantyc 12E[, Anngpa nepen, OCHOBHbIMW NMpUEMaMM MULLM
(1XE: 2E[); nokasaTenu rMMKeMUKU HaTowak: 3-5 Mmonb/n, B
TeyeHne AHA A0 12 MMosb/A. INU304bl TMNOMMUKEMUN exe-
OHEBHO (YyTpOMm), KynupyeT /IerkoycBOAeMbIMU YI1eBOoAaMM.
PacnosHaBaHMWe rMNorIMKeMMKN HapyLleHo. B aHamHese 2 anu-
3043 TAXKENOW T’MNOT/IMKEMUU C NOTEPE CO3HAHMSA.

O6bektTnBHO: Poct 142 cm. Macca Tena 50 kr. A4
150/60 mm pr.cT. YCC 90 ya/MuH. MoueuncnyckaHue yyaleH-
Hoe, 6e3bonesHeHHoe. CyTouHbIl anype3 1500 mn. AHacapKa
(nnoTHbIe oTeKM Anua, nepegHelt 6PIOWHON CTEHKM, NOACHWY-
HO-KPEeCTLO0BOro 0TAeNa, HUMHUX KOHeYHocTel). TakTuabHas,
BMOpPALMOHHAA 1 TeMNepaTypHasa YyBCTBUTENbHOCTb CHUMKEHDI.

Mpu  KAMHUYECKO-UHCTPYMEHTA/IbHOM 06CNef0BaHUK:
ypoBeHb HbA — 10.1%; B KAMHWMYECKOM aHanM3e KpPOoBU:
HGB107 r/n; PLT 441 10° kn/n; CO3 68 mm/4ac; B 6/x aHanu-
3e KpoBwu: 06t 6enok 62r/n; anbbymuH 32 r/n; KpeaTUHUH
134 mmonb/n; moyesnHa 11,5 mmosnb/n; 06Lwmit xonectepumH
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7 mmonb/n; NIMHM 5.4 mmonb/n; B obwem aHannMse Mouu:
GLU 2.8 mmonb/n; PRO 6 r/n; LEU 25 B 1 mkn; BLD 1 mr/n;
MOYa MYTHafA; aHaM3 MOYM NO HUYENOpPeHKO: 3PUTPOLUTLI
2600 B 1 mn; umnmuapsl 300 B 1 m/1; CyTOYHAA NPOTENHYPUA:
3,9 r/cyT. KT rpyaHOM NONOCTU: ABYXCTOPOHHUIA TMAPOTOPAKC,
rmaponepukapa. Ha 3Kl npusHakm neperpysku nNesoro xe-
NYAOYKA, M3MEHEeHMA MWoKapAa B 06/1acTM Neperoposkm,
BEPXYLWKM, NnepesHeit 1 BOKOBOW CTEHKM IEBOTO KeNyaouKa,
BC/EACTBME CHUXEHWUA KOPOHAPHOro KPOBOTOKA. Y3U 6pioLu-
Hol nonoctn: anddysHble N3MEHEHUA NMAPEHXUMbI NeYeHn
W NOAXEeNyAo4YHOM Kenesbl, acumt. Y3U nouyek: guoddysHbie
M3MEHEHWS NAPEHXUMBI.

Mpu Y34l BblIABNEHO aTEPOCKAEPOTUYECKOE NOpaxKeHue
apTEPUM HUKHUX KOHEYHOCTEN. TaK »Ke BblfABAEHbI: ANnabeTn-
Yyeckad peTMHonaTuA, apTepuanbHas TMNePToOHMA 2 CTagaum,
3 CT, pUCK 4, MMHEpPanbHO-KOCTHble HapyweHua npu XbIM C3A:
runepdochatemMmns, oCTEONOPO3 JIy4EBOI KOCTU, OCTEONEHMUA
NPOKCMMaNbHOro otaena begpeHHoM KocTu, AnabeTnyeckas
nosMHeMponaTtus.

TAXKeCTb COCTOAHUA MALMEHTKN ONpeaenseTcs BblpaxKeH-
HOCTbIO OTEYHOTO CMHAPOMA (MOCTynuAa B aHacapke), Hedpo-
TUYECKOTo CUMHAPOM B pamMKax AuabeTuyeckoi HedponaTum
(XBMN C3aA3) c notepeit 6enka go 4-6 r/cyt. Ha ¢poHe nposo-
OMMON guypeTmnyeckor Tepanum (80-120 mr dypocemmaa)
OTEYHOCTb YMEHbLUMIACh, YTO CONPOBOXKAAETCA YAyYLIEHUEM
camouyBcTBMA 6onbHOM. [OCTUNKEHME LeneBbiX MOKasaTe-
Nnen rMUKeMun 3aTpyaHEHO M3-3a MPOABAEHWN aBTOHOMHOW
HenponaTuu. MpoBeseHa KOPPEKLMA CaxapOCHMKAtoLWen Te-
panuu, Ha ¢oHe Yero oTMeyYeHa TeHAEeHUMA K cTabuamnsaumm
rnokasaTtenem [NIMKEMWKN, CHUMKEHA 4acToTa UMOMMKEMUIA.
MpoBeaeHa Tepanusa npenapatamu Kenesa, nokasatenn Hb
yayywmnance. MaumeHTKa BbINUCbIBAETCA B YA40BNETBOPUTENb-
HOM COCTOAHWM, C yAyYlEHWEM, NOA HabaoaeHMe cneumanu-
CTOB MO MECTY XUTENbCTBA.

HeKkOHTpOoAUpYeMAs APTEPUAAbHAS TUMNEePTEH3Ud U
HePPOTUYECKUN CUHAPOM Y MALUEHTKU C €AUHCTBEH-
HOM NOYKOM

Araesa AHactacua UcmaunosHa', ipocnasues Makecum
Hukonaesuu', bopucoe EereHnii Hukonaesuy?

'®rAOY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu,
2MHOL MrY um. M.B. /lomoHocosa

HayuHble pykosogutenu: Menexos AnekcaHap Bcesonogo-
BMY — A.M.H., goueHT. ®rAOY BO PHUMY um. H.U. MNMuporosa
MwuH3gpasa Poccnn

MauneHtka A, 61 net. B 1993 r BbiABNAEHaA BPOXAEHHAA
aHOManuA — egUHCTBEHHas npasas nodka. C 57 net ctpagaer
TAMKENOoW apTepuanbHoi runepteHsmeit (Al), apdeKkT runoteH-
3MBHOW Tepanuu HenosiHbli, HeoA4HOKpPATHbIe rocnuTanansa-
MM NO NOBOAY HEKOHTpOAMpPyemoi AT,

Mpu rocnutanusaumm B mae 2019 BbisBaeH HedpoOTU-
YecKMin CUHAPOM C npoTeuHypuei ao 6 r/a, CK® 74,4 mn/
MWH. HecmoTpa Ha He0HXOAMMOCTb YCTAaHOB/IEHUS €ro npu-
YMHbI, YYUTbIBAA aniasvio NIeBOM MOYKWU, OT MpoBedeHuA
Hedpobuoncum pelweHo Bo3aepkaTbcA. Hayata Tepanua
npegHusonoHom 40 mr/cyt. MogudbuumposaHa aHTUrMnep-
TeH3MBHas Tepanua, 4ob6aBneH po3yBacTaTUH. [poTenHypua
CHM3MNACb, OTEKM yMeHbluMaucb, ALl cTabuamsmMpoBaHo B
ueneBom pguanasoHe. Mpu BbINUCKe: CYTOYHaAA MPOTEUHY-
pus 1,12 r/cyt. O6bwwmit 6enok 57,97 r/n, anbbymun 36,2 r/n,
obwmnin xonectepuH 4,9 mmonb/n, K 4,26 mmons/n, CKP
77,54 mn/muH.
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24.06.19 naumeHTKa NOBTOPHO rOCNUTANM3UPOBAHa C U-
NepTOHUYECKMM KPU3OM WM COXPaHAIOLLENCA NpOTEUHYPUEN.
CocToAHWe cpefHeln TAMeCTW, MACTO3HOCTb roneHen, Abixa-
HME XeCTKoe, TOHbl cepaua npuraywensl, YCC 70/muH, AL
160/95 mm pr.cT. MpotenHypusa 2 r/n. Obwmin 6enok 55,2 r/n,
K 4,35 mmonb/n, CK® 72,63 mn/muH. Ha Kl cuHycoBbIN
putm, YCC 67 ya/muH. HenonHaa 6n0Kada NpaBoil HOMKM
nyyka Mca. IxoKI: cknepoTUyeckme U3MeHeHUA KOpHA aop-
Tbl, Q0PTa/NIbHOrO U MUTPASIbHOFO KNanaHoB. He3HaunTenbHas
KOHLLeHTpUYecKan runepTpodpua nesoro xenyaoyvka. HesHauu-
Te/bHOEe paclWwupeHune ieBoro npeacepans. Hebonbloe kKonu-
YeCTBO KMAKOCTM B nepukapae. OTKpbITOe OBa/sibHOE OKHO 2
MM, NpakTnyeckn 6es cbpoca Kposu. Y3U: KnUcTa eguUHCTBEH-
HOW npaBoi noyku. K Tepanuu npegHu3onoHom pobasneH
HagponapuH Kanbuma 3800 ME B cyTku. Ha poHe npmema no-
3aptaHa 100 mr/cyt, 6uconponona 7,5 mr/cyt, HubeamnuHa
30 mr/cyT, mokcoHuamHa 0,4 mr/cyt, dypocemuga 20 mr/cyt
OTMEYaeTCsl YyMeHbLUEHUE OTEKOB, CHUMXKEHME NPOTEUHYPUN [0
0,3-0,5 r/n, ctabununszauma ALl Ha yposBHe 115-120/70-80 mm.
pT. CT. PeKoMeHA0BaHO NpofoKuTb Tepanuto TKC 1 Hagpo-
napuHom KanbumaA. KOHTpoab CyTOYHOM NpoTenmHypun n buo-
XMMUYECKOTO aHanun3a Kposwu vyepes 10-14 gHelt B N1aHOBOM
nopazKe nof KoHTponem Hedponora.

B ceHTAbpe 2019 noBTOpHO rocnuTanusMpoBaHa. IgM Kk
6eTa-2-rAnKonpotemHy 6,49 EA/MA, MONOMUTENbHbIA BOA-
YaHOUHbIN aHTUKoarynaHt, IgM K kapauonunuuy 7,14 ME/
M. Ana nopTeepxaeHUA aHTudochonMnuaHoro cMHApoma
HeobxoAMMO MOBTOPHOE MCCAef0BaHWE MapKepoB. YUWTbl-
Bas OTCYTCTBME MPU3HAKOB runepkoarynsauumn (¢ubpuHoreH
3,72, O-ommepsbl 0,27), HOpMasibHble 3Ha4YeHWUA remornobuHa
M TpombouuTtos, AobaBfeHa aueTUACANULMAOBAA KUCNOTA
100 mr. OocTturHyta pemuccua HedpOTMHECKOro CUHAPOMA
(coxpaHsetca npotenHypus go 0,48 r/cyT), LO3a NpeaHW30/0-
Ha NocTeneHHO CHUMXKEHa A0 5 mMr/cyT, pekomeHZoBaHa nocre-
neHHas nonHaa otmeHa. Ha ¢oHe npuema posysactaTtuHa 20
Mr/cyT 0bLwmnit xonectepuH 6,3 mmonb/n. PyHKUMA NoYeK He
HapyLweHa (KpeaTuHuH 65,7 mkmonb/n, CK® B npobe Pebepra
106 ma/muH). YuntbiBasa ctabunmsaumio AL v CKIOHHOCTb K M1-
nepypukemuu dpypocemuns, oTMEHEH.

Cnyyali 4eMOHCTPUpPYET COXKHOCTb BeAEHWA MaUMEeHTKU
¢ TAaxkenon Al n HeppOTUYECKMM CUHAPOMOM, MOopdonoruye-
CKUI cybCTpaT KOTOPOTro H6bl/1I0 HEBO3MOXKHO YCTAaHOBUTb U3-3a
BPOXAEHHON aHOMaNuu (eANHCTBEHHOM NoYKK). HasHayeHne
CTEPOMA0B, HW3KOMOJIEKYNIAPHOrO renapuvHa, MHOFOKOMMO-
HEHTHOM TMNOTEH3UBHOW Tepanuun NO3BOIUNO CHU3UTbL MoTe-
pto 6enKa 1 foCTUYb KOHTPOANS Hag, Al

Heo6blyHOg MaHUdecTaumns reHepPaAn3OBOHHOTO
CAPKOMAO3A B PE3YALTATE €ro ACCOLUALUUN C KOXXHbIM
BOCKYAUTOM

Hukutckaa AHactacua CepreesHa, CmupHoBa J1i060Bb
AnekcaHapoBHa, Po3zaHoBa Hagexkaa AnekcaHApOBHa,
Waxrunbpan /lio6osb AMmutpmuesHa, CaiikuHa AHHa
OnerosBHa

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu
HayuHbie pykosoautenu: NnbnHa EkatepuHa lOpbesHa, NbY3
KB Ne 4 3M. Cumbupuesa AHHa CepreeBHa — K.M.H. PTAQY
BO PHUMY um. H.N. NMuporosa MuH3sgpasa Poccun

MauneHTKa A., 49 net noctynuna B peBmMaTonornyeckoe
otaeneHune 8.10.19 c kanobamm Ha remopparvyeckme BbICbl-
MaHWA Ha KOXe rofleHei 1 npeanaeyunin, noasaaoLwmecs npu
xofbbe, a TakKe 6011 B MbILLILLAX HUKHUX KOHEYHOCTEN.



CEKLVIST «TERPATIAST

M3 aHamHe3a M3BECTHO, YTO reMopparnyeckme BbiCbinaHmaA
Ha rofieHAX, CIM3NCTOM pTa Bnepsble BO3HMKAN B 2017 r. nocne
nepeHecéHHoM NHEBMOHUM U BbiN PacLEeHeHb! KaK aniepru-
yeckas peakuus Ha aHTUbaKTepmanbHble npenapatbl. Og4HAKO
CbiMb HA FrOJIEHAX COXPaHANACb. B TeueHWe ABYX NeT B CBA3M C
NOCTOAHHO HEeCNOoKOALLMMM BbICbINMAHUAMM Ha KOXKe npeanse-
YN U roNeHel HeO4HOKpPaTHO obpallanacb 3a MeAULUHCKON
NOMOLLb — ANAFHO3 YTOYHEH He 6bia. Jletom 2019 r. nossu-
JINCb Kanobbl Ha BbIPAXKEHHYIO NMOTIMBOCTb B HOYHOE Bpems,
oHemeHue 1 nobnegHeHVe NanbLes, apTEPUA/IbHYIO TMMNOTEH-
310 U 0B6MOpPOKM Npu GU3MYECKOM Harpyske. AMbynaTopHO
OCMOTpEHA PEBMATO/IOTOM, BbICTaBNEH AMArHO3 remopparu-
YeCcKOoro BacKy/MTa, HasHayeHa Tepanua — HMNBC, aunupuaa-
Mon — KoTopas Bblia npepBaHa B CBA3M € 0bocTpeHnem xpo-
HUYEeCKOoro racTpmTa. Hactoswaa rocnMtanmsauma B N1aHOBOM
nopsake.

O6beKTMBHO NpW NOCTYMIEHUW: HA KOXKe ro/ieHel, npesa-
naeynint nonMmopdHan cbinb — NanynésHaa U MesKoToveyHas
remopparumyeckana 6e3 CKNOHHOCTU K CAUAHUIO, eAMHWUYHble
3/1eMeHTbl HEKPOTM3MpoBaHbl. Can3uncTble Ynctble. Manbnupy-
IOTCA YBE/IMYEHHbIE NOAMbBILLEYHbIE U NaxoBble MMPOyY3Nbl —
6e360/1€3HEHHbIe, He cnasHHble mexay coboi. AL 140/80 mm
pT. cT. MaToNI0rMKM CO CTOPOHBI AbIXaTe/IbHOM cUcTeMbl NpU du-
3uKanbHOM 06CcNej0BaHUM He BbIABIEHO.

OcmoTpeHa AepmaTonoroM, OCTaB/ieH AMarHo3 remoppa-
rMYecKoro BackynuTa. JlabopaTopHo — aHemMuA NErkon crene-
HK, nosbiweHne CO3, o0 NOBpeXKAEeHUN NoYeK CBUAETeNbCTBY-
10T rMnepas’oTemusa, MuKporemaTypusa, npoteuHypusa, CK®
no CKD-EPI 34 mn/mun/1,73 m2 (XBMN 36 no Knaccudpmkaumm
KDIGO). Mpu MMMyHOOMArHOCTUKE BbISIBIEHbl aHTUHYKe-
apHble aHTUTEeNa K SS-A n ueHTpomepam, cHuxeHne C3 n C4
KOMMOHEHTOB KomMniemeHTa. MapKépbl MHbEeKunn oTpuua-
TesbHble. CUcTeMHan cknepogepmus u 6onesHb LlerpeHa
WCK/TIOYEHbI M3-33 OTCYTCTBUA XapaKTEPHbIX KIMHUYECKUX NPO-
ABNEHWNI, 3aM0A03peHa CMCTEMHas KpacHas BolYaHKa. Ha KT
OpraHoOB IPYAHOMN KNETKWU: MHOMECTBEHHbIE Y3e/IKU B JIETKUX
(BHYTpUnérouHsle numdoysnbl?), BHyTpUrpyaHas numdase-
Homatna ¢ GopMMpPOBaHMEM KOHIIOMepaToB MMPOY3/0B.
[na MCKNoYeHUs onyxosnesBoro npotecca, 3abopa MOKPOTHI
BbINo/HEHa PUBPOBPOHXOCKONMA — 6e3 NaToNorMm, MMKobak-
Tepun He obHapyKeHbl. KoHcynbTMpoBaHa GTU3MATPOM AONA
UCKAoYeHus Tybepkynésa. B anddepeHumanbHo-AMarHoCTuH-
YECKUIN pag, TaKKe BKAYeHbl nmbonponndepatmBHble 3a-
6onesaHuA, napaHeonnactuyeckuii npouecc. Mpu Guoncun
NnaxoBoro MM@Ooy3na M KOXM NPaBoi roneHn obHapyKeHbl
ABNIEHUA NENKOLMTOKNACTUYECKOrO BAaCKyIUTa C CapKOUAHbI-
MW TPAHYIEMAMM, XPOHUYECKUIN MUO3UT.

Ha ocHoBaHuMUM PM-KapTuHbI M faHHbIX GUOMCUU BbICTAB/IEH
anarHos: feHepasiM30BaHHbIN CapKoOUA03 C NopaKeHUem nér-
Kux (Il peHTreHonoruyeckas cragus), IMMbaTUYECKUX Y3708,
KOXU. AKTUBHaA ¢asa, nporpeccupytolee TeyeHne. KoxKHbIM
BACKy/UT. [lopaxeHWe NOYEK Mo TUMYy XpPOHUYecKoro Tybyno-
WHTEPCTULMANBHOTO HedpuTa C CUMHAPOMOM apTepuasbHOM
rMnepTeH3uu.

Yale Bcero capkouzos NposABAAeTcs MopaxeHuem nér-
KUX, reHepasn3oBaHHble GOPMbl BCTPEYAKOTCA OTHOCUTEIbHO
peAaKo. Mo pasHbIM AaHHbIM, MOPaXKeHWe KOXKU Npu capKouao-
3e Habnogaetcs B 20-56% cnyyaes, O4HAKO Yalle BCEro oHO
npeacTaBneHo y310BaToOM 3pUTEMON.

[aHHbI KAMHUYECKUI cyYalh UHTEPECEeH Pa3BUTUEM He-
TUNWUYHOW AN1A CAapKOMA03a reMopparnyeckon cbinu B pesysb-
TaTe accoLMaLMM CapKOML03a C KOXKHbIM NEeMKOLMTOKNACTUYe-
CKMM BaCKY/IUTOM, YTO NPUBENO K 3aJEPKKE B YCTAaHOBNEHUN
AnarHosa.

Oco6eHHOCTU MPOTEKOHWUS ICUXNYECKUX PACCTPONCTB
C 6peAOBbIMU U FTAAAIOLMHOTOPHbLIMU NEPEXUBAHUSIMU
PEAUrMO3HOrO COAEPKAHNS (KAMHUYECKUI CAYUOI)

LbiraHoBa EkatepuHa mutpueBHa, AHTOHOBa AnéHa
AnekceeBHa, KnbikoBa Mapusa CepreeBHa

Bonalf MYy

HayuHbie pykoBoautenu: YépHaa Hatanba AnekcaHapOBHa.
BonrfrMy

Mcuxmyeckn HesgopoBble Noan ¢ 6oNe3HeHHbIMK nepe-
YKMBAHWAMM PEIMTMO3HOTO COAEPIKAHMUA BblN BO BCe Bpeme-
Ha. B Halwe BpemsA cTana NoABAATLCA BO3MOXKHOCTb M3B/EKaTb
MaTepurasibHYIO BbIrogdy, ynoBas Ha penurmosHble yoexaeHus
60nbHOro YesoBeka. MoLEeHHNUKaMM NponaraHAMpPYOTCA CBOU
ycnyru no n3baBneHunio oT BO3AENCTBMA CUA «TbMblI», NPUMe-
HAS Pa3nYHble 06pPAAbI U BHYLIAA NOAAM MbICU O TOM, YTO
TEMHbIE CU/Ibl BUHOBHBI B MX Heyaavax, bonesHsax, npobiemax
B cembe. CBoeBpeMeHHoe obpalleHne 3a KBaMOULMPOBaH-
HOM MCUXMATPUYECKON MOMOLLbIO NO3BONAET HE TONbKO YyY-
LWMTb KAYeCTBO KM3HWU NaLMeHTa, Ho 1 ybepeyb ero oT 3Hauu-
TeNbHbIX MaTepUanbHbIX TPAT 33 YCAYIM LWAapAaTaHOB.

MauneHTka 4. 25 net. B nocnepososom nepuoge crana oT-
MeyaTb CHUXKEHHOE HACTPOEHME, YPE3IMEPHYIO YTOMIAEMOCTb,
MI0OX0 cnajsa No Ho4YaMm, UCMbITbiBasia HEACHYIO TpeBory, bbina
cyetnnBa, 6oanack octaBaTbcA C pebeHKom ogHa. B aToT ne-
puoga ctana YpesMepHO PEIUTMO3HOM, MOCTOAHHO XOAuNa B
LLlePKOBb, NOCELLaNa BCe LEPKOBHbIE CY»KObI, BblyunBana Hau-
3yCTb MO/IUTBbI, CKyNnana B 6ONbLIOM KOMYECTBE KHUTU pPenn-
TMO3HOro cofeprkaHus. NpunbansnTenbHo Yepes Noaroaa cTana
CNbIWaTb «ros0ca» BHYTPU r0/I0Bbl, KOTOPble «NPUHAANEXKaNn
aABym cunam». O4HU «ronoca» NpUHagNeKanm «CcBetibim»- Un-
cycy XpuUCTy, CBATbIM, anoCTO/laM, Apyrue- «TeMHbIM- CUIAM
aga». MNo3xe cTana owylaTb KakK «TEMHbIE» BHEAPAIOT B ee
Teno «aeBouky Capy 5 ieT», KoTopas «3/1as, NIoXo ceba Beaer,
rOBOPUT, YTO HaAo M36aBUTLCA OT godepu». MepnoauyecKkm ro-
BOpuna ronocom «Capbl», CYMTaNa, YTO OHa PYKOBOAUT ee Aen-
CTBUAMM, MbICISIMM, MbITANACb 334YLWINTb pebeHKa, Ho BOBpems
OCTaHOBW/IACb M C 3TOTO AHA NepecTasia yXxaxKMBaTb 3a A0YEPbLO.
BbicKka3biBana ngen rpexoBHOCTN, BUHOBHOCTM, ¥a/10Basacb Ha
«YyXKMe MbICIN B FTONOBE, KOTOPble BKAAAbIBA/IMCb TEMHbBIMUY.
Cumntana cebsa «myyeHuueln». na obneryeHmsa cBOero coctos-
HUS YMTaNa MOJIUTBLI U U3HYpAna ceba dU3MYECKUMM ynpaK-
HEHWAMM, NOC/e Yero oTMevasia He3HaYMUTeNbHOe yaydlleHne
CBOEro cocCToAHUA. MpaKTUYecKM nepectana cnatb MO HoYaMm,
OTMEeYasiCA CHUMKEHHbIN anneTuT. B LepKBM No3HAKOMMUAACh C
N0AbMM, KOTOpble 06eLWanm «CHATb C Hee nopyy» 1 n3basuTb
OT «TEeMHbIX» 33 MaTepuanbHOe BO3HarpaxkgeHwe. [lna Toro,
YTObbI PACNNaTUTLCA «3a CHATME MOPYM» OTHEecna B nombaps
06pyyanbHOE KO/bLO, 30/10TYIO LeMOYKy, MbiTanacb NpoaaTtb
LETCKYH KOMACKY. bblna ocTaHOB/MEHa MyXeM, Korga OH 3ame-
TUN «NPUrOTOBEHUA K 06paay» (6onbHasA CKAaAbIBaNa INYHbIE
BELLM, a TaKXKe LieHHble NpegMeTbl B CYMKY). MyXK HacToan Ha
ocmoTpe neuxuatpom. flocne vero nauyeHTKa rocnuTannsm-
poBaHa B MCUXMATPUYECKUI CTauMoHap. B oTaeneHun obHa-
pyXXMBana ManoNpoAyKTMBHOE, MNapasorMyHoe MbileHME,
COoXpaHANacb raantoLMHATOPHO-NAPAHOMAHAA CMMNTOMaTMKa
PEeNnUrMo3HOro coaepKaHuna, akTMBHO BbICKa3blBasa UAEN BO3-
[ENCTBUA, YNPaBAEeHUA AENCTBUAMM, MbICASMU, TaKKe OOHa-
PYXMBaNUCb ABNEHUA MyTU3MA, HEraTuBn3ama. bbin BbicTaBneH
ovarHos: WusodpeHusa napaHoupaHas, AebioT, rastoumHa-
TOPHO-NAPaHOMAHbIN CUHAPOM, C KAaTaTOHUYECKMMU BKKOYE-
HUAMKU. Ha PpoHe NeyeHns TUNUYHBbIMW HeMponenTUKammn ncu-
XMYECKOe COCTOSIHME CTabuansmMpoBanacb, peayLMpoBanacb
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AKTUBHAA NCUXOTUYECKAA CUMNTOMATUKA. BbinncaHa B yaosnet-
BOPUTENIBHOM COCTOAHUN ,D,OMOVI B CONPOBOXAEHUN MYKa.

Oco6eHHOCTU TeyeHnst GoaesHU bexyeTta y MOAOAOM
MAUNEHTKU

KysbmuHa EkaTepuHa BnagumupoBHa, CeméHoB Butanuii
AnbbepToBuy

®rAQY BO PHUMY um. H.U. Nupozosa

HayuHble pykoBogutenu: Cobonesa BaneHTnHa Hukonaes-
Ha — K.M.H., goueHT; KokopuH BaneHTnH AnekcaHapoBmy —
K.M.H., goueHT. PTAOY BO PHUMY mnm. H.W. NMnporosa

MaumneHTKa C., 28 net. C 15-Tn net 6ecnokoaT andoysHbie
ronosHble 60au, ¢ 18-tm net — peumamsupyome adpTosHble
BbICbINAHWUA HA CIM3UCTOM POTOBOM NONOCTU. KOHCynbTUpPOBa-
/lacb CTOMATO/I0raMM, MECTHO MCMO/Ib30Bana aHTUCENTUKM. B
25 net, nocne TPeTbUX POAOB, COCTOAHUE YXYALINAOCH: A3BbI
POTOBOW NONOCTU CTANN MOCTOAHHBIMW, BO3HUKAU BONE3HEH-
Hble reHUTaNbHble A3Bbl, CONPOBOXAAOLWMECA NOBbILEHNEM
TemnepaTypbl. Moxyaena Ha 10 Kr, nossunack 6016 B 06/1acTh
KOMYMKa, y3/10BaTasd apuTeMa Ha KOHEYHOCTSIX.

B mae 2017 r. 6bla1a rocnnTanmM3MpoBaHa B rMHeKoNormye-
ckoe otaeneHue PKB r. MaxayKana, rae npoBoaunaacb aHTMOMo-
TUKOTEepanua, T.K. Nnpeanonaranacb MUHGEKLMOHHAA 3TUONOTUA
A3B. B aBrycte 2017 r. B CBA3M C OTCYTCTBMEM MONOXKMUTENBHOTO
addeKTa OT NeveHusn, a TakKe nossaeHnem 6oseit B KpymnHbIx
CyCTaBax M BbiNaZeHMEM BOJIOC Ha ro/ioBe, NalMeHTKa obpa-
TUNACb B NONUKAWHUKY . MOCKBa. M3-3a HannumA ronosBHbIX
6oneit n 6onen B CNMHe NaLMeHTKa bblia HanpaBaeHa Ha ro-
cnuTanmsaumio B otaeneHune Hesponornn MKHL, um. A.C. Jlo-
TMHOBA, rae 6bl10 3anoL03peHO cucTeMHoe 3aboneBaHue co-
eANHUTENIbHOW TKaHW C HEBPOJIOTMYECKMMM PACCTPOMCTBAMM
(6onesHb bexyeTa) U peKoMeH40BaHO reHeTUYeckoe obcneno-
BaHue. lNo pesynbratam: HLA-B51 «+».

11.10.17-24.10.17 — cTaumoHapHoe neyeHne B 22 pes-
matonormyeckom otaeneHmm Kb Ne 15 um. O.M. dunaTtosa.
O6cneposaHa, AHA, AT k 2HK, AHUA, A®C — oTpuuatensHo.
C yuéTom peumamnsmpytowero apTo3HOro CTomaTtuTa, A3B reHu-
TanuK, yanosaTol sputemol, apTpuTos, HLA -B51 «+» BbicTas-
NleH guarHo3 bonesHb bexyeta. Ha ¢poHe npoBoaumoli Tepa-
nuu (cony-meapon 500 mr Ne 3, metunpes 8 Mr/cyT, KONXULMH
1 mr/cyT) cocTosiHMe C MOOXWUTENIbHON AUHAMMKON: fA3Bbl,
apuTema perpeccuposanu. BoinucaHa c pekomeHaaumen no-
BTOPHOW rocnutanvsaumnm yepes 6 mecaues. C neta 2018 r.
yXyA4LlleHWe coCcToAHUA. TpeHTan, MesoKcukam 6e3 addekra.
B gekabpe camoCTOATE/NIbHO MPUHUMAaNa KOAXMumMH 1 mr/cyt
C KpaTKoBpeMeHHbiM 3¢ddeKkTom. B 3TOT nepuog naumeHTKa
OTMETMNA OLHOKPATHbIN 3MM304, YXYALWEHUS 3PEHMA /IEBbIM
rNasom, a TakKe Koawume 6oau B msote.19.02.19-04.03.19
rocnutanusmposaHa B NKb Ne 15 gna yTouHeHWA aKTMBHOCTU
3aboneBaHuA 1 neveHus. Mpu noctynneHun — kanobbl Ha 60-
JIe3HeHHble A3Bbl B POTOBOWM MOIOCTU, B 0BNACTU HAPYKHbIX
NoJIOBbIX OPraHOB M aHa/IbHOTO OTBEPCTUSA, 60U B MENKUX CY-
CTaBax KUCTeM, FONEHOCTOMHbIX CycTaBax, c1abocCTb.

Mpu ocmoTpe: cocToAaHMe TAXENoe, A3Bbl B 06/1aCTU BHY-
TPEeHHeW NOBEPXHOCTU WEK U TyH, yBennyeHne NoagmbILeYHbIX
M naxoBbix A/y, 60ONE3HEHHbIX NPV ManbnauMu, orpaHuye-
HUe OBUMKEHWIN B KOJIEHHbIX cycTaBax. Mo aaHHbIM nabopa-
TOPHbIX UCCNEA0BAHUIN: NPU3HAKM aHEMWUWU NIEFKOW CTEMEeHMU
Taxect, CO3 — 30 mm/yac. IIC: NOBEPXHOCTHbIN racTpwrT,
HeAOoCTaTOMHOCTb Kapauu. KonoHOCKONUA: NMpW3HaKM XPOHMU-
yeckoro Konmta. OCMOTP rMHEeKosora: Ha H6oMbLIOM NONOBOM
rybe — n3bA3BAEHHbI y4acTok. LLlelika MaTKK B 3epKanax He
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BM3yanunsmpyetca us-3a 6onesoro cmHapoma. Opranbmonor:
YyacTuyHasa atpoduma 3puTesbHOro Hepsa oboux rnas. Mpose-
OEHHOe NeyeHure: cony-meapos, KketonpodeH, GeHTaHun, um-
npodaoKcaumMH, MeTunpes, npenapaT Kenesa, oMenpasos,
aMUTPUNTUAUH. MecTHO: 06paboTKa A3B cAn3UcTon beTaau-
HOM, XxnoprekcuanHom. Ha ¢oHe npoBeaeHHOW Tepanuu co-
CTOAAHME NALMEHTKN YAYULINAOCD.

[aHHbIN KNMHUYECKUIA CNydall MHTepeceH Tem, YTo ayToMM-
MYHHbI CUCTEMHBIN BaCKY/IUT NPOABAACA HE CneLupuyeckn ¢
NoAPOCTKOBOrO BO3PACTa, B CBA3M C Yem BblIv TPYAHOCTU B MO-
CTAHOBKE AMarHosa. MauneHTKa 6bl1a KOHCY/IbTMPOBaHa MHO-
rOYMCAIEHHbIMM CNeuuanncTammn, OgHaKo, OKOHYaTE/IbHbIN Ana-
rHO3 yA4a10Cb YCTaHOBUTL /IMLLb NOC/E TOrO, KaK pa3BepHyaach
KAMHMYECKan KapTUHa, XapaKkTepHasa ana 6onesHn bexyeta.

OcCTpoe TeyeHne CUCTEMHON KPACHOWM BOAYAHKU U
Cencuc — CMepTeAbHbIN AY3T

Yupkos AnekcaHap Bnagumuposuy, laanmmosa Hatanbsa
BauyecnaBoBHa

®rAOY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu
HayuHble pykosoautenu: Jemumnaosa Hatanba AnekcaHgpo-

Ba — K.M.H. ®TAQY BO PHUMY um. H.U. Mnporosa MunH3gpasa
Poccun

MaumeHT B., 33 roga; B aAHBape 2019 r. BNepBble BO3HUK/IN
reHepasiM30BaHHble 3NuAenTUYecKMe NpUCTynbl. KoHcynbTu-
poBaH HeBposnorom, MPT ronoBHoro mosra — 6e3 natonoruu.
Mo paHHbIM 33T — o4yarosan anuMAenTUYecKaa akTUBHOCTb, Te-
panuAa He HasHavanacb. B KoHue utona 2019 r. BO3HMKANA 6onb
B MbILWLAX, CyXOW Kallenb, TMHIMBKUT, runeptepmus go 38,4°C.
Y3 OBl — ymepeHHaA renatocnieHOMeranua; ayrMeHTuH —
6e3 apdeKTa. B KOHLE aBrycrta rocnutanmsaumns B UHPEKLMNOH-
Hyto 60/IbHULLY B CBA3M C IMXOPALKOM, CUMNTOMAMM racTPO3IH-
TepuTa u o0be3BoxKMBaHMA. KnweyHble MHOEKLMM, BUPYCHblE
renatuTbl, BUY-uHbeKLMA UCKNIOYEHbI. BbifaBreHa ymepeH-
Has NaHuMTONeHuA. AHTUBMOTUKOTEPANUA B TEYEHWe 2 Hea.
OOHOKpaTHO B CBA3M C COXPaHEHWEM JIMXOPaLKW Ha3HayeH
npegHun30s0H 40 Mr € BbIpaXKeHHbIM yay4yweHuem. Nocne Bbl-
NMUCKW PeKOMeHA0BaHa KOHCYAbTaLMA peBmaTosiora. B Havane
OKTABPA — BHOBb 3MU30Abl INXOPALKM, KalleNb C MOKPOTOM,
anoneuus, peumams ruHreuTa, 6onb B XmsoTe, guapea. 10
OKTABPA — CNYTaHHOCTb CO3HAHWMA, rocnuTannsnposaH 8 OPUT
KB Ne 1.

Mpn ocmoTpe: cocToAHNe TAXKenoe, B CO3HaHWUW, Ae30pu-
€HTMPOBAH, 04YaroBOM WM MEHWHreasibHOW HEBPOOrMYECKoM
CUMNTOMATUKM HeT. KoXKHble NOKPOBbl 61egHble, Kanuanaput
NafloHew 1 CcTon, OTEKOB HET, NoAMbILEeYHble AMMbaTUYeCcKne
y3/bl yBeMYeHbl. [lbixaHue )ecTkoe, 0cnabaeHo B HUKHUX OT-
Aenax, Xxpunos HeT. TOHbI cepaua 3By4YHble, putmuyHble. YCC
95 ya. 8 muH., Al 110/58 mm prt.cT. *usot andoysHo 6ones-
HeHHbIV Npu nanbnauun. CTyn pasxkukeH, 4 p/a. B aHanusax
KpoBu — naHumtoneHuns, Na 103 mmonb/n, K 2 mmons/n, ANT
97 Ea/n, ACT 261 Ea/n, KOK 789 Ea/n, depputun 4320 Ea/n,
anbbymuH 13 r/n. B aHanu3e moun NpoTenHypus 2 r/n, sputpo-
umTbl 104 B n/3p. Mo gaHHbiM IIAC: NpU3HaAKKM remopparnye-
CKOro racTpuTta, 3po3mBHOro 3sodaruta, coctonaslueroca KKK.
MpoBogunacb KOMBUHMPOBAHHAA aHTUOaKTepuaabHas, remo-
CTaTUYeCcKan Tepanus, KOPPEKLMA SNEKTPOIUTHbBIX HAapyLLEHW,
avcnpoTtenHemum. inddepeHumanbHbI AMarHo3 NnpoBoAnCA
MeXay MHOEKUMOHHbIM 3HAOKAPAMTOM, CENCUCOM, TeMONn-
TUKO-YPEMUYECKUM CUHAPOMOM, OHKOremaTONOrMYeCKUMM U
CUCTEMHbIMU 3360/1€BaHUAMU COEAUHUTENbHOM TKaHWU. Mpwu
[o006cnefoBaHnn: NPOKanbUMTOHUH 0,7 Hr/MmA, + aHTUTeNa K
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B2-rnnkonpoTenHy, acAHK; nporpeccupytoLlas NaHUUTONEHMA.
Mpwn YM3xoKr: BeretTauumn B OCHOBAHMM CTBOPOK aOPTa/ibHOTO
KnanaHa, aoptanbHasa peryprutauma 2 ct. MCKT OBl ¢ KoHTpa-
CTMPOBaHWEM: BOCMA/IUTE/IbHbIE U3MEHEHUA B CTEHKE TOHKOM
KWULLKK, afeHOMa NpaBoro HagnoyeyHuka, acunt. MCKT OlK:
[ABYCTOPOHHUI MMAPOTOPAKC, ABYCTOPOHHAA MOJIMCErMeHTap-
Has NHeBMOHMA. B3ATbl nocesbl KpoBu. MpoBegeHa TpenaHo-
6u1oncua, oHKoremaTonorMyeckme 3aboneBaHnA UCKAYEHbI.

COBOKYMHOCTb K/NIMHUYECKMX MPOABNEHWUIA Y AAHHOrO na-
UMeHTa Hambonee BEPOATHO CBUAETE/NIbCTBOBANA 06 OCTpom
TEYEHUU CUCTEMHOM KpacHoM BonyaHKku (CKB), ocnoskHeHHoOM
nosicermeHTapHoOn NHeBMoHMeR, cencucom. K Tepanum 6bin
fobasneH npeaHusonoH. OfHAKO COCTOAHWE MPOrpeccMBHO
yXyawanocsb (aecatypauus, nepesog Ha UBJ1, rMnoToHus, onu-
ro-aHypua — nNpoBefeH remoauanus, NonbiTKa NpoBeAeHUA
9KMO), Ha 7 cyT. npebbiBaHMAa B OPUT — neTanbHbIli ncxoa. Mo
AaHHbIM NATO/IOr0AaHAaTOMMUYECKOTO MCCNeA0BaHUA: AMarHos
CKB noarsep)xaeH, HenocpeacTBEHHAA MNPUYMHA CMepTU —
[ABYCTOPOHHAA MHEBMOHMA.

HecBoeBpemeHHas gmarHoctnka octporo TedeHusa CKB ¢
pa3BUTMEM NOSIMOPraHHOW MaTONOTMK, MAHLUTONEHUW, Bblpa-
YKEHHbIX 6E€/1KOBO-3/1EKTPOITHBIX HAPYLIEHWU cnocobcTBOBa-
N1a TAXKE/I0MY TeYeHUIO0 MHOEKUMOHHbIX OCN0XKHeHW. Mpea-
CTaBNAEHHbIMA KAMHUYECKUIA CAyYal UNNOCTPUPYET CIOXKHOCTb
anarHoctvkn CKB npu atunuuyHom pebiote 3aboneBaHua u
TPYAHOCTM BeAeHWA AaHHbIX NauMeHToB Ha GoHe npucoeam-
HEHWA UHDEKLUN.

OcCTpbI KOPOHAPHbBIA CUHAPOM Y BUY-UHPULMPOBAH-
HOro nAauueHTa

Hypwmesa Jlyuza MaHcyposHa', Unbsacosa 3apuHa
AxTacoBHa?

'®r60Y BO «KaszaHckuli 20cydapcmeeHHbili MeduyUHCKUL
yHusepcumem» MuH30pasa Poccuu, 2TAY3 «[opodckas Kau-
Hu4eckas 6onbHuya No 7» 2. KazaHb

HayuHble pykoBogutenu: Kum 3ynbdpua PaputoBHa — K.M.H.,
aoueHT. ®rb0Y BO «KasaHCKUI rocyapCTBEHHbIV MeaULUH-
CKUI yHMBepcuTeT» MuHsapasa Poccun, TAY3 «lopoackan
KANHWYecKasa 6onbHuua Ne 7»

BUY-nHbeKLMA — meaneHHO nporpeccupytowiee 3abone-
BaHWe, BbI3bIBAEMOE BUPYCOM MMMyHoZedULMTa YenoBeKa,
XapaKTepuayloweecsa cneunduyeckum noparKeHnem MHOTUX
CUCTEM OpraHM3Ma, B TOM YMUC/e U CepAevyHO-COoCyaucTon. B
pekomeHaaumna EOK 2019 no gnarHOCTUKe U Ne4eHUo AUCau-
nngemuii neyeHme BUY senaetca daktopom, mognbuumpyto-
LM PUCK paTaNbHOTO KapamMoBacKyaapHOro cobbiTna. OCHOB-
HbIM KOMMOHEHTOM NeyeHus naumeHTos ¢ BUY-uHbekumeit
ABNSAETCA aHTUPEeTpoBMpyCcHana Tepanua (APT).

B HacTosllee BpemMsa onucaH c/eayroLlmnin noboyHbln 3¢-
bEKT HYKNe03nAHbIX MHIMBUTOPOB 0BPATHOM TPAHCKPMMTA3bl
Ha CepAeYHO-COCYAUCTYIO CUCTEMY: YBEMYEHNE YACTOTbl UH-
dapKkTa munokapga (MM). Puck passutua UM 6bin Hanbosb-
LWMM Y NALMEHTOB, Y KOTOPbIX TaKKe bblin 0bwenpusHaHHble
baKTOpbI pUCKa cepAeyHO-cocyamncTbix 3aboneBaHuit.

Mbl npoaHann3MpoBanuM wucTtopun 6onesHel nauueH-
TOB rOCNWUTA/IM3MPOBAHHbIX B KapAMO/OrMYeCcKUe oTaeNeHms
TAY3 «lopoacKkan KAnHUYeckasa 6onbHMua N2 7» r. KasaHb 3a
2018 rog v nepsoe nonyrogue 2019 ropa. Becero 3a ato Bpems
6bl10 rocnUTannsmMposBaHo 12 naupeHToB ¢ BUY-uHbekumel,
Bo3pacTtom ot 37 no 77 net n cpegHum Bospactom 50,33+11,67.
310 coctasuno 0,02% cpeay NauMeHToB C OCTPbIM KOPOHap-
HbIM cnHgpom (OKC) 3a 2019 rog, n 0,005% 3a 2018 roga,. B Ka-

YecTBe UAOCTPALLMM XOTUM MPUBECTU KNUHUYECKUI NpUmep:

MNaumeHT I, 43 roga, NOCTYNWUA C *Kanobamu Ha He3Hauu-
TenbHbI AnckomdopT B rpyau, obuyto cnabocTb. 3abonen
16 yacoB Hasag, Koraa NoABUIIUCH KIyune, MHTEHCUBHbIE 6011
B rPY4M, XO/OAHDBIN MOT.

AHamHes: BUY c 2000 roga, npuHumaet Peract 600 mr,
AmusupeH 300 mr, TeHoposmp 300 mr. Tybepkynes, BUPYCHble
renaTuTbl, CaxapHbli AMabet oTpuuaeT. NM3040B NOBbIWEH-
HOro JaBneHuA He BbiBaeT. HacneacTBeHHOCTb, anepronoru-
YeCKU 1 reMoTpaHCPY3NOHHbBIV aHaMHe3bl He OTATOLLEHbI.

JKTI: putm cuHycosbiit ¢ YCC 80 B muHyTy, 30C B HOpME,
anesauma cermeHta ST B V3-V6. TponoHWH | — nonoxurenb-
HbIN. Ix0-KI: runokmHesns MMM un Bepxywku /1K, nepegHei
cteHkn JIXK. CHuMKeHue cokpaTuTenbHol ¢yHKumm JIK (OB
38%). YNnnoTHeHMe aopTbl CTBOPOK J1XK. HesHauntenbHaa mu-
TpasibHaA W TpexcTBopyaTasa peryprutauma. YnbTpassykosas
ponnneporpadua bpaxvouedanbHbIX apTepuin U apTepui
HUKHUX KOHEYHOCTEMN: aTepOCKNEepPOTUYECKMX W3MEHEHUM
He BbiaBAeHO. KopoHapoaHruorpadua: cteon JIKA 6e3 remo-
ANHaMuyeckmnx cteHos3os, NMMMXKB — cTeHO3 NPOKCMManbHOro
cermeHTa o 85%; AW, OB, CB, OB, BTK, NMKA — 6e3 remoau-
HaMMWYeCKMX CTEHO30B; NPOBEAEHO CTEHTMPOBAHME MPOKCU-
ManbHoro cermeHTta NMMVIXKB. Y nauneHTa He 6bIN10 BbIABAEHO
06LenpuHATbLIX GaKTOPOB PUCKa PAa3BUTUA CEPAEYHO-COCYaM-
cTbix 3a6oneBaHuit (CC3), U Mbl CYUTAEM, YTO K MOPANKEHUIO
KOPOHapHbIX apTepuit npusenn BUY n npuem APT.

B cBA3n c yBennyeHnem 3abonesaemoctn BUY Heobxo-
AMMO MOHUMATb, YTO 3TO KaTeropua nL, Y KOTOPbIX Aake
B oTcyTcTBUM aKTOopoB pucka CC3, moxkeT pa3suTbcs OKC B
MOJIOA0M BO3pacTe. MamATyAa 0 TOM, YTO aHTUPETPOBUPYCHbIE
npenapaTtbl MeTaboNM3MPYHOTCA 4Yepe3 CUCTEMY LUTOXPOM
p450, BO m3beaHME KOHKYPEHTHOro MHrMbupoBaHUA M30-
depmeHTa, BbIGOp NpenapaTos ANA NeYeHUs cepae’HOo-cocy-
AMNCTON NaTONOTUW JONKEH ObiTb B NOMb3Y TEX CPEACTB, MeTa-
60/11M3M KOTOPbIX HE UCMO/Ib3YEeTCA 3TOW cUcTeMO. Hanpumep,
13 CTAaTMHOB CcneayeT OT4aBaTb NpeAnoYTeHMe NUTABACTaTUHY,
W3 CapTaHOB — Te/IMUCAPTaHY U T.A4. Takum obpasom, npwu ne-
YeHUn BUY-MHOUUMPOBaAHHOrO MaumMeHTa cienyeT NMOMHUTD,
4yTo cam daKT Hannuma BUY, a Takke nposeseHne APT moxeT
npuBecTu K passutuio CC3, n notpebyeT 6onee TWATeNIbHOTO
BeZEeHMA NaumeHTa u nogbopa Tepanuu.

OCTpbIN NEPUKAPAUT Y MALMEHTA C B-KAETOYHBIM XPO-
HUYECKUM AUMGPOLIMTAPHBIM AEAKO30M

KysHeuoBa Mapusa MuxaiinosHa

®rAOY BO PHUMY um. H.U. Mupoeosa

HayuHbie pykosoautenu: [Jxumnoesa Onbra HMKonaesHa —
K.M.H., goueHT, ®TAOY BO PHUMY mnm. H.U. Muporosa. Opnos
[eHunc Onerosuy, fopoackana KnnHmnyeckaa bonbHuua Ne 24
[enaptameHTa 3gpaBooxpaHeHua r. MOCKBbI

NauuenT C., 77 net noctynun B OPUT KB r. Mocksbl ¢ na-
pokcusmom dpubpunnaummn npeacepanii. 3 aHamHesa: bonee
15 net cTpafaeT rMnepToHMYeckon 6onesHbto. HapyweHus
putma cepaua c 2005 roga no tuny ubpunnauumn npeacep-
ounin. B nione 2019 r. sepudmLMpPOBaH ANArHO3: B-KneTouHbIN
XPOHUYECKUI TnmboLmTapHbIn nelikos. C 11.09 no 16.09.2019
nony4an neyeHue no cxeme R CVP Ne 1 (PuTykcumab, Linkno-
docdamma, BUHKpUCTUH, MpegHn3onoH). Mpu noctynieHnn B
CTaLMOHap OTMEYaeTCA aPUTMUYHOCTL TOHOB CEPALLA, B OCTa/lb-
HOM MO CUCTEMAM OPraHoB 63 OTKAOHEHUI OT HopMbI. Ha IKI
TpenetaHue npeacepauii, YCC 133 yaapa B MUHYTY, BO/IbTaXK-
Hble KpUTEPUU TMNEPTPODUM NEBOTO KENYA0UKA.
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B nabopaTopHbIx aHanusax: nevkouutbl 4,1x10°/n, re-
mornobun 102 r/n, obwmit 6enok 58 r/n, anbbymuH 28 r/n, ANT
58,7 EO/n, ACT 37,0 Ea/n, weneso 1,7 mkmons/n, CPB 164 r/n.
KNMHUYEeCKMX NpU3HAKOB BOCMa/ieHWs BbIABNEHO He 6bino,
nosbiweHne CPB MHTepNpeTMpoBaHO B pamMKax OHKOremaTo-
noruyeckoro 3abonesaHua. Ha ¢oHe npoBoaMmolr Tepanuu
BOCCTQHOB/IEH CUHYCOBbIN PUTM, MALMEHT NepeBeaeH B Kapau-
onoruyeckoe otaeneHuve. Mpu goobcneaoBaHnM MO AaHHBLIM
peHTreHorpaduu BbiABNeHa nuMbateHonaTna CpenocTeHus,
Ha axokapauorpadpum ot 14.10.2019 He3HauUTeNbHbIA TMAPO-
nepuKapa.

18.10.2019 nossununce 6onm B obnactm cepaua, nieye-
BbIX CYCTaBaX, BEPXHUX KOHEYHOCTAX 6e3 cBA3M ¢ pusmyeckom
HarpysKoMl, cTasa HapacTaTb cnabocTb, NoABUAACh OApILLIKA B
nokoe. TemnepaTypa Tesa He nosbilwanack. [py 06bEKTUBHOM
ocMmoTpe: HabyxaHue LWenHbIX BEH, BIaXKHbIE KOMKHble NMOKPO-
Bbl. B nerkmnx BesmKkynapHoe AbixaHue, XpUnbl He BbIC/yLINBa-
nvcb, YOA 24 B MUHYTY, caTypaumsa aTMochepHbIM BO34YXOM
92%. ToHbl cepaua rayxue, A 90/50 mm pT. cT., nynbe 117 yaa-
poB B MWH. Mpu nposeaeHun GoKycHoM axokapamorpadpum
OTMeYeHO HapacTaHWe XMUAKOCTU B MOAOCTU Nepukapaa ¢ npu-
3HaKamu TamnoHagbl. MaumeHT nepesegeH B8 OPUT ¢ uenbto
BbINOJIHEHMA NepuKapauoueHTesa. M3 nonoctm nepukapga
nonyyeHo 510 mn cepo3Horo coaep*knumoro. Mo gaHHbIM LuK-
TO/IOTMYECKOTO UCCNeA0BaHUA: PEaKTUBHO-BOCNAAUTENbHbIN
9KCCYAAT C HAaMUMEM efMHUYHbIX KNETOK Me30Tena u yme-
PEHHON HENTPOOUNbHOW peakuumein. ATUNUYHbIE KNETKM He
obHapyKeHbl. Mpu npoBeAeHUN MoceBa PocTa MWUKPOOpPra-
HU3MOB BbIABAEHO He 6bln10. Mocne nepuKkapauoLeHTesa co-
CTOSIHME MALMEHTa YNYy4YLIMAOCh, Kanobbl He NpeabABAA, re-
MOZMHaMUKa cTabunbHas. MNaumeHTy 6bi BbICTaBAEeH AMarHo3
OCTpbIl NepuKapamuT HeACHOM aTuonornn. HasHavyeHa nNpoTu-
BOBOCMannUTeNbHasA Tepanua nbynpodeHom 600 mr 3 pasa B
AeHb B TeyeHue 14 gHeir. Ha doHe Tepanumn oTmeyanocb CHU-
»eHue CPB o 34 r/n, npu KOHTPO/IbHOM 3X0oKapauorpadmm
BbINOT B NONOCTU NepUKapaa He peuuamBupoBan.

C uenblo yTOUHEHMA reHesa OCTPOro nepuKapauTa naum-
€HTy npoBefeH AMAarHOCTUYeCKMi MouUCK. bbina mckaroyeHa
Tyb6epKynesHas, baktepranbHan, SHAOKPUHONOTMYECKan Npu-
poaa nepukapauTa, B3ATbl rPynnbl aHTUTEN Ha 3aboneBaHus
COeAMHUTENIbHOM TKaHU, UCKIOYEH METACTaTUYECKUI reHes.

Haunbonee yactas npuynHa ocTpOro nepukapamTa y naum-
€HTa C OHKONIOrMYeckMm 3aboneBaHMeM B aHaMHe3e — MeTa-
CTaTUYecKoe nopakeHue nepukapaa. B gaHHOM KAMHMYecKom
C/lyyae y nauueHTa ¢ OHKOremMaTonornyeckum sabonesaHnem
Ha $OHEe MMMYHOCYNpPeccCMBHOW XMMMUOTEPaNuUW pasBuUICA
OCTPbIN NepUKapauT, BEPOATHO BUPYCHOW 3TMoNorMm, bnaro-
NPUATHO pPa3peLuMBLLMICA NOCae NPOBeAeHUA NepUKapamo-
LeHTe3a M NpOTUMBOBOCMANUTENbHOW Tepanuu. MosbiweHne
CPB npefwecTBOBasO Pa3BUTUIO BbINOTA B MONOCTU Nepu-
Kapga v CBUAETEeNbCTBOBANO O Hayasne 3aboneBaHuA, OAHaKO
6b1710 PacLEeHEHO BPaYaMU-KAMHULMCTaMM B MOJb3Y XPOHUYe-
CKoro iMmdonerikosa.

NapaHeonAacTUyecKkas apuTemMma KaK eAMUHCTBEHHOe
NMPOYBA€HUE OMYXOAU NeYEeHU

®dponosa EkatepuHa CepreesHa, PomueHKoBa [inaHa
CepreeBHa

®rAQY BO PHUMY um. H.U.Mupozosa MuH30pasa Poccuu

HayuHbie pykosogutenu: OanH AnekcaHap AnekcaHapo-
BWUY — K.M.H., goueHT. PTAOY BO PHUMY um. H.U.Muporosa
MwuH3gpasa Poccnn
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MaymeHTKa E., 83 roga. 25.08.19 noaBmanch »anobbl Ha
6011 B cnvHe M B 0bnactu rpygHoi Knetku. BoizesaHa CMIM,
60211 pacLeHEHbI KaK MPOABJIEHUA OCTEOXOHA P03, PEKOMEH-
OOBaHO: MUAOKA/AM, HelWpobuoH, KeToHan masb. 01.09.19.
ynana B 06MopoK. AMBynaTopHbIM Bpayom 3aduKcMpoBaHa
apTepuanbHaa runepreHsua ¢ umdpamu AL 170/100, Ha-
3HaYeHO fleyeHue: MEeHTOKCUOUNNMH, APKOKCUA, CEPMUOH,
¢usmoreHs npu AL 160/100 u sbiwe. 07.09.19 otmetunna
noasaeHue 3yAAallei CbiMW Ha CMUHe, Ha cneaylowmii AeHb
CbiNb PACNPOCTPAHMAACH HA BEPXHUE U HUXKHUE KOHEYHOCTU.
09.09.19 noctynuna B oTaeneHne anneprosiormn U MMMyHo-
norun Kb 24.

Mpn dusmMkanbHom obcnefoBaHUM: Ha KOXKe TY/0BULLA,
6enep M BEPXHUX KOHEYHOCTEN NONMMOPOHbIE 3PUMATO3HbIE
BbICbIMAHMUA C HEYETKMMU TPaHULAMW, UMetoLMe TEHAEHLMIO
K canaHuo. OTEKOB M NacTO3HOCTU HeT. BapMKO3HO paclumpeH-
Hble BEHbl HUXHUX KOHEYHOCTEN. JIMMbOyY3Nbl HE YBE/IMYEHDI.
KocTHO-mblIWweyHasn cuctema 6e3 BUAMMbIX U3MeHeHUN. [bixa-
HUe XKecTKoe, MpoBoAUTCA BO Bce oTaenbl. ObnacTb cepaua Bu-
3yasibHO He M3MeHeHa. ToHbl cepaLa NPUMyLWeHbl PUTMUYHBI.
MBOT 06bI4YHOM POpPMbI, MATKUI, 6e3601e3HEHHbIN, Y4aCTBY-
€T B aKTe AbixaHusA. MouewncnyckaHue csobogHoe, 6esbones-
HeHHoe.

YuuTblBaA OTCYTCTBME CEHCMOUAM3ALMU K aTOMUYECKUM
WHIaNAUMOHHBIM annepreHam, NeKapCcTBEHHON, BaKLMHab-
HOM, MULLLEBOM, MHCEKTHOW, NAaTEKCHOM WM KOHTAKTHO-meTan-
NIMYecKoM HenepeHOCMMOCTH, MOMWMAON BO3PacCT, C LEeNblo
YTOYHEHMWA NPUPOABI BbICbINAHUA NPoBeAeHa 6MONCUA KOXKMU.
BbifiBNeHbl Hecneunduyeckme MaMeHeHUs: cnabo BbipaxKeH-
Hbll aKaHTO3 M NapakepaTos. BHyTpUKAETOUHbIN OTEK anuaep-
Mmuca. OTEK BEPXHUX OTAENOB AepMbl, cnabo BbIPaXKEHHbIN
nepuBacKyNAPHbIN MHOUABTPAT U3 NUMPOUAHBIX KNETOYHbIX
3/1EMEHTOB C eAUHUYHBIMWU NNa3MaTUYECKUMU KNeTKamu, ae-
reHepaTUBHbIe U3MEHEHUA IHA0TENNA KanUNNAPOB.

O6cnenoBaHa C Le/iblo OHKOMOUCKa.

B KIMHMYECKOM aHanu3se Kposu: neikouuTos (21,5x10°/n),
aHemua cpegHeit crenenn Taxectn (HGB — 73 r/a, RBC
2,49x10°/n), TpombouunToneHnsa (110x10°/n), rpaHynoumTo3
(79,5%). B 6roxmmmnyeckom aHanu3e KpPoBM: FMNONpoTenHe-
musa (06wmin 6enok 41,0 r/n), runoansbymmHemus (26,0 r/n),
noBbllWeHre KpeaTuHWHa (187 mKmonb/n), CPB (22 mr/n),
MoyeBuHbl (43 mmonb/n). Koarynorpamma: ysenanyeHue
NpoTPOMOMHOBOrO BpemeHHu (33,6 cek), CHUXKeHWe NPoTPOM-
61HOBOrO MHAEKCA (34,2%), ysennyenme MHO (2,79).

Mpu Y3U BbisBneHa HeandpepeHLMpPOBaHHAA ONyX0/b ne-
yeHu (65x45 mm) c meTacTazamu B 3abptolLMHHbIE AMMOY3-
Nbl U NMMOY3/bl renaTo-AyoAeHaIbHOW CBA3KMU.

Mpyn pPeKTopoMaHOCKOMUU AMArHOCTMPOBAH NCeBAOMEM-
OpPaHO3HbIM KOMNT.

CocTtosHue pe3Ko yxyawmunocb 18.09.2019, Koraa Hapocaa
MHTOKCUKALLMA, YCUANACA COMOP, NOABUANCL 6011 B BpoLIHOM
nonoctu. NepesegeHa B8 OPUT. HecmoTpa Ha npoBogMmyto Te-
panuio (aMMKaLWH, BAHKOMULMH, METPOHUAA30/1, MOKCUPIOK-
cauuH, dpaKkcunapuH, nos3aptaH, amnoaunuH, buconponon,
MOKCOHUAMH, CMMPOHONAKTOH, dypocemuz, omenpasosn), co-
CTOAHWE MPOrPEeCcCMBHO YXYALIANOChb B BUAE HapacTaHUA WH-
TOKCUMKALUWUKM, acumTa, CHUXKEHMA YPOBHA CO3HaHMA. 29.09.19 B
01: 30 nauymeHTKa CKOHYanacb. Mpu BCKPbITUM NOATBEPKAEHA
B-knetouHas numdoma.

TakMm 06pa3om, BbiCbiMaHUA, 6E€30CHOBATE/NIbHO WMHTEpP-
NpeTMpoBaHHble KaK annepruyeckue, 6biiv efUHCTBEHHbIM
nposAB/ieHnemM HOBOOGPa3oBaHMA NeYeHU y Moxuaoin Gonb-
HOW.



CEKUWST «TEPATIASD

NMopaxkeHne rpyAHOro OTAeAA NO3BOHOYHUKA, BbI3BOH-
HOEe COYeTAHUEM TPEX 3060AeBAHMM

KysHeuoBa Mapusa MuxaiinosHa
®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pykosogutenu: /lannHa Bepa BanepbeBHa — K.M.H.,
poueHT. KanHuka «OpTocnanHy», ®rAOY BO PHUMY mm. H.W.
Muporosa

MNauneHT M., 67 net. boneH 16 neT, Ha4ano C UHTEHCUBHOM
ToYeuyHoW 6oan B MexaonaToyHol obaacTu cnesa (Ha yposHe
HUKHUWX TPUTTEPOB TpaneLuMeBMAHOM Mbllwubl). Boib mexaHu-
YecKoro pMTMa, No3uLMOHHasA, becnokouna NpeMmMyLLecTBeH-
HO B MONOXKEHUM Nexa. JnarHocTMpoBaH OCTEOXOHAPO3 NeYye-
Hue NIOK n O3T c yacTUYHbIM addeKkTOM.

3a nocnegHune 5 net 60K yCUAUAUCH, U3MEHUACA UX Xa-
paKTep M pacnpocTpaHeHMWE: U3HaYalbHO To4eyHan 6onb me-
XaHWYEeCKOro pUTMa OXBaTW/a BClO 061acTb rPyAHOro oTaena
NMO3BOHOYHUKA, @ B NocaeHue 2 rofa OTMeYeHO U3MEeHeHue
putMa 60M Ha BocnanuTenbHbI. MNosBMUNACE YTPEHHAA CKO-
BAHHOCTb B FpyAHOM OTAene B TeyeHWe 2-3 4acos, a TaKXkKe
OHEM nocne nepuofa MOKoA, pe3koe ycuneHue 6onu npu
Kawwe, ryboKoM BOOXE, OFPaHUYEHUE SKCKYPCUU TPYyAHOM
KNeTkn. B TeyeHne nocneaHero roga NOCTOAHHO MPUHUMMAET
TabneTupoBaHHbIN KetonpodeH. CO3 (29 mm/yac) n CPB (20,5
Mr/n) ymepeHHo nosbiweHbl, PO 1 HLA B27 oTpuuatesibHble.

Mpu ocmoTpe: crnaxkmMBaHWe GU3NONOTMYECKUX WUCKPU-
B/I€HUI NMO3BOHOYHUWKA, OrpaHUYEHNEe ABUMKEHUW B TPYAHOM,
OrpaHUYeHne 3KCKYPCUM TPYAHOMN KNETKM, NOBbILEHWE TOHYCca
napasepTebpasibHbIX MbILLL, C 06enX CTOPOH.

Ha MPT: nepeaHsas knuHosugHasa aedopmauma Th 7-8-9
B npeaenax 1-2 creneHun, GopMMUPOBAHME TPbI¥K MACCUBHbIX
LUmopns Ha ypoBHe, Th 7-8, Th 8-9 ¢ BorHyTol aedopmavmeit
YKa3aHHbIX N03BOHKOB A0 Il cTeneHn. HecMMMeTpUUHBbIN CUH-
aecmodut cnpasa mexagy Th 8-9. Mpu3HaKM aKTUBHOIO 3HTe-
3uTa (noBpexaeHne Romanus) Th 6-7, XpOHUYECKUI apTpPUT
pebepHO-N03BOHKOBLIX CYCTaBOB B CTaAnKM 06oCcTpeHus.

Mo 3aKNYEHUIO CMWHANBHOTO XWUpypra BbiAB/JEHHbIE
M3MeHeHUAa He o0b6bACHAAM 6oneBoit cMHApOM. CUCTEMHbIV
0CTEONOPO3 WUCKAOYEH MPU PeHTreHoAeHCUuTomeTpun, nabo-
paTopHOM obcnefoBaHUW. TaKkKe UCKAOYEHbl MHOXEeCTBEH-
Hasa muenoma, bpyuennes, MUHGEKLUMOHHBIN ANCUUT. BbiAcHEH
cemeliHbli aHaMHe3 KOXHOro rncopuasa.

YcTaHoBneH anarHo3: CepoHeraTMBHbIN CNOHAMI0aPTPUT,
HeanddepeHUMpPOoBaHHbIA (BO3MOMKHO, Ncopuatndeckmini bes
KOKHbIX MPOABAEHWIA): CNOHAUN0APTPUT rPYAHOrO OTAENa, ap-
TpuT pebepHO-NO3BOHKOBLIX CycTaBoB. MNepegHue KAMHOBUA-
Hble gedbopmaumm rpyaHbiX No3BoHKOB Th 7-8-9 HeyTOYHeH-
HoOM AaBHOCTU (KapTuHa 6onesHu LUeliepmaHa-May), rpbixu
LUmopns Th 7-8-9, mnodacumanbHblii TpaneunesuaHbi 6one-
BOW CMHAPOM.

PekomeHaoBaHo: HIMBIM, omenpason, cynbdacanasmH. Ha
boHe neveHna cocToAHME YAYULLNAOCD.

BoneBoW CMHAPOM YMEHbLIWACA, YTPEHHAA CKOBAaHHOCTb
cokpaTtunacb Ao 10 MUHYT.

[aHHbIi Npumep WMHTEpeceH codyeTaHWem Tpéx 3abone-
BaHWI pPas/IMYHOro natoreHesa (anudusapHoW Aaucnnasuu,
rpbixku LLIMOpAs 1 cnoHAMN0apTpuTa), NPOSABAEHUA KOTOPbIX
COCpefoTOUMINCh U NOCeA0BaTe/IbHO Pa3BMBaAINCL B OLHOM
M TOM e y4yacTKe rpyAHOro oTAaena no3BOHOYHWMKa. Cnyyai
LEeMOHCTpUpYeT cnoxHocTn anddamnarHosa 6oneit B cnuHe, a
TaKKe onpeaensioLyto posib KANHUYECKMX AaHHbIX, HECMOTPSA
Ha Ha/ZIMuYMe BbICKOTEXHO/IOMMYHbIX METOL0B UCCNeL0BAHUA.

MoyeyHas KoAnKka

baiimawes ApTyp LWamunbesuy, Aruwesa InbBupa
PuHatoBHa, CumoHoBa AHHa EBreHbeBHa

HayuoHaneHsIl uccnedosamensckuli Mopdosckuli [ocydap-
cmeeHHbIll YHusepcumem um. H. M. Ozapesa

MoyeyHan KOAMKA — CUHAPOM, BO3HUKAIOLWMI B pesynbra-
Te 3aKYNMOPKM MOYETOYHMKA M MPOABAAIOWMIACA BHE3ANHOW,
CUNbHOM, NPUCTYNoobpasHoit 60/1bio B 061aCTV NOYKN.

MauwnenT O., 20 net, noctynun B npuemHoe otgeneHue PKb
C *kanobamu Ha ymepeHHOe NoBblWeHME TemnepaTypbl Tena,
60/1bl0 B NOACHUYHOM obnacTu. Bblio nposegeHo Y3-uccnesno-
BaHWe, B pe3y/nbTaTe KOTOPOro 6bl1 0b6Hapy»KeH KOHKPEeMEHT
pasmepom 3 MM M pacLUMpPeHME MOYEBBIBOAALLNX NyTEN Bbille
Hero. MNMpu cbope aHamHe3a 6b1/10 BbISIBIEHO, YTO NALMEHT Ha-
XO4MTCA B NOCTOSHHOM CTPecce Ha NPOTAKEeHUN 5 f1eT, B CBA3M
C HanpsKeHHoW yyeboW, a TaKKe NpeabaBAseT Kanobbl Ha
npobsembl C CepPAEYHO-COCYAUCTON CUCTEMOWN U KeNyLou-
HO-KMULLEYHbIM TPAKTOM.

Mocne npeanoKeHHOro npoBefeHua AanbHewero ob6-
CNefoBaHUA U rocnUTanmn3aumm 6ol NosyyYeH oTkas. bbino pe-
KOMEHAO0BaHO NpumeHeHWe npenapatoB «Mb6ynpodeH» B Ka-
YecTBe CHUXKeHuA bonesoro cMHapoma u «Ho-Lna» ¢ uensto
CHATUA CNasma rMagKMX MbiLL, A1A YAYYLWEHNA NPOXOXKAEHNA
KOHKpeMeHTa.

UccneposaHuA, nposeaeHHble B CLUA, noka3sbiBaloT, 4TO
04V, KOTOpble YacTo MOABEPrakTcA CTPECCOBbIM BAUAHUAM
B 3 pasa yvalle obpaLLatoTca ¢ CUHAPOMOM MOYEUYHOW KOMUKM.
CTpecc NpuBOAMT K cepbe3HbIM Npobaemam He TONbKO moue-
NMoO/IOBOM CUCTEMbI, HO U K Npobiemam BCex OCTafbHbIX Op-
raHoB 1 cuctem. Mostomy Bo M3beKaHME MHOFMX NATONOTUMA,
HeobxoaMMo NPoBoAUTL 60/bLLE BPEMEHM HA CBEXEM BO3AY-
Xe, Yale BUAETbCA C POAHbIMU U BU3KMMMU, A TaKkKe bosblie
OTAbIXaTb, TO €CTb MPOBOAUTL NPODUNAKTUKY CTpecca.

MNcopuatnyecknin NOAMAPTPUT. TPYAHOCTU AUATHOCTU-
KU N A€YEHMS.

Anues Omutpuit AnekcaHapoBuy
OrAQY BO PHUMY um. H.W. Mupozosa

HayuHbie pykosoautenu: Ceposa EneHa HukonaesHa —
K.M.H., goueHT, ®TAOY BO PHUMY mnm. H.U. NMunporosa

McopuaTtnyeckunit aptput (McA) — XpoHMYeckoe BoCNanu-
TenbHoe 3aboneBaHWe, XapaKTepusyloweeca Haauumem ge-
CTPYKTUBHOrO apTpuTa, SHTE3UTa, AAKTUIMTA, CAaKpPOUAWUWUTA,
CNOHAMNOAPTPUTA Y BONbHBIX MCOPMA3OM M CONPOBOXKAAOLLE-
eca PAAOM CUCTEMHbIX NPOABAEHWUI. [TONMMOPPHOCTb KANHK-
Yeckux npossaeHuii MNcA cosgaeT TpyaHocTU guddepeHumnans-
HOW AMArHOCTMKM C APYTMMU CUCTEMHbIMM 3a60/1€BaHUAMMU, B
YaCTHOCTU, C CUCTEMHOW KpacHoW BoYaHKol (CKB).

MauwneHTKa E., 65 net, obpatunack ¢ }kanobamu Ha 601m B
MEJIKUX CycTaBax CTOM, MNJeYyeBbiX cycTaBax, 6011 B MOACHWNY-
HOM OTZEeNe NO3BOHOYHMKA Npu GU3nYeckol Harpyske. B 2008
rofly oTMeyaancb NCopuaTMYecKne BbICbINaHMA Ha NALOHAX U
nofoLwBax, ganee obocTpeHnit He Habatoganock. B 2009 roay
nossuaack ymepeHHas 60/1b 1 NpUNyxa0CcTb B 061aCTU MENKUX
CYyCTaBOB KMCTEW NPEeNMYyLLLECTBEHHO B HOYHOE BPeMs.

B 2017 r. BO306HOBUANCL BOMN MUTPUPYIOLLETO XapaK-
Tepa B Nae4YeBblX, TOKTEBbIX, Iy4€3aNACTHbIX CyCcTaBax, OTéY-
HOCTb ManbLeB KucTel. OTMeYanncb Nnepuogmyeckme noabe-
Mbl TemnepaTtypbl Tena o 40° C, o3Hob. He ob6cnepoBanaco,
neymnnacb camocToAaTenbHO, NnpuHumana HIMBI ¢ HenonHbIM
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adpdekTom. B ntoHe 2018 roga 6blna rocnUTannsnposBaHa B
oTaeneHne pesmatonorun KB. lMposognnacb aHTMOMOTHU-
KoTepanua 6e3 sddeKkTa. B cTaumoHape AMarHOCTMPOBaHa
6poHXMaNbHaA acTma CMellaHHoW dopmbl, smdu3ema ner-
KMX, MHEBMOCK/1EPO3.

Mpn obcnegoBaHnn: Ha Y3U — KMAKOCTb B N1€BOM
naespanbHOM NONOCTU; aHann3 Kposu — AH® nonoxutensHo,
anti-Centromere B 1,8. P®, ALULM, AT k AHK, AT k MO, AT K
Mp-3, AT K 6a3anbHO MembpaHe KNyboUYKoB — OTPULATENbHO.
OunarHoctnpoBaHa CKB ¢ nopakeHuem Nerkmx, ceposHbix 060-
noyek (nnespwut), dhasa ctuxaHuA. BbiNO Ha3HaAYeHO fleyeHune
MeTUNNPeaHN3010HOM 4 Mr 6 TabNeTOK € MOCTeNeHHbIM CHU-
eHuem ao3bl, MobetTnnom mukodpeHonatom 1000 mr B CyTKM
C nepeBoAOM Ha azaTnonpuH 50 mr B cyTkuM, ganee 100 mr. Bbl-
paXeHHOCTb CYCTaBHOIO CMHAPOMA YMEHbLUMAACb, HOPMAK-
30Basiacb Temnepatypa Tena. Ha ¢poHe neveHnsa otmevanocb
NOAB/IEHNE OXUPEHUA MO BEpPXHEMY TUMY, OKPYrIeHne anua,
NOABUNUCH CTPUM HA XKuMBOTe. Tak e B utoHe 2018 r. rocnuta-
nmsmnposanack ¢ nogospeHnem Ha OKC, 04.09.18 r. B niaHo-
BOM nopsaaKe BbinosHeHa KAl. Habntogaetca y Kapguonora ¢
aunarHosom UBC. NMUKC (ONM, 2018 r).

B HoA6pe 2018 r. NOBTOPHO rocnuTaAn3npoBaHa B peBma-
TONIOrMYECKOoe oTAe/IeHMeE C }Kanobamu Ha cnabocTb, GbiCTpyto
YyTOMAAEMOCTb, 601 B MbILILLAX BEPXHErO Ne4eBOro nosca,
06lLLy0 CKOBAHHOCTb B TEYEHWE BCEro AHA, OTEKU HUMKHUX
KOHeyHocTel, 6011 B nneyeBblx cycTaBax, 60au B rpygHOM u
NOACHUYHOM OTAeNax MO3BOHOYHMKA C MppaaunaLlmen no 3ag-
Hell noBepxHocTH benep, ycunusatolwmecs npu dbusnyeckon
Harpy3ske. Y6C 2, YMC 3 (PsARC).

B aHanuse kposu: CO3 10 mm/u, CPE 6,17 mr/n; PO,
ALLMN, AH®, AT Kk AHK — oTtpuuatenbHo. C3, C4-KOMMNOHEH-
Tbl KOMNAMMEHTa B Hopme. Ha Y3U gaHHbIX 33 cepo3uTbl He
nonyyeHo. Anaoneumu, NJioxon NnepeHoCMMOCTU MHCONALUN,
doTopepmaTnTa, A3BOYEK BO PTYy He OTmeyanocb. Ha ocHo-
BaHuU Kputepunes CASPAR anarHoctTMpoBaH NcopuaTuyeckunia
CNOHAMN0APTPUT, MONUAPTPUT (HaNuMuMe MNoAMapTpUTa Ha
MOMEHT OCMOTpa, NCopuas B aHamMmHese, oTpULaTebHbIn P,
JAKTUAUT B aHamHese). [uarHo3 CKB 6bin nepecmoTpeH B
nonb3y McA. UHnumnposaHa Tepanua meToTpekcatom 15 mr
B Hefe/Nto, OTMeHa a3aTUOMNPMHA U MOCTENEHHOE CHUMXeHne
meTunnpeagHunsonoHa. Ha poHe neyeHma oTmeyanoch 3Hauu-
TeNlbHOE YMeHbLUEeHME BblPaXKEHHOCTU CYCTaBHOIO CUHAPO-
Mma.

TakMm 06pasom, AaHHbIN KAMHUYECKUIA CAyYalh LEeMOH-
CTpUpyeT TpyaHOCTM andbdepeHunanbHoW AmMarHoCTukm MNcA
¢ CKB y nonvmmop6buaHoro naumeHTa. Passutme ocnoKHeHUM
TpebyeT TwaTenbHOro nogbopa Tepanun U MyabTUANCUUNIN-
HAapPHOro NOAX0AA K NeYEHUIO.

Peakasi npMYnHA AOMOGOULLIMAATAN Y NALUEHTKN MOAO-
AOro Bo3pacra

Mapann AHHa AnekcaHapoBHa, laammosa Hatanba
BauecnaBosHa

®rAOY BO PHUMY um H.N. Mupozosa

HayuHble pykosoautenu: MNpasatok Hatanba MpuropbeBHa —
K.M.H., goueHT; Jemnaosa Hatanba AnekcaHApOBHA — K.M.H.
®rAQOY BO PHUMY um. H.WU. Muporosa

Bonb B cnuHe (BC) 3aHMMmaeT 3 mecTo No YuCay Clyyaes
BPEMEHHOI HEeTPYA0CNOCOBHOCTM HaceseHNA. YUnTbiBas MHO-
roobpasune stTmonornyecknx daktopos 60s€BOro CMHAPOMA,
CBOEBPEMEHHas AMarHoCTUKa MpUYMHbI, 0COBEHHO, Yy nauu-
€HTOB TpyAoCcnocobHOro Bo3pacra ABAAETCA aKTya/lbHOM Npo-

o0

6nemoit. TwaTtenbHbli cbOp aHamHesa, obLiecomaTUyecKui
OCMOTP U 06cnepoBaHMe 60NbHOTO ¢ NtoMmbouLLManrnen He-
06X04MMbI AN UCK/TIOYEHUA BTOPUYHOTO xapakTepa bC.

MaumeHTKa XK, 36 net, obpaTnnack Ha Kadenpy pakynbTeT-
CKOW Tepanuu um. akaa. A.U. Hecteposa c kanobamu Ha 60/1b
HOMOLLLEro XapakTepa YMepeHHOW WHTEHCMBHOCTM B Arogumu-
HoM obnactn cnesa c Mppaguaumelt no 3agHen NOBEPXHOCTU
HOMN [0 KOJIEHHOTO cycTaBa, 6e3 YeTKoM CBA3KN ¢ GU3MYECKOoM
Harpy3Kom, yCUMBAIOLLYOCA B NepBon dpase MeHCTPyanbHOro
LMK, CONPOBOXKAAIOLLENCA YTPEHHEN CKOBAHHOCTbIO.

BblweyKasaHHble Kanobbl — 6onee roga, npu ambynatop-
HOM obcniegoBaHUKM BbinonHeHo MPT KocTeli Tasa. BbiaBaeH
NPaBOCTOPOHHMI CaKPOUAUUT, B CBA3M C YEM 3aMNOL03PEH AN-
arHo3 «crnoHaunoapTput». CeMeHOro aHaMHesa ncopuasa,
CNOHAWMN0APTPUTA, YBEWTA, BOCMANUTENbHbIX 3aboneBaHui
KuweyHuKa HeT. B 2010 r. ectectBeHHble poabl, B 2013 r. BHe-
MaTouYHaA bGepeMeHHOCTb, onepaTMBHOE sevyeHune. Tepanusa
HMBM, mMuopenakcaHTamu, napaBepTebpasbHOe BBeAeHME
IIIOKOKOPTUKONAOB — C BPEMEHHbIM HE3HaYUTENbHbIM MO/0-
KUTENbHbIM 3P PEKTOM.

Mpn ocmoTpe — BbipaxeHHaa H6oNe3HEeHHOCTb NpU Masb-
nauuun NeBoi AaroanyHon obnactu, 6o1b Npu potauusax beapa
cneBa. Cuna MbllWL, B KOHEYHOCTAX AOCTAaTOYHAsA, KO/MEHHble
pednekcbl paBHOMEpPHbIE, KMBble, axunioB pednekc cnesa
CHUXKEH, CnpaBa OXMB/eH. Jlerkas runectesums no cermeHTap-
HOMY TUMY Ha ypOoBHe aepmaTtoma L4-S1.

Mpwn nabopatopHom obcnesosaHun: CO3, CPB Hopma,
HLA-B27 oTpuuaTenbHbIN.

Mo AaHHbIM peHTreHorpadum NOACHNUYHOIO OTAeNa NO3BO-
HOYHWKA: He3apalleHue ayxKekK S4-S5, npusHakm octeoapTposa
¢daceTouHbIX cycTaBoB L4-S1, aHTenucres L3-L4 co cmelleHmem
npu crmbaHmmn. Mo gaHHbIM MPT NOACHUYHO-KPECTLLOBOFO OT-
Aena NO3BOHOYHMKA: NPU3HAKOB HEBPA/IbHOM KOMMpeccuu Ha
ypoBHe L4-S1 cermeHTOB He BbIABAEHO.

Mpn Y3U cegannHoOro HepBa Ha ypOBHE Bbixoga M3 Mo-
JIOCTM Ta3a NepUHEeBPasIbHO K CeAa/INLLHOMY HEPBY NPUNEKUT
06BbEMHOE rMNo3axoreHHoe obpasoBaHMe C MPMU3HAKAMK Nepu-
dbepuryeckon BacKynspm3aLMmM ¢ YETKMMWU POBHbIMU KOHTYpa-
mun 2,6x1,6x1,1 cm.

MPT cepanviiHbiXx HEPBOB: NepuHeBpasbHOe 0b6pa3oBa-
Hue B 06/1aCTU Mepexona /IeBOro KPecTLOBOro CrjieTeHus B
cefanniHbIA Heps (aHaomeTpunos/dubponnnoma/nocTbUHbL-
eKLMOHHble M3MeHeHuA?). MP-KapTUHa HeBponaTUKW cefa-
JINLWHOrO HepBa, OTEK 3anMpaTe/ibHON MbILLLLbI.

[Ona yTouHeHna amarHosa BbinonHeHo MPT manoro Tasa
C KOHTPaCTMPOBAHUEM, KOTOPAsA NOATBEPAMAA HANNYME IKC-
TpareHWUTaIbHOrO 3HAOMETPUO3a C MOPANKEHMEM IEBOTO Ce-
OANVLLHOTO HepB.a.

TakMm 06pasom, y MauMeHTKM AMAarHOCTMPOBAH 3KCTpa-
reHUTaNbHbIM 3HAOMETPMO3 C NOpPaXKEHNEM NPOKCUMA/IbHOM
4acTM /IeBOFO CeAaNUWHOr0 HepsBa, MaHUGECcTMPOBaBLUUNA
UMKANYeckon ntombouwwmantueir. TMHEKONOrom HasHaueH
npenapaT AMEHOrecT, OAHAKO Yyepe3 6 MecC. IeHeHUA NONOXKU-
TENbHON AMHAMUKM (MO KAMHUYECKUM MpPU3HAKaM U JaHHbIM
MPT cepanuiHoro Hepsa) He HabatogaeTcs.

PaccmaTtpuBaeTca BOMPOC O NPOBEAEHUN XMPYPruyecko-
ro IeYEHUs U TepanuM aroHUCTaMU FOHAAOTPOMNUH-PUIUIUHT
ropmoHa.

[aHHbIA KAVMHUYECKUI Cnyvyail AeMOHCTPUPYET peaKyro
npuynHy 601eBOro CMHAPOMA B HUMKHEMN YacTW CMUHbI Yy Na-
LMEHTKM MONOAOro BO3pacTta, NoTpeboBaBLUEro MynbTUAMUC-
LMNANHAPHOro NOAX0A4a, NoAYEPKMBAET BAXKHOCTb pPacLUMpeH-
HOrO MOMCKA NPUYMH 60N B CNMHE C 06A3aTENbHbIM YYEeTOM
XapakTepa 60,11 1 conyTcTBYOWMX 3a601€BaHUIA.
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PeAKkast NPMYMHA O6CTPYKTUBHOTO CUHAPOMQ: MHOPOA-
HOE TeAO GpoHXa

Lypckasa Oapba OmutpuesHa, CBupuHa Enusasera
CepreeBHa

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHbie pykosoautenu: KOgmH AnekcaHap AnekcaHapo-
BUY — K.M.H., goueHT. PTAOY BO PHUMY um. H.U.Muporosa
MwuH3gpasa Poccuum, FBY3 KB Ne 24 13M

BonbHoOM B., 71 roa. CtpagaeT 6POHXManbHOM acTMOM C
46 net (acTmaTuyeckas Tpuaga), AebloT nocne 3aTaHyBLUelcA
OPBMW. 3a nocneaHuii rog 4 rocnutannsaumm.

®B/, (14.05.18): XKEN 2,88 51 (70,3%), 0PB1 1,09 n (36,2%),
WUT 37,97%. Mpoba c bepoayanom MONOKUTENbHAS, NPUPOCT
O®B1 Ha 32,75% oT ucxogHoro 3HauveHwua. (17.05.18): HKEN
3,99 1 (97,5%), OPB1 1,41 n (46,6%), UT 35,25%.

He kypuTt. ConyTtcTBytowan natonorua: UBC, cTeHoKapauma
Il ®K. MapokcmnamanbHaa popma GmMbpuanaumm npeacepamni.
MepeHéc Tybepkynés nérkmx B 13 neT, cHAT ¢ HabnogeHua
yepes rog. NpuHumaet cumburopt 4,5/160 no 2 saoxa 2 p/
CyT + CNupmBa-pecnmumart 2,5 mkr no 2 saoxa 1 p/cyT, MoHTeny-
Kact 10 mr no 1 1/cyT, AnurokcmH 250 mkr no 1/2 1 ytpom, auny-
Bep 2,5 mr yTpom, no3apTaH 25 mr no 1/2 1 2 p/cyT, KcapenTto
20 mr/cyT.

HacToslee obocTpeHve B Te4EHUE HeAEeNU, Koraa Hapoc-
N1a O4bILIKA, NPUCTYNbI YAYLbA, Kalleslb C OTXOXKAEHWEM FTHOM-
HOW MOKPOTbI, C/1abOCTb, NOBbILIEHME TEMMNEepPaTypbl Tena A0
38,9°C. YBEANUYMN YaCTOTYy MHIaNAUMN KOPOTKOAEMNCTBYHOLLMX
6eTa-aroHMCTOB A0 6 pa3 B cyTKU. AHTMDaKTepmnanbHOro feve-
HUA He nony4van. locnutannsmnposaH 28.08.18.

Ondody3Hbin umaHo3. Imobursema nerkmx. [bixaHue KecT-
KOe, paccesHHble CBUCTALLME XPUIbl, BAAXKHbIE XpUMbl Ha, ba-
3a/1bHbIMK OTAENaMK 1eBOrO N1Erkoro. YA, 19 B muH. SpO, 90%,
MCB 120 n/muH.

Nevikountsbl 13,4x10°/n; n/apepHbie 6%, 303MHOGUNbI
0,7%; sputpoumTbl 3,98x10°/n; remornobun 122 r/n; CO3
38 mm/uac.

®B/[, (30.08.18): *KEN 4,06 n (99,1%), O©B1 1,78 n (59,1%),
WUT 40,24%. Mpupoct OPB1 nocne 6epogyana Ha 120 mn
(6,83%), PHKEN —670 mn (16,52%).

MCKT: noctrybepkynesHblie usmeHeHus n\y cpesocteHums
M KOPHA N1eBOr0 /IeTKOro C YacTUyHbiM ¢urbpoaTenekTazom
BEPXHEN A0AN U POPMUPOBAHMEM MENKUX TPAKLMOHHbBIX
6poHx03KTa308 (S2). O6bI3BECTB/IEHME AMUCTANIbHOM YacTu fe-
BOro HU}KHeA0neBoro 6poHxa ¢ gedbopmalmeit ero NnpoceeTa,
06Typaumein NPOCBETOB cermeHTapHbIX BeTBen S8-S10 6poH-
XMaNbHbIM ceKpeTom. lMonucermeHTapHas MHEBMOHUA HUXK-
Hel [oAW NneBoro nerkoro. MameHeHuA B S6 nNeBoro nerkoro
W B CpeAHel Aone NpaBoro JIerkoro no TUMy pecnmMpaTtopHoro
6poHxmonuTa.

Mpy ¢MbPOOPOHXOCKONUN M3 HUNKHE[0NEeBOro bpoHxa
c/ieBa M3BJiIeYEeHO MHOpPOoAHOe Teno 5 mm B anametpe. Mucto-
NOTNYECKM — aMOopdHble HeCCTPYKTYPHbIE MacChbl C 04aroBbIMM
cKonieHnAMM Byporo nurmeHTa (Hanbosee BEPOATHO — Kaslb-
LMHMPOBaHHbI Ka3eos).

B moKkpoTe u BAJ1 BbissneH pocT Klebsiella pneumoniae
1x104/mn, YyBCTBUTENILHOW K TUTELMKAWHY, TpUMeTOnpumy/
cynbdameToKcasony.

MposeaeHa Tepanua: AOKcMUMKAMH 100 mr 8/8 2 p/cyT,
cynbmarpad 1,5+1,5 rp /8 2 p/cyT, BaHKOMULMH 250 mr 4 T/
CYT, aMMKaLLMH Yepes Hebynaiizep; NpegHN30/0H 15 mr ytpom;
6epoayan 20 Kanenb + nynbmukopt 2,0 ma 3 p/cyT yepes He-
6ynansep; Cumbukopt 4,5/160 no 2 saoxa 2 p/cyT; Cnmpusa-

pecnumar 2,5 mKr/uHr no 2 saoxa 1 p/cyt; MoHTenykact 10 mr
no 1 1yTtpom.

®B/, (10.09.18): KEN 4,07 n (99,3%), OPB1 1,41 n (46,7%),
UT 34,62%. MNocne 6epoayana npupoct OPB1 Ha 650 mn
(46,22%).

Ha ¢oHe neyeHWss NMHEBMOHMA paspelunnacb, ABAEHUMN
6poHxManbHON 06cTpyKLMM HeT. Mpu nosTopHON MCKT nono-
KUTENbHAA AMHAMUKA.

3a nocnegHUin ron TedeHne GPOHXO0BCTPYKTUBHOIO CUH-
apoma 6bonee 6naronpusaTHoe: Ha ¢oHe 6asMcHOMN Tepanuu
yAyyLIMAach NEPEHOCMMOCTb Harpy3oK, MoTpebHOCTM B KOPOT-
KOZEMNCTBYHOLLMX BPOHXOUTUKAX HET, 2 KOPOTKME TOCNUTANU-
3auuMun c 06oCTpeHUAMM.

Cnyyali [EeMOHCTPUPYET Peakylo MNpUUYMHY CUHAPOMA
6pPOHXMaNbHON OBCTPYKLMM — OTAA/IEHHbIE MOCNEACTBUSA Ne-
peHeceHHoro TybepKynesa ferkmx ¢ GopmMMpPOBAHMEM WHO-
popHoro Tena 6poHxa 13 KasbLMHMPOBAHHOTO Ka3eo3a, CUMYy-
IMPOBABLUErO NO3AHWI AebT 6POHXMANBHOM acTMbI.

PeAKas NPUYMHA PA3BUTUS ULLEMNYECKOTO MHCYABTO —
YTO HOAO 3HATb TEPANEBTY?

MenbHukoBa KceHna imutpuesHa, CaBnos Hukonau
MNasnosuy, LLlemeHkoBa Bukropua CepreesHa

®rAOY BO PHUMY um. H.U. Mupoeosa MuH30pasa Poccuu
HayuHblie pykosoautenu: Kotosa [apba MaBnoBHa — K.M.H.,
noueHT; WocTtak Hapexaa AnekcaHapoBHa — A.M.H., Npo-
deccop. DrAQY BO PHUMY um. H.N. Nuporosa MuH3gpasa
Poccumn

[eponH — CUHTETUYECKUI onuouz, nNepeso3npoBKa KOTO-
pPbIM MOKET MPUBOAUTb K Pa3BUTUIO MHTOKCMKaLMK, acnupa-
LMOHHOM NHEBMOHUWN U OTEKA NErKuUX, MUOKapauTy. Peaknumm
OC/IOXKHEHUAMM NPU NpUeme ONMoUAOB ABNAETCA BO3HWUKHO-
BEHME PabaomMmnoav3a U OCTPOro HapyLLIEHWUA MO3TOBOIO Kpo-
BoobpauweHns (OHMK) no mwemuyeckomy Tuny. MexaHuUs-
MaMW PasBUTUA ULWEMWUU TOJIOBHOTO MO3ra B AAaHHOM C/lyyae
ABNAETCA Ba3oCnasm, AB/JEHUs BackynuTa u runonepdysus.
Mpu o63ope nutepatypbl 3a nocnegHve 10 net HaigeHo 10
nofo6HbIX cnyvaes, YTo 06yCnaBAMBaAET aKTyaIbHOCTb AAHHO-
ro sonpoca.

Mauyment K., 33 roga, rocnutanmsmposaH B KB No 1
um. H.N. NMuporosa 6puraaon cCKopor MeauLMHCKON MOMOLLM
12.10.2019 r. B peaHMMaLMOHHOE OTAe/IeHMe B CBA3M C YrHeTe-
HWeM COo3HaHWA Ha poHe Nepeo3NPOBKM ONMATOB, NO CTabUNK-
3aumm coctoaHma 14.10.2019 r. nepeBeeH B TepaneBTUYECKOe
otaeneHue. M3 aHamHesa M3BECTHO, YTO B TeYeHue AuTeNb-
HOTO BPEMEHW MaLMEeHT BHYTPUBEHHO YNoTpebifeT repouH.
Hanunume xpoHuuyeckmnx 3abonesaHunin otpuuaert. Mpu ocmoTpe
COCTOAIHWE CpefHel cTeneHn TaxecTu. MNpeabasaseT *Kanobbl
Ha TOLLUHOTY, FOIOBOKPYKeHUne, 06Lyto c1abocTb, orpaHUYeHuUs
obbema ABuKeHUIM B neBon pyke. Mpu ocmoTpe obpalLaeT Ha
ceba BHUMAHUWE Ha/MuMe OTEKa NIEBOW PYKM U IEBOCTOPOHHUIA
remunapes, 6osblue B pyKe, CO CHUXKEHWEM MbILEYHON CUbI
00 4-x 6annoB B pyKke NPoOKCMMasnbHo, 3-4 6annoB AUCTaNbHO
W B KUCTK, B Hore — 4-4,5 6anna. AycKynbTaTUBHO B JIETKUX Be-
3UKYNAPHOE AblXaHWe, 0cNabneHo B HUMKHUX OTAeNlax CrnpaBa,
TaM e BbIC/NYLIMBAETCA YMEePEeHHOEe KOIMYECTBO BAAXKHbIX XpU-
nos. Y4 — 16 8 muH, YCC— 88 ya./muH, A1—110/70 mm pT.CT., No
OCTa/IbHbIM OpraHam v cuctemMam — 6e3 3HaYMMbIX OTKIOHEHUA.
Mpy nabopaTopHOM MCCAef0BaHUM OTMEYAETCA MOBbIEeHWE
KK po 3461 Ea/n, CPB go 133,8 mr/a. Mo gaHHbIM ynbTpas-
BYKOBOro aHrmockaHuposaHua (Y3AC) neBoi BepXHel KoHeu-
HOCTWU — OKK/It03MBHbIM Tpomb03 v.cephalica. Mpu nposeaeHUn
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My/NIbTUCNINPAIbHOM KOMMbloTepHOM Tomorpadum (MCKT) opra-
HOB rpyAHOM NONOCTU BbIABNEHbI NPU3HAKM NOANCErMEHTAPHOM
NMHEBMOHUN (04eBMAHO Ha POHe acnupauum Ha JorocnuTaib-
Hom 3Tane). C y4eTom MMetoLelica HEBPOIOTMYECKOM CUMMTO-
MaTUKK (paHee pacLeHe Ha KaK TeyeHue «Kpall-CUHAPOMa»)
nawmeHTy 66110 BbIMOIHEHO B CPOYHOM nopsgke MCKT ronos-
HOro MO3ra, rae OTMeYeHbl MPU3HAKM ULLEMUYECKOTO UHCY/bTa
B UepBe U neBo remmnchepe mosxeuka. C LieNblo OLLEHKN BO3-
MOKHOM NpuUnHbI pa3suTua OHMK BbINOHEHO yNbTPa3BYKO-
BOe aHrmockaHuposaHue (Y3AC) b6paxuouedanbHbix apTepuii
— CTEHO3MPYIOLLEro NOpaXKeHMsA CoCya0B He BbiABaeHo. [na nc-
K/OUEeHUA BereTaLMii Ha KnanaHax cepala ¢ y4eTom aHaMmHesa
npoBefeHo axoKapauorpaduyeckoe nccnenosaHme — 6es nato-
norvn. B panbHelwem BbINOAHEH CKPUHUHT AN UCKAOYEHUA
aHTMPOCHONMNUAHOTO CUHAPOMA — aHTUTENA He 0BHaPYKEHbI.
MauneHT ¢ yyeTom npeobnagaHus HEBPOOTMYECKOM CUMMMTO-
MaTUKU ONA Oa/bHEMLero fie4eHus nepesBefeH B HEBPOJIO-
rmyeckoe oTaesneHWe nog HabnogeHwe Tepanesta. Ha ¢oHe
cocyamMCcToN, aHTUbaKTepmanbHOM U AE3NHTOKCUKALLMOHHOW Te-
panuu oTMeYeHa MOIOKUTENbHAA AMHAMUKa (perpecc napesa
N UHPUNBTPATUBHBIX U3MEHEHUI B NeTKUX, Hopmanunzauma KOK
1 CPB). MaumeHT BbINMCaH M3 cTauMoHapa Ha 14-e cyTKM B yA0B-
NIeTBOPUTE/IBHOM COCTOAHUM.

[aHHbIA KAMHUYECKUIA CAyyalh AeMOHCTPUPYET peakue,
HO cepbe3Hble TAXE/Nble OC/IOKHEHUSA, KOTOPble MOTYT Pa3Bu-
BaTbCA Mocne npvema onuatos — pabgommonms u1 OHMK no
nwemunyeckomy Tuny. OcBeAOMNEHHOCTb KAMHULMUCTA O BO3-
MOYHOCTU UX Pa3BUTKA, a TaKXKe NoapobHbIi cbop aHamHesa
NO3BONAET B KOPOTKME CPOKM YCTAaHOBWUTb AMArHO3 M HasHa-
YNTb SIeYEeHMeE, YTO NO3BOAIAET U3bexkaTb Pa3BUTMA HeobpaTu-
MbIX HEBPOIOTUYECKUX U3MEHEHWUN.

PeAKWIA CUHAPOM KAK MPUYUHA XXU3HEYTPOXAIOLWEero
COCTOSIHMS Y MY>XYMHbI MOAOAOTO BO3PACTA

[OysaHoB MBaH AnekcaHgposuu', Bosk mutpuii Uropesny?,
AnoHuesa lOnua BnagumuposHa'

"Pocculickull HAUUOHAMLHLILU Uccnedo8amenbeKuli MeduyuH-
ckul yHusepcumem um. H.N. Mupozoea, Mepseili Mockos-
cKuli 2ocydapcmeeHHbil MmeduyuHcKul yHugepcumem um.
U.M. CeyeHosa

HayuHbie pykosoautenu: Orypnvesa bana becnaHosHa, Poc-
CUMCKUI HaUMOHabHbIN UCCIeA0BaTeNbCKUIA MeAULIMHCKUIA
yHusepcuteT um. H.U. MNMuporosa. lpo3pos Bnagnmup Huko-
NlaeBny — A.M.H., npodeccop, NMepsblit MOCKOBCKMUIA rocyaap-
CTBEHHbIN MeaNUMHCKUI yHuBepcuteT um. .M. CeueHoBa

K aHanu3y npepnaraetcA MOKasaTe/bHbIN KAUHUYECKUI
C/ly4all AMarHOCTMYECKOro MoMCKa CMHAPOMA, ABAAOLEeroca
KpanHe pesKon NPUYMHOM KU3HEYrpoXKatoWwmx COCTOAHUN Y
MYXXYMH monoaoro sospacta. MNMauueHT M. 29 neT ¢ toHOoLWeCKnx
NIeT cTpajaeT apTepuasibHON rMnepTeH3ner ¢ MakCMManbHbl-
My umdpamu AL, 160/90 mm pT. cT. B 1995 roay nepeHéc one-
paTMBHOE BMeLLaTenbCcTBo no ywusaHuo OMIIM. B 2002 rogy
— mmnnaHTtaumna KC no nosoagy CCCY. B TeyeHMe HeCKONb-
KUX NEeT CTPaLaeT NapoKCcM3mManbHon dopmon dubpunnaumm
npeacepanin. HecmoTtpa Ha OTArOLLLEHHbI COMATUYECKUiN cTa-
TYC, UMEeT ANUTENbHBIV CTaXK KypeHusa.

27.08.19 r. nayuMeHT 0bpaTnaca B YHUBEPCUTETCKYIO KU-
HUKY um. .M. CeueHoBa no nosogy ¢Gmbpunnaumm npeacep-
ani, roe npoBedeHa Kapauoepcua. OT AanbHellwero cTa-
LMOHApPHOro nevyeHma oTtKasancA. Houbto 28.08.19 Hapocna
cnabocTb, CHUMNKEHME apTepuanbHoro aasneHuns go 80/60 mm
PT. CT., B CBA3U C Yem rocnutanmsnposaH B Kb Ne 4. 13-3a Ha-
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pacTatolLlei AbIxaTeslbHOW HeJoCcTaTouHOCTH, Bbicokoro CAJA
n yposHsa [-aumepa (1783 Hr/mn) nposeaeHa KT-aHrvonynb-
MoHorpadua. BoiasneHa TI/1A u npu3HaKku MHGAPKTHOM NHeB-
MOHUU. YunTbiBasa HeapPpeKTBHOCTb Tepanmu PuBapoKcaba-
HOM 60/NbHOM NepeBeAeH Ha DHOKCUNAPMH HaTpus. Ha doHe
NpPoOBOAMMON TEPANUN AOCTUTHYT NOIOKUTENbHbIN 3DDEKT.

OpHako 15.09.19 r. noABMACA Kalenb CO CKygHooTAeNAe-
MOI MOKpOTOM, cybdebpunbHas TemnepaTypa, a Takxe 6ob
B MpaBoOl Noa/ionaToyHoi obaactu npu rnybokom saoxe. [Ans
BbIABNEHMA NPUYMHBI peunamsupytoller T3/1A c noasneHnem
¢bOKyCOB MHEBMOHMM M Ha3HAYeHUs aAeKBAaTHOMN 3TUONIOTUYe-
CKOI Tepanuu 6bin1 npoBegeH anddepeHLmManbHbI ANarHos ¢
pPALOM HO30/10TUA.

Cybdebpununter 3actaBnan gymatb o6 ocTpoin peBmaTtu-
yeckoW nmxopagKke. OAHaKO B3POCAbIA BO3PaACT NaLMEHTa,
OTCYTCTBME OCTPON CTPENTOKOKKOBOM MHPEKLMM B NOCnesHMe
HeZenu, CUMMETPUYHBIX MUTPUPYOWNUX 6oneli B KpPYMHbIX
CyCTaBax W MPU3HAKOB KapAuTa CBUAETENbCTBYIOT NPOTUB Bbl-
[ABWUHYTOrO BO3MOXHOTIO AMarHo3a.

B cBA3M C HanMuMem BbICOKOTO COAEpXKaHUA ayTOaHTU-
Ten, noparkeHua cocyguctoro pycna B suge TIJ/1A, XbIN 2 cT.
(CK®=88,3 M/i/MU1H), KypeHUA KaK TPUTTEPHOrO KOMMOHEHTA B
aHaMHe3e 6bl NpoBeaeHa AnddepeHLManbHan AMarHOCTUKA
¢ CKB.

KnunHuyeckas KapTWHa, pa3BMBLUAACA Y MauueHTa He co-
oTBeTcBOBana AebroTy «myxcko» CKB, npossnsatoLeroca
CYCTaBHbIM CMHAPOMOM, NMOPAXKEHUEM KOXMW, CTPEMUTENBHOWN
noTepein Maccbl Tena U HEBPOAOTUYECKOW CUMNTOMATUKOW.

JNnxopagkKa, aptepuanbHas runepteHsuns 160/90 mm pr.cT.,
XBM moryT 6biTb NPOABAEHUAMM Y3€IKOBOrO NepuapTepun-
Ta. Ho npu nocnegHem B KPOBW OTCYTCTBYIOT ayTOaHTUTeNa,
HabnogaeTca BbICOKAA accouMauma C NOBEPXHOCTHbIM aHTU-
reHom renaTtuTa B (HBsAg y maumeHTa oTpuLaTesibHbIiA), noTe-
pA Mmacchbl Tena, apTpUTbI/apTpanrum, MblleyHble CUMNTOMbI,
NoparkeHUs KOXM B BUAE Y3/10BaTON 3pUTEMbI, Nyprypbl, NOA-
KOMKHbIX Y3€/IKOB, BAaCKY/IMT KOPOHAPHbIX apTEPUIA, OCTIOXKHSALO-
Wmnca HGapKTomM MMOKapaa.

MCcKNoUMB NaTONOMMMN CO CXOXKEW KIMHUYECKOM KapTUHOM,
Ha OCHOBaHWMM aHaMHe3a XU3HU 1 3aboneBaHus, pe3ynbTaTos
NabopaTopHbIX, MMMYHONOTUYECKUX (MOBbLILWEHHbIE TUTPbI
aHtTMb2-rvkonpotenHa (60,1) u aHTUKapauonunuuHa (37,2))
W MHCTPYMEHTA/IbHbIX METOA0B AMArHOCTUKM BbICTaBNAEH Aua-
rHo3 aHTMdOochonnnuaHbIN cuHapom (APC).

BbiBoabl. B cnyvae peunamnsupyowmx Tpomb60308, cneny-
€T OCyLEeCTBUTb AMArHOCTUYECKUIN NOUCK ANA 0BHapyKeHuA
B KPOBM BbICOKUX TUTPOB aHTUTeN K b2-raukonpoteunHy | u/
WNN KapaAMONUNUHY W/UAWM BONYAHOUHBIX aHTUTeN. a1 noa-
TBEpXKAeHUA anarHosa ADPC B3ATME KPOBU HA BbIABNEHUE Ne-
peyYnCcaeHHbIX aHTUTEN NPOU3BOAMUTCA HE MeHee 2-X pa3 B Te-
YeHue 12 Hepenb, a TaKXKe NPOU3BOAUTCA UHCTPYMEHTAIbHOE
NoATBepXKAeHMe CoCyancToro Tpomb03a.

PeAKuMiA CAyHQit USOAMPOBAHHOW BYAbBAPHOW HOPMBbI
60Ae3HU KpoHA 1 TPYAHOCTU €ro AUArHOCTUKU

OrHesa [apbsa AnekcaHgpoBHa, bpoyH Hatanba AnekceeBHa
®TrAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu
HayuHble pykosoautenu: boHgapeHko KapuHa Pyctamos-

Ha — A.M.H., goueHT; Hacbiposa Hanna MnbpapoBHa — K.M.H.,
JoueHT. LleHTpanbHaa KnMHUYeckan 60/1bHMLA rpaxaaHCKoM
aBMaumm

B cBA3U C pesKon BCTPEYaeMOoCTbiO By/ibBapHOW 60ne3HU
KpoHa cTasio NpUHLMNNANbHO BaKHbIM OMUCaHWE KasKaoro
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NoATBEPKAEHHOrO cnyyaa 3aboneBaHuA ONA COKpalleHuA
CPOKa OT MOMeHTa MoAB/JEHUA NepPBbIX CUMNTOMOB A0 MOCTa-
HOBKMW KOPPEKTHOro AnarHosa.

MaumeHTKa K., 47 net, obpatmnach c Kanobamm Ha Bbipa-
YKEHHbIN OTeK B 06/1aCcTV BYNIbBbI, 6OMBLINX U MasiblX NOAOBbLIX
ry6, nobKa, 3yZ Hapy*KHbIX MNOMOBbIX OPraHOB, 0OU/bHbIE BbI-
JeneHnn 13 NnonosbIx NyTel, NOBbIWEHWEe TeMnepaTypbl Tena
(mo 37,5 C), TaxecTn B 061acTn reHMTannii, 6onesHeHHbIN no-
JIOBOW aKT.

B aHamHese: 3 bepemeHHOCTH, 2 — poapl, 1 — abopT. MeH-
cTpyanbHasa GyHKLMA He HapyleHa. Monosas xu3Hb ¢ 16 ner,
B BpaKe, perynapHble N0J0Bble OTHOLWEHUA C O4HUM MapTHe-
pom. TMHeKonoruyeckne 3aboneBaHUA: 1EMOMMOMA MATKK C
WMHTPaMypasibHO-cybcepo3Hoi NoKanmsaumen ysna (<2 cm),
HEeCKO/IbKO 3MM3040B KaHAMAO3HOro BarMHWUTA, bakTepuanb-
HOro BarMHo3a.

Mepsble cMMmnTOMbI HONE3HM NOABUAUCL 7 NIET Has3ag Mno-
cne AAnTenbHon MHoconALUn. CUMNTOMbI BK/IOYAW BbICOKYHO
TemnepaTypy (4o 38,5 C), 3yZ B 061acTvt N06Ka, BbIpaKEHHbIN
OTeK, rTMnepemMuto By/IbBbl U NepuaHanbHol obnactu, nosbl-
LIEHWE NJIOTHOCTU TKAaHe NPOMEXKHOCTU, 0BUbHbIE TOMOTEH-
Hble 6enble BblAeNeHWA U3 NO0BbIX NyTel. Yepes HeCKobKo
HeZe/lb CMMMTOMbI PefyLMpPOBaiUCh NOJL BO34EMCTBMEM aH-
TUOAKTepPUaNbHOW, a TaKKe CMMNTOMATUYECKOW Tepanuu no
nosofy npeanosaraemon OCTPON LLepBUKO-BarMHaNbHOW UH-
dekunn. Mepsblii ann3oa 3aboneBaHMA 3aBEPLUMACA NOMHbIM
BOCCTaHOBJ/IEHMEM aHATOMMUW HaPYKHbIX FeHUTaANn n pusmo-
nornyeckmx GyHKLMIM Ta30BbIX OPraHoOB.

Yepes 6 mecAueB BHOBb 3apervcTpMpoBaHO MNOABJIEHUE
CMMNTOMOB, KOTOpble KyMMPOBA/IUCb CUMMTOMATUYECKON
Tepanuen. B ganbHeiwem — cokpalleHue AAUTENbHOCTU Me-
puoaos pemuccum ¢ 6 Ao 2-3 mecaues. He 6b1a10 BbifBAEHO
B3aMMOCBA3EN Mexay No6bIMU 3HAO- MW SK30TE€HHbIMW BO3-
[eNCTBUAMM U BOSHUKHOBEHMEM peLuuansa 3abonesaHus.

Status localis: ABYCTOPOHHAS accMMeTpUYHaA rMnNepTpo-
bus, BblpaxKeHHbIM oTeK 60/1bLINX NOA0BbIX ry6. Ha noBepxHo-
CTM 60NbLWNX NONOBbIX Iy6 TPELMHbBI C NPO3PAYHBIM KUAKUM
otaensembiM. Mpu nanbnaumm 6onbwme nonosble rybbl Kpa-
He M0THble, OrpaHMYeHO NoaBMKHble, be3bonesHeHHble. Ma-
Nble nososble rybbl ¢ 06erx CTOPOH MIOTHbIE, MHOTOKPATHO
yBe/IMYeHHble B pa3mepax, BbICTyMatoT 3a npeaesnbl 60/1bLlmnx
nonosbix ry6. Mpu ocmoTpe BnaranunLLla U BAaraauLLLHOM YacTu
LWeNKM MaTKM C MOMOLLbIO 3epKaa — 0buabHble Benble romo-
reHHble BblAeneHuA M3 Bnaraauwia. Bokpyr aHyca obHapyxe-
Hbl KOHYCOBUAHbIE KOHAMNIOMONOAOOHbIE Pa3pacTaHMNA KOXH,
TMNepPemMms KOXKHbIX MOKPOBOB NepuaHasibHOM 061acTu.

B KIMHUYeckom aHanmse Kposu: CO3 34 mm/u. Buoxmmuue-
cKkue nokasatenu: ASLO 562 |U/ml. MapKepbl ayTOMMMYHHbIX
3aboneBaHuUIt — ycTaHOBNAEHO Hanuume SS-A aHtuten. UMMM um
APYrMx MHOEKL MM opraHoB penpoayKLmMM He 06HapyKeHO.

BuaeokonoHockonuA: IHAOCKOMUYECKUX NPWU3HAKOB na-
TO/IOTUUN CO CTOPOHbI CIU3UCTON KULIEYHUKA HE OOHapYXKeHO.
LiuTonornueckoe 3aknoueHme: «4epMaTUT HEACHOTO reHe3a»

MMcTonornyeckoe 3aknoveHne: Mopdonornyeckne msme-
HEHUA COOTBETCTBYIOT MY/bTULIEHTPUYECKON dopme nopaxke-
HUA KOXK Npu 6onesHn KpoHa.

Ha ocHoBaHuu obcnepoBaHuii Gbin BbICTaBNEH AMArHO3:
BynbBapHas 6one3Hb KpoHa.

Neuenwne: Aunpocnat, cycn. a/vHbeky,. 5 mr/1 ma.

BbiBog: OCHOBHbIM TMCTONOrMYECKMM npu3Hakom BK, B
TOM Ynce By/ibBapHOW hbopMmbl, ABNAETCA 06pa3oBaHuMe B TKa-
HAX 0YaroB rpaHy/semMaTo3HOro BocnaseHus 6e3 Kaszeo3HOro
HeKpo3a. [Jaa Mopdonornieckoro NoATBEPKAEHUA By/bBap-
Hol BK cockob NOBEPXHOCTHbIX C/I0EB NUTENNA KOXM ABAAET-

€A HegoCTaToYHbIM. Ana BepudUKaLmMmn guarHosa Heobxoam-
MO MPOBECTM BMONCUI0 NOPAMKEHHDbIX YYaCTKOB.

Peunamne 6oAe3HU NUeHKO-KyLUMHIa nOCAe TPAHC-
HO3AABHOTO TOTAABHOTO YAQAEHUS BHAOCEAASIPHOM
KOPTUKOTPONUHOMDbI

BbapbiweBa Mapua AnekcaHppoBHa, NeTtpyHuHa Anna
AHBapoBHa, boyapoBa AHHa AHAapeeBHa, BonkoBsa
EkatepuHa UnbuHuuHa, Maromegosa MaauHa
MaromepoBHa

®rAOY BO PHUMY um. H.U. Mupoeosa

HayuHble pykoBoautenu: YwaHosa Patnuma OmapuresHa,
Oemnposa TatbAHa lOnbeBHa — 4.M.H., npodeccop. PrAOY BO
PHUMY vm. H.U. Mnporosa

NauyeHTKa 37 neTt noctynuna B OTAENEeHME HeMpo3aHao-
KPMHONOMMK C Kanobamm Ha BblparKeHHYyo obLyto cinabocTb,
ObICTPYHO YTOMIAEMOCTb, FO/IOBOKPYKEHMSA, YACTble FO0BHbIE
6011, HapyLEHNA MEHCTPYaA/IbHOTO LMKAA.

CuyuTaet cebsa 6onbHoM ¢ 2014 roga, Korga nocsie ponos
BrepBble OTMETUNA HAPYLLEHWE MEHCTPYAIbHOTO LMK, ANN-
Te/NbHOEe BpPemsa coxpaHsanacb naktopes. Mpu obcnegosaHum
y rMHekosiora B 2017 r. 6bi/1 BbISIB/IEH MOBbILWEHHbIN YPOBEHb
nponaktuHa (1483 MmEL/n), Tepanusa [ocTuHeKkcom (4epes
mecAL, nponaktuH 181 mE[/n), n KOK B TeyeHune 3 mec. Ha
¢doHe Tepanun HOpManM3aLMM MEHCTPYAsSIbHOTO UMKNA He
oTmeyeHo. MPT ronoBHOro Mo3ra C KOHTpacTMpOBaHMEM —
MP-npusHaku ageHombl runodpusa (1,0 B AnameTpe, nocne
BBEeLEHMA KOHTPACTHOrO BeLLeCcTBa OTMeYaeTca 3amegieHHoe
KOHTPACcTHOE YCUNEeHWE yKa3aHHOro obpasoBaHus). MauneHT-
Ka rocnutasM3MpoBaHa B 3HAOKPWUHO/IOrMYECKOE OTAe/NeHne
r. YenabuHcka, rge 6bl1 BbICTaBAEH AMaArHO3: AoeHoma runo-
¢u3a ¢ nHTpacennApHoim poctom. COMATOTPONMHOMA, KOp-
TUKOTPOMMHOMA KIMHWYECKN HeaKTMBHaA. PyHKUMOHaNnbHan
runepnponakTuHemuaA. HapylueHne MeHCTpyasibHOro LMKAa
no Tuny onuromeHopeu. Mo aaHHbim ot 19.07.17 r. : nponak-
™MH — 552 mEQ/n (mo 557), TTT — 0,77 mEA/n (mo 4,0), ®Cr —
4,95 mEQ/n, NT — 4,85 mEA/n, AKTT — 90 nr/mn (go 46), Kop-
Tm3on — 444 umons/n (po 635), CTT — 12,8 mME/n (go 10).
HasHayeH bpomKpuntuHuH 3,75 mr. Mo gaHHbim oT 13.11.17:
nponaktvH — 46 mEA/n (go 557), UPP1 — 186,9 HI/MJ (mo
284), AKTT — 98 nr/mn — ytpom, Beuepom — 35,4 nr/mn, KopTu-
301 —311,6 HmoANb/N.

Ob6cneposaHue B pespane 2018 roga, NoATBEPAMIO HANU-
yne ageHombl runodumsa (12x15x13 mm), MmeroLen cmeLaH-
Hyto cekpeumto (AKTT, CTT, nponakTuH). Mo pesynstaTam gu-
arHOCTUYECKMX NPO6 MMeeTcA IHAOTEHHbIV TMNEePKOPTULM3M
LeHTpanbHoro reHesa (otpuuatensHaa MM, nonoxKutenbHasn
BA0M). YunTbiBaa HanMuMe MaKpoageHOMbI, FTMNEPKOPTULM3IMA
LeHTpanbHOro reHesa (6osesHb MueHKo-KywnHra), naumnenT-
Ke NOKa3aHo onepaTMBHOE NeYEHNE B NJIAHOBOM MOpALKe.

22.04.18 BbINONHEHO TPAHCHA3a/bHOe TOTanbHOe yaane-
HUEe 3HAOCENNAPHON KOPTUKOTPOMUHOMbI. [MCTONOTMYECKU:
PasgpobneHHble PpparmeHTbl 303MHODUIBHON aAEHOMbI M-
nodusa. C sHBapsa 2019 r. oTMmeyaeT HapyLLUeHMe MeHCTpyasib-
Horo umkna. Mo gaHHbIM nabopaTtopHoro obcnegoBaHMs oT
28.01.18: kopTu3on — 350 Hmonb/n (138-635), AKTI — 60nr/mn
(meHee 46), comatomeanH-C — 321.9 Hr/mn (111-284), npo-
NaKTUH — 139 MME/mn.

HactoAawee coctoaHmne yposnetsoputenbHoe. Co3HaHue
AcHoe. MHaeKc maccbl Tena 25.25 {U36biTouHas macca Tena}.
72 ya. 8 muH. A[l 125/85 mm pT. cT. ToHbI cepaua AcHble, Yu-
cTble. [lbIxaHMe Be3UKyNApHoe.
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fopMOHanbHbIM aHanus Kposu 13.10.19: AKTI (Beuep)
59.64nr/mn (0-30); Koptuson (seuep) 464.5 Hmonb/n (46-270);
UMN®P 1349.7 Hr/mn (60-280); KopTrson (yTpo) 448.8 HMoNb/A
(123-626); CTT 1.57ur/mn (0.06-6.88). MM oTpuuaTenbHa.
MPT ronosHoro mo3sra 14.10.19: MP — KapTuHa cOCTOAHUA
nocse ageHoOM3IKTOMUU. [JOonosHUTENbHAsA TKaHb B 06/1acTu
OHa TypeuKoro cepna. Mo cpaBHEHMIO € MccneaoBaHUEM OT
03.2019 r. - oTMeyvaeTca oTpULATENbHAA ANHAMMKA pa3mepos
AOMNONHUTENbHOM TKaHM B MOC/ieonepaLoHHo obaacTu.

Takum obpasom, B xome obcnenoBaHus y 601bHOM noa-
TBepKAeH peunaus BUK nocne nposeseHHOro Hepoxu-
pypruyeckoro neyeHua. MNoaTBepXKAeHO Hanuune AONONHM-
Te/IbHOW TKaHW B 06/71aCTM AHa TypeLKoro ceana rmnodusa c
pa3BUTMEM SHAOTEHHOO TMNEPKOPTULM3MA, aKTUBHAA CTaANA
KOTOPOro NoATBEPXKAEHA HapyLLEHHbIM PUTMOM KOPTU301a B
KpOBW, OTPULATENLHOW Masoli AeKcaMeTa3oHOoBOM MpPob6oi.
3annaHMpPOBAHO PAAMOXUPYPIUYECKOE SIeUeHMUeE.

Peuvameupytowme MHPeKLUMU U NAHIUMNOraMMArAo6y-
AVIHEMMUS — UCTOPUS TPYAHOTO NMYTU K AUCTHO3Y

MwurtpeiikuHa EneHa AnekcaHapoBHa, 3BarenbcKas
EkatepuHa BanagumuposHa, AHMLWEHKO MaKcum
Onerosuy, AsetucsaH loap PomukosHa, FOmawes Hukura
Bnagumuposuy

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHble pykosogutenu: MNpasatok HatanbA puropbesHa —
K.M.H., goueHT; HoBnkosa AHHa BnagumumposHa. ®rAOY BO
PHUMY um. H.N. NMuporosa MunH3sagpasa Poccum

MepBuuHble MMmyHoaedbuumntol (MNA) asnaotca 6onee
pacnpocTpaHeHHbIMKU HO3010TMAMM, YeM MPUHATO CYMTATb B
MeaMLMHCKoM cpeae. OcBefOMNEHHOCTb KaK NaLMeHTOB, Tak U
Bpayeli 06 3TOl NaTONIOTMM OCTAeTCA Ha KpaliHe HU3KOM ypOB-
He. [lo 70% cnyyaes MWL, ocTatoTca He AMArHOCTUPOBAHHbIMY;
3aleprKKa NOoCTaHOBKU amarHosa MU/ y B3pocabix cocTaBaser,
B cpegHeMm, 15 net. Camoit pacnpocTpaHeHHon dopmoin MUy
nauuneHToB cTaple 18 net aBnaetca obwaa BapnabenbHaa nm-
MyHHan HepocTaTodHocTb (OBMH), conpoBoxaatowanca naH-
rMNornobynuHeMumen (CHUMKEHMEM CUHTE3a aHTUTE/ KNaccoB
IgG, IgA n/unmn IgM) Bcneactene aeduumnta B-numobountos u
naasmaTuyeckmx Knetok. CBoeBpeMeHHO HavyaTasa perynapHas
3aMecTuTeNbHaA Tepanua UMMyHOrnobyInHaMm B aAeKBaTHO
nofobpaHHOM A03e N03BOAET NaLMEeHTaM 3HAUNTEIbHO CHU-
3UTb PUCK PA3BUTUA TAXKENbIX UHPEKLMIA, BECTU aKTUBHYIO CO-
LMaNbHYIO XM3Hb U JaXke MMeTb 340p0BOE NOTOMCTBO.

MaunenTka I, 29 net, noctynuna B OPUT KB Ne 1 um. H.U.
Muporosa ¢ *kanobamu Ha NOBbIWEHWE TeMNepaTypbl Tena A0
39°C, obuyto cnabocTb. 3 mecaAua Ha3ag, — Nepsble eCcTECTBEH-
Hble poabl. Ha 2-e cyTku nocne poaos — pebpunbHan Anxopas-
Ka, AMarHoCTMpoBaH aHAomeTpuT. Ha ¢oHe aHTMOaKTepuanb-
HOW Tepanuu 1 NPOMbIBaHMA NONOCTU MAaTKM — HOPManM3aLma
TemnepaTtypbl Tena, Ha 8-e CyTKM BbIMMCaHa OOMOW B yA0B-
NIeTBOPUTENILHOM COCTOAHUKU. B TeyeHue nocnegyowmx AByX
MecALeB HeOAHOKpaTHble rocnutanMs3aumm B CTauMoHap no
noBoAy peLuanBUPYIOLLMX MHOEKLMOHHBIX COCTOAHUN: dner-
MOHO3HOr0 anneHAMLMTa, NOBTOPHbIX SHAOMETPUTOB C HEMNON-
HbIM 3)EKTOM OT MHOTOKOMMOHEHTHOM aHTMBAKTepUuanbHOM
Tepanuu. B 14 net — TpombouuToneHus. B 28 net — pecnupa-
TOPHbIE CUMMNTOMbI B BUAE ManonpoayKTMBHOrO Kawnsa. Auna-
FHOCTMPOBAHHbIE MPU KOMMbIOTEPHOU Tomorpadum opraHos
rPYAHOWN KNeTKU ANUTENbHO He paspeluarolimeca U3aMeHeHus
(30HbI KOHCONMAALMM, MATOBOTO CTEKNA, BHYTPUIPYAHAA INM-
bapeHonaTtnaA) NnoTpeboBanm rMCTONOTMYECKON BEPUPUKALUMN.
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BbinonHeHa 6uoncua nerkoro, NosyYeHHble AaHHble COOTBET-
CTBOBANM AMMGOLUTAPHON WMHTEPCTULMANBHOMW MHEBMOHUW.
HacToAwana rocnmuTannsaums B CBA3U C PELUANBOM JINXOPALKM.
Mpv obcnefoBaHUM AMArHOCTMPOBAHA HAarHOMBLLAACA TeMop-
parnyeckas KMCTa AMYHMKA, NMPOBEAEeHa pe3eKkums, caHaums u
OPEHMPOBaHME OPIOLWHOM NOIOCTM, TaKMKe MpPoBeAeHa aHTU-
bMoTUKOTEPANMUA MepoHeMOM 1 © 3 pasa B CYTKWU, NMHE30U-
4om 600 mr 2 pas3a B CYTKM C Nocneaytowen HopMmanamsaumen
TemnepaTtypbl Tena u obuiero coctoaHuA. Mpu obcnenoBaHUK
obpautana Ha cebs BHMMaHue runonpotenmHemmus (54 r/n),
CHUMKEHMEe BCex Kiaccos MmmyHornobyamHos IgA — 10 mr/an
(100-350 mr/an), 1gG — 169 mr/an (900-1800 mr/an), IgM — 6,1
mr/on (80-250 mr/an), B cBA3M ¢ Yyem 3anogospeH MU c ge-
beKToM aHTUTENO00OPa3oBaHMA. MNaLMeHTKA KOHCYNbTUPOBaHA
MMMYHON0rOoM. PeKomeHa0BaHa 3amecTuTelbHasA Tepanma MmM-
MyHOr106yAnHOM M3 pacdeta 0,8 r/Kr exxemecayHo.

MpeacTaBneHHbIN KAMHUYECKUI cyyail pa3BenBaeT Mmud
0 Tom, yto MU, moKeT AebOTUPOBATL TO/IbKO B PaHHEM AeT-
CKOM BO3pacTe, U AeMOHCTpUpPYeT 6aaronoyyHbliii ucxos 6na-
rogaps sepudukaumm “HoBoin” HO3010MMU U NPEPbIBAHUIO
3aMKHYTOrO Kpyra peungmea MHPeKUMt 1 aHTMBMOTUKOTEPa-
nun. na MHormMx Hosonormyeckux ¢opm MUA (B Tom uncne
OBWH) xapaKTepHO «CTepToe» Te4eHne, Npu KOTOPOM MnepBsble
KNMHMYECKME MPOSABAEHMA BO3HMKAIOT Ha TPETbEN-YeTBEepPTOM
OEeKagax KM3HM, YTo TpebyeT HACTOPOXKEHHOCTU Y Bpayew
B3POC/I0M NONYyAALMM.

CuHapoM [apAHEpPAd B COYETAHUM CO 3AOKAYECTBEH-
HbIM PUGPOMATO3OM GPbDKEMNKU KULLEYHUKA

KypcuH Unba Hukonaesuu, CtaHkoBu4y Onbra imutpuesHa,
Kapacesa 30a BnagumuposHa

®rb60y BO «Ory umeru N.C. TypeeHesa»

HayuHble pykosoautenu: TypunHa Mapua CepreesHa —
K.M.H., goueHT. ®r60Y BO «OryY nmenu U.C. TypreHeBa»

MNaumneHT B, 25 neT, B ceHTAbpe 2015 r. npu obpaleHnn K
TepanesTy MO MoOBOAY ANCKOMPOPTA B KMBOTE ObIIO BbiABIE-
HO onyxonesoe obpasoBaHWe B HpIOWHOM NonocTu. Hanpas-
NIeH B OHKonormyeckmin amcnaHcep. 14.09.2015 r. BbinosnHe-
Ha AMarHoCTMYecKaa NanapoToMus: B KOpHe BpbixKeliku aBa
C/IMBAKOLLMXCA OMyXONeBbIX y3/1a Ha yposHe L1-L2, B onyxonu
NPOXOAMUT NPaBblit MOYETOUYHUK, OpblKeeyHble apTepuu. McTo-
JIOTMYecKoe 3aK/toYeHMe: 3/10KaYeCcTBeHHbIN dnbpomaTos ae-
cmoungHoro Tuna. MNMauneHt HanpasneH B POHL, um. baoxuHa.
MpoBeneHa KT 6ptolwHOM NonocTu: B 6pbirKelike TOHKOM KULWKK
no cpegHeln MHMM Ha ypoBHe 1/3 onpeaenserca onyxosnesbli
y3en 5,5x3,7 cm B TO/LLE KOTOPOTrO NPOXOAMUT BepXHEDpbIXKeey-
HaA apTepus 1 ee BeTBM. B npaBoi noas3aoLWwHoM obaactu ony-
xonesblit y3en 9,0x6,0 cm, B TO/ILLE KOTOPOrO MPOXOAAT BETBU
HUKHEBPbIXKeeuHoW apTepuun. Takke obpasoBaHMe Ha YpoBHe
BEPXHUX OTAENO0B npamor Kuwkm 4,5x3,0 cm. Onpegenanca
y3€/ NOBbILWEHHOM NJIOTHOCTU B HONBLIOW ATOAMYHON MblLLe
2,3x1,3 cm. Onyxonb npu3HaHa HeonepabenbHol. Mposeae-
Ha KOJIOHOCKOMNUSA: MHOMECTBEHHbIE€ MOAUMbI TONCTON KULLKM,
renbMuMHTO3. bruoncua nonuna: BOpcMHYaTaa afeHoma C npu-
3HAaKaMM NIerkoi aucnaasmm snutenma. HasHaueH TamokcudeH
20 mr B cyTKM + acnupuH 100 mr B cyTKu. [MoBTOpHasA rocnu-
Tannsauma B POHLL um. BroxunHa yepes 2 mecaua. NposeaeHo
MOJIEKYIAPHO-TEHETUYECKOEe  UCCNefoBaHMe, NOATBEPXKAeH
AuarHos cuHapom MapaHepa. NosTtopHaa KT B anpene 2016 . :
CyLLECTBEHHOrO pocTa Y3108 HeT. OnpeaenseTca ypeTpornapo-
Hedpo3. cnpasa. ObcnenoBaHue B utone 2016 r. : oTmevaeTca
pocT o6pazoBaHuA. [IPOBOAMUTCA pPe3eKUMA CN3UCTON NPAMON
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KULLKW C TMCTONOMMYECKMM UCCe0BaHMEM: BOPCMHYATas aje-
HOMa C y4acTKaMu TAXKeNon Ancnaasuu. Y naumeHTa passusa-
€eTcs CTOMKWIA 6oNeBOW CMHAPOM, MPOrPECCUMPYET CaPKONEHUA.
HasHaueH copadennb 400 mr 2 p/cyT. KoHTponbHOe obcneno-
BaHWe B ceHTAbpe 2016 BbIABMIO POCT 06pa3oBaHuA. HasHave-
Hbl 2 Kypca MXT gokcopybuumHom 100 mr B/B. Ha aTom ¢poHe
pasBunacb pebpuabHaa HelTponeHus, noTpeboBasLas Ha3Ha-
yeHue aHTMbaKTepmanbHOM Tepanumn n -KCPD. B panbHelwem
naumeHTy HaszHaveHbl 2 Kypca MXT no cxeme gokcopybuumH 30
Mr B/B A0 cymmapHoi go3bl 90 mr + npocpammg 2400 mr 8/8
[0 cymmapHoi go3bl 7200 mr+mecHa 3200 mr B/B A0 cymmap-
Hol go3bl 9600 mr. C npodunakTnyeckon Lenbto Ha dpoHe MNXT
BBoanaca M-KCh. KoHtponbHoe obcneposaHme B mae 2017 r.
NoATBep}KAaeT POCT onyxonu. MauneHTy HasHavatoTcA 3 Kypca
MXT no cxeme: BuHopenbbuH 100 mr B/B+ meToTpekcaTt 30 mr
8/8B ¢ npodunaktniecknum seeaeHnem -KCP. ObcnegosaHme B
mae 2018: npoaonxKaeTtca pocT onyxoaun. PEeKOMeHA0BAHO NpPo-
ponxkeHue MNXT. Crau. neyeHune B aHBape 2019: npogonkaerca
POCT OMNyX0/n BPbIXKENKKN, OTMeYaeTcA NOABAEHUE ONYyX0U Ha
nepeaHew bprolwHo cteHKe. MpounssegeHo ee yaanexue. KT
rO/I0BHOrO MO3ra: Ha/anyMe o4aroBbix 0b6pa3oBaHuWii. BecHol
2019 r. y naymeHTa passuBaetca aucoarma. SrAC: npocseT Ke-
NlyAKa cyeH B BuAe Tpybku. Mpu ocmotpe B mae 2019 y na-
LMEHTa BblpaXKEHHOEe CHUMKeHune macchl Tena (MMT 16,5 kr/m?).
[ny6okas nanbnauma }XmnBoTa HEBO3MOXKHA: BCHO BPIOLLHYO No-
NOCTb 3aHMMAET NI0THOE onyxonesuaHoe obpasosaHue. Busy-
a/IbHO XXMBOT accumeTpuueH. B OAK, bruoxmmmyeckom aHanmnse
KPOBW OTK/IOHEHUI OT HOPMbI HET. PEKOMEHA0BaHa CMMMNTOMa-
TUYeCcKasa Tepanus.

[aHHbI KAMHUYECKUI CyYait AEMOHCTPUPYET pegKoe Ha-
cnencteeHHoe 3abonesaHue. Y naumeHTa cuHgpom fapaHepa
MaHUPecTMpoBan JOCTAaTOYHO PaHO, COYEeTaNCA C Pa3BUTUEM
310KayecTBEHHOro ¢ubpomaTtosa OpbIKEVKM U OTAMYanca
arpeccMBHbIM TeyeHuem, pe3ncteHTHoIM K MXT. Kpome Toro,
3abonieBaHMe HacnegyeTcA Mo  ayTOCOMHO-AOMUHAHTHOMY
TUMNY, O4HAKO HACNeACTBEHHOCTb Y MaLMeHTa He OTAroLleHa.
MporHos HebaronpUATHBLIN.

CuHapoM Ouwepa-3BaHca: KAMHUYeCcKoe HabAIoAe-
HUEe B NPAKTUKE TepaneBTa

Kasakos Hukuta Cepreesuy’, LLimbikoBa Codpbsa CepreesHa’,
Axkywes AHgpeit AnekcaHaposuy?

'OrAOY BO PHUMY um. H.UN. Mupozosa MuH3dpasa Poccuu,
’IbY3 rK6 um. B.M. bysaHosa f13M

HayuHbie pykosoautenu: Nnbyerko /liogmuna HOpbes-

Ha — A.M.H., npodeccop, NEY3 FKE um. B.M. byaHosa [3M.
HukntH Uropb MfeHHaaneBny — ao.m.H., npodeccop, PrAY
«JleuebHO-peabuUnnTaLMOHHbIM LeHTp» MuHucTepcTBa 34pa-
BOOXpaHeHuA PO

MaumeHTKa M. 69 net ¢ *Kanobamu Ha OAbILWKY B MOKOE,
cnabocTtb U runeptepmuio GpPUragont CKopol mMeguLMHCKOM
nomowu bblna rocnutannsmposaHa B N6Y3 Kb um B.M. bya-
HoBa [13M, r. MocKBbl. M3 aHamHe3a: B TeyeHue roga 6onbHan
OTMeYaeT NaaBHOe CHUXKeHMe macchl Tena Ha 20 Knuaorpa mm
npu coxpaHeHHOM anneTtuTe, ¢ anpena 2018 roga yxyglweHue
B BM/E NOABJEHMA U HAapaCcTaHMA oAbIWKK, cnaboctn. Ambyna-
TOpHO B 06WEem aHanmnse Kposn (OAK) oTMeYanoch CHUXKeHNe
ypoBHa remornobuHa ao 95 r/n, scneacrene yero 6bin HasHa-
YeH Mpenapar enesa, KOTOPbI NauMeHTKa NpMHMMana B Te-
yeHue 2 mecaues 6e3 3HaUMMoro apdekTa.

Mpy nepBnYHOM OCMOTpe cocTosHMe BonbHoi M. pacue-
HMBANOCb KaK cpegHen cTeneHu TaxKecTu. KoXHble NOKPOoBbI

6negHble, B 06/1acTM NaxoBbiX CKNALOK W Ha nepegHelt no-
BEepPXHOCTU 06omx Bepep oTmeyanacb remopparMyeckas cbinb
B BMZE MONOChI WMPUHOMN 4 CaHTMMETPa, aHaNorM4YHasA Cbinb
MeHbLUe MHTEHCMBHOCTM TaKKe 0OHApPYKMBaNacb Ha HUKHUX
KOHeYHoCTsAX B 061acTu roneHel. Mpu OLEHKe OpPraHoB U cu-
CTEM OTMEYaNNCh NPU3HAKM OpPraHHOM ANCHYHKLMU: TaXUMHOI
C 4acToOTOM 24 fAbIXaTeNbHbIX ABUXKEHUN B MUHYTY, TMNOTOHWMA
c apTepuanbHbiMm gasneHmem 90 n 60 mm. pT. CT., TaxmKapana
100 yaapoB B MUHYTY.

Mo paHHbIM OAK, y MaLMEHTKM MMeNacb HOPMOXPOMHAA MU-
KpOLMTapHas aHeMUsi IErKOW cTeneHn (ypoBeHb remornobmHa
94 r/n), Taxenaa TpomboumToneHua (14 x 10°/n), neikoneHns
(3,3 x 10°/n). NpoBeaeHa crepHanbHas NyHKUMA. KOCTHbIN MO3T
HOPMa/IbHOM KNETOYHOCTM, AaHHbIX 32 OHKOTreMaTooTMYeCcKni
npotecc He nonyyeHo. Obpallano Ha cebs BHUMaHWe HapyLue-
HWe OTLWHYPOBKM TPOMOOLUTOB OT MerakapuoumuTos. MaumeHT-
Ke eXeQHEeBHO MPOBOAW/IOCH NepesiMBaHne TPOMbBOLUTAPHOM
Maccbl. Mocne TpaHchysum ypoBeHb TPOMOOLIMTOB HapacTas
80 80x10°/n, HO Ha cneaytowme CYTKM BO3BPALLA/CA K MCXOL-
HbIM Umbpam. 3anoao3peH UMMYHHbIM XxapaKTep 3abonesaHus,
nposeaeHa npoba Kymbca, aHanv3 KpoBY Ha HaWYMe aHTUTeN
K TpombouuTam. Micxopsa us pesynbTaToB MUENorpaMmbl U Npo-
BeZleHHOro obcnefoBaHMA HaMu Bbl1 NPeanoNoXkKeH AMArHo3—
cuHapom duiiepa-dBaHca. C LENO UCKIOYEHUA BTOPUYHOIO
XapaKTepa 3aboneBaHuA NauueHTKa bblia BceCTopoHHe obcne-
[0OBaHa — AaHHbIX 3a oHKonpouecc, AnbdysHoe 3abonesaHne
COeAMHUTENbHOWM TKaHW He noslydyeHo. HavaTa Tepanua mioko-
KOPTMKOCTEPOUAAMM B PEKOMEHA0BaHHOM f03e. Ha 14-e cyTku
OTMeYasioCb NPOrpeccMpoBaHme reMopparMyeckoro CMHAPOMaA
B BMAE NOAB/JEHWNA IKXMMO30B C/IMBHOIO XapaKTepa Ha npasom
BEPXHEN KOHEYHOCTU B 06/1aCTW cpegHen TPeTn NaeyYeBom Ko-
CTW, KPOBOU3NNAHMA B KOHBIOHKTUBY NPaBOro 11a3a, Ha XMBO-
Te Mo CPeAMHHOM IMHMM B Me3aracTpasibHOW 061acTh 3KXMMO3
pasmepamu 3 x 4 cm. CocTosiHME MAUMEHTKM Bbl1o0 pacLeHeHo
KaK HecTabunbHoe, 6bI10 peleHo NPOAO/IKUTL NepennBaHne
TPOMBOLMTAPHOM MacCChbl, @ TaK*Ke, y4nTbiBas HeapPeKTUBHOCTb
nepopanbHbix [KC, nynbc-Tepanua npegHn3onoHom B gose 300
MF B Te4eHUe 2-X CYyTOK.

BBuay OTCYTCTBMA MONOMKUTENbHOW AUHAMWKU B COCTO-
AHUM MAUMEHTKM, Ha 17-e cyTKM npebbiBaHMA B CTaLMOHape,
paccmaTpuBanacb KAMHWYECKas KapTMHA ABYXPOCTKOBOM
LUMTOMEHUN ayTOMMMYHHOrO XapakTtep. Tepanua BbICOKMMU
[03aMU [IIOKOKOPTUKOCTeponaoB sddekta He pana. bbino
pelleHo NPOoBOAUTb NeYeHne CTUMYAATOPOM TpombouuTono-
33a — Tpombonarom B go3e 50 MUAAUTPa MM B CYTKU.

MauneHTKa 6bl1a BbiNMcaHa Ha 23-e CyTKM nNpebbiBaHWA B
CTaLMOHape C 3aK/IYUTE/IbHbIM ANArHO30M CMHAPOM Dule-
pa-3BaHca. Ha ¢oHe npoBeaeHHOro neyeHns coctosHue pac-
LLeHMBANOCh KaK YA0BAETBOPUTENBHOE, YPOBEHb TPOMbBOLIMTOB
6bin cTabuneH, coctasnan 88x10°/n U UMen TEHAEHUMIO K Ha-
pacTaHuio, 60bHasA YyBCTBOBaNA CebA yA0BIETBOPUTENBHO.

CAOXHOCTU AUDPEPEHLNAABHOTO AUATHO3A 3PUTPO-
AepMuun

domueHKoBa [ilnaHa CepreeBHa, Pponosa EkatepuHa
CepreeBHa

®rAOY BO PHUMY um. H.U.Mupozosa MuH3dpasa Poccuu
HayuHble pykoBogutenu: KOanH AnekcaHgp AnekcaHgpo-
BMY — K.M.H., goueHT. PFAOY BO PHUMY um. H.U.Muporosa
MwuH3gpasa Poccuum, TBY3 TKE Ne 24 [13M

MNauwneHT I, 68 net. CTpagaeT Ncopnasom c Hamunem 6aa-
LUEK Ha roNeHAX U BOJIOCUCTOMN YacTu ronosbl. B aHamHese ru-

)
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nepToHWYeckas 6ose3Hb, NOCTOAHHaA dopma Gubpunnaummn
npeacepamin, XpoHUYecKan cepaeyHan HegoCTaTOYHOCTb, Hed-
POaHIMOCKNEPO3 N XPOHMYECKanA NoYeyHan HeJO0CTaTOYHOCTb.
AMbyYnaTopHO NpuHMMan: Topacemmng 10 mr yTpom, BEpPOLLMKU-
poH 50 mr yTpom, KOHKop 2,5 mr x 2p/cyT, BapdapuH 2,5 mr no
2 + 1/4 Tab Beyepom, paHUTUANH 150 Mr Ha HOYb, annonypu-
Hon 100 mr.

13.02.18 noctynua B CTauMoHap € 3KCHONMATUBHOM 3pU-
Tpogepmuei. *anobbl Ha MHTEHCUBHOE LENYLIEHNE KOXKHbIX
NMOKPOBOB B TeYEHME HECKONIbKUX MecALeB mnocse ynotpe-
6neHus B nuLLy pbibbl (ycuneHue 3yaa nocne pbibbl oTMeYan
W paHee), OTeK NuuUA 2 AHA Hasagd, cnabocTb, NOBbIWeEHWe
TemnepaTypbl Tena go 38,7°C. Atonun HeT. CoCTOAHUE TAXKe-
noe. B cosHaHuKU. KoHTaKTeH, afekBaTeH. KoxKHble MOKpOBbI
rMNepeMmnpoBaHbl, KPYMHOEe BAAXKHOE LuenyleHne no Bcemy
KOXHOMY NMOKpOBY. Ha porosuLe, KOHBIOHKTMBAX YYaCTKU MyT-
Hoi 6enoli nneHku. OTeku cTon, roneHel. T-36,7 C. Y44 20 8
MWHYTY. [lbIXaHWe ocnabneHHoe Be3UKYNAPHOE, XPUNbl BAAXK-
Hble KpYMHOMy3blpyaTble Haj BEPXHUMWU CErMeHTam NpaBoro
Nérkux. ToHbl cepaLa NPUIYLLEHbl, PUTM HenpasuabHbI. YCC
131 ya/muH. AL, 132/76 mm pT.cT. LLyMbl He BbICAYLWIMBAOTCA.
A3bIK 06/10)KeH BenbiM HaseTom, BaXKHblM. B octanbHoM —
6e3 ocobeHHoCTeN.

B aHanmsax: dp 2, 65x10%n; Hb92r/n; MCV9 8,5 o¢n,
PLT 138x10%n. MouesBuHa 18,7 MMONb/n, KpeaTUHMUH
369,0 mmonb/n, CPB 111 mr/n, raokosa 6,9 mmonb/n, 6unu-
py6uH 06WwMit 28,0 MKMOAb/ A, NpaMoit 9 MKmonb/a. Koaryno-
rpamma: NB 21,5 cek; MTN 51,6.MHO 1,68.

PeHTreHorpaduyeckan KapTMHA NPaBOCTOPOHHEN CermeH-
TapHOW BEPXHEA0/1eBOM MHEBMOHUM.

JKI: ¢pubpunnauma npeacepamii, YCC= 70-111-129 ya/
MUH. HenonHas 6nokaga MHMM. Be3 o4aroBbix U3MEHEHWU.

MyHKUMOHHAA 6Guoncua KOXWM MO3BOIM/IA 3aMof03puUTh
paHHIO CcTagulo rprboBMAHOMO MUKO3a: WUCCIef0BaHHbIN
MaTepuan npeacTaBieH OTeYHbIM 3NUAEPMUCOM WU MOBEPX-
HOCTHbIM OTAeNoM AepMmbl. Mopdonormyeckme nsmeHeHus B
OCHOBHOM XapaKTepHbl A1 XPOHWUYECKOro AepmaTuTa C Bbl-
pa)eHHbIM aKaHTO30M, MapakepaTo3OM W FMNepKepaTo3oM.
B ¢$1bpo3npoBaHHON AepMe HEePaBHOMEPHO BbIPaXKEHHbIN,
NpeuMyLLLeCTBEHHO NMepUBaCKYNAPHbIN UHPUALTPAT U3 TUCTHO-
umToB, dnbpobaacToB c yyacTtMemM NTMMPOLUTOB U eAUHUYHbIX
3031HOGUNOB.

3rAC (19.02.18): NonunosBmaHoe obpasoBaHMe XKenyaKa.
Buvoncua He B3ATa B CBA3U C rMNOKoarynaumen, aHemueit. Xpo-
HUYECKMIM aTPOPUUECKUI FacTpuT.

SKcPoNnMaTMBHaA 3pPUTPOAEPMUA CONPOBOXKAANACL BbIpa-
JKEHHO noTepei 6enkKa, Koarynonatmen ¢ nocaeayoLwmMm pas-
BuTMem [BC-cMHApPOMA M MONMOPraHHOM Hen0CTaTOYHOCTH,
BEPXHEA01eBOM NPaBOCTOPOHHEN MHEBMOHUU.

HecmoTps Ha npoBogumyto Tepanuio (MoKcudnokcalmH
400 mr/cyT. Nlasukc 20 mr/cyt. ®pakcunapud 0,3 ma/cyt. bu-
conponon 5 mr/cyt. BepownupoH 50 mr/cyt, ummyHornoby-
JINH HOPMa/ibHbIN YenioBeYeckuid B/8 5 r/cyT, aputpoumTapHas
B3BECb, CBEXXE3aMOPOXKEHHAA M1a3ma) OTMeYanoch yxyaule-
Hue coctoaHua. TKC B BMAe nynbc-Tepanum 5 CyTOK, LUKAO-
¢dochaH 600 mr 2 CyTOK NO3BOINAN YMEHbLUUTL NPOSABAEHUA
3pUTPOAEPMUM, HO He OCTaHOBWUO pa3suTue [BC-cuHapoma.
CoxpaHAanacb BblpaxKeHHasa KoarynonaTusa, NoABUNCL U CTaan
HapacTaTb aHeMuA, ABJEHUA MNOJMOPraHHOW HeAoCTaTOYHO-
CTW, NporpeccupoBaHune sHuedanonatnn. 19.02.18 KoHcTaTu-
poBaHa buonornyeckas cmepTb.

Nlumdoma noaTeepKAeHa Npu ayToncuu.

Cnyyali [eMOHCTPUPYeT CNOoXHOCTU aAnddepeHumanbHo-
ro AMarHo3a KOMKHbIX NPOABAEHUI Y BONBHOIO C NCOPUA3OM.
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TonbKo NpoBeAeHWe BMOMNCUMU KOXKM NOCIe 3HAYUTENbHOro
KMHUYECKOrO yXyALWeHWsa No3BOMA0 MOP(ONOrMYeckn Be-
puomnLmMpoBaTb rPMBOBUAHBIN MUKOS.

CAy4OM AHTUONOTUKOPE3UCTEHTHOTO SHAOKAPAUTA
C nepmoAoM rocnutraAmsaumm 101 cytku

KnbikoBa Mapusa CepreesHa, KopotkoBs-[ipersasnb
AnekcaHap 3ayapaosuy, AHTOHOBa AnéHa AneKkceeBHa,
Kpyrnakosa AnnHa AnekceesHa, Yangbiwes Muxaun
Bukroposuy

Bonzoepadckuli eocyoapcmeeHHbIl MeoOuyuHCKuli yHusepcu-
mem

HayuHble pykoBoagutenu: Cambypos AHapei Bragumumpo-
BMY, Bonrorpagckaa o6nactHas KAnMHUYecKkaa 6oabHMLa No 1.
®omeHKo AHHa CepreeBHa

B TeueHune nocnefHUX AeCATUNETUIN B BONbLIMHCTBE CTPaH
MMpa OTMeYaeTca pocT yncna 3aboneBaHUn MHPEKLMOHHBIM
3HA0KaPAUTOM. ITO CBA3bLIBAOT C 0CNabneHeM UMMYHOOTU-
YeCKOW PeaKTMBHOCTU OPraHN3ma, NoBbILLEHNEM BUPYIEHTHO-
cTv Bo3byautenei U3, usmeHeHmem gemorpaduyeckom cuty-
aumu (yBesmyeHme YncneHHocTm nuy, ctape 60 ner). [1]

Nauyent M., 67 net, 23.07.2019 noctynun B yponoru-
yeckoe otgeneHve BY3 BOKB No 1, c »kanobamu Ha Tynble
6011 B MOACHMLE, TOLWHOTY, NOBbILIEHWE TeMNepaTypbl Tena
00 380-390, nonnypuio ¢ AMarHo3om: XpoHUYECKU Tybyno-
WMHTEPCTULMANBbHBIA HEePPUT, HEYTOUYHEHHbIN, B NPEANON0NKN-
TeNbHO OKa3laBWMiicA o4arom nHdekuun. bbina NnokasaHa KoH-
CynbTauma Kapauonora u nyabmoHonora. Nocne KoHcMnmyma
NoCTaB/IeH ANArHO3: NepPBUYHbIA UHPEKLMOHHDIN SHAOKAPAUT
C Mopa)keHMem MUTPaANbHOrO KaanaHa, NOAOCTPOe TeyeHwue,
AKTMBHOCTb 2. MuTpanbHaa HegocTaToyHOCTb 2 cT. XCH 1A
®KIl. NleroyHas runepTeHsusa. MmMnepToHMyeckas 6onesHb Il
CT., pucK 4. XBIM C4 (CKd- 25 ma/muH). Muenoamcnnactuye-
cKkasa aHemua | ct. CCBP. CenTnueckaa nHeBmoHuA. [ByxcTo-
POHHUI TMAPOTOPAKC.

[narHo3 BbICTaB/IeH HAa OCHOBaHUM 1a6OPATOPHBIX AaHHbIX
OAM: Er 25-30 B n/3, Le 1-3 B n/3, KeToHOBble Tena-6e3pas-
MepHble eguHULbI. Buoxnmma Kposu: moyesuHa- 14,2 mmonb
/N, KpeaTuHUH 217 mKkmonb/n. MNoces moun-baktepuypus He
obHapy:KeHa.

31.07.2019 BbinonHeHa 9xo-KI BbiAB/MEHO Beretauma Ha
MWUTPaZbHOM K/anaHe, MUTPanbHaA HeAOCTaTOYHOCTb 2 CT.,
CA/L, B neroyHow aptepun 46 MM.pT.CT., NepesBeneH B nanaty
WHTEHCMBHOM Tepanuun KapAMoa0rMyeckoro oTaeneHus.

Mo nokasaHWAM npoBoAMAacb aHTMOMOTMKOTEpanuA: B
otaeneHmmn yponorum LleptpmakcoHom 1000 mr 1 pas/cyr.
C 31.07.2019 Hauata Tepanua meponeHem 1000 mr 2 pasa B
fAeHb. CoxpaHanacb ¢ebpunbHas TemnepaTtypa. B aHanusax
KPOBM OTMe4YaeTcAa HapacTaHue KpeaTuHuHa. 05.08.2019 Ha
boHe pesnCTEHTHOCTM Tepanuu, KOHCYNbTUPOBAH KAWMHWUYe-
CKUM papmaKonorom — A03MPOBKA MeponeHemMa yMeHblleHa
80 1000 mr/cyT; K Tepanuu aobasneH 3usokc 1200 mr/cyT. B
OMHaMUWKe NpoAoKaeT HapacTaTb KpeaTuHWH A0 420 mK-
MoOsb/ ., B cBA3M ¢ Yem 21.08.2019 naumeHTy BbINOAHEH CeaHc
ynbTparemoanadunbTpaummn ¢ NofoKUTENbHbIM 3bdEKTOM,
04HaKo c nosasneHnem asotemun. C yyetom cHuxeHua Hb ao
64 r/n BbINONAHEHA reMoTPaHCPY3UA IPUTPOLMUTAPHON MACChI.
MauMeHTy NOBTOPHO BbIMO/MIHEH CeaHC yabTparemoauadub-
Tpauum 28.08.2019.

MNoces KpoBKM Ha cTepunbHocTb oT 02.09.19 pocTa He gan,
NPesnoNoXKNTENbHO B CBA3WM aHTMBMOTMKOTEpanuei. B panb-
Helilem Ha ¢oHe NPOBOAMMON Tepanuu y nauueHTa oTmeya-



CEKUWST «TEPATTIAGD

€TCA CHWXXeHMe KpeaTHMHA KpoBM A0 270 MKMOosb/A, Temne-
patypHaa peakuma Ha 30.09.2019 otcyTcTByeT.

Mocne OTMeHbl aHTMOMOTMKOTEpaANWUW TemnepaTypHas
peaKkuua He peuMauBMpOBana, HBenku ocTporo BocMnasneHus,
nenKkoumTos cHuKanmucob. 02.10.2019 3aperucTpupoBaH na-
pokcusm dubpunnaummn npeacepgmuii, KynnuposaH BBegeHNEM
amuogapoHa 5%- 15 ml.

04.10.2019 nauMeHT KOHCYNbTUPOBAH M1IaBHbIM BHeELUTaT-
HbIM Kapauoxupyprom Bonrorpasckoi obaactv — pekomeHz0-
BAQHO OMepaTMBHOE JIeYeHWe MO MPOoTe3MPOBAHUIO MUTPab-
Horo KnanaHa B ®LICCX r. AcTpaxaHb. MauMeHT BbiNnUcbiBaeTcA
B Y40BNETBOPUTE/IbHOM COCTOSIHMM cnycTst 101 KoMKo-AeHb B
cTaumoHape. JaHHbIl cnyyal YHUKaNeH, T.K. NaLneHT noayyan
ONVTEeNbHYI0 aHTUBMOTMKOTEPANUIO Pa3HbIMUK Fpynnamu npe-
napaToB Ha ¢oHe NoATBEPXKAEHHOIO 3HAO0KApPAUTA C MHOXe-
CTBEHHBIMW OC/IOXKHEHUAMW U OJANTENbHBIM JIMXOPAL0YHBIM
CUHAPOMOM.

Cnucok nutepatypbl. 1. FabpuansH H. U., Topckaa E. M.,
Apedbesa /1. UN., CemeHosckuin M. /1., CnupuHa T. C., Pomalu-
KuHa /1. 0., Cang T. ®. MuKpodaopa peseLmpoBaHHbIX Knana-
HOB MaLMEHTOB C MHOEKLMOHHbIM 3HAOKAPAUTOM // AHHaNbI
xupyprum. 2012. Ne 3.

CAy4an MwemMmm MMOKApAQ U NoAHOM AB-6Aoka-
Abl Y GOABHOIO C TPAHCNACGHTUPOBAHHBIM CepALIeM
NocAe NnepeHeCcCeHHOro MMOKApPAUTA

Maitoposa AHHa MNaBnoBHa, NnaxoTHAA Buktopusa
MmuxaiinoBHa, [kayapu Mapua CtaHucnaBoBHa, CenxaHsaH
ManbBuHa CrenaHoBHa

®TrAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu

HayuHble pykosoautenu: KokopuH BaneHTnH AnekcaHzapo-
BMY — K.M.H., AoueHT; Cobonesa BaneHTnHa HuKonaesHa

— K.M.H., goueHT. PTAOY BO PHUMY um. H.WN. Muporosa
MwuH3gpasa Poccumn

MNaumeHT K. 23 net, 10.02.2019 rocnutannsmMposaH B OTAe-
NleHWe KapauopeaHMmaLMu € NapoKCU3MOM ¥Kesyao4KOBOM
Taxukapauu (XKT), KoTopblii KynupoBanu gorocnutasbHo INT.
Kanobbl: pe3ko BO3HMKLLIAA OAbIWKaA, CNabocTb, rON0BOKPY-
»eHue. Co cnoB mauueHTa, B AeTcTBe Obl AMArHOCTUPOBaH
“KaKol-To NOPOK cepaua”’, y Kapaunonora He Habnaoganca. 3a 5
MecC. A0 roCnUTaN3aLnn NMepeHec «Ha Horax» 3 TAMKEeNbIX BU-
pycHbIX nHdeKLmMKn. B aekabpe 2018 noasuaach oAplllKa npu
dur3MYecKoit Harpyske.

Mo pesynbTaTam KopoHapoaHruorpadum (KAT) uckntoueH
niwemmnyecknin reHes T n cepaeyHon HegocTatouHocTh (CH).
Ixo-KI: aBycTBOpYaTbIA aOpTa/ibHbIM K/ianaH, BblpaXKeHHas
aopTasibHan peryprutaumsa, pacluiMpeHne BOCXOAALLEro otaena
aopTbl, DB nesoro xenygouka (/1K) 20%. Mo gaHHbim MCKT ¢
KOHTPacTMpOBaHMEM: KOapKTaLmMA aopTbl. MOBbIWEHNA aHTK-
Ten K MMoKapay, KapAMOAUNUHY, aHTUHYKIeapHbIX aHTUTEN He
BbIAB/IEHO, MO3TOMY NOPAXKEHUE cepaLa NP CUCTEMHBbIX 3a60-
NeBaHUAX BblJ10 UCKIOYEHO.

Ha OoCHOBaHMM KAMHWYECKOW KapTWHbI, aHamHesa, IxoKl
(AMnatauma M BblpakeHHOE CHUXKeHue rnobanbHoW CoKpa-
TMMocTK JIXK, oTcyTcTBME 30H HapyLIeHUA JIOKaNbHOM COKpa-
TUMOCTH), MoBblweHUa TponoHuHa | (0,132 Hr/mn), AaHHbIX
nepdy3noHHoW cuuHTUrpadun (pacnpeseneHne npenapata B
MuoKapze /XK paBHoMepHoe 6e3 o4yarosbix AedeKToB Hanos-
HEeHUSA, TMMNOKMHE3 BCeX CTEHOK MMOKapaa) v cneunduyeckux
M3MeHeHWn Ha MPT 6b1/1 yCTaHOB/IEH AMArHO3 «OCTPbIM BUPYC-
HbI ANPDY3HBIM MUOKAPAUT C UCXOAOM B AWMAATALMOHHYHO
KapguomumonaTuio».

C 19.02 npoBoaumnacb aHTMbaKTepManbHaa Tepanusa NHeB-
MOHUM HUXKHel fonu cnpasa. Ha doHe pekomneHcaumm CH no
060MM Kpyram KpoBOOOpaLLEeHUSA NOABUINCH OTEKM, KENTYXA,
renaTocnieHOMeranuna v NPU3HaKM1 NevyeHoYHO-K1eTOYHOW He-
[0CTaTOYHOCTU. B cBA3M runepbunnpybuHemuein 1o 184 mk-
monb/n 20.02 nposeaeH naasmadepes.

05.03 6blna guarHoctuposaHa TIJIA ¢ pasBUTUEM MH-
¢bapKT-nHEeBMOHMM B S4 cneBa n S8 crnpasa; UCTOYHUK — dno-
TUpYOWMII Tpomb Npasoit obuwel beapeHHOM BeHbl (Tepanus
pvBapokcabaHom). Mpu BbINUCKe Ha3HAYeHbI: CMMPOHOIAKTOH
50 mr 1 pa3/geHb, pypocemng 40 mr 1 pas/aeHb, Kapseanaon
25 mr 2 pasa/aeHb, no3apTaH 25 mr 2 pasa/aeHsb.

Ha ¢poHe npoBoanmom Tepanmm B TeyeHme 1,5 mecsues oT-
Meyanocb YMeHblUeHMEe OAbIWKKU, OTEKOB, NOBbIWEHWE Tone-
PaHTHOCTU K GU3NYECKMM Harpy3Kkam, HO COXpaHAacb HU3KasA
®B (23%). MaymeHT 6611 HanpasneH HMUL, TUO um. ak. B.U.
LLlymakoBa 414 peLlleHna Bonpoca O TPaHCNNaHTaLMm cepaua.

19.04 B KauecTBe “MocTa” nepes TpaHCNAaHTaUuen npose-
[EeHa YCTaHOBKA CUCTeMbl BUBEHTPUKYNAPHOro obxoaa xeny-
[0YKOB cepAaLa, JONOHEeHHAaA MeMbpaHHOM OKcureHaumen, a
11.05 — opToTONMYecKasa TpaHCMNAaHTauma cepaua. HasHaveH
npMem MMMYHOCYNPECCMBHOW Tepanun (TakposMmyc, MUKO-
deHonata modeTnn, MeTUNNpPeaHU30N0H), KO-TPUMOKCA30/
W BaNraHUMKAOBMP B TeyeHMe 6 mec., omenpason Kypcamu,
Topacemupa 5 mr yepes aeHb, posnHonpun 10 mr 1 pas/aeHb,
amnoamnuH 5 mr 1 pas/aeHs.

CoctosiHMe naumeHTa bbino crtabunbHbiMm, ogHako 30.05
Ha JKI noABMAMCbL NPU3HAKKM ULWEeMUU MUOKapaa. Mo aaH-
HbiMm KAT: cteHo3 NMMMXB 70%. bannoHHaa aHrMonsiacTmka co
cteHTUpoBaHuem NMMXKB 6bina nposegeHa 13.06, Ha3HaveHa
OBOMHaA aHTMArperaHTHas Tepanua. B nocneonepaunoHHOM
nepuoze B CBA3W C pasBuTMEM NosHon AB-6nokaabl 26.06 um-
NAaHTUPOBaAH ABYyXKamepHbIi IKC.

B pesynbTaTe NpoBeAEHHOTO KOMMEKCA Sie4ebHbIX Mepo-
NpUATUIA Yy NauueHTa OTMeYeHa MOMOMKMUTENbHAA AMHAMUKA:
WNCYE3HOBEHME OAbIWKK, YBEINYEHWE TONEPAHTHOCTU K Ha-
rpyske, ®B — 64%, ynydweHue GyHKLMOHANbHOTO COCTOAHUSA
neyeHW; MNPU3HAKOB OTTOPNKEHWUA TPAHCMNIAHTUPOBAHHOIO
cepaLua He BbIAB/IEHO.

CAy4aM nepBUYHOrO MHPEKLMOHHOTO SHAOKAPAU-

Ta (U3) Yy nAumeHTa ¢ TePMUHAABHOMN XPOHUYECKOMN
NOYe4yHOM HeAOCTATOYHOCTLIO (TXIMH), HaxoAadLwerocs
HA NPOrPAMMHOM reMOAUCAN3E

TonmaueBa AHactacusa ButanbeBHa, benses Opuii
leHHaabeBuuy, Hbiposa HOnuna ApkagbeBHa

®rAOY BO epsoili MTMY um. Y. M. CevyeHoesa (CeueHoscKuli
YHueepcumem)

HayuHble pykosogutenu: iparomuperikas Hatanoa Anek-
CaHApOBHA — K.M.H., goueHT; Measeaes NeaH Omutpuesny —
K.M.H., goueHT. PTAQY BO MNepsbiit MTMY nm. U.M. CeyeHoBa
(CeueHoBCKMI YHUBEpPCUTET)

BonbHoW C., 70 neT, rocnuTann3vMpoBaH B peaHUMMaLu-
oHHoe otaeneHue YKB Ne 4 Mepsoro MITMY um. N.M. Ceve-
HOBa C *Kanobamum Ha Anxopaaky 8o 390C c noTpacatownmm
03Ho6amu, cnabocTb. M3 aHamHe3a M3BEeCTHO, YTO B TeueHue
OIMTENIbHOTO BPEMEHW CTPafaeT rmnepToHuYeckon bones-
HblO C YMEepPEeHHbIM YPOBHEM apTepUanbHOM rMnepTeHsnn, a
TaK}Ke XpoOHMYecKum nuenoHedpputom (XM) u moyekameHHOM
6onesHbto; B 2015 r. nepeHec NPaBOCTOPOHHIOK HeppPIKTO-
MUIO Mo nosogy runepHedpombl. B dpespane 2018 r. bbina
nposefeHa HedpPOCTOMMUA NO NOBOAY KOHKPEMEHTOB J1I€BOTO
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MOYETOYHMKa N BNOKa eaMHCTBEHHOM neBon noyku. C aToro
e BpemMeHM — cHKkeHne CKO meHee 15 ma/mun/1,73m?, an-
arHOCTMPOBAHA TEPMMHANIbHAA MOYeYyHad HeAOoCTAaTOYHOCTb
(TXMH), nonyyaeT 3amMecTUTENbHYIO TMOYEYHYH Tepanutio
(nporpammHbIn remoananms). HeogHOKPATHO roOCNUTaNNU3U-
poBaH ¢ obocTpeHuamu XM, nocneaHsa — 8 asrycte 2019 r.,
nosyyan aHTMbakTepmanbHyto Tepanuio (ABT) ¢ NONOXKUTENb-
HbIM 3 EKTOM, O4HAKO Yepe3 HECKO/IbKO AHEN NOCae BbINu-
CKM NOSIBUINCH YKa3aHHble Xanobbl, ambynaTtopHasa Tepanusa
ypocenTukamu 6e3 apdekTa, 6bi1 NOBTOPHO rOCNUTaNN3NPO-
BaH. [MpW NOCTynNNeHNU: COCTOAHME TAXKEN0e, COHNNB, Ae30-
pUeHTUPOBaH. KoXHble NOKPOBbI U CKAEPbI 61e4HO-KeNTyL-
Hble. YMepeHHbIN LMaHo3 ryb. Katetep ans remoamnannsa 6es
npu3HaKkoB Tpombo3a 1 BocnaneHua. OTeKos HeT. [bixaHue
CaMOCTOATENbHOE, KecTKoe, xpunos HeT, Y44 19 B muH.
Sat=92%. ToHbl cepaua pUTMUYHbIE, MPUTAYLLEHbI, HA Bep-
XyWKe — cuctonmyeckuin wym. YCC 85 ya/mun, AL 145/90
MM PT.CT. }XMBOT MArkuii, 6es3bonesHeHHbIn. HedpocToma
byHKUMoHMpyeT. MNpu o6cneposaHun: Hb 84 r/n, nekouuTbl
16,8 x 109, CO3 66 mm/u, KpeaTUHUH 386,8 MKMob/n (CKP
no CKD-EPI 12,74 mn/muu/1,73m?), kanuin 5,4 mmonb/n,
CPB 167 mr/n. Mpwu Y3U BbiABAEHbI KOHKPEMEHTbI U KUCTbI
eMHCTBEHHOWN /IeBOM MOYKM, HedpOoCKiepos, HedpocToma.
TAXecTb COCTOAHMA AMANN3HOTO MauMeHTa C aHaMHe3oMm
peunanBmupyoLlen Mo4yeBor WHOEKUUM, nepBOHaYaNbHO
6blna OTHECEeHa 3a CYET OYEPELHOro TAXKEeNoro obocTpeHus
XPOHWYECKOro nuenoHedppuTa M, BEPOATHO, Yypocencuca.
OpHako npu nposegeHnn IxoKl B NpoeKkunmM MUTPanbHOro
KNnanaHa BM3yasiM3MpPOBaHa eAMHUYHAA Beretauusa ¢ GUKCK-
pPOBaHHbIM OCHOBaHMEM U CBOHOAHBIM MOBUIbHBIM KOHLLOM
anameTpom o 10 mm, ymepeHHas MUTpPasibHan perypruta-
uma, ®B 49%, Ha OCHOBAHWW Yero Obla YCTAaHOB/EH AMarHo3
NoAOCTPOro NePBUYHOTO MHPEKUMOHHOTO SHAOKapanTa (M13)
MUTPaNbHOro KnanaHa. Ewe no nonyyeHna pesynbtatos no-
CceBa KPOBM M MOYM NALMEHTY, C y4eTOM npesnonaraemoro
BO36yauTena (rpam-otpuuaTtenbHan Gaopa MoyeBbIBOAALLUX
nytei u/unm pesnaeHtHble Staphylococcus spp.) HasHaueHa
KOMBUHMPOBaHHaA ABT BaHKOMUUMHOM 15 Mr/Kr Kaskable
12 yacos 1 meponeHemom 2 r/cyT.

3aKkntoueHue: NpeacTaBAeH KAMHUYECKUI cayyal passu-
1A U3 y 6onbHoro ¢ TXMH, HaxoaAweroca Ha remoauanmse.
dakTopamu pucka M3 aBnsetcs NepcucTMpoBaHMe mMo4yeBoi
MHObEKLMM, NoALepKMBAaEMOM HanMyMemM MHOPOAHOro Tena
(HedppocTombl), Ha PpoHe MmMmyHoaedMLMTA BCAeACTBUE Ype-
MWYECKON MHTOKCMKaLmMK. CBOM BKNAA BHOCAT 3N1EKTPOINTHbIE
pPaccTpoiiCTBa, aHEMUA, HAMUYME apPTEPUOBEHO3HbIX LUYHTOB,
YyacTble WMHBA3MBHbIE BMELLATENbCTBA, AereHepaTuBHble W3-
MEHEHMA K/lanaHOB, 0OYC/NOB/NEHHbIE MOMWAbIM BO3PacTOM
naumeHTa.

CAy4Q CEMENHOro NuLLEeBoro 60Tyansma

fawmuukaa Ennsaseta AnekcaHgposHa',
JNlesoukuHa KOnua CepreesHa?,

KynuHuuesa EKatepuHa AnekcaHgposHa', Metposa
BukTtopua AnekcaHapoBHa'

'PHUMY um. H.W.Mupozosa, *PYAH

HayuHble pykoBogutenu: Hukmudopos Bnagummp Bnagnumm-
poBuY — A.M.H., npodeccop; TomununH KOpuit HUKonaesny —
K.M.H., goueHT. PHMY nm. H.U.Muporosa

BoTynn3m He OTHOCMTCA K 4acTo BCTpevarowmmea nHdeK-
LMOHHbIM 3360/1€BaHMAM, OLHAKO NeTasbHOCTb Npu 6oTyNn3-
Me cocTasnseT 7-10%, 3aboneBaHue HepeAKo NPOTEKAET B TA-

58

*enon dopme, a BOCCTAHOBUTE/IbHbIN NEPUOA MOXKET A/ INTbCA
MecAaLamu.

HecmoTpAa Ha WMpoKylo MHGOPMUPOBAHHOCTL MEAULIMH-
CKMX pabOoTHUKOB 0 6OTy/IM3Me, AMArHOCTUKA B pAje C/yyaes
npeacTaBaAseT 3HauMTeIbHble TPYAHOCTU, YTO AEMOHCTPUpPYET
CeMEMHbIN cyYan NuLLeBoro 6oTyansma.

12.01.2019r naumeHTkM M. — matb (41 roa) u goub
(22 ropa) env Ha 3aBTPaK afKUKY AOMALLIHErO MPUroTOB/E-
HuA. MNocne KOPOTKOro MHKybaLMOHHOro nepuoaa y obewnx
OTMEYancs y4yalleHHbI KUAKNM cTyn, 60n B KUBOTE, Y A0-
Yyepu — pBOTa.

13.01.2019 — npucoeamMHUANCL PACCTPOMCTBA 3pEHMUA: Y
[oyepu «ceTka» nepeg, rnasamu, ABoeHWe NpeameToB, NTO3 ¢
2-X CTOPOH, rnasa 6biAn NOAHOCTbIO 3aKPbITbl; HapacTaloLwasn
06wwan cnabocTb; CyxoCTb BO pTy; BynbbapHbie HapylueHua —
NonépxmMBaHuMe, «KrHYCaBOCTb» ro/s10Ca, 3aTPyAHEHME TIOTAaHUA
TBEpPAOV NUWK. Y MaTepu HapAay C BbIpaXKEHHbIMUW PAcCTPOM-
CTBaMM 3peHuA U 6ynbbapHbIMU HapYLUEHUAMM OTMeYanacb
adoHMA U 3aTpyAHEHME [TOTAHUA XKULKOW NULLK.

14.01.2019 yumnTbIiBaA B aHaMHe3e MaTepy MMUACTEHMUIO U B
CBA3W C Pa3BUTUEM JbIXaTeNbHbIX PACCTPONCTB 6oNnbHas Bbina
rocnuTann3npoBaHa B BOEHHbIN rocnuTasib C NoA03peHNeM Ha
«reHepasiM3oBaHHyl0 GopmMy MMacTEHUM» U MNepeBeleHa Ha
B/ (opoTpaxeanbHasa MHTybaLmA).

17.01.2019 poub TaKKe obpaTuaacb B MMACTEHUYECKMUI
LEeHTp, rae Ha OCHOBAHUU CXOLHOWM KAMHUYECKOM KapTUHbI U
anuAaHamHesa (ynotpebneHme AOMaLLHWX KOHCEPBOB) Y Ma-
Tepu n goyepu 6bin 3anofo3peH 6oTyn3Mm.

18.01.2019 obe naumMeHTKM NOCTyNUAU B OTAENIeHUe pea-
Humauunm UKB Ne 1.

MpoTnBo6OTYAMHUYECKAA CbIBOPOTKA, CTO/Ib HEOOX0AMMAnA
B HayYaNbHbIV Nepuos, A0 NOABNEHUA BblPaXKeHHOro napanu-
TUYECKOro CMHAPOMA, UM Bblna BBEAEHA TONbKO HA 6-€ CyTKM
3aboneBaHna — BHYTPMUBEHHO OAHa A03a, no 10000 ME Tunos
A wun E n 5000 ME Tnna B.

CTeneHb BblPaXKEHHOCTU KJAMHUYECKOW CMMNTOMATUKK Y
maTepu 1 gouvepun 6bina pasnuMYHOW. Y maTepu oTMevyanocb
amumus, NTo3, odTanbmonaerua, MMapuas, HapylleHue apl-
XaHWA 1 TeTpanneruna. Y goyepu cMMnTomaTtuka bbina meHee
BbIPAXEHHOM: MOMWMO TN13a304BUraTe/IbHbIX PaCCTPONCTB,
bynbbapHoOro cMHApoma, cnaboctb MUMUYECKMUX MbILWL, Ha-
6ntofanca NPexoasLLMin NPOKCMMabHbIN BAMbIN TeTpanapes
(mo 3 6annos).

3aboneBaHue y Ao4epu NpoTeKano B cpegHeTaenol dop-
Me C BbICTPbIM 06PaTHBIM Pa3BUTUEM CUMMTOMATUKKU. B Kom-
NNEKC TepaneBTUYECKUX MEPONPUATUIA BXxoauna runepbapu-
yeckas okcureHaumsa. Koiko-geHb — 14,

Martb nepeHecna Taxenyto dopmy 60TyInM3Ma, B Xo4e KO-
TOPOro BO3HUKAW BTOPUYHbIE MUKPOOHbIE OC/IONKHEHUA: Ka-
TeTep-accoLMMpoBaHHbIA cencuc (Acinetobacter baumani),
rHOMHbBIN TpaxeobpoHxuT, nHeBmoHuA. VBJT nposBoamnack Ao
48 pHA. TeTpanape3 nocreneHHo paspewancAa. C 39-ro gHA
TPEHMPOBKA CaMOCTOATE/IbHOTO AblXaHUsA, KalLJeBOro TOMYKA
W rnotaHua. [lekanynauma Ha 58-e cyTku. BepoAaTHo, TAXKecCTb
TeyeHuns y maTepu 6bina obycnosneHa GoHOBbIM 3a601EBAHM-
em (MuacTeHuei).

01.02.2019 pguarHo3 60Tynn3ma noaTBep:KAeH nabopa-
TOPHO: B aA)KWMKe AOMALLUHErO MPUTOTOB/IEHUA OBHApPYKEHDI
Cl. botulinum, B KpoBW BbiiBNEH BGOTY/IMHUYECKUIN TOKCUH
T™@n A.

Taknm 06pasom, cayyait cememHoro nuuLeBoro 6oTynmns-
Ma AEMOHCTPUPYET CIOKHOCTb AMUArFHOCTUKN OCOBEHHO B CU-
Tyauuu, Korga B aHamHese 60/1bHbIX UMetoTcA 3aboneBaHuUA
CO CXOXKel KIMHUYECKON KapTUHOW (MHacTeHus y maTepu).



CERUMST «TERATTIAST

Tpu nssecTHbIX 6yKBbl — XBI1 - KOK pe3yAbTAT OCAOXKHEe-
HUS ICOPUATUYECKOTO apTpUTa AA-OMUAOUAO3OM

CyntaHoBa PeruHa LLlamunesHa', HemunHosa EkatepuHa
OmutpuesHa', lermaHosa EkatepuHa HukonaesHa',
CmupHoBa Jlio6osb AnekcaHaposHa', Epmunosa AHactacun
HukonaesHa?

'®rAOY BO «®rAOY BO PHUMY um. H.WN. Mupozosa MuH3dpa-
ea Poccuu», *OreY « HMULIMH um. B.M1. Cepb6ckozo»

HayuHble pykosogutenu: nbmHa EkatepuHa KOpbesHa, BY3
«'KB Ne 4 3M». KoxkaHos AHapei Cepreesuy, BY3 «Kb
M. 6patbes BaxpyLLmHbIX»

MauneHTka 48 net, ¢ 1996 r. cTpagaeT NCOpMATUHECKUM
apTPUTOM, HEOAHOKPATHO MoJiydana NaToreHeTUYecKyl Te-
panuto: Habnoganacb B PeBMATONIOrMYECKOM LIEHTPE, MHOTO
net nony4yana 6asncHyto Tepanunio MeToTPeKCaToOM B CTaHAAPT-
HbIX [,03MPOBKaX, B CBA3WN C HEMEPEHOCUMOCTbIO 3aMeHEeH Ha
npenapaTtbl 30/10Ta, KOTOPble B Aa/bHenweM 6blv OTMEHEHbI
npv yXyAaWweHUn COCTOAHMA: NOABUANCH CMMNTOMbI Hedpo-
naTuu, yBeiMumaach naouagb NCOPUATUYECKUX BbICbIMAHWUNA.
PekomeHpoBaHa Tepanua HecTepouaHbIMM MNPOTUBOBOCMA-
NIUTENbHbIMKM NpenapaTamn, 6e3 BbiparkeHHoro addekTa. B
Hosbpe 2013 r. BHOBb obpaTmaach c Kanobamu Ha obub-
Hble NCOpMATUYECKME BbICbINAHWUA, apTPaarMmM B NOACHUYHOM
oTaene MO3BOHOYHMKA, JIOKTEBbIX CycTaBax, MpPOBOAMIACH
6a3ucHas Tepanua — nedayHomug, 20 Mr, KOTOPYO CamMoCTO-
ATE/IbHO OTMEHW/Ia B CBA3M CO CTOMATUTOM, 32 MEAULMHCKOM
nomotlbto He obpalanacb. 3abonesaHne nporpeccupoBasno
B BWAE OrpaHuWYeHUs MOABUMNKHOCTW CycTaBoB, 06CNyKuBana
ceba ¢ Tpygom. B 2014 r. npoxoamnaa cTauMoOHapHoe Jfeve-
HWe, Bblna BHOBb MHMLMUPOBAHA TePanua METOTPEKCATOM B
HayanbHoOM Ao3e 10 mr, cnycta noaroga, Npv NOBTOPHOW ro-
CnUTanMsauum f03a yseanyeHa 4o 15 mr ¢ nonoXuTebHbIM
addeKTom, 04HAKO, B CBSA3M C UIBMEHEHUSAMM B aHA/IM3aX MOYMH,
NOBbILUIEHWEM YPOBHA KpeaTuHuHa (80 147 mkmonb/n), fo3a
6bina cHuxkeHa go 10 mr. Ha doHe neyeHna coctoaHme ¢ oTpu-
LaTeNIbHOM AMHAMUKOMN: COXPAHANUCH BblpaXKeHHble apTpan-
TMK, YBEIMYMAACH MOLAAb KOXHbIX BbICbIMAHWIA, NO Nosoay
yero 6bln1a rocnuTannsnpoBaHa B UoHe 2019 r. NMposoauamco
WMHPY3MM C IIFOKOKOPTUKOCTEPOUAAMM C HECTOMKMUM MOOMKMU-
TenbHbIM 3dpPeKToM. B TeyeHMe nonyroga oTmevaeTca nocre-
neHHO HapacTatowasn npotenHypua (4o 1,1 r/n), nosbiweHune
YPOBHA KpeaTuHUHA (80 220 MKMOAb/A), KOHCYAbTMpOBaHa
HedpoNIOrom, peKOMeHA0BaHA OTMEHA MeTOTpeKcaTa B CBA3M
CO CHUXEHMEM CKOPOCTM KnyboukosBoi ¢unbTpaumm no CKD
EPI o 22 mn/munH/1,73m2. C Lenibio UCKAHOYEHWA aMUIona0-
3a B OKTAbGpe 2019 r. npoBeaeHa buoncma caM3nCTon Npamon
KULLKK. 3aKkntoyeHne: AMUAOMA03 TOACTOM KULWKKU. PeHTreHo-
NOrNYeckn: ACCMMETPUYHBINA 3PO3MBHBIN MOAMAPTPUT CyCTa-
BOB KMCTEM PYK, JIOKTEBbIX CYCTaBOB. BbIBUXM M NOABbIBUXM
I, lll nAacTHO-panaHroBbIx cycTaBoB cnesa. CHUXKEHUE BbICOTbI
MEXKMO3BOHOYHbIX AMCKOB Ha ypoBHe C4-C6. KapTuHa ABYXCTO-
pPOHHEero cakpowsienta 2 ctaguu, aebopmupyrolero apTposa
TasobenpeHHbIX cycTaBoB. Mpu ocmoTpe obpalaet Ha cebs
BHMMaHWe obWwnpHaa naowaib MCOPMATUYECKOro Mopaxe-
HWA, pacnpocTpaHALLanca Ha 061acTb rosI0Bbl, KOHEYHOCTEW,
CNWHbIL. BOMb NpU NanbnaLMmM MesIKUX CYCTaBOB KUCTEl PyK C
0b6eunx CTOPOH, NaTepasibHbIX MbILLEKOB IOKTEBbLIX CYCTaBOB,
TaszobeapeHHbIX CYCTaBOB, FPyANHHO-pPebepHbIX COUNEHEHUN,
NoAB3A0LWHbIX KocTel. KoneHHble cycTaBbl AedopmMUpoBaHbl
3a CcuyeT 3KccygaTMBHO—-MpoAndepaTnBHbIX M3meHeHun. Co-
rNIACHO AaHHbIM WMHCTUTYTA peBmaTtosniormn PAMH ncopuatum-
YECKU apTPUT OCNOMKHAETCA amuaongosom B 1,1% cnydyaes.

B pesynbTaTe NaToNOrMYeCcKoro NpoLecca PpassMBaloTCA Takue
NOTEHLMANbHO OMaCHble COCTOAHWUA, KaK TEPMUHAAbHAA CTa-
[AWA XPOHUYECKoM 6one3HN nouyek. B cBA3w ¢ pa3BuTMem no-
[06HbIX OCNOXKHEHUI BO3HUKAIOT CyLLEeCTBEHHbIE TPYAHOCTM B
nogbope Tepanuu 1 TpebyeTca KOPPeKLMA BO3HMKILMX MeTa-
60/1M4EeCKUX HAPYLLUEHUN.

TPYAHOCTM AUArHOCTUKU U Ae4eHUs1 6oAe3HU Takascy -
KAUHUYECKUIN CAYHOH

UsaHoBa NonuHa KoHctaHTMHOBHA, Muxeesa EkatepuHa
MaBnoBHa

OrAOY BO PHUMY um. H.U.lMupozosa

HayuHble pykoBogutenu: /lornHosa TaTbAHA KOHCTAaHTUHOB-
Ha — 4.M.H., npodeccop. PTAOY BO PHUMY um. H.U.Mnuporosa

BonesHb Takasacy — pegkoe ayToMmmyHHoe 3abosneBaHue
M3 Tpynnbl CUCTEMHbIX BACKY/IUTOB, MOPAMKAKLLUX COCYAbl
KpynHoro Kannbpa, xapakTepusyoleeca rpaHyn1emaTo3HbIM
BOCMaJieHNeM aopTbl U ee BeTBeM, BO3HMKaloLwee npenmmylLue-
CTBEHHO Y MONOABIX KEHLUMH, Yallle B a3naTCKMX CTpaHax. B
2018 rogy Ha KoHoepeHuun ACR/ ARHP 6b1iv npeacTaBneHbl
06HOB/IEHHbIE KNacCUPUKALIMOHHbIE KpuTepuun, a B 2019 roapl
EULAR onybankoBano 06HOBAEHHbIE peKOMEHAALMKN Mo Neve-
HUIO JaHHOro 3abonesaHuA.

MNaumenTka ., 25 net, 8 2011 rogy nepeHecna ocTpbln Tpa-
Xe0BbpPOHXUT, Nosy4ana aHTUbaKTepmanbHyto Tepanuio. Yepes
2 mecsua ctanu becnokoutb 60aM B Liee c/eBa, Kynupyto-
wmecs HMBC. Yepes nonroga npucoegmHUaMcb ob6MopoKkn. B
2012-2013 rr. BblABAEHA AHEMMUS /IETKOMN CTEMNEHMU TAXKeCTU. B
2013-2014 rr. ctano 6ecnokoutb HapyleHue 3penHuns. C dpes-
pana 2015 roaa otmeyanack notepa Beca Ao 10 Kr 3a 3 mecAaua,
iMxopagkKa ¢ 03Ho6amu 1 HOYHOW NOTIMBOCTBIO, CYA0POramMm
HUXHUX KOHeyHocTel. Mpu obcneposaHnn Ha Y3W opraHos
OpIOLWHOWM NOMOCTM BbINO BbISBAEHO OMyxoneBngHoe obpaso-
BaHWe NpPaBOM NOYKK, C Nocneayowen HeppakToMmmnen — npu
TMCTONOMMYECKOM UCCNeL0BaHUN OMUCbIBANach KapTUHa rpa-
HyNemaTo3Horo HedpuTa. INM304bl AMXOPALKM NOBTOPAIUC.
B 2016 r. npu Y3AC 6bina BbiABNEHA OKKAO3MA NpaBoi obluei
COHHoOI apTepuu, yTonweHve KUM nesoli obLieit COHHoW a0
1,3 Mmm, cTeHo3 85%; OKKNIO3KA NPaBOI BHYTPEHHEW U NpaBoi
Hapy»KHOM COHHOW apTepuu. Bbin BbicTaBneH guarHos 6ones-
Hu TakanAcy. Mo pe3ynbtatam MCKT BbifiBNEHbI OKKAO3MA ANC-
TasbHOrO OTAeNa bpaxmouedanbHOro CTBOA, OKK/O3UA Npa-
BOM 06Lel COHHOW U BHYTPEHHEN COHHOW apTepuii, peskoe
Cy)KeHue NpocBeTa 1 YTONLWEHNE CTEHKM 1eBOI 06Lel COHHOM
aptepuu. B aHanusax kposu: Hb — 129 r/n; WBC- 11,7 10°/n,
CO3 10 mm/uac, CPB — 15 mr/a. lo oceHn 2019 roga naumeHT-
Ka eXXerofiHo Habsoaanacb peBMaTosIorom ( B aHasM3e KpoBu
COXPAHANNCH NPEXHME USMEHEHUA, NOABUINCL U3MEHEHMUA HA
OKrI B Buae genpeccua ST B V4; NnpucoeguHUIAch OKKAO3UA
nesoit BepTebpanbHOM apTepun no AaHHbIM MCKT), meanka-
MEHTO3Has Tepanua KOPPeKTUpPoBanach : MmetoTpekcaTt 10mr;
afanmmymab 40 mr; asaTMONpuH; Toumnmsymab — Bce npe-
napaTbl OTMEHANNCb BC/AEACTBME WX HenepeHocumocTu. Ha
MOMEHT NnocnefHen rocnuTaan3aumm naumeHTka npMHuMana
MUHUMaNbHO 3bdeKTUBHYIO 403y meTunpesa — 12 mr/cyTku.
Mpu ocmoTpe: obLyee COCTOsIHWE YA0BIETBOPUTENIbHOE, TEM-
nepatypa 36,6, KOXKHble NOKPOBbI GU3NONOTMYECKON OKPACKM,
KOXa MPaBOW BEepPXHEW W HUXNKHEN KOHEYHOCTWM XON0A4HaA Ha
owynb. BonesHeHHOCTb MO X004y COCYAMCTO-HEPBHOIO My4Ka
wewn cnpasa. [pn ayckynbTaumm BbiABAEH NAHCUCTONNYECKUI
YMEPEHHO BbIPAXKEHHbIN LWYM Haj, NIeBON COHHOW apTepwu-
e, ALl Ha nesoi pyke — 90/50 mm pT. CT., HAa NEBOI Hore —
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130/90 mm pT. CT., Ha NpaBblX KOHEYHOCTAX He onpeaenseTcs,
nyabC He NaAbNUPYETCA HA NPaBblX KOHEYHOCTAX. Mo Apyrum
cuctemMam opraHoB 6e3 natosnoruu.

Takum 06pasom, cnyyait JaHHOM NaLMEHTKM paccMmaTpuBa-
€TCs KaK NPUMEp CNOKHOCTU CBOEBPEMEHHOMN AMArHOCTUKM U
JleYeHUns Takoro pearoro 3abosieBaHUs, Kak 6one3Hb Takascy,
YacToTa BCTPEYaeMOCTM KOToporo BapbupyeT oT 1,2 1o 6,3 Ha
1 M/IH. HaceneHna mupa. KnMHMyeckne gaHHble U pesynbTaThbl
06cnea0BaHNI NAUMEHTKM COOTBETCTBYHOT HOBbIM KPUTEPUAM
6onesHn. C yyéTom NPemmyLLECTBEHHOTO MOPaXKEHMA MOJIO-
ObIX EHLWMH, pPa3BUTMA HeobpaTUMOro NoparkeHus BeTBeW
A0PTbl, PE3KOTO CHUXKEHMA KAYECTBA KU3HU U MHBAIMAN3AL MU
Heobxogumo bonee npucTanbHOE BHUMaHWE BpavyebHoro co-
obuiecTsa K aHHOW npobaeme.

TPYAHOCTU ANATHOCTUKU OCTPOro MEHUHroaHuepaamTa
Y MOAOAOM XXEHLUMHbI

PoroxkkuHa Enusasera AnekcaHapoBHa
®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHbie pykosogutenu: Opnos [eHuc Onerosuy, NKE Ne 24,
[xkmnoesa Onbra HukonaesHa — K.m.H., goueHT, PTAOY BO
PHUMY um. H.WN. MNMuporosa

MauuneHTtKa T, 47 net 11.07.19 rocnutanmsnposaHa 8 Kb
r. MockBbl ¢ )anobamu Ha BbliparKeHHOe FO/I0BOKPYKeHUe,
TOWHOTY M PBOTY LeHTPasbHOro reHesa. Ha OCHOBaHUU He-
BPOJIOrMYECKOTO OCMOTPA AMArHOCTUPOBAH BECTUOYNAPHbLIN
HeMpoHUT. HayaTa ropmoHanbHana Tepanusa. C yyeTom oTCyT-
CTBUA NONIOXKUTENbHOW AUHAMMKMN OT NIeYeHUA, NpucoeanHe-
HUMA MO3Ke4YKoBOW aTakcum 24.07.19 sbinonHeHo MPT ronos-
HOro mo3ra. MP-kapTuHa nelikosHuedpanonaTum Ha ypoBHe
HOXeK MOo3ra, MocTa U Mo3euka. [posogunca guddeper-
LMaNbHbIA ANATHO3 MOHTUHHOrO MWENonM3a C ayTOMMMYH-
HbIM NMOpa*KeHnem. AHTUTE 1A OJIMTOK/IOHANIbHOTO CUHTEe3a, AT
K aKBaMopWHy, aHTUHelpoHanbHble, aHTU GAD- oTpuuaTtensb-
Hble.

03.08.19 B CBA3M C HapacTaHMEM HEBPOIOrMYECKOTOo Aedu-
uMTa B BUAE TeTpanapesa, bynbbapHbIX, peyeBbIX HapyLLIEHWI
MU CHUMXXEHWEeM YPOBHA CO3HaHWA nepesefeHa B OTAeNeHue
peaHumauumu. BbinonHeH ceaHc nsiasmadepesa, OTMEYeHo
HapacTaHue AbIXaTe/lbHOM HeAOCTaTOYHOCTU, MAUMEHTKa ne-
peseneHa Ha MBJ1. B cBA3U C yxyaLleHnem COCTOAHUA U OTCYT-
cTBuem apdpeKTa OT NPOBOAMMONM Tepanum ANarHOCTUYECKUi
nouck npogomkunca. C uensto anddepeHUManbHOro amarHo-
3a MPOBOAM/IOCH UCK/OYEHME CUCTEMHBIX 3aboneBaHui coe-
ONHUTENIbHOW TKaHW, OHKOMI0rMYecKow natonornu. Mo gaHHbIM
KOMMNblOTEPHOM ToMOrpadum BbISBNIEH NOSUCUHYCUT, ABYXCTO-
POHHAA NoAMCEermeHTapHasa MHEBMOHMA. Y NauMeHTKM pas-
BMNACb KAMHUKO-NabopaTopHaa KapTuHa cencuca ¢ nNoauop-
raHHOW HeAoCTaTOYHOCTbIO. [pU aHanu3e IMKBOPa METOA0M
MUP sbiasneHa JHK supyca lepneca VI Tuna. Hayata Tepanus
AUMKNOBMPOM BHYTPUBEHHO, LMKAOGEPOHOM MO CXemMe, aH-
TMbaKTepuanbHasa Tepanus LWMPOKOrO CNeKTpa, UHPY3MOHHas
Tepanua.

10.09.19. B €BA3M C perpeccom AplxaTeNlbHOW HeAoCTaTou-
HOCTM NauMeHTKa nepesefeHa Ha CaMoCTOATENbHOE AblXaHue.
07.10.19 BbINWCaHa C AMArHO30M «CEPO3HbI MEHUHTFO3HLLe-
banuT c passuTMemM TeTpanapesa, GynbbapHbIX HapyweHWUi.
OcnoxkHeHua: OTeK roNoBHOro mosra. [bixatenbHaa HeaocTa-
TOYHOCTb |l cTeneHn, cenTUYEeCKmii LWOK, CUHAPOM NOAMOpPraH-
HOW HefOoCTaTOYHOCTWU, MONUCErMeHTapHaA NPaBOCTOPOHHAA
NMHEBMOHMA B CTaguMU paspeLlleHunn, rMNocTaTUYecKuii Kata-
panbHbI chEHOMANT B CTaAMM paspeLleHmay.
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[na npofonKeHUs neveHus n foobcnenoBaHusa rocnuTa-
nunsuposaHa B LIKB. lMocne anntenbHOro noucka 3TMoaormm
OCHOBHOTO 3a60/1eBaHUA BbIAB/EHbI aHTUTENA K Boppennam
Ig M (p41 v p100 B. afzelii, B.garinii, p17 B. afzelii), Ig G (OspC
B. afzelii) B kpoBu, noaTsepxaeHHbIE UMMYHO610TOM MpU Mo-
BTOpHOM mnccnegosaHuu (AT VISE 1gG o6HapyKeHbl).

MauneHTKa yKycbl Knellell HakaHyHe 3abosnieBaHua oTpu-
L,aeT, 04HaKo OTMEYAEeT Cy4Yail NPMUCACcbIBAHUA KeLLen y une-
HOB CEMbM HECKO/IbKUMW MEeCcALLaMWN paHee, Koraa Bce BMecTe
6bIAM Ha Jaye. Ha OCHOBaHMM MOYYEHHbIX Pe3yNbTaToB WUC-
C/1ef,0BaHUM BbICTAB/IEH AMATHO3: CEPO3HbI MEHUHIO3HUeda-
JINT, aCCOLLUMPOBAHHbIM ¢ 6e33puTeMHO GOPMOI MKCOA0BOTO
Knewesoro boppennosa, reHepanmsoBaHHas Gopma, CMeLlaH-
HbI1 BapuaHT (HEBPOJIOTMYECKUIA U CYCTaBHOM) TAKeNoe Teye-
HWe C pa3BMTMEM CMacTUYECKOro TeTpanapesa, 6ynbbapHbIx
HapyLWeHWN.

PekomeHA0BaH KOHTPO/Ib UMMYHHOTO 6/10TTUHIA Ha 6op-
penunos (Ig M, Ig G) uepes 6 mecsues, HabatogeHne MHEKUN-
OHMCTa. B TeueHune 28 gHeit npuem PoueduH 2 r 1 pas B AeHb
BHYTPMMbILWEYHO. [aLMeHTKa BbiMMcanacb B YA0BNETBOPU-
TE/IbHOM COCTOAHMU Nof amMbynaTopHO-Ni1aHoBoe Habnwoge-
Hue.

[aHHbI  KNMHWYECKWUIA Ccnyvali [O0KasblBAaeT BaXKHOCTb
AeTanbHoro cbopa aHamHesa B HeACHOM cuTyauuu. XoTb U
KOCBEHHO, HO 6narogaps aHamHesy yAanocb 3anofo3puTb
WUCTUHHYIO 3TUOIOTUIO MEHUHTO3HLEedANNTA U HA3HAYUTb Npa-
BU/IbHOE JIEYEHME.

TpyaHOCTU AP PEPEHUMAABHON AUATHOCTUKU CAPKO-
MAO30 AETKUX U BHYTPUIPYAHbIX AUMPOY3AOB C NOpa-
YX€HMUEM BHYTPEHHUX OPraHOB U CYCTABOB

KyHuuuHa Ennsaserta lOpbeBHa, MapkoBa flHHa
MuxaitnosHa

®rAOY BO PHUMY um. H.UN.Mupozosa

HayuHble pykoBoautenun: KameHes Buktop ®enoposuy —
4.M.H., npodeccop; Konenes AnekcaHap AnekcaHgposuy —
K.M.H., goueHT. DTAOY BO PHUMY mnm. H.W. Munporosa

CuctemHble 3a6071€BaHMA Ha PAHHMX 3Tanax YacTo MacKu-
pytoTcA nog BocnanutenbHble 3a60/1eBaHUA NIETKUX, BHYTPEH-
HUX OPraHoB, apTpuUTbl, MO0 MMEIOT MEeCTO CoYeTaHWA nopa-
YKEHUI Pa3INYHbIX OPraHOB U CUCTEM.

BonbHoM M., 58 net, noctynun 8 K6 Ne 29 um. H.3. bayma-
Ha C XKan0b6amu Ha IMxopaaKy, cnabocTb, CyXxol Kalenb.

B 2016 nepeHec cunbHbIl cTpecc (noxkap). C Toro ke roga
OTMeYeHOo MosB/eHWe apTpuTa NasibLEeB NPaBoy CTOMbI, 3amno-
Ao3peHa nogarpa. Ana kynuposBaHua 601eBOro cMHAPOMa Ha-
3Havanuce HMBC ¢ nonoxutensHbim addektom. ObocTpeHua
1-2 pasa B rog, c NOpaKeHMem CyCcTaBoB CTOM U KucTei, 6e3 no-
BbILLUEHWUS YPOBHA MOY€BOM KUCNOTbI B KpoBU. B HoAbBpe 2018
OTMeYas NosABNEHME HA HUXKHUX KOHEYHOCTAX MEIKOTOUEYHOM
cbinu(ceAszan c ynotpebaeHnem LUTPYCOBbIX), NpoLuia yepes 2
Hefenu camocToaTeNnbHo. HacToslee yxyaLlleHue ¢ KoHua ae-
Kabpsa 2018, korga BHe3anHO MOBbICMAACh TemnepaTypa Tena
80 debpunbHbix LMbp, NOABUACA CyXOM Kawenb, cnabocTb.
AMOYNaTopHO leunsica  npenapatamu  MeHULMAIMHOBOIO
paga- 6e3 apdekTa, 3anogo3peHa NHeBMOHMA. HanpasneH B
cTaumoHap. Ha PT OTK npu noctynneHnn — MHPUAbTPaTUBHbIE
M3MEHEHUA B HUXKHWX oTAenax cnesa. Ha poHe aHTMOaKTepu-
aNbHOM Tepanuu LedTpmakcoHom 2,0 B cyTkM 3dpdeKTa He oT-
Meyanocb, 3aMeHeH Ha apTaneHem 1,0 B cyTKM € UUMNpodaoK-
caumHom 500 mr 2p/a — M3MeHeHMt He OTMeYanoch. YumTbiBas
oTcyTcTBMe apdeKTa OT CTapTOBOW TEPANUM, HAIMYME B aHANU-
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3ax Kposu aHemuu, nosbliweHne CO3, CPB, npn HoOpmanbHOM
ypOBHe neikoumToB, nposegeHa KT — BblfABNEHbl MPU3HAKK
[ABYCTOPOHHEr0 WHTEPCTULMANBHOTO MOPAXKEHUA NIerO4HOM
TKaHW, immdazeHonaTnA BHYTPUIPYAHbIX AMMdoy3noB, rena-
TOCNEHOMEranus, NpU3Haku MHOUABTPATOB B NEYEHU U MNpa-
BOI MOYKe, MPU NOCEBE KPOBU OLHOKPATHO BblaeneH crtadu-
NAKOKK. 3anof03peHo cenTUyeckoe COCTOAHME, MPOAO/IKEHa
aHTMBMOTUMKOTEpanua NMHesonnaom 600 mr 2 p/a, spTaneHe-
MOM B NpeXHel J03e, C Y4ETOM BO3MOXKHOM0O Bo3byauTens. B
pe3ynbTaTe KOMMJIeKCHOro 06cie0BaHUA AaHHbIX 33 Heonaa-
CTUYECKUIA, ayTOMMMYHHbIN, MHOEKLMOHHBIN, cneunduyeckuin
npouecc He nonyyeHo. No aaHHbIM KT B AMHAMUKe NHTepPCTU-
LUManbHble U3MEHeHWs, renatocnieHoMeraama CoXpaHAaUCh,
MHPUABTPAT B NPaBOI MOYKE YMEHbLUMACA, NPOKANbLUTOHUH
B AMHAMWKe B Npegenax HOpMbl, B KPOBU COXPaHANACb aHe-
MWA TAXKENOW CTeneHWU(BbINONHAINCL NepesiMBaHuA 3pUTPO-
LMTApHOM macchl ). Y nauyeHTa NosBUAUCH NPU3HAKKU apTpu-
Ta 060UX rONEHOCTOMHbIX CYyCTaBOB 6e3 HapyLueHUA KOCTHOW
CTPYKTYpbl N0 AaHHbIM PI, yepes Heaento NpucoeanHUNOCH
nopakeHue CycTaBOB KWUCTW, Jly4e3anACTHbIX CycTaBOB, CTOM.
OTmeyanacb OTeYHOCTb B 0bnacTu cyctaBos, 601€3HEHHOCTb
npv nanbnauyn u ABUXKEHUAX. YPOBEHb MOYEBOM KUC/OTbI B
aHanu3ax KPoBW OCTaBa/cs HopManbHbIM. Ha ¢doHe gobasne-
HUA K Tepanun cuctemHbix FKC Bblna oTMeYeHa BblipaykeHHasn
NONOMUTENbHAA AMHAMWMKA B BUAE KYNUPOBaAHWUA SABNEHUM
apTpuTa, HOpManM3aumm TemnepaTypbl Tena, yayyweHus no-
KasaTesniei KpoBu. MauneHTy NpoBeaeHa bUoNcua BHYTPUTpyA-
HOro IMM®oy3na. YUnUTbiBaa KAMHUYECKYIO KAPTUHY, aHaMHes3,
0ObEKTUBHbIE MPU3HAKKM, [AaHHble 06C/refoBaHUs, AaHHble
rMCTONIOMYECKOrO UCCeA0BaHMA, OTCYTCTBUE 3P PEKTA OT aH-
TUOAKTepPUaNbHOM TEPANUN U BbIPAXKEHHbIN MONOXKUTENbHbIN
abdeKT oT neveHna cuctemHbiMn FKC naumeHTy BbiCTaB/eH
AnarHo3: CapKonao3 Nerkux C nopaKeHnem BHYTPEHHUX op-
raHOB: /IEFKMX, MEYEHU, MOYEK, CyCTaBOB 06eunx Kuctew, cron,
roNeHOCTONHbIX cycTaBoB. CuHApom JIédrpeHa. MNMauneHT Bbl-
NMUcaH C ynyylleHUAMM Ha MOAJEPNKMBAOLLEN Tepanuu Ccu-
ctemHbiMu TKC

TPYAHOCTM CBOEBPEMEHHON AUATHOCTUKU HEMPOIHAO-
KPWUHHbIX OMYyXOAEeN

MeTpyHuHa Anna AHBapoBHa, bapbiwwesa Mapusa
AneKkcaHapoBHa, bouyaposa AHHa AHapeeBHa, Maromeaosa
MapauHa MaromeposHa, Bonkosa EkatepuHa UnbuHuuHa
®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pykoBogutenu: YwaHosa Patuma OmapuesHa.
®rAQY BO PHUMY mm. H.U. NMuporosa

MauueHT 27 neT NOCTYyNUA B 3HAOKPUHONOTUYECKOE OTAe-
NeHve ¢ Kanobamu Ha MPUCTYNbl TMNOMIMKEMUM, COMPOBO-
KOaowmecs Ae3opueHTaumell BO BpeMeHW M NPOCTPaHCTBe,
nepuoanYeckn BO3HMKaoWMe MUOKNOHUN, TOHUKO-KIOHUYe-
CKMWe CyLoporu ¢ notepen CO3HaHUA.

M3 aHamHe3a U3BeCTHO, YTO AaHHble NPUCTYMbl OTMEYatoT-
cA B TedeHue 9 neT. (MNOrMKeMUA BO3HUKAET B toboe Bpems
CYTOK, MPOBOLMPYETCA AJ/IUTENbHBIMM MepepbiBaMu MeXay
npuemamu nuwmn. Mo pesynstatam MPT ot 2009 roga — *Ku-
poBas guctpodua 3agHen aonu runodpusa, GeHomeH TecHoM
3afHel YyepenHon AMKMK, HeBPOsOrom Obln BbiCTaBNEH AuMa-
rHO3 KpMNTOreHHasa anunencua. B 2013 roay 6blaa BbINOAHEHA
KT opraHoB GptOLWIHOW NONOCTH, AaHHbIX 32 Hainune obpaso-
BaHWUI HeT. B 2014 rogy 6bin10 nNpoBeaeHo obcnegoBaHMe Ha
npegmeT 3HAOTeHHOTo rMnepuHCYIMHM3MA — Npoba ¢ ronoaa-
HMeM, pesynbTaT oTpuuaTenbHbii. Mo Y3U nogkenyaodHoi

enesbl 06beMHbIXx 06pa3oBaHUI He BbIABNEHO, Hanuuue
3HAOrEHHOr0 TUMNEePUHCYANHM3MA (MHCYNMHOMBI) 6bln0 Uc-
KntoyeHo. MaumeHT 6bin BbINUCAH, O4HAKO MApPOKCUM3Mbl He
NPeKpaTUInUCb, NPUCOESUHUNOCL HeaAeKBAaTHOE NoBeaeHMeE,
npucTynbl HeOBOCHOBAHHOM arpeccuu, KoTopble KynupoBsa-
INCb NPUEMOM cnagkon nuwm. B 2016 Ha KT opraHos 6ptoLu-
HOW NONIOCTU BbIABNIEHO 0O6pa3oBaHWeE FONOBKU MOAMKENYA0u-
HOW enesbl, KAPTUHA UHCYIMHOMDI.

HacTtoAuee coctoaHue yaosnetsoputensHoe. B npoctpaH-
CTBE Y BPEMEHW OpUEHTUPOBAH. MHAEKC macchl Tena 25.42 (13-
6bITOYHan macca Tena). KoxKHble MOKPOBbI YMCTble, HOPMaJib-
HOW oKpacku. OTekn He onpeaensatoTca. Nynbc 65 ya.\muH,
YCC 65 ya. 8 MuH. A[l 115/70 mm pT. cT. ToHbI cepAaLa. AcHble,
yucTble. Y44 16 B MUH., AblXxaHWe Be3UKyAAPHOe. KMBOT mMAr-
Kuii, 6e36001e3HeHHbIN, NeYeHb U CeNe3eHKa He YBEMYEHDI.
®dusnonornyeckne oTnpasaeHUA B HOPMe.

B aHanm3ax Kposu: mokosa 2,7 mmosnb/n. Mpu npose-
OeHUKn npobbl ¢ rofogaHnem, Ha 9-m yacy npobbl Ha ¢oHe
CHUMKEHUA YPOBHA ruKemun o 2.0 Mmosab/n npu ocmoTpe
nauyeHTa cTasia 0TMeYaTbCA 3aTOPMOMKEHHOCTb, APOXb, XO-
NI0AHbIV NOT, MepecTan oTBevaTb Ha BONpOCkI. MpUHATO pelue-
HWe O NpeKpaLLeHny Npobbl, B3ATa KPOBb A1 UCCEA0BaHMS,
nocne yero seegeHo 40 mn 40% pacTBopa r/1t0KO3bl, HA poHe
Yero OTMEYEHO BbIPaXKEHHOE y/ydlleHue camouyscTeus. Mo
OaHHbIM NabopaToOpHOro uccieaoBaHUs A0 MNPO6bI: T1OKO-
3a — 2.7 mmonb/n (3.1-6.1), PN — 14,5 mKE/mn (2.3-26.4),
C-nentug, — 3,23 Hr/mn (1.1-4.4), Ha MOMEHT 3aBepLUeHUs
Npobbl: ypoBeHb MMIOKO3bl BEHO3HOM KpoBu — 1,16 mmonb/n
(npoba cumTaeTca [MArHOCTMYECKM 3HAYMMOWM), YpPOBEHb
NPUN — 6,1 mKE/mn, C-nentug — 2,31 Hr/mn. OgHaKo, MHAEKC
NPU/rntoko3a (1 %) — 0,3, 4TO ABNAETCA COMHUTE/IbHbIM MOKa-
3aTeflemM 3HAOreHHOro FMMNePUHCYIMHMU3MA. YPOBHU [IHOKO3bI,
C-nentnga v UPU noatsepXAatoT SHAOTEHHbIN TMNEPUHCYNN-
HU3M U CBUAETENbCTBYIOT B MO/b3y AMArHO3a MHCY/IMHOMA.
Y4nTbIBaA Ha/MYMe MHCYIMHOMbI, NMPOBOAWJICA MOUCK APYruX
BO3MOXHbIX KOMMNOHeHTOB M3H cuHApOoma: runepnponakTm-
Hemua ucktodeHa (MNP — 341,2 mEa/n (90-540)), runepna-
paTUPEeO3 TaKxkKe UCKNKYEH (Kanbuuii obwmii — 2.48 mmosnb/n
(2.1-2.55), Kanbumit MOHU3MpPOBaHHbLIN — 1.14 mmonb/n (1.03-
1.29), docdop — 1.02 mmonb/a (0.74-1.52), napaTropMoH
31,09 nr\mn (15-65)). Taknum o6pa3om, naumeHTy bbia BbICTaB-
NIeH AnarHos — obbemHoe obpasoBaHne (MHCYIMHOMA) roN0B-
KW NOAKeNYLOYHOM Kenesbl U PeKOMEHA0BaHO onepaTuBHoe
neyeHue. [laHHbIN KAMHUYECKUI Npumep oTobpaykaeT KpaliHe
MeAIeHHOE U ANuTeNbHOe pa3BuTMe 3abonesaHunsa — onyxone-
BOro 06pa3oBaHUA NOAMKENYAO0UYHOMN Kefesbl, CKPbIBaBLLErO-
CA JONTUe roAbl NoA MAcKoW HEBPONOTMYECKMX PACCTPOWCTB,
CNopaAnYecKmX rmMnorIMKEMUYECKMX NMAaPOKCM3MOB, HeNoaAa-
toLmxca 060CcHOBaHMIO MO AaHHbIM 1abopPATOPHbIX NOKasaTe-
Nei Y UHCTPYMEHTaNbHOM AUArHOCTUKM.

Ty6epKyA€3 U CUCTEMHAS KPACHOS BOAYOHKO

Kypmaesa TaTbsiHa BacunbeBHa

®rAOY BO PHUMY um. H.U. Mupoeosa MuH30pasa Poccuu
HayuHblie pykosogutenu: Kucenesmy Onbra KoHCTaHTUHOB-
Ha — K.M.H., goueHT, ®rAQY BO PHUMY mm. H.U. MNMuporosa
MwuH3gpaBa Poccun. bargacapsaH TateBuk PadpukoBHa —
K.M.H., ®IBHY « UHUUT»

MNaumeHTka M. 39 net neynnacb B Ty6EpPKyNE3HOM CTauu-
OHape C AMarHo30M: MHOUNLTPATUBHBIN TY6EPKYNE3S BepxHeN
[onn npasoro nérkoro B pase obcemeHeHus. MBT (-). AHK
MET (+). MpelUNY (JIY K H, R,E, Am). CucTemHan KpacHas BoA-
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YaHKa XPOHWYECKOTO TeyeHus, cTeneHb akTuBHocTK Il ¢ no-
paXeHMem KOXKHO-CM3UCTON CUCTEMbI. BPOXKAEHHbIN NOPOK
cepaua, OTKpbIToe oBasbHOe OKHO. CocToAHMe nocne ygane-
HWUA MeNnaHoMbl.

Tybepkynés snepsble BbisieneH B 2000 r., nonyyana neve-
Hue no | PXT ¢ nonountenbHom AMHaMUKON.

B 2005 r. cHATa ¢ AncnaHcepHoro yyéTa. ExxerogHo ®JII uc-
cnepgosaHune OTK — 6e3 natonoruu.

B 2012 r. guarHoCcTMpoBaHa CUCTEMHAA KPacHaA BOMYAHKa
C MOPaXKeHMEM KOXW U CAN3UCTbIX, BbIABAEH NOPOK cepaLa.

B 2018 r. Ha KoXKe NoSICHMYHOW 06/1acT 0bHapy»KeHo 0b-
pa3oBaHMWe, NaLMeHTKa NPoonepupoBaHa, FUCTOIOMMYECcKoe
3aKNloueHne — menaHoma. [na UCKAYeHUA meTacTatuye-
cKoro nopaxeHus nposegeHa MIT KT, BbiABAEHbI U3MeHeHUA
B BEPXHEN J0AN M. NEFKOro, BbINOAHEHa BPOHXOCKONWA, B Ma-
Tepunane BAN1 obHapykeHbl MET, onpegeneHa /1Y K H,R,E,Am,
JIY K Fq.

Mpu nocTynneHun: cocTofHMe cpeHei TAXKeCTH, BbiCbina-
HUA B 06/71aCTU AML@ — KPYNHAA KpacHoBaTas Cbinb, 6e3 npu-
3HaKoB 3ypa. SpO, 96%. Mpu ayckynbTauum 6es natonoruu.
ToHbI cepaLa AcHble, pUTMUYHBIE. HKUBOT MArkuin, 6esbones-
HeHHbIW nNpu nanbnauun. OAK: HGB — 95; WBC — 3,1; MON -
16; LYM — 45; ESR— 16. B/x Kposu: 6e3 natonoruu. IKI: putm
cuHycoBbii. YCC 79/muH. OTKkNoHeHMe D0C Bnpaso. MNpusHa-
KM neperpysKku npasbix otaenos cepaua. Y3 ObIN: natonoruu
He BblAB/AEHO. bakTepuorpamma (MOKpOTa) lOM. MMUKPOCKO-
nua: KYM He obHapyeHbl; MUP: AHK MBT He obHapyXeHa;
noces: pocT He BbiaBneH. MCKT OlK: 8S1, S2 npasoro nérkoro
Ha ¢oHe rpybbiX PETUKYNSAPHLIX USMEHEHUIN B BUAE YTO/LLE-
HUA MEXO0/bKOBbIX WU BHYTPUAO/bKOBbIX MEPeropofok Mo
ceTyaToMy TUMY, ONpeaenatoTcA pa3HOKanMbepHble oyarosble
YNNOTHEHUA cpefHel U BbICOKOM MIIOTHOCTU, YaCTb M3 KOTO-
pbIX KaNbLMHUPOBaHbI. B S2 np. Nérkoro B NpuKopHeBoW obna-
CTV onpeaenaeTca rpynna KaabuuHatos o 0,4 cm.

JleyeHne No MHAMBUAYANN3UPOBAHHOM CXeME C Y4ETOM CO-
nyTcTBytolert natonorum (CKB) n gaHHbIX yctonumsoctn MBT:
nupasmHamug 1,5; umknocepuH 0,5; cnapdnokcaunH 0,2; au-
He3onng 0,6; npotnoHammpg, 0,75; nnakseHnn 400mr; KcapenTa
15 mr; metunpeg, 16 mr; cumntTomaTmyeckasa Tepanus.

MonoxKnTenbHaa pPeHTreHosorMyeckaa AMHAMUKa 4yepes
7 mec. ne4yeHusa B BUAE BblPaXKEHHOr0 paccacbiBaHUA MesKO-
04aroBol guccemMuHaumu.

OpHako Habnwoganocb nporpeccupoBaHWe CUCTEMHOM
KpacHOW BOMYaHKM (noBbleHMe cyéta no wKane SELENA-
SLEDAI), naumeHTKa NPOKOHCYNbTMPOBaHa PEBMAaTO/IONOM,
peKoMeHA0BaHa rOCNUTAAN3aLMA ANA KOPPEKLMU Tepanuu.
MauueHTKa cToWKo abauunnmMpoBaHa, SNMAEMUYECKOlM onac-
HOCTM He npeacTaBnsna, bbiia nepeBeseHa B CTauMoHap 06-
wero npopuns.

[aHHbI npymep AeMOHCTPUPYET B3aMMHOe yTAXKeneHue
TeyeHus TybepKynésa U CUCTEMHOWM KPacHOM BOTYAHKM.

Ty6epKyAE3 MHOXXECTBEHHbIX AOKOAU3ALMN, NpOTe-
KAIOLWMA HO POHE NATOAOTUN KEAYAOUHO-KMULLEYHOTO
TPAKTA

Y3yH AHHa CtenaHoBHa, NywwmHa 3uHanaa AnekceeBHa
®rAOY BO PHUMY um. H.U. MNupozosa M3 PP

HayuHble pykoBoautenu: KOcybosa AHHa HuKonaesHa —
K.M.H., goueHT; Kucenesny Onbra KOHCTaHTUHOBHA — K.M.H.,
poueHT. ®rAOY BO PHUMY mm. H.U. NMuporosa M3 PO

[eBoyka 16 fneT, U3 KoHTaKTa ¢ 60/IbHbIM TybepKynesom
oTuom. 3abonesaHue BbiABAEHO Npu obpalleHUn 3a meau-
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LMHCKOM nomolbto B Bo3pacTte 15 net. }Kanobbl Ha exkegHes-
Hoe nosblweHne t o 40, CHUXKeHne maccbl Tesla Ha 8 Kr 3a 2
mec. Jleumnacb No NoBoAy NOANCErMEHTapHOM N1eBOCTOPOH-
Hel nnesponHeBmoHuu. KT OBl — rugponeputoHeym, yBe-
nnyeHne meseHTepuanbHbix /1Y, renatomeranua. NposeneHa
BATC nneBpakKTOMMA cneBa C AeKOpTUKauuen nerkoro. u-
CTONOrMyeckn — Tybnnesput. MiccneposaHne onepalMoOHHO-
ro matepunana — AHK MBT, ycToiMuMBOCTb K M3oHMasuay (H),
aTambyTony(E), yyBcTBUTENBHOCTL K pudamnuumHy(R), amu-
Hornunkosuaam. focnutannsmposaHa. NMpoba MaHTy u ATP —
14 mm 1 23 mm.

MpK NOCTYNNEHUN: COCTOSHWE CpeaHEen TAMKEeCTM, Bblpa-
YKEHHble CUMMTOMbI MHTOKCUKaLumu. Mepud. /1Y B 3agHe-wel-
HOM rpynne ¢ ABYX CTOPOH MAOTHO-3/1aCTUYHbIE, A0 1 CMm; B
HaZKMOYMYHOM 061acTU CNp. KOHIIOMepaT A0 2 CM, NJIOTHO-
3/1aCTUYECKON KOHCUCTEHUMN. AYCKYNbTAaTUBHO AblXaHMe Npo-
BOAMTCA BO BCE OTAE/bl, YMEPEHHO cnaboe no nepeaHe-noa-
MbILLEYHOWN Y NOAMbILLEYHOWN IMHUW CNEBA B HUMKHUX OTAENAX
cnpasa.

AH. KpoBW: aHemus, yckopeHHoe CO3. Y3M OBI: renatome-
ranusa, cybKancynapHO TMMNO3XOreHHble CAMBHOMO XapaKkTepa
Oo4aroBble U3MEHEHUA. B napeHxnme ceneseHKu rmnosxoreH-
Hble U3MEHEHUA C TMNEPIXOTeHHbIM LLeHTPa/IbHbIM KOMMOHEH-
ToM. Y3/ nepukapga — B NONOCTU NepUKapaa Ha BEpXyLUKe A0
4 MM NONOCKA KUOKOCTU.

B MHIL, 60pbbbl c Ty6epKyne3om nonyyana: Z,Lfx,Pto,PAS.
B cBA3M c oTpuuaTenbHoi anHamukoit: Lzd,Lfx,PAS, Clr.

Mocne onepauunm caHauuun cpefoCTEHUA NeYeHne cKoppe-
rmpoBaHo. Y3 OB, nonoctn nepukapga, nepudepuyeckmx
7Y, WMTOBNAONM Kenesbl: renaTomeranns cybKancynsipHo ru-
NMO3XOreHHble CAMBOBUAHOIO XapakTepa M3MeHeHus. B na-
pPEHXMME Cefle3eHKM TMMOIXOreHHbIE 04YaroBble W3MEHEeHMA
C TMNEPIXOrHHbIM LLEeHTPasIbHbIM KOMMOEHTOM. B nepukap-
ae — ¥uakoctb 2-3 mm B amactony. MNepudepuyeckue 1Y —
yBe/nYeHbl HASKNOUYNYHbIE CPaBa, MMNO3XOreHHbIe C aHIXO0-
reHHbIM KOMMOHEHTOM.

Ha ¢oHe neueHuns Y3M OBIN, nonoctu nepukapga nepuoe-
puyeckux J1Y, wuToBNAOM Kenesbl bblna 6e3 ocobeHHOCTEN.
KT 6ptowHoi nonoctn — MpusHaky BHYTPU — U 3a6PIOLWNMHHOM
AmmbageHonaTum. YBenmuyeHme nevyeHn n ceneseHkn 3a cyet
0o4YaroBbIx 06pa3oBaHUA.

OTCyTCTBUE MONOMKUTENBHOW AMHAMMKIN — KOHC. OHKOJI0ra,
remartosiora, 3anofo3peH MHBa3MBHbIA MUKO3. MaHHaH 128 nr/
mAa (N-meHee 125), aHTumaHHaH 9,4 (N meHee 5). MPT OBIM:
MP-KapTUHaA AOMNONHUTENbHbIX 0O6Pa3oBaHUI B MapeHxume
neyeHn. MHOXeCTBEHHbIE O4arn B cesie3eHKe U Me3eHTepu-
anbHbIX J1Y.

KnnHuyeckn — naneuveHve oT TybepKynesa MHOMKeCTBEH-
HbIX IOKa/IM3aLUNi, PEKOMEHA0BAHO 3aBepLUEeHNe OCHOBHOIO
Kypca XumunoTepanuu.

[uarHo3 npu BbiNnUcKe: TYBepKyie3 MHOXKECTBEHHbIX 10-
Ka/Nn3aLmin C NoparKeHMeM BHYTPUTPYLAHbIX NMMbaTUYECKMX
y3/10B napaTpaxeanbHOM U TPaxeobpOHXManbHOW rpynn B
basze ynnoTtHeHus; TybepKynes nepudepunyecknx numdatum-
Yeckux y3noB B dase paccacbiBaHWs, YNJIOTHEHMUA, Hayana
KanbuuHaumn. [edeKkt nerkmx nocne BATC naesBpaKkToMum
C [EeKOpTUKauuMel NeBOro JIerkoro Mo nosogy 3MNueMbl
nnespbl, AedeKT npaBoro nerkoro nocne BATC — BckpbiTUe
M caHauus cpeaocteHus cnpasa. MbBT(-). Yctoitunsoctb H,E
(onepay,. matepuan). ConytctBytowme 3abonesaHua: lena-
TO-INEHaNbHbIN KaHAnAo3. Moaun nuiLeBoaa, 3PO3MBHbIN
racTpur.

BbiBog: anmtenbHas MNTT 6blaa cBA3aHa C TOPNUAHbIM Te-
YeHWEM CO CTOPOHbI O4AroB B NEYEHU U CENE3EHKE.



CEKUMST «TERATTIAST

TYHHEAbHbI CUHAPOM — TYHHEAb K AUATHOCTUKE AMU-
AOUAO3A

Xanatosa EneHa?, Ay6uHuH Huknta Makcumosuy?,
CrenaHoBa EneHa AnekcaHgpoBHa'l?

'®rA0Y BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu,
2rAQy BO PHUMY um. H.N. Mupozosa MuH3dpasa Poccuu/
rbY3 Kb um.B.M.byaHosea [13M

HayuHbie pykosoautenu: PesHuk EneHa BnagnmmnposHa —
4.M.H., npodeccop, N6Y3 KB um. B.M. ByaHosa 3M. HuKu-
TUH Uropb MfeHHaguesny — 4.M.H., npodeccop, PrAY «/leueb-
HO-peabunnTaunoHHbIN LeHTp» MuH3apasa Poccun

Amunnongos — reTeporeHHas rpynna 3aboneBaHui, xapak-
TEPU3YIOLLAACA BHEKNETOYHbIM OT/IOXKEHMEM MaTON0TMYECKO-
ro rMKoONpoTenaa amuiouaa B OpraHax U TKaHAX. B 6onb-
LWIMHCTBE CAy4YaeB KoYeBbIM (AKTOPOM amwuiongoreHesa
ABnAeTcA obpa3oBaHMe B BbICOKOM KOHLIEHTPaL MK HecTabuib-
HbiX 6enkoB-npeawecTBeHHNKOB. 3aboneBaHne peako Ama-
THOCTMPYETCA NPUMKNU3HEHHO.

MauueHT P., 72 net, c caxapHbiM AnabeTom B aHamHese B
TeyeHue 20 neT, NoayyatoLLmii UHCYUH CPeAHEro U KOPOTKOTO
AencTBua U MeTGOpPMUH, rocnUTanM3MpoBaH B Hosbpe 2015
roga c NepesioMoM KOCTel fieBOI roneHu BcneacTesue HbiTo-
BOM TPaBMbl, OC/NOMHMBLUMMCA HEKPO30OM MAFKUX TKAHEW.
MpoBefeH OCTeOCMHTE3 MasnobepLoBOli KOCTM, Ha3HayeHa
aHTMBaKTepManbHan Tepanus, OT KOTOPOW MaLMeHT CamMmoCTo-
ATE/NIbHO OTKasasica 40 NPOBeAeHUA NOSIHOr0 PeKOMEHA0BaH-
Horo Kypca. B mapTe 2016 roga — octeocuHTes bonbliebepuo-
BOM KOCTM, MOC/Ie KOTOPOro CTann 6ecnoKouTb MHTEHCUBHbIE
60nu, napectesnn, nokanoiaHue I-1ll U nonosuHbl IV nanbua
KWUCTU C Nepexofom Ha npeamnseybe BHayane Ha OAHOM, 3a-
Tem Ha obeunx pykax. narHoCTMPOBAH CUMHAPOM KapnaibHOro
KaHana, Ha3HayeHbl MHbEKUUM BeTameTa3oHa C BPeMEeHHbIM
addekTom. B dpesBpane 2018 roga npu obcnesoBaHUM BbisB-
NeHa u yaaneHa Tybyno-sunnesHan ageHoma TONCTON KULLKMK.
B mae 2019 roga B CBA3WM C nporpeccupoBaHnem 601esoro
CUMHAPOMA B NanbLAxX KMCTW Bblna nposeaeHa AeKkomnpeccusa
3aMACTHOTO KaHasa, B3ATa BMONCUA KapnanbHOW CBA3KM, rae
npyv mMopdoNorMyeckom MccieaoBaHUM NpU okpacke KoHro
KpacHbIM U UCCNef0BaHUM B NOAPU30BAHHOM CBETE BbiAB/Ie-
Hbl MHOXeCTBEHHble Aeno3uTbl amuaouga. B nione 2019 roga
nposegeHa HGMOMNCUA TONACTON KUMKW B 06/1acTU yaa/ileHHOM
afleHOMbI, TMCTOIOTUYECKM BbIABNEHbI MUKPOAEMNO3UTbl aMu-
nownaa B apTepuonax NoAcan3ncToro cnos. NMpu reHeTUYecKom
MNCCNefoBaHUM NATONOTMYECKMX U BEPOATHO NATONOMMYECKMX
BApPMAHTOB HYKNEOTUAHOM NocaefoBaTelbHOCTM reHa TTR He
06HapyKeHo. C okTAbpa 2019 roaa- MHTEHCUBHbIE HOMOLLUE
6011 B 061acTN NOACHULBI C Uppaanaumeint B Arogmupl, ycu-
NvBatowmecs nNpu GU3NYeCcKon Harpyske, napectesuu cron.
MNMocne npoBeaeHWA YPECKOXKHOW Aepeuenumu PpaceTouHbIX
cycTtaBoB L4-L5 B ycnoBMAX HENPOXMPYPIMYECKOTO OTAENEeHUS
601€BOI CMHAPOM YAaCTUYHO KynMpOoBaH. [laHHas cMmnToma-
TUKa MOXeT 6blTb 06ycnOB/EHA CTEHO30M MO3BOHOYHOIO Ka-
Hana, obyCNOBNEHHOr0 aMWAOUAHBIMU OTNONKEHUAMMU, UK
AMUIOMAHOWN NOIMHENPONATHEN.

B obuwem aHanuse moum —npotenHypusa (0,3 r/n). B 6/x
aHanuse Kposu — runonpotemHemus (57 r/n). CK® no CKD-EPI-
87 mn/mnH/1,73 m2.

Ob6cyxaeHue: BoisBneHue y naumeHta amuaovaa 8 buon-
TaTax ABYX Pa3/IMYHbIX JIOKaAM3aLuMii N03BOAAET AMArHOCTU-
poBaTb cucTeMHyto dopmy amuaougosa. Tun amunonga He
YTOUYHEH, OAHAKO, UCXOAA W3 aHaMHe3a, HeNb3fA UCKIUYUTb
BTOPWYHbIWN reHe3 amuaongo3a BCeaCTBUE HeaAeKBaTHO Npo-

/IeYEHHOro o4ara XpoHWYeCcKoro BocnaseHus, cGopmmnpoBas-
LIeroca nocne nepenoma Koctei roneHu.

3akntodeHune: [ns cBoeBpPeMEeHHOW ANArHOCTUKM CUCTEM-
HOro amuaoMaosa naumMeHTam C CMHAPOMOM KapnasibHOro
KaHaHa MoKa3aHo CKpUHMHIoBoe obcnesoBaHue 6uonTarta Ha
aMmunona, BKIOUAOLLEE OKPACKy KOHIO KpacHbIM 1 1ccieso-
BaHMWe B NONAPU30BAHHOM CBETe.

TshKkeAble OCAOXKHEHUS ArpPAHYAOLUTO30 BCAEACTBUE
npuvema HMBM

CeupuHa Enusasera CepreeBHa, KysHeuoBa BepoHuka
AHppeeBHa, MKpTtbiueB [lasua Camsenosuy

®rAOY BO PHUMY um.H.N. Nupozosa

HayuHble pykoBogutenu: lNeTtposa EneHa BuktopoBHa —
K.M.H., TKB Ne 24

BonbHaaA . 69 net noctynuna 8 2 UKB 13.07.18 c kanobamm
Ha MHOTOKpaTHbIl (10-15 pa3s B CyTKM) KUAKWUI CTY/ B TEHEHUE
5 pHeit. Mpu ocmoTpe B NpaBoOM ArogMyHon 061acTv 3po3uns-
HaA paHa 20x20 cm 6e3 rHolHOro oTAeNAemMoro. 3a mecau, 4o
obpallileHna B CBA3W C BbIpa)keHHOW ntombanrueit (paHee Ha
MPT BbifiBfIeHbl MHOXECTBEHHbIE TPbIXKU MEKMNO3BOHOUHbIX
[OMCKOB) MpPUHMManNa HectepouaHble NPOTMBOBOCMANMUTENb-
Hble npenapatbl (HMBM — KeTonpodeH, napauetramon 325mr/
HanpokceH 100 mr). B pesynbtate yero 60neBOV CMHAPOM
YMEHbLUWCA, O4HAKO pa3Buaacb auapes. NoBblWeHUs Tem-
nepaTtypbl He oTmevana. focnMTannsnpoBaHa Cc HanpaBuTeb-
HbIM AMArHO30M: «KMLIEYHas WHPeKLMsA, napanpokTut». B
aHanuse Kposu — Hb 97 r/n, aputpoumntsl 3,03x10%2, neikoum-
Tbl 0,2x10°, amumoouuTtbl 0,2%, TpombounTbl 87x10°% npokanb-
LMTOHUHOBBIN TecT >10 Hr. MpoBoannacb pervapaumoHHas,
[,e3UHTOKCUKALMOHHAA, aHTMBaKTepuanbHaa Tepanua (neso-
dnokcaumH 1000 mr/cyT, BaHKOMULMH 2 rp/cyT, mepoHem 6 rp/
cyT). 16.07 B CBA3W C yXyALIEHMEM COCTOSHUA NepeBeseHa B
OPUT c pa3suBatoWMMca cencnucom Ha GpoHe arpaHynoumntosa
(nocne maccmBHbIx 803 HMBI), aHaspobHoW daermoHoi npo-
MEXKHOCTM, KPEeCTLLOBO-KOMYNKOBOM 061acTW, BHYTPUOOIbHUY-
HOV nonncermeHTapHol nHeBMoHuel. MHTyb1poBaHa, HavaTa
MBJ/1, BasonpeccopHaa noanepkka. Moasmaocb HapyleHue
MWKPOLIMPKYNALUUKN AUcTanbHbIX danaHr I-V nanbues obeunx
BEPXHUX KOHEYHOCTeN W raHrpeHa guctanbHbix dananr -V
nasnbLes cTon 06enx HUKHUX KOHEeYHOCTEN.

27.07. nocne cTabunmsaumm cocToAaHUA nepeBeseHa B Ko-
JIONPOKTONOTNYECKOe OTAeNeHWe Apyroro crauuoHapa. Mpu
b6aKTepuonorniyeckom obcneloBaHNM CMbIBHbIX BOZ, 6POHXOB
obHapy:KeHa Knebcuenna n aumMHeTOobaKTepPUMN, MOYN — CUHET-
HOWMHaa nanoyka. MameHeHa aHTWGaKTepuanbHaa Tepanusa:
4 r nunepaumnnnHa/0,5 r Tasobaktama 3p/cyT, BbiNONHEHA
TpaHcohy3MA 3pUTPOLMTAPHON Macchbl, KOHLLEHTpaTa Tpombo-
uuToB. lpousseneHa xupypruyeckas obpaboTka MponexHs,
BCKPbITa M ApeHUpoBaHa dnermoHa. YuuTbiBas py6LOBbLIV
CTeHO03 NpAMoi KuwKu 29.07 npoBeaeHa curmoctomus. Tepa-
nus nuHesonnaom 400 mr, ammKaumHom 1,5 r B/8, NoBTOpHan
remotpaHcoysma. 01.08 nonoxutenbHaa AuHamuKa, 06.08
NonHoe BOCCTaHOB/IEHME CO3HaHuA, lMepeBeseHa B XMpypru-
yeckoe oTaeneHue. 17.08 6bian BbINOAHEHbI amnyTauusa 2-4
nanbLeB NpaBoi M 2-5 NasbLeB NeBOI KMCTU, aMnyTauma npa-
BOI U NIeBOM cTon. BbinucaHa ¢ yayyleHnem cCoOCTOAHUS.

22.10.19 60nbHaa 6blna rocnUTanM3MpoOBaHa B KONO-
npoKTonoruyeckoe otaeneHve 24 TKb ana nnaHosoro one-
paTMBHOrO BMelLaTesbcTBa MO nosody chopmupoBaBLUElicA
NapaKo/IOHOCTOMUYECKON TFpPbIXKK, BbINAZAEHUA KONIOCTOMbI.
Mpw onpeneneHun rpynnbl KPOBU U pesyc-dpakTopa obHapy-
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YKMNOCb, YTO 6ONbHAA NPUHAANEKUT K GeHOTMNY — TPaHChy3U-
OHHaA XxMmepa, 4To NoTpeboBano MHAMBUAYANbHOTO Nogbopa
COBMECTUMbIX KOMMOHEHTOB KPOBW. BbinosHeHa repHuona-
NapoTOMUs C pe3eKuMelrt y4acTka CUrMOBUAHOW KULLKK, He-
CYLLEro KOJIOCTOMY, MJACTUKA TPbIXKEBbIX BOPOT MECTHbIMMU
TKaHAMMW, KOHUeBaA aecueHaoctomuma. 8.11 — peBM3nA paHbl.
CocToaHne BonbHOM cpeaHen TaxKecTn, HabaogeHWe 3a Hel
npoaonxaeTcs.

Cny4yait LEMOHCTPUPYET CNOXKHOCTb BEAEHMA NALMEHTKM C
CENTUYECKMMMU OC/IOKHEHUSAMM arpaHy/soLMTO3a, Bbi3BAaHHO-
ro HeKoOHTponupyembim npuemom HIMBIM. PaboTa HECKONbKMX
BpayebHbIX KON/EKTUBOB, HEOAHOKPaTHble XUPYpruyeckue
BMeELUATeNbCTBA, CMEHbl aHTMOAKTEepManbHbIX MPenapaTtos,
a[EeKBATHAA PECMMPATOPHAA U reMOAMHAMMUYECKAs NOALEPK-
Ka, BblABAEHUE TPaHCHy3MONOrMYeckon ocobeHHOCTU NO3BO-
JIUZIN COXPAHUTb KN3Hb BObHOM.

®deHoMeH Aasaps Npy CMepTU MO3ra (KAMHUYeCKUN
CAyyQW)

CmupHoB [leHnc AneKkceesuy, bopsunosa Ennsasera
BnagumuposHa

®rAOY BO PHUMY um. H.U. MMupozosa

HayuHble pykoBogutenu: MeluepunH Ceprein Cepreesuy —
K.M.H., goueHT, '/bY3 MO MOHWNKU

CnvHanbHble aBTOMaTU3Mbl MPU ANATHOCTUKE CMEPTU MO3-
ra BCTPEYaloTCA, MO AaHHbIM AnTepatypsbl, B 25-39% cnyyaes.
Hanbonee ApamaTnyHbIM NpeaCcTaBAAeTcAa cMMITOM J1a3aps.

CmepTb Mo3ra — 3To HeobpaTumas rubenb HEMPOHOB, NpuU
3TOM HacCTynaeT No/IHoe M HeobpaTMMoe NpeKpaLleHme BCex
GYHKUMI TONIOBHOTO MO3ra, PErMCTPUPYEMOE MPU COXPAHEH-
HOM KPOBOOBOPALLEHNUMN U UCKYCCTBEHHOMN BEHTUNALMM NIETKUX.
He KnMHMYecKan n He Buonornyeckas cmepTb!

Cumntom (peHomeH) Jlazaps — 3TO CNOXKHbIN pedaeKkc He
LeHTPaNbHOro XapaKTepa, HabAo4aloWMNCs Yy NauueHToB ¢
YCTaHOB/IEHHOM CMEePTbIO MO3ra UM C NOBPEXKAEHWEM CTBOA
MO3ra, NPOABAAKOWMNNCA crnbaHMeM BEPXHUX KOHEYHOCTEN U
NOAHATUEM WAN CKpeLLMBaHWeE UX Ha rpyau. Pednekcy yacto
npeaLwWwecTByOT JIeTKNE ApOKalLMe ABUMMKEHWA PYK NauMeHTa
WAV NOABJIEHUE TYCUHOM KOXKU Ha PyKaXx U Ty/NI0BULLE.

MNaumnent M. 52 roga noctynun 8 OPUT I'bY3 MO « MOHMU-
KM» c cunbHelwelt ronoBHon 60sbto: co3HaHue no Llkane
Kombl [nasro (LWKI) 9 6annos. CocToAHME NPOrPecCcMBHO YXYA-
wanocb Ao 5-6 6annos yepes 4 yaca.

NabopartopHo: Hb 146 r\n, Hct 54%, Wbc 19,3; ACT 102;
ANT 23.

KT ¢ KOHTpacTom: BHYTPMMO3roBOE KPOBOU3NAHME B Mpa-
BYIO CUNIbBMEBY HOPO34Y U BHYTPUIKENYLOUYKOBOE KPOBOM3N-
AHMEe obbemom 80 cm3 ¢ NPOpPbLIBOM B HOKOBbIE KENYLOUKM,
KpOBOTEYEHME M3 CaKKYNAPHOM aHEBPU3MbI NPaBOM cpeaHei
MO3roBOM apTepun. [N BbIABAEHUA BO3MOXKHOIO pa3pbiBa
QHEeBPM3Mbl apTeEPUM FONOBHOrO Mo3ra nposeseHa KT ¢ KOH-
TpacTom.

BbIMONHEHa 3KCTPeHHas AeKOMMNPECcCMOHHAsA KpaHMOTO-
MWSA C NOCAEAYIOWMM KAMNUPOBAHMEM aHEBPU3MbI. Ha 2 cyT-
KM Mocae onepaumm COCTOAHNE NaLMeHTa yXy4LWnaoch A0 aTo-
HMYyeckoi Kombl (LLKI 3 6anna), noanypus >1000mn\uac, oba
3payka bonee S5mm, oTcyTCTBOBa/N C 0b6enx CTopoH doTope-
aKUMA, KOpHeanbHbIN, OKYN0BECTUOYNAPHbIN, OKynouedanu-
YeCKWn, papuHreanbHblii, 601eBoN pedrieKcbl, TpaxeanbHbIn
pednekc.

[ns npoBeaeHMA ANArHOCTUKN CMEPTU YeN0BEKA HA OCHO-
BaHWM CMEPTU FOJI0OBHOIO MO3ra B COOTBETCTBMM C [prKasom
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M3 P® Ne 908H co3BaH KOHCW/IMYM Bpadeit (nevalmii Bpad,
HEeBpPOJIOT, aHecTe3noor-peaHnmaTonor (oba co craxem pa-
60Tbl MO cneuuanbHocT 6onee 5 net)). MauneHT Haxoamncs
Ha VBJ1 1 nHbY3MM MHOTPOMHbIX M Ba30NPECcCOPHbIX Npenapa-
ToB (onamuH 3 MrK/Kr/muH, HopaapeHanuH 200 Hr/Kr/muH).

Bo Bpems nposeneHua anHo3-TecTa (0AWH M3 06s3aTesNb-
HbIX KpUTEPUEB AN ANATHOCTUKM CMEepPTU MO3ra), Ha doHe OT-
CYTCTBMA MMMMUYECKON aKTUBHOCTU, OTMEYEHO [BYCTOPOHHEE
crnbaHue pyK K rpyav u oTBefeHue naeya, peskoe crmbaHue
Tena Ha 60 rpafycoB. B HUMKHMX KOHEYHOCTAX TaKke 6bl1o
3aMeyeHo ABYCTOPOHHee crubaHue. YUnuTbiBasa KAMHUYECKME
NPU3HAKM CMepTU Mo3ra (aToHus, apednekcus, NponaeHHbIN
TECT anHo3, NoANypusa), AaHHble ABNEeHUSA BblN PACLEHEHDI,
KaK MposB/IeHWEe CMUHA/NbHOIO aBTOMaTM3Ma — cumnTom Jla-
3aps (Lazarus Sign).

B AaHHOM c/lyyae BbINOSHEHWE CENEKTUBHOW KOHTPACTHOM
undpoBoI NaHaHrMorpadum cocya0B rol0BHOrO MO3ra, B COOT-
BETCTBUM C AEWCTBYIOLLMM 3aKOHOAATE/IbCTBOM, HE MOKA3aHo.

3a 8 4YacoB AMHaMM4YecKoro HabnwoaeHus nocie anHoas-
Tecta, peHomeH bbl1 oTMeYeH 4 pasa, bonee He NpoABAsAACS.
KoHcTaTMpoBaHa CMepTb YeNoBEKAa HAa OCHOBAHUM CMEPTU
mos3ra.

XpOoHUYECKUin rAoMepyAOHEDPUT U CYGKANHUYECKUIN
rmMnepTUpeo0s KK KOMOGUMHUPOBAHHAS NPUYMHA ped-
POKTEPHOM K Tepanum apTepUaAbHON rMNepTeH3nmn
(A

TonmaueBa AHactacua ButanbesHa, HbipoBsa Onua
ApKaabeBHa, bawknposa Onbra AnekceeBHa

®rAOY BO [lepsbiii MTMY um. U. M. CeueHosa (CeyeHoscKuli
YHusepcumem)

HayuHble pykosoautenu: Jparomupeunkana Hatanba Anek-
CaHAPOBHA — K.M.H., AoueHT; Kyapasuesa Mapwua leoprues-
Ha — K.M.H. ®TAQY BO Mepsbiit MTMY um. N. M. CeyeHoBa
(CeueHoBCKMIN YHUBEpCUTET)

BonbHoM T. 69 N., rOCNUTANN3MPOBAH B peaHMMaLMOHHOe
otaeneHune (PAO) YKB Ne 4 Mepsoro MITMY um. U.M. CeueHoBa
C *kanobamu Ha OAbILWKY, YYBCTBO ¥apa B AuLe, NOBblLeHME
Al no 270/140 mm pr.cT. Bnepsble nosbiweHne A, 170/100
MM PT.CT. oTMeyeHo B 2007 r., pekomeHa0BaHo obcenoBaHue,
ogHako A/l He usmepsn, He obcnegoBancs, Tepanuu He Noay-
Yan. HecmoTpa Ha anuM304MYECKU BO3HMKAKOLWME TONOBHbIE
60211 1 YyBCTBO *Kapa B /inLe, cunTan ceba 340pOBbIM, MaKpPO-
rematypuun He oTmeyan. HacnegctBeHHOCTb No 3aboneBaHUAM
cepAeyYHo-coCyaANCTOM, MOYEBbIAEUTENIbHOW U SHAOKPUHHOWN
CMCTEM He oTAroweHa. YXyalweHne CoCTOAHMA B BUAE UHTEH-
CUBHbIX FO/I0BHbIX BONEM BO3SHUK/IO 32 HEAENI0 A0 rocnuTanu-
3aumm, 6puragon CMM 3adumkcuposaHo AL 270/110 mm pT.cT.,
OT roCnuTanu3aumnmn oTkasancsa, Ha GoHe Tepanmm 103apTaHOM
n ypanuamnom AL cHusmnock Ao 190/110 mm pT.CT., oAHaKO
yepes 3 AHA BHOBb NoBbicM0Ch A0 270/140 Mm pT.CT., pa3su-
Nacb KAMHWKa OCTPOMN NEBOXKENYA0UYKOBOW HEJOCTaTOYHOCTH,
notpebosasLei rocnutanusaumm B PAO, rae Ha OCHOBaHUM OT-
CYTCTBMSA NPM3HAKOB O4AroBOM MemMmmm Mrnokapaa Ha IKI 1 oT-
pyLLaTeNIbHbIX 3HAYEHWUAX MapPKepoB HEKPO3a MUOKapaa (Tpo-
noHuH T, MB-K®K) 6b1n1 0TBEprHYT AMarHo3 oCcTporo MHdapKTa
MMWOKapaa. Mocne KynuMpoBaHMA OTEKa NErkKuX B/B BBeAEHMEM
HUTPATOB U AWYPETUKOB MaLMEHT nepesBefeH B OTAeNeHue
KapaMoNornn, rae HECMOTPA Ha KOMBUMHUPOBAHHYO Tepanuio
buconpononom 2,5 mr, nivsmHonpuaom 10 mr, Hupekapgom-XL
60 mr, dypocemmaom 60mr, mokcoHngmHom 0,4 mr ALl coxpa-
HANOCb Ha ypoBHe 240-170/100-80 mMm pPT.CT., Ha OCHOBaHMM
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yero 6bl/1 3aN0A03PEH CUMNTOMATUYECKK I XapaKTep Al, Hava-
To poobcneagosaHue. B OAK Hb 116 r/n, nelikountsl 5,4x10%n,
TpombBouuTbl 230x10%n, CO3 8 mm/u. B 6/x aHanu3e Kposu
06wmin 6enok 59r/n, kpeatmHnH 182-203 mrkmonb/n (CKP no
CKD-EPI 31-28 mn/muH/1,73m2), mouyesuHa 13,9 mmonb/n,
Kanui 4,2mmonb/n, HaTpuin 140mMmmonb/n. B cepum aHannsos
Mmoumn — KonebaHma npotenHypum ot 0,3 ao 3,0r/a, mukpore-
matypua. CytouHasa npoTtemHypua 2,38 r. B aHannse moum no
HuyenopeHko: sputpounTypus — 23 750 knetok/ma. Y3U no-
yek 1 Y3/l noyeyHbix apTepuii 6e3 ocobeHHocTel. Mpu Hed-
poaHrMocumMHTUrpadum TaxKenoe HapyweHue ¢GyHKUumM obe-
nx novyek. MCKT ronoBHOro mosra, no4yeKk M Hagno4yeyHUKoB
6e3 natonornn. IxoKr — npmsHakm [J1XK: macca mmokapga /K
245 1. YpOBHM KOPTM30N1a, aSbA0OCTEPOHA, KaTeXO0NaMMHOB B
npeaenax pedepeHcHbix 3Ha4YeHun. TTI cHuxkeH meHee 0,01
ME/n, T3cB. — 5,8 nmonb/n, T4ce. — 19,9 nmonb/n, uto ABnseT-
€Sl NPU3HAKOM CyBKAMHMYecKoro runeptupeosa. Ha Y3U wu-
TOBUAHOW Kenesbl yMepPeHHoe YTO/LLEeHMe nepeLlelika, eam-
HUYHbI KMCTO3HO paclMnpeHHbi GONANKYA B NpPaBon gone.
CuMHTUIPadmA WUTOBUAHOM Keesbl: UISMEHEHMA NO TUNY ay-
TOMMMYHHOTO TUpeouamMTa (No pesyabTaTam ypoBHA FTOPMOHOB
LXK ¢dasa cybKAMHUYECKOTO XalIMTOKCMKO3a. Ha ocHoBaHuM
pe3ynbraTtoB 06C/N1e0BaHUA YCTAHOBAEH COYETAHHbIN KIUHU-
YECKUN AMarHo3: XpoHUYECKMI rnomepynoHedpuT, runepTo-
Huyeckaa dopma. BTopuMUHaa NNOXOKOHTpOAMpPYyemas apTe-
puanbHas rMnepteHsma 3 cTeneHu, pUcK 4. AyTOUMMYHHbIN
TUPEOUAMUT, CYOKAMHUYECKUI runepTupeos3. OCNOXKHEHUE:
OcTpan NeBOXKeNy[04KOBaA cepaeyHan HefoCTaTOYHOCTb: UH-
TepCcTULMaNbHbIN OTeK ierkux oT 14.09.2019, kynuposaH. XBIN
C4 (CK® no CKD-EPI 27 mn/mun/1,73m2), aucamnugemms.
Ha ¢oHe KOMBMHMPOBAHHOM MHOFOKOMMOHEHTHOM aHTUMM-
nepTeH3MBHOMN Tepanuu HUdeKapaom 60 mr/cyT, Topacemma,
5 mr/cyt, dosmHonpuaom 5 mr/cyt, mokcoHuamHom 0,4 mr/
CYT, AOKCA303MHOM 4 Mr/CyT yAanocb A0CTUYb CHUMeHUa Al
£0 150/70 mm pT.cT. NaymeHT 6bin BbiNWCaH No4 AUHAMUYe-
CKoe HabnogeHve Hedponora U IHAOKPUHOONA C PEKOMEH-
AaUMAMM NPOAOJIKEHNS NPOBOANUMON Tepanuu.

CEKUUA «AETCKAS XUPYPTUSA»

MraHTckas KpecTLoBO-KOMYUMKOBAS TEPATOMA

lfopenosa NonuHa AnekcaHapoBHa, KopcyHoB AHapeii
Hwukonaesuy, bparnHa UpuHa OnerosHa

®TrAQY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu

HayuHble pykosogutenm: LLlymuxmH Bacunuii Cepreesmny —
K.M.H., goueHT. AFKb nm. H.®. dunatosa

Tepatoma — BUA, repMUHONEHHbIX OMyx0/el, pa3sBuBato-
LLMXCA M3 NPUMOPAMANbHbBIX 3apoAbleBbIX KneToK. Mpu bbl-
CTPOM pOCTe TePAaTOMbl MOTYT HapacTaTb reMOAMHAMUYECKME
HapyLeHWA 1 cepaeyHasn HeJoCTaTOYHOCTb.

PebeHok oT 2-oi 6epeMeHHOCTH, NPOTEKaBLUEel C yrpo3oi
npepbiBaHna 8 1/3. Mo AaHHbIM MpeHaTanbHOM Y3-amarHo-
CTUKM — TepaToma KpecTLLOBO-KONYMKOBOM 06/1acTu, Npu3Ha-
KW CepaeyvHOW HefoCTaTOYHOCTU (CHWMKEHME CUCTONMYECKOM
bYHKLMM N1eBOTO XenyaouKka, ¢pakuma Bbibpoca — 45%, yBe-
IMYEeHne NMpaBblX OTAeN0B cepaua). Il onepatBHble poabl Ha
28 HeA. B Ta30BOM npegnexkaHuun. Npu poxKaeHnn coctoaHmne
TAXenoe, obycnosneHHoe acPUKCUen B poaax, CUHAPOMOM
AblXaTeNbHbIX PaCcCTPOWCTB Y HefOHOWeHHOro pebeHka, Ha-
Nmymem ob6bEeMHOro KpecTLOBO-KOMYMKOBOro 06pa3oBaHUA.
Macca Tena npu poxaerHun 2020 rp. (BmecTe ¢ TepaTomolit),

O/IMHHa 35 cm, oleHKa no wkane Anrap 3/5. C uenbto ganb-
HeWLWero xmpypruyeckoro neyeHua nepesegeH 8 OPUT OTKb
nm. H.®. dunatosa ¢ anarHosom: BIMP — ruraHTCKasa KpecTuo-
BO-KOMYMKOBaA TepaTtoma, HeJOHOLWEHHOCTb 28-29 Heg,

Mpy noctynneHnn coctosHWe pebeHKa KpaiHe Taxenoe
06yCN0BNEHO AbIXaTeNIbHOM U CepAEYHOM HEA0CTaTOYHOCTbIO.

Mpun ocmoTpe B 061aCTM KpecTL,a onpeaenseTcs rmraHTckoe
onyxonesnagHoe obpasoBaHMe pasmepom oKono 20x25 cm,
0Ba/IbHOM POPMbI, MAFKO31aCTUYECKOM KOHCUCTEHLUMN, KOXK-
Hble MOKPOBbI AUCTANbHO C UCTOHYEHUEM.

Ha 9XO-Kr Ha nepBble CYyTKU OTMEYasioCb CHUXeHUe dpak-
LK BbiIbpoca NeBoro xenyaouka o 42%, ysenmyeHve npasbix
Kamep cepaua, HeCMOTps Ha NPOBOAMMYH KapAMOTOHWUYe-
CKYIO Tepanuto.

Y pebEéHKa OTMmevancAa BbIPa*KEHHbIN remopparMyeckui
CUHAOPOM, CBA3HbIN C Koarynonatver notpebneHus, nocrre-
MOpparvyeckoli aHemMuen TAXKeNoW CcTeneHu, NpoBOAMIACh
MaCCUBHAs remocTaTuyeckas Tepanuma u remoTpaHcdysmsa. Ha-
XO4MNCs Ha npoaneHHolr MBJ1. Cnycta 2 cyTOK, nocse ctabu-
IN3aLMM COCTOAHMA, B CPOYHOM NopsaaKe pebEHKyY BbINOAHEHA
onepauma yganeHme Tepatombl.

B onepbnoke npu nepemelleHne pebEHKA OTMeYanucb
nporpeccuBHoe nageHue oKcureHauum no 45%, anusoabl
HapylweHUA reMogUHAaMWKU C pasBuTMem bpaavKapauvu Ao
62 ya/muH. NpoBOANAUCH KPaTKOBPEMEHHbIE peaHUMaLMOH-
Hble MepPonpPUATUA C NOIOKUTENbHBIM 3PPEKTOM.

Bec nocne yganeHuna tepatombl coctasun 1350 rpamm.

M3 onepaunoHHol pebEHOK NOCTYNUA B KpaliHe TAXENOM
coctoAHun. [poBOAWMIUCE MOCUMHAPOMHAA, aHTUOaKTepu-
aNbHaA Tepanuu, LeHTpanbHoe obe3bonnBaHWe, COCTOAHUE
pebEHKa ¢ MonoXKntenbHoW AnHammnkon. Haxoamnca Ha UBJI.
BasonpeccopHan n MHOTPONHasA NoaaepKka bbina NONHOCTbIO
oTMeHeHa Ha 6 n/o cyTku. [lanbHellwee BeaeHME NauueHTa
6b110 CBA3AHO C €ro HeAOHOLEHHOCTbIO.

Ha KoHcynbTaumm oHKoMora ucxoaa us natomopdonornye-
CKOro nccnenoBaHuna (Hespenasa Tepatoma Grade3) 6bino pe-
LLUEHO, YTO B CreLManbHON Tepannmn cBA3aHHOM C OMyX0oneBbIM
nopaxeHnem pebeHoK He Hy»KaaeTcs.

B HacTosilee Bpems AMArHOCTMPOBATb TEPATOMY MOXKHO
y)Ke aHTeHaTa/lbHO, BO BpemMsa HabnoaeHus HeobxoaMmo uc-
KNOUUTb Hanmume deHoMeHa OBKpaZbiBaHWA, NMPUBOALSALLETO
K 3HAUMUTE/NbHOW Harpyske Ha CepAeyHO-COCYAMUCTYI0 CUCTe-
My nnoga v ¢datanbHbIM HapylweHuam. MpexaeBpemeHHoe
poxaeHue pebéHKa M paHee onepaTMBHOE BMELLATENbCTBO
Nno3B0/NIO CTabnaM3MpPOBaTb COCTOAHME PebEHKA N M3beXKaTb
NIeTa/IbHOro UCX0Aa OT CEPAEYHON HeA0CTaTOUYHOCTH.

KAvHnyeckum npumep pebeHKa ¢ MHOXXeCTBEHHbIMU
MOPOKAMU PA3BUTUS: OMPAAOLLeAe GOABLLUNX pa3Me-
pPOB, AOXHAS PPEHONEPUKAPAUAABHAS FPbIKA, AO6Q-
BOYHASI A€BASI BEPXHSS NOAQS BEHA, TMMONAQ3US A€BOrO
Aerkoro, Situs inversus

CopokuHa TatbAHa EBreHbeBHa, Mpokopbes Makcum
Bnapgucnasosuy

OrAQY BO PHUMY um. H.U. Mupozosa

HayuHble pykoBogutenm: LLlymuxmH Bacunuii Cepreesuny —
K.M.H., goueHT; EpoxuHa Hapexaa OnerosHa. [TKB nm.
H.®. dunatosa

Manbuuk A. oT 2 6epemeHHOCTM ( nepBas — MeanKameH-
TO3HbIN abopT), NPOTEeKaBLIEN C TOKCMKO30M JIerKon cTeneHu
B NepBoli NoNoBMHe. Ha NnepBOM CKPUHHUHIE YCTaHOB/EH Au-
arHos nnoga : omdanouene, Kapuotmun B Hopme. Poapl one-
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paTuBHble, cpoyHble. Macca Tena npu poxaeHumn 3140 r, pocT
50 cm, oueHKa no Anrap 7/7 6annos. U3 poasana nepeseneH
B OTZEe/IeHNe peaHMMaLun U UHTEHCMBHOM Tepanuu HOBOPO-
KOEHHbIX, B CBA3M C HapacTaHuem [H nHTybnposaH, nepese-
[EH Ha UCKYCCTBEHHYHO BEHTUNALMUIO NIETKUX.

Ha nepBble CyTKM }KU3HU ANA faNbHENLLEro XMpypruyecko-
ro neyeHua 6oin nepesegeH B Kb nm. H.®. dunatosa B 14-
KeJI0M COCTOAHWUM C AnarHo3om: omdanouene 60abwNX pas-
MepoB. Mpu NnpoBefeHUN KOMMNEKCHbIX MHCTPYMEHTANIbHbIX U
NnabopaTopHbIX UCCNeA0BaHWIA BbIABAEHDI: Situs inversus, Ao-
6aBoYHas fieBasn BePXHAA No/HasA BeHa, deTasbHble KOMMYHU-
KaLMu : OTKPbITbIA apTepManbHON NPOTOK, MeXnpeacepaHoe
coobueHune. [posBeseHa npeaonepaLMoHHaA MOATOTOBKaA.
MHTpaonepaLMOHHO BbiABNEHA dpeHonepuKkapananbHas rpbl-
’a. BbinonHeHb! ylumBaHve nepukapaa, niacTuka nepeaHemn
OPIOWHON CTEHKM U anadparmbl MeCTHbIMM TKaHAMMU. OaHa-
KO nocne onepaTMBHOrO BMeLLaTeNbCTBA COCTOAHNE pebEHKA
NPOrpeccnBHO YXYALLANOCh, TAXKECTb COCTOAHUA 06YyCcNOBAEHA
BbIPa*KEHHbIM OTEYHbIM CUHAPOMOM, HapacTaHWeM AbIXaTeb-
HOW 1 cepAeyHO-CoCyANCTON HeJOCTaTOYHOCTU C IEFOYHOM -
nepteH3uei. Nposoannace andpdepeHumanbHan AMAarHOCTUKA
MeXay KOMNapTMeHT-CUHAPOMOM M TaMNoHazoM cepaua. Ha
3 nocneonepaLyoHHbIe CYyTKM Bblna BbIMONHEHA NACTUKA An-
adparmbl UMMNAAHTALMOHHBIM MaTEPUANOM, NAACTUKA Nepes-
HeW BPIOLWHON CTEHKN. PaHHUIA NocaeonepaLMOHHbIN Nepurog,
npoTeKan € OCNOXHEHUAMWU BUAE KpU3a BbICOKOW SIeroyHom
rmnepTeHsun. PebeHKy npoBoaMnach npoLeaypa BeHo-apTe-
pVaNbHOW 3KCTPAKOPMNOpPasbHON MeMBpaHHOM OKCUreHauuu.
Ha ¢oHe nposeseHuns npoueaypbl KpU3 NE€rOYHON runepTeH-
31U BblN1 KYNMPOBaH, NOCTENEHHO CTabuAN3npoBanoch obuiee
cocTosfHue, TpeboBanacb AAUTENbHAA UCKYCCTBEHHas BEHTU-
NAUMA Nerkux. B ganbHelwem cocToAHWe nauueHTa mnocTe-
NMEeHHO C MNONIOXUTENbHON AUHAMMUKOW. Pe6EHOK He Hyxaanca
B XMPYPrUYECKOM JIeHEHUU, B CBA3U C Yem Obin nepeBeséH B
oTAEeNeHne NaToNorMnu HOBOPOXKAEHHBIX U B MOCAEAYHOLWEM
BbIMMCaH AOMOMN.

[aHHbIA KAMHUYECKUI cnyYai NpeacTaBieH C Luenbto ge-
MOHCTpaUMK cnoxHocTn AnddepeHLManbHON ANArHOCTUKK
COYeTaHUA peAKUX NOPOKOB Pa3BUTUA U 3HAYMMOCTU NpUMme-
HEHMA COBPEMEHHbIX BbICOKMX TEXHONOTMIA ANA peLleHna «da-
TaNbHbIX» Npobaem.

KAMHUYECKUI CAYYON AUATHOCTUKM U A@YEHUS KUCTI
MOUYEBOrO NPOTOKA KPYMHbIX PA3MEPOB Yy pe6eHKa

Eropckas AHactacua TumodeesHa', CTpuKeHOK AMmuUtpuii
Cepreesuu?, Eropckas Jlapuca EsreHbesHa?, MACHMKOB
Amutpuii AHaTonbesuy?, LibiraHosa KOnua AnekcaHapoBsHa?®
'®rb0Y BO «[pusonxckull uccnedosamenbckull MeouyuH-
cKkuli yHusepcumem» MuHucmepcmaea 30pas8ooxpaHeHUs
Poccutickol ®edepayuu, IbY3 «emckas 20p0dCKaAA Ku-
Hu4yeckasa 6onbHUYya Ne 1 puoKckoeo palioHa e. HuxcHezo
Hoszopoda»

HayuHble pykoBoautenu: Kapnosa MpuHa lOpbeBHa — 4.M.H.,
npodeccop. ProOY BO «MprBOAKCKNI UCCNea0BaTeIbCKUN
MEANUMHCKMI yHMBepcUTeT» MUHUCTEPCTBA 34paBOOXpaHe-
HuA Poccuitckoit ®egepaumn

MoueBoi npoTok (ypaxyc) — TybynapHoe obpasoBaHue
nnoga, CoefuHsAOLLeE BO BHYTPUYTPOOHOM nepuosae moyeBom
ny3bipb (M) n annaHTouc; obantepupyeTcs K poxkaeHuo. Ha
y/IbTPa3ByKoBOM uccnenoBaHum (Y3U) HenonHoe 3apatueHue
MO4Y€eBOro NPOTOKa OTMEYaloT y AeTelt MajLero Bo3pacrta B
1,6% cnyyaes. Hanbonee yactan ¢opma nopoka — KUCTa MoYe-
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BOro MPOTOKAa MAM Kucta ypaxyca (KY), Bctpevaetca B 41,67%
HabntopeHnn y peten 3,4 £2,8 ner.

B nepunopg ¢ 25.09.19 r. no 16.10.19 r. negnatpsl, Hedpono-
™, xupyprn AFKG Ne 1 r. H.Hoeropoaa Habnogann naumeHTa
O., 15 net (72 kr, 178 cm) ¢ npoBefeHUEM KNUHUKO-Nabopa-
TOPHbIX UCCNEAO0BAHWUIN C MOMOLLBIO YHUDULMPOBAHHBIX METO-
OMK M MIHCTPYMeHTaIbHbIX 06cnefoBaHN.

B nebtote 3abonesaHuns: nocne nepeoxnarkaeHma 21.09.19
60N1€3HEHHbIE MOYEUNCTYCKaHMA C MPUMECHIO KPOBU; B 06LLEM
aHanuse moum sputpouuTbl (Er) 25-30 B none 3peHua (M3),
6enok 0,23 r/n, TemnepaTypa Tena 37,5°C; npuem ¢pypamara
¢ apdekTom (ymeHbleHne 60nM), C COXPaHEHUEM AU3YPUN.
locnutanusnpoBaH B Hedponornyeckoe otaeneHve ANA Uc-
KNOYeHMA rnomepynoHedpputa. O6WMIA M BUOXMMUYECKUI
aHanNu3 KpoBsw, Koarynorpamma, C-peakTusHbIN 6enok, umcTa-
TMH C — 6e3 naTtonoruun. B obuwem aHanmse mouun Er cnaous,
6enok 1,26 r/n, nekountsl 0,1 8 M3. CyTOYHbIN aHaN3 MOUN
Ha conK, NoceB MoYM Ha MUKpodopy — 6e3 natonormn. Y3N:
no nepeaHe-sepxHemy KOHTypy MI1 aHaxoreHHoe, AMBEepPTUKY-
nonogo6bHoe obpasoBaHue rpyweBMAHON Gopmbl, pasmepom
47x30%25 mm, C YETKMMM KOHTYpPaMM, C yTONLLEHNEM CTEHOK
00 4-5 mm, BgasaunBatolLeecs BHyTpunpocesetHo B MI (Kpyn-
Has nHouumMposaHHaa KY). MpoBeaeHa uMcTockonua: B obna-
cTM aHa MM 6yrpuctoe nonvnosugHoe obpasoBaHMe Ha LWIK-
POKOM OCHOBaHWUU, pa3mepom 2,5 X 2 CM, C MHOXeCTBEHHbIMU
M3bA3BNEHUAMM Ha NOBEpPXHOCTW, 6e3 npogosKatoLierocs
KpoBOTeYeHUA. Yporpamma: BblaenunTesibHaa GyHKLMA Noyek
B Hopme. KomnbloTepHaa Tomorpaduma opraHoB Masoro Tasa,
4 m®B: No nepeaHe-BepxHei nosepxHoct MM AoNOAHUTENb-
HOe OBaJ/IbHOe KUAKOCTHoe obpa3oBaHue, pasmepamu 25 X
30 x 45 MM, MHTUMHO NpuAeratoLLee K nepegHen HGprOLIHOM
CTEHKe B MPOEeKLMN MoYeBOro npotoka. ObpasosaHue He co-
obuaeTca ¢ nonoctbto M, OTFPaHUYEHO CTEHKON, Nponabu-
pyeT 8 MM Ha 15-20 mm (KMCTO3HOE 0b6pa3oBaHMe MOYEBOro
NPOTOKa, ¢ NponabuposaHmem B MIM).

MpoBeaeHo nanapockonuyeckoe yaaneHue npenodoprowmH-
HOrO KUCTO3HOro 06pa3oBaHuA B NpoeKLumu AHa M oBanbHOM
dopmbl, pazmepom 8 x 2,5 x 3 cM, MUHTUMHO cnasHHOro ¢ MM,
4yTo noTpeboBsaso pesekunn M. PacxoXOeHUN B KAUHUYe-
CKOM 1 MOPOIOTMYECKOM AMArHO3ax HeT.

MNpoBeageHa WHOY3MOHHAA, MeAMKaMeHTO3Hasa Tepanus
(uedoTakcum, apoTaBepuH, LedTPUAKCOH, CyNb3oHLEed, STam-
3unar).

Takvm 06pasom, KMCTa MOYEBOrO NPOTOKa (ypaxyca) Kpyn-
HbIX pa3mepoB — pefKoe 3aboseBaHne, KOTOPOE NPOABAAETCA
B Pa3HbIX BO3PACTHbIX rPynnax u3-3a uHGMLMpoBaHusa ob6paso-
BaHMA. ¥Y3-AMarHOCTUKA M 1anapoCcKonmMyeckan onepaLmoHHan
TEXHWKA NO3BO/AIOT CBOEBPEMEHHO BbISIBUTH U yaanuTb KY.

KAMHMYECKUI CAYYO A€YEHUS KCEHOHOM B KOMIMAEKC-
HOM Tepannu GAHTOMHOro 60AEBOro CUHAPOMA.

PayweH6ax Hukonaii lfeopruesuu, KyanHos Me6 Onerosuy
HUW HAXuT A3M

HayuHble pykoBogutenu: baraes Brnagumup leHHagbesuy —
4.M.H., npodeccop. HUN HOXuT A3M

PebeHok M., 16 net, 4OCTaBNAEH CaHaBMaLUMEN B KAUHUKY
B Nepsble CYTKM nocsae TepakTa B . Kepyb. MpOTMBOLIOKOBbIE
MeponpuUATUA MOCNe MUHHO-B3PbIBHOM TPaBMbl OKas3aHbl B
KepueHcKkol knuHuyeckol 6onbHULE N2 1, BbINOAHEHA XUpPYp-
rmyeckan obpaboTka paH, amnyTauma NpaBoK CTOMbl Ha YPOB-
He KoCTel npesnatoCHbI.

Mpy NocTynneHnn B KAUMHUKY COCTOAHWE TAXKenoe, ypo-
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BEeHb CO3HaHMA no LLkane Kombl Masro 15 6annos, no LWkKa-
Ne Taxectn TpaBmbl (Injury Severity Score, ISS) 36 6annos. Ha
Te/le MHOYECTBEHHbIE CCaAMHbl MATKUX TKAHeN inua, rpyaHon
KNETKM, XKUBOTA, CNUHbI U KOHEYHOCTE, OTEK B 06NacTu ne-
BOM K/IOYMLLbI, MHOXECTBEHHbIE OCKO/IOYHbIE PBaHble PaHbl
HUXHUX KOHEeYHOCTel. Ha ypoBHe KocTel npeanatoCHbl crnpa-
Ba Ky/nbTA € npu3Hakamu socnaneHua. Mpu NMAH-KT uccnepo-
BaHWU: OTEK FONOBHOFO MO3ra, YWWO Nerknx, oCKonbYaTbli
nepenom cpesHeln TPeTU NIEBOM KAOUMULbI, NEPENOM NPaBoi
ManobepLoBOI KOCTU B HUXKHEN TPETU, NHOPOAHOE TeN0 MAT-
KMX TKaHel BepxHel TpeTu nesoro beapa. B nabopatopHbix
aHanusax: Hb 83 r/n, RBC 2,7x10, PLT 152x10°, WBC 10,9x10°%;
06wt 6enok 43 r/n, anbbymuH 28 r/n, CP6 34 mr/n, muorno-
61H 639Hr/MA, KpeaTuHKMHa3a 1190 ME/A.

Ha ocHoBaHMM aHamHe3a, 06BEKTUBHOMO OCMOTPa U 06-
CNef0BaHMA BbICTaBNEH AMarHo3: MWHHO-B3pbIBHAA TpaBma.
Taxkenasa coyeTaHHan Tpaema (ISS 36). 3aKkpbiTas yepenHo-Mo3-
rosan TpaBma. CoTpsAceHMe rosoBHOro mosra. Ywmub nerkux.
3aKpbITbl Mepenom NeBOl KAYMLbl B CpegHen TpeTu co
cMelteHreM. OCKON0YHOE pPaHEHWE MATKMX TKAHEN B BepPXHel
TpeTn nesoro 6egpa. OTKPbITLIA Nepesom npasoit manobep-
LLOBOM KOCTU B HWMKHEWN TpeTu 6e3 cmelleHus. MHoXKecTBeH-
Hble ylWnbaeHo-pBaHble paHbl NpaBoW U nesow roneHu. Co-
CTOSIHWE NOC/Ae amnyTauuu NpaBoi CTOMbl Ha YPOBHE KocTel
npeanaocHbl. MlocTremopparnyeckas aHemma 2 CT.

B OPUT, nesouyKa B TedeHnn 20 cyTOK noay4vana KOMNAEKC-
HylO Tepanuio: MHOY3MOHHO-TPAHCHY3UOHHYIO, aHTMbBaKTe-
puanbHyto, obesbonmsaHue, Kypc FBO (10 ceaHcos). Ons
KynupoBaHus 60neBoro cMHApPoma ¢ 1-bIx CYTOK mnosy4ana
npomegon 1% — 1.0 u penaHuym 0,5% — 2.0 3p/a; AononHu-
TeNIbHO CO 2-bIX CYTOK 3anuaypasbHas 6/10Kaga HaponMHOM
0,2% — 8mn/uac. Yuntbisas manosbdpekTmsHocTb o6e360nm1Ba-
HUA, 5-e CyTKM, Nocae KOHCYNbTaLMM NCUXOHEBPOJIOra, NCUXO-
lora AmMarHoctTupoBaH ¢GaHTOMHbIN 6onesolt cnHgpom (PEC).
K tepanun gobasneHo: 3on0¢pt 50 mr, PeHnbyT 0,25 — 3 pasa B
peHb, CoHanakc 10 mr, Jinpuka 150 mr — 2 pasa.

Mocne Koppekuuu Tepanuu, 601eBOM CUHAPOM cCOXpa-
HANCSA, NPUHATO peLleHne O NPOBEAEHUM Kypca Tepanumn Kce-
HOHOM (Xe) ana kynuposaHus ®BC. MpoBegeHo 12 ceaHcos
Tepanuu 20-30% Xe B cybHAapKOTUYECKOM KOHUEHTpaumu ¢ O,
annapaTom KTK-01 (Akena-H, Poccus). Bo Bpems ceaHca ge-
BOYKa Hblna cefaTMpoBaHa, He ¥KanoBasiack Ha 60K, KOHTAKT-
Ha c Bpa4yoM. lMNocse 2 ceaHca yAyyLIMACA COH, OTKasanacb oT
aHaNbreTMKOB B HOYHbIE Yacbl, NOc/e 5 ceaHca NOMIHOCTLIO OT-
Kasanacb oT 06e36011BalOLLNX, BOCCTAHOBUICA COH, HACTPO-
eHune, Ha 58 cyTKM BbiNnMcaHa AOMOM B yAOBAETBOPUTENIbHOM
COCTOAHUMU.

BbiBoa: Tepanus Xe adpdeKkTMBHA B KOMMNIEKCHOM JIe4eHUN
®BC npu TpaBmaTU4eckon bonesHu y geTen.

KAMHNYECKUI CAYHO XMPYPIrUYeCKOro Ae4eHus ¢
CAKUT-cuHapomMoMm.

BparnHa UpuHa OneroBHa, lopenosa MNonuHa
AneKkcaHApPOBHA

®rAOY BO PHUMY um. H.U. Mupozosa

HayuHble pykosoautenu: LLymuxuH Bacunnin Cepreesmy —
K.M.H., goueHT; EpoxvHa Hagexaa OnerosHa. KB nm.
H.®. ®dunatosa

CAKUT—cuHapom (congenital anomalies of kidney and
urinary tract) — mnaTonorus, BKAKOYAOWASA COYETAHHYH
BPOXK/EHHYIO aHOMaNWIo Movek U moueBblx nyTelt. YactoTa
BbiABneHMA CAKUT—cuHapoma B npeHatasibHOM nepuoje co-

crasnaet 20-30% ot Bcex aHOManui. My3blIpHO-MOYETOYHNKO-
Bbli pedtoKC — OAMH U3 OCHOBHbIX MPOABNEHUN CUHAPOMA,
npusoaAwmMi K opmunpoBaHuto pedatokc-HedponaTnm u xpo-
HUYECKOM 6ONe3HN NOoYEK.

PebeHok oT 4 6epemMeHHOCTH, 2 pogoB OT MaTepu C OTA-
FOLLEHHbIM aKyLepCKO-TMHEKONOrMYECKUM aHaMHe30M. AH-
TeHaTa/bHO MOPOKOB PA3BUTUA NOYEK He BblsiBNEHO. Mpu po-
OeHuM: macca tena — 2700 rp., anmnHa — 45 cm., oueHKa no
wkane Anrap 8/9 6annos.

C 3 CyTOK »KM3HU Haxoaunca Ha 0bcnenoBaHUM U ledeHnmr
8 AFKE vm. H.®. dunatosa, BbIfBNEHO: ABYCTOPOHHUI NOPOK
pa3BuTUA (pedtoKcupytowmii MeraypeTep cnpasa, Heped-
JIIOKCUPYIOLWMI MeraypeTep c/lieBa, KUCTO3HAaA AMCNAa3una fe-
BOW MOYKM C noTepei GyHKUUK, ypeTepoLesie cnesa), ocTpoe
noBpexaeHune noyek, MHPeKLMA MOYEBLIBOAALLUX NyTEN — /e-
YeHWe KOHCepBaTMBHOE.

Ha 3 Hegene U3HU — LMUCTOCKONMA, MHTYHaLMA NpaBoro
MOYETOYHMKA.

Ha 1 mecaue HaxoAWACA Ha CTaLMOHAPHOM IeHEHUU C UH-
dekumelt moyesbiBoaAWwMX nyTeit (MMBI).

Mpun poobcneposaHun: Y3W opraHoB 6plowHOM noso-
CTM — 9XO-NMPU3HAKN Meraypetepa Cnpasa, HanunA B3BECU B
cobupaTtenbHoM cucTeMe MPaBoOi MOYKWU, MYSBTUKUCTO3HOM
OMCnNasun  NeBol MOYKM; cTaTMyeckaa HedpoCuMHTUrpa-
dun — cekpeTopHas GyHKLMA NPaBOM NOYKM CHUMNKEHA Ha 74%.
O6wmii 06veM GYHKUNOHUPYIOLLEN NAPEHXMMbl CHUMKEH Ha
87%. BblpaxeHHble NPU3HAKM NOYEYHOM HeAoCTaTOYHOCTU. B
1,5 mecAua — gMarHoctTMyeckaa LMCTOCKONMA, IHAO0CKONMYe-
CKaA NOAC/M3UCTAA UMMNIAHTALMA KOareHa cnpasa.

B 2 mecsina — UMBI. B 3 mecAua — KoHcynbTauusa Hedpono-
ra: ABYCTOPOHHASA BPOXKAEHHaA aHOMaMA OpPraHOB MOYeBOM
cuctembl (CAKUT-cMHAapom). [BYCTOPOHHAA KWUCTO3HasA AMC-
nnasvAa noyek, cnesa — c notepein GyHKUMU. [1BYCTOPOHHMUI
meraypeTep, cnpasa pedatokcupyowmii. AnsepTukyn mouye-
BOro Ny3blpa cnpasa. XpoHuyeckasa 6o0s1e3Hb noyek. Heckosb-
KO CHUMKEeHHas CKopocTb Kayboukosol ¢punbtpaumm. Cocton-
HKWe nocae ocTporo noBpexaeHua novek (ctagua 3 no KDIGO)
B Nepuos HOBOPOXKAEHHOCTU. BbicoKo yrpoxkaem no dopmu-
POBaHUIO TEPMUHANBHOW CTaAMUMN XPOHUYECKOW MOYEYHOWN He-
[0CTaTOYHOCTU. AHEMMUA, NETKON CTENEHU TAXKECTU. [JaHHbIX 33
apTepuanbHyO TMNEPTEH3NIO U HapyLlleHne Kanbuneso-¢doc-
¢dopHoro obmeHa. NMocne nposeaeHua Y3U opraHoB 6proLLHOM
NONOCTU U ANArHOCTUYECKOM LIUCTOCKOMMM BbINO/IHEHA pe3ek-
uma ypetepouene, AMBEPTUKYa MOYEBOro My3blpA, NAaCTUKA
MOYEBOro Ny3blps, ypeTepoLMCcTOHeOMMNAaHTaLUMA No KosHy
cnpaBa. B nocneonepauvoHHOM nepuoge otmevanocb obo-
CTpeHue MHbEeKLuMM Mo4YeBbIBOAALWMX nyTei. lMposBogunach
KOHcepBaTWBHas Tepanus.

MpuUyYnHOW TAXKENOoro ABYCTOPOHHEro MOPaKeHUs Moyek
B MpeACTaB/eHHOM CAy4vae ABWAAacb MHOpPaBe3nKanbHaa 06-
CTPYKLMA 3KTOMUYECKMM ypeTepolene. BbiABneHUe OaHHbIX
NMOPOKOB Pa3BUTUA [AO/KHO MPOBOAUTLCA A0 22 Heaenwu re-
CTAUMM C LeNblO peLleHus AasibHelnLero npoaoHrMpoBaHus
bepemeHHOCTH.

B npuBefeHHbIM KAMHUYECKOM C/yvyae MOPOK PasBUTUA
BbIAIB/IEH He Obln, YTO ABUIOCH NPUYUHOM POXKAEHUA pebeHKa
C TAXKENOW NaToN0rMnel, BbICOKO yrporkaemon no popmmpoBsa-
HWIO TEPMUHANBHOW CTaZ MM XPOHUYECKON NOYEYHOW HepocTa-
TOYHOCTW. OAHAKO MYNBTUANCUMNZIMHAPHBIN NOAXOA, U CBOEB-
pemeHHoe onepaTMBHOE Jle4yeHne NO3BONIO NPeSOTBPaATUTL
paHHee popMMUPOBaHUE TEPMUHANBHOMN CTaAMUMU XPOHUYECKOM
NoYyeyHOM HeLoCTaTOYHOCTUM U cTabunmsnposaTb pebeHKa B
paHHeMm Bo3pacrTe.

o/
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MHorokpaTtHoe BHYTPUYTPOGHOE NepeAuBaHne KPOBU
npu TsHkeAor GopmMe reMOAUTUYECKON GOAE3HU NACAQ
(FBM). KAMHMYeCKM CAy4QM.

MaromegoBsa Matumat UcaesHa', CnupugoHos AMmutpuii
Cepreesuy'?

1PrAOY BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu,
’rby3 «LleHmp naaHuposaHus cemou u penpodykuyuu» 3M

HayuHbie pykosoautenu: KoHonnAaHHMKOB AnekcaHap leop-
r'MeBuY — A4.M.H., npodeccop. BO ®rAa0Y BO PHUMY um. H.U.
MNMuporosa MuH3apasa Poccum, NbY3 «LleHTp nnaHMpoBaHuA
cembu 1 penpogykumm» 3M

B Poccum Bonpoc Bl n BH aBnaeTca akTyanbHbIM, TaK
KaK Mo NoKa3aHWAM He BCerga NpoBoAnTcA NPpodUnakTMKa, YTo
HepeaKko npusoanT K passutuio 6N n FBH. MaToreHeTnveckun
060CHOBaHHbIN MeTof, neveHuna Taxenbix dopm Bl — npose-
AeHne BHYTPMMATOUHbIX BHYTPUCOCYAMUCTbIX NepennBaHuii oT-
MbITbIX 1€KOUIBTPOBAHHbIX 3PUTPOLMTOB AOHOPA.

MauneHTka b., 22 net Ha cpoke rectaumm 29-30 Hea. Ha-
npasneHa XK r. CapaHck B8 KOO LINCuP r. MockBbl B €BA3MU C
pesyc — ceHcnbunmnsaumen, HapactaHmem Tutpa AT 1: 1024,
npusHakamu BN no Y3 ana peweHns sonpoca o AasbHeN-
e TaKTUKe BeAEHMA U CPOKax pogopaspelleHmsa. MauneHTka
c 0(1) Rh (-).Y cynpyra — B (Ill) Rh (+). U3 aHamHe3a: remoTpaHc-
¢dy3uii He 6blNo, HACNeACTBEHHOCTb HE OTArOLWEHA, XPOHUYe-
CKME U F’MHeKonornyeckme 3abonesaHus oTpuLaeT.

1-a 6ep. 2012 r. CBoeBpemeHHble pogbl. [leBoyka
2800 Kkr/49 cm Rh (+), aHTMpe3ycHbIl Ig He BBoamnca (r. Ca-
paHck). 2-a 6ep. 2014 r. CBoeBpemeHHble poabl. [eBoyka
3500 kr/50 cm Rh (+), aHTMpesycHbiit Ig He BBOAMACA (r. Ca-
paHCcK). 3-a 6ep. 2016 r. CBoeBpeMeHHble onepaTUBHbIE POabl.
Tutp AT 1: 128. [leBouka 3800 kr/49 cm. OteuHan popma IBIM.
2 3MK. PebeHoK ymep Ha 4 —e CYTKM u3Hu (r. CapaHck). 4-a
6ep. 2017 r. MNpexaeBpeMeHHble onepaTMBHble poabl B 35—36
Hea,. Tutp AT 1: 128. fesouka 2500 Kr/46 cm. TBM. 2 3MK (r.
MockKBa). 5-a 6ep. — flaHHas.

Y naumeHTkn ¢ 6 Hea. otmeyanca Tutp AT ¢ 1: 128 po 1:
1024 8 puHamumke. B 29—-30 Hepn — npusHakm BN no Y3N: Vmax
CMA — 60 cm/cek (30Ha A), nedeHb 44 mm (Hopma 38 mm). To-
cnuTanusauma Ana nposegeHusa kopgoueHTesa u BIK. Mpu
npoBeAeHUM KopaoLueHTe3a y Nioja onpesenvaun: rpynna
kposu O (1) Rh (+), npoba Kymbca pe3ko nonoxkutenbHas, de-
Hotun ccDEe, Ht 21%, Hb 73 (npu Hopmax Ht 38% 1 Hb 125 r/n
417 JaHHOTO CPOKa bepeMeHHOCTH).

PaccuntbiBaetca obbem TpaHcdysum no  dopmyne
J.M. Bowman: V2 = (Ht3-Ht1)/Ht2x[IMM xV1, rae V1 — OLUK
nnoga AnAa faHHOro cpoka bepemeHHocTH; V2 —obbem TpaHc-
¢y3uum; MMM — npegnonaraemas macca naoga; Htl —remato-
KpUT nnopga, Ht2 —remaToKpuT goHopa, Ht3 — HopmanbHbIMi
remMaToKpUT ANA JAHHOTO recTauMoHHOro BO3pacTa.

O6bem TpaHcdysmm no popmyne coctasmn (38 — 21)/69x
1,4 x 160 = 55 mna. NokasaTenn nocne nepenmBaHma — Ht —
41,2%, Hb — 143 r/n. B auHamuke nposoguavce Y3U: Vmax
CMA —50 cm/cek (30Ha B), neyeHb HECKO/IbKO 60/1bLLEe HOPMbI.

Yepes 7 aHen Ha 31-32 Hepn, yuuTbiBasi COXpaHsAtoLLmne-
ca npusHaku FBIM: Vmax CMA — 63 cm/cek (3oHa A), neyeHb
50 mm (Hopma 40 mm), npoBeseH 2 — i KopgoueHTes u BIK.
O6bem TpaHcdy3um coctasun (39—27)/65x 1,7 x 200 = 63 M.

Mpu nposeaeHun Y3 pazmepbl neyeHn B npegenax Hop-
mbl, Vmax CMA — 30Ha B.

Yepes 7 gHelt Ha 32—-33 Hepg Vmax CMA — 30Ha A. lpo-
BeaeH 3-i KopgoueHTes u BIMK. O6bem TpaHcdysum coctasun
(39-24)/67 x 1,9 x 240 = 102 mn.
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Yepes 14 gHen nocne 3 BMK, yunTbiBas cpeaHeCyToYHOe
cHUKeHue Ht 1% B CyTKM, pelieHo poaopaspeLlnTb NauMeHTRY
nyTem onepawmun KecapeBo ceveHue. M3BneyeHa xuneaa Heao-
HoleHHasA Aesoyka 2880 kr/43 cm, no wkane Anrap 6—7 6. ¢
npusHakamu BMM. Npu poxaeHun Hb 104 r/n, Ht 33,2% — 8
onepaLMoHHON NpoBeaeHa Koppekuus aHemun 120 mn spu-
TpouuTapHoi maccel. Ha 1 — e cyTkmu Hb 102 r/n, Ht 31,6%.
BbinonHeHo 3MK. Hb 158 r/n, Ht 44% nocne 3MK. B cBA3n ¢
ObIXaTeNbHOW HEAOCTAaTOYHOCTbIO pebeHOK Haxoau/ca Ha an-
napate MBJT 2 cyToK. Ha 3-e cyTKM 3KCTyBMpOoBaH U, yunTbIBas
yaoBaeTBopuUTesibHoe coctosaHue, Ht 46,2%, Hb 157 r/a, nepe-
BeAeH Ha 2-i aTan BbixarkmaHua B OPUT TKB Ne 13.

MHorokpaTtHble BMK npu taxenoi dopme M6 ganmn Bos-
MOKHOCTb MPONOHIMPOBATb BepeMeHHOCTb Y AaHHOW Mauu-
eHKM ¢ 29 Hen Ao 36 Hep, He AONYCTUTb PA3BUTUE OTEYHOM
¢dopmbl TBIM 1 He npuBecTu K rmbenun. MponoHruposaHue be-
PEMEHHOCTM MOYTU Ha 2 MecC. MO3BOAUNO CHU3UTb PUCK pas-
ButnA PAC n noBectn coctoAHue Naoaa A0 CPOKOB KU3HeCMo-
cobHoCTM.

CAOXXHOCTb A€YEHU S AeTel C TOTAAbHOM dopmon 60-
Ae3Hu TnpLunpyHra

rabaynnuHa Oneca YpanosHa, Nsanuesa J/lyusa
PycnaHoBHa, lopenosa MNonuHa AnekcaHgposHa, bparnHa
WUpuHa OnerosHa, Tkauesa MonuHa ButanbeBHa

®rAOY BO PHUMY um H.U. Mupozosa

HayuHble pykosogutenum: LLlymuxmH Bacunuii Cepreesuny —
K.M.H., goueHT, ®TAOY BO PHUMY nm H.U.Muporosa. KocTo-
mapoBa EneHa AHgpeesHa, KB 13 um H.®. dunatosa

BonesHb MupwnpyHra (Bl) — 3To MOpOK pasBuTMA Amc-
TaNbHOrO OTAENa KULIKK, 06YCNOBAEHHbIV AeHepBaLmei Bcex
3/1eMeHTOB, BK/HOYAA KULLEYHYI0 CTEHKY M COCyAbl.MONHOe
OTCYTCTBME AN AePUUUT MHTPAMypPasIbHbIX HEPBHbIX FAHMIU-
€B, U3MeHeHWe NPOBOAMMOCTU B HeMpopePNeKTOPHbBIX Ayrax
CTEHKM KULLKM BbI3bIBAIOT HAPYLLEHME NACCaXKa KULIEYHOTrO Co-
KEPHKMMOTO Yepes 3TOT yHacCToK (anepucTanbTMyeckasn 30Ha).

N3 aHamHe3a: Peb6eHOoK oT 1 6epeMeHHOCTH, NpoTeKaBLel
Ha ¢oHe nuenoHedpputa, HMMMK 1 cT, oxkmpermsa 1 ct., 1 ca-
MOCTOATEeNbHbIX poaoB. Poaunca Ha 41 Hepene ¢ Becom 3590
r. Ha 2 c. . oTmeyanacb pBOTa 3e/1eHbIO, KANMHUKA KULLEYHOM
HEMnpoxXoAMMOCTM, B CBA3M C YeM OMepupoBaH — peseKuus
NOAB3O0LWHON KULLKK, HAaNOXKeHWe nneoctombl. Mocneonepa-
LMOHHOM Nepuoae sHTepanbHanA HarpysKka rpyaHbIM MOSIOKOM
B o6beme 50 mn yepes 3 yaca.

B 3 mec yxyaweHue COCTOAHWMA: CPbITMBAHWMA, 4acTbli
KUAKWIA CTyAN, BANOCTb, OTKa3 OT rpyam. Mpu ocmoTpe oTme-
Yasacb OAplIlIKa, TaxXxMKapausa, runopedaekcus, oTMevanmcb
HU3KMe BecoBble NPMOABKM B CUY YEro rocnuTasm3npoBaH B
OPUT no mecTy }KuTenbcTBa, Ha GoHe NPOBOAMMON Tepanuu
(MHPY3MOHHOW C YACTUYHBIM MNapeHTepasibHbIM MUTAHUEM,
KOMBUHUPOBaHHOM aHTUBAKTEPMaANbHOM, NPOTUBOIPUOKOBBIX
npenapaTos, nepenvsaHmmn C3M, 3p.maccbl) oTMeYanachb noso-
KUTENbHAA AUMHaMUKKA. Mpu cTabuamsaumm cocToAHUA BbINU-
CaH Ana panbHeuwero 4oobcnenoBaHus.

B 5 mec: Ha nppurorpadumm KOHTPaCcTUPYOTCA BCe OTAebl
06bIYHO PACMONONKEHHOM TONCTOM KULLIKK, raycTpauma oTcyT-
CTBYET, MepUCTaNbTUKa He NPOCNEKMBAETCA, ANAMETP CYKEH.
BbIMOJIHEHA ONepaLmA — 1anapoCKONNYecKasa KONIKTOMUA. BU-
[e0acCUCTUPOBAHHOE HU3BeAEHWEe MPOKCMMANbHOMO oTAena
NoAB340LWHON KMWKK. Ha 2 n/o cyku nonydeH ctyn, ¢ 6 n/o
CYTOK HayaTa aHTepasibHaA Harpy3Ka c NoCTeNeHHbIM yBenunye-
Huem go 100mn yepes 3 yaca. [McTonornyeckoe mccnenosa-
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HUWe: B MaTepuane TOHKOM KULIKKU TaHIIMK He OnpeaensatoTcsa.
HeopHokpaTHO rocnutanmsnposanca ¢ 060CTpeHneM XpPOoHU-
YeCcKOoro aHTepuTa, NPOBOAMUCA KYPC AeKOHTaMUHALUN.

O6cnenoBsaH B AHBape 2019r: B Bece NnpubaBadaeT measieH-
HO, MOABU/INCb CUMNTOMbI XPOHUYECKON MHTOKCUKALMK, CTyN
KUAKUA, B OCHOBHOM MOC/e KAn3mbl. [py peHTreHOKOHTpacT-
HOM MCCNef0BaHMM — HYAaCTUYHAA KMLWeYHaa HeNnpoXoAMMOCTb,
CY)KeHMe y4yacTKa HU3BeAEeHHOW KULWKK. OneprMpoBaH B NiaHo-
BOM MopAAKe: 1anapoToMuaA, pe3eKuna CTeHOo3a, HaloXeHne
MEXKMLIEYHOro aHacTomo3a. MocneonepaloHHbIi nepuos,
TAXKEbI 33 CYET ABYXKPATHOM HECOCTOATE/IbHOCTM aHACTOMO-
3a C pa3BMTMEM NePUTOHUTA, ONepUpPoBaH NOBTOPHO. Penana-
poTOMMSA, YLUMBAHME YHACTKA HECOCTOATEIbHOCTM aHAaCcCTOMO3a,
BblBeZleHNe NoABECHON MNeO0CTOMbI, CaHaUuA U ApeHUpoBa-
HWe OplolWHOK nonocTM. B mocneonepauyoHHOM nepuoae
cocTosiHMe oyeHb Taxenoe 3a cyeT CMOH Ha ¢oHe abgomu-
HaNbHOrO cencuca HeOAHOKPATHO MPOBOAMAACL CMEHA aHTU-
baKTepuanbHOM U NPOTUBOTPUOKOBONM Tepanuu. MoTepu no
CTOMe OCTaBa/IUCb O4eHb 60bLINMU C PA3BUTUE BblpaXKeHHOM
Mauepaumm U NepucToManbHOro AepPMaTUTA, PACXOXKAEHNEM
LWBOB, GUKCUPYIOLLMX CTOMY. YUUTbIBAA TAXKECTb COCTOAHMA,
NPUHATO peLleHne O MPOBEAEHNMN IKCTPAKOPMOPaAbHbIX METO-
008 aetokcukauumn — CVVHDF (PCT 29.6Hr/ma, CRP 292 mr/n).
[ocTteneHHO cocToAHME C yaydweHuem. B HacToAwee Bpemsa
cocTofHMe cTabunbHOe, Mosy4YaeT 3HTepasbHOe MNUTaHue C
paclmpeHnem no CocTaBy C YaCTUYHbIM NAPEeHTePaNbHbIM MK-
TaHUEM.

[aHHbI KAMHUYECKNI CNyYalh AEMOHCTPUPYET CI0XKHOCTb
TAKTUKKU NlevyeHun y aeteit ¢ TotanbHol dopmoli Bl Ha Bcex
sTanax. MauneHTbl HA MOMEHT roCNUTaNM3aLUN HEOAHOKPAT-
HO OMepMPOBaHbI, B T. Y. MO NOBOAY Pa3/UYHbIX OCNOKHEHUM
onepaTMBHOrO NedeHuns. B cBA3M ¢ aTUM y 60NbLUMHCTBA OTATO-
Waowmnmm GakTopamm ABAAIOTCA CUHAPOM KOPOTKOM KULWKK,
Manbabcopbuna, dbepmeHTaTMBHAA HEAOCTaTOYHOCTb, 3JHTe-
puT, 4TO elle bonee 3aTpyaHAET fleyeHme U BbIbop onepaTms-
HOW TaKTUKK. JleyeHune Bl ocTaetca npobnemHow B AeTCKoM
KOJIOMPOKTONOMUU.

TaKTUKQ BeAeHUs pe6eHKa C areHe3nem TOHKOM KULLIKU,
CUHAPOMOM MAAbaGcop6unmn

NpokodpbeB Makcum Bnagucnasosuuy, Martsees UBaH
lOpbeBuy, CopoknHa TatbsiHa EBreHbeBHa

®rAQY BO PHUMY um. H.U. NMupozosa

HayuHble pykosogutenm: LLlymuxmH Bacmunuii Cepreesuny —
K.M.H., goueHT; EpoxmHa Hagexaa OnerosHa. AFKB nm.
H.®. dunatosa

CHAPOM KOPOTKOM KMWKKM (CKK) — naTtofiorMyecknini cuH-
OPOM, 0DYC/IOBNIEHHbIN YMEHbLUEHMEM BCacbiBaTe/IbHOM Mo-
BEPXHOCTM TOHKOM KULLKM 33 CYET COKPALLLEHMA €€ NPOTAKEH-
HOCTM, NposBAAIOLWMICA Manbabcopbumeit, ManbamrecTmen un
ManbHyTpULUMen. Yactota BcTpedyaemoctm — 24,5: 100000 Ho-
POBOXAEHHDIX, Y HEAOHOLWEHHbIX AeTen — 353,7.

OfHUM M3 xmpyprudeckmx metogos nevyeHua CKK y ge-
Tel aBnsetcs onepaumsa SILT (spiral intestinal lenghtening and
tailoring), npepnoxeHHas Cserni 8 2012 r. OHa 3aK/tovaeTcs B
CNUPaNbHOM PacCeYEHMU CTEHKM KULLUKKU C nocseayowmm eé
pacTAXKeHMeM Ha KaTeTepe M ylumBaHMeM. [JaHHaa MeToAMKa
No3BONAET YA/IMHUTb KULLUKY, OAHOBPEMEHHO YMEHbLUMB ee
NPOCBET, YTO ABNAETCA HEOHXOANMbIMU KPUTEPUAMM XUPYPTU-
yeckoro nevyeHnsa CKK.

MaumeHT A., 27.12.2018 . pogunca B r. AcTpaxaHu. Pebe-
HOK OT 5 BbepemeHHOCTH, NPOoTEKaBLUEN C Yrpo30i npepbliBa-

HWA, NPE3KNAMNCUEN, XPOHUYECKMM TFaCTPUTOM, KONbMUTOM.
Ha 20 Hepene recTaumn BbiABNAEH NOPOK Pa3BUTMA KMLLEYHMKA
nnoga. Poabl cpoyHble, 38 Heaenb rectaumn. Macca npu po-
»w»aeHnn — 2750 r. CocToaHMe TAXKenoe 3a c4YeT NopoKa pa3Bu-
TmA. focnutanusmposaH 8 OJKbB r. ActpaxaHu, AMarHocTmpo-
BaHa areHesus TOHKOM KULIKM U Mpou3BeAeHa pe3ekuus ee
OMCTANIbHOTO 3a4aTKa C HA/IOXKEHMEM etoHO-KO10aHacToOMOo3a
«KOHeL,-B-KOHeL»

B cBA3K C TAXKENbIM COCTOAHMEM, 0B6YCNOBAEHHbIM COXPa-
HAIOLLMMUCA ABNEHUAMM KULLEYHOW HEMPOXoaumMocTu, pebe-
HoK nepeseaeH B ANKb nmexn H.®. dunatosa. OnepmpoBsaH,
BbIMO/NHEHA pPenanapoTOMMUA, BUCLEPOSN3, PEKOHCTPYKLMA
€l0HO-Ko/I0aHacToMo3a. B nocneonepaumoHHOM nepuoae
CTabuaeH, Naccaxk No *KenyLoUYHO-KULWEYHOMY TPAKTy BOCCTa-
HOBWMACA Ha 8 nocneonepaymoHHble cyTkn. C 10 nocneonepa-
LLMOHHbIX CYTOK HayaTa BOAHasA Harpy3kKa, ¢ 16 cytok —Tpoduye-
CKOe KOpMJIEHME TPyAHbIM MOJIOKOM, MO3Ke — pacLlenieHHon
cmecbto. Mo KenygoyHomy 30HAY COXPaHANocb obuibHoe
oTaensemoe, Habnganucb MNPU3HAKM MHTOKCMKAuuu. He-
nesopednumntHana aHemus Il cteneHun. MaumneHT noayyan na-
peHTepanbHOe NUTaHWe, UHQY3MOHHYI0 NPOTUBOTPUOKOBYIO
Tepanuio, aHTMBUOTUKOTEPaNUio, NpenapaTbl Xenesa, 0fHo-
KpaTHY remoTpaHcdy3nto. bbln ycTaHOBNEH TYHHEMPOBAH-
Hblli KaTeTep ANA AJIMTE/IbHOTO MAapeHTepasbHOro MUTaHUSA
B JIEBYIO BHYTPEHHIOIO APEMHYO BeHy. TaK)Ke npoBoguaach
aHTMbaKTepnanbHas, CUMNTOMATMYECKaA Tepanus, opasibHas
OeKOHTamMHaumA. Ha doHe XPOHMYECKOro eroHMTa OTMmeva-
JINCb ABNIEHMA UUTONM3a, XonecTasa. [locTeneHHO CoCToAHMe
pebeHKa cTabuan3mMpoBanoch, KPAaTHOCTb U KOJIMYECTBO CTy/1a
yBenmunnace.

MaTb npowwna obyyeHue B LLIKosie mapeHTepasibHOro NuTa-
Hua AFKB nmenn H.®. dunatosa. Mo ycnewHon caade sK3a-
MeHa MaTepbto, pebeHoK BbiNMcaH Aomoli. B asrycte 2019 r.
nauneHTy 6blia NpounsBeaeHa YAMHAIOWAA SHTEPONAACTMKA
no metoay SILT. Yaanocb yanuHuTb KUKy ¢ 10 o 36 cm, oby-
3UTb € 2-3 cm A0 1,5-2 cm, YTO ABNAEGTCA YA0BNETBOPUTE/IbHbBIM
pesynbTaTom onepaumn. B cBA3KM ¢ 6ONbLIMM KOANYECTBOM
3aCTOMHOro OTAENAeMOro B MOCAEONepaLMoHHOM nepuoae,
pebeHKy BbINONHEHA racTpoctomuaA. lpu aHTpPoONoOMeTPUM
11.11.2019: poct — 81 cm, Bec — 9800 r. O6bem 3HTepasbHOM
Harpy3km —300mn cmecum B CyTKM. BBeaeH NpuKopm Kawamu m
OBOLLHbIM MtOpe.

[aHHbIA KNMHUYECKUI CyYall AEMOHCTPUPYET BAXKHOCTb
KOMMJIEKCHOWM Tepanuu AeTel ¢ NogobHbIMM MOPOKaMK pas-
BUTMA KMLLEYHWMKA, @ TaK}Ke BO3MOXHOCTb MCNO/Ib30BaHMA SILT
B KayecTBe aNnbTepHaTUBbI APYITMM YAJAUHAIOLWMM SHTEponaa-
CTUKaM.

CEKUUNA «MTEAUNATPUA»

ByAAesHast popMa MACTOLUTO3A OLULMGOYHO ANATHO-
CTUPOBAHHAS KAK repnetmdopMHbIN AEPMATUT Ato-
pUHra

Bepupse HoHa HyrsapuesHa, Kpyrnakosa AnuHa
AnekceeBHa

BonezoepadcKuli eocydapcmeeHHbll MeOuyuHCKul yHusepcu-
mem

HayuHble pykosoautenu: Cepatokoa EneHa AHaTonbeBHa —
K.M.H., OLEHT. Bonrorpafckuin rocyaapCTBeHHbIM MeANLNH-
CKWI yHUBepcUTeT

BynnesHaa popma macToLnTo3a oWNBOYHO AMArHOCTUPO-
BaHHasA Kak repnetMdopMHbIi AepmatuT JropuHra. Mactouu-
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TO3 — rpynna 3aboneBaHnin, 06ycnoBAEHHbIX HAKOMJIEHWEM U
nponndepaument Ty4HbIX KNeToK B TKaHAX. Cpean Bcex aepma-
ToNorMyeckux bonesHel Bctpevaetca B 0,01-0,1% cnyyaes.
M3-3a pefKoCcTU, MHOroo6pasus ¢popm 1 f06poKayYecTBeHHO-
ro TeyeHus 3aboneBaHWe 3a4acTyl0 OCTAeTCA Hepacrno3HaH-
HbiM. B 75% cnyyaeB gepmarto3 pa3BmBaeTcAa B BOo3pacTe A0
2 ner.

Y peTelt yalle MaToNOrMA OrpaHUYMBAETCA MOPAXKEHUEM
KOMM N UMeeT TeHAEHLMIO K CNOHTaHHOMY perpeccy.

MauneHT 1 rog 2 mecaua, BNepBble BbICbIMAHMUA HA KOXe
nosBU/INCb B BO3pacTe 6 MecALeB B BUAE Ny3blpbKoB B 0bna-
CTM 3aTbl/IKa, 3aTeM NOCTENEHHO PACMPOCTPAHUANCH MO BCEMY
KOXHOMY MoKposy. Monyyan neyeHne no nosogy 6ynnesHoro
[epMaTuTa, 04HaKo NoABAANUCL HOBblE BbICbIMAHMA.

B panbHeliwem guarHos 6bl1 NEPEeCMOTPEH Ha aTonuue-
CKWIN flepMaTuT, HadHavyasacb aHTMBAKTepPMaNbHAA U UHOY3U-
OHHaA TepanuaA, aHTUTUCTAMUHHbIE NpenapaTbl, HAPYXKHO TO-
nuyeckune cTepounabl ¢ reHTaMUUUHOM, 6e3 apdekTa.

Bbin rocnutanunsmnposaH B O4KE, roe nocne obcneaoBaHma
BbICTaB/IeH AMArHo3: repneTMdopmHbIli aepmatuT [ropuHra.
MpoBeaeHO neyeHne (KO-TPMMAKCO30/, AanCcoH, afBaHTaH) C
He3HaYUTe/IbHbIM y/TyYLLeHNeM.

CnycTa 6 mecsLeB COCTOAHUE YXYALWNAOCb, pebeHOoK 6bin
HanpaeneH Ha neyeHne B OrAY «HMMWL, 3gopoBbs aeTten»
MwuH3gpasa Poccun — HU3 /. Mpu ocmoTpe: obuee coctoaHue
TAXesI0e, KOXKHbIV NPOoLecc pacnpoCcTPaHeHHbIN, CUMMETPUY-
Hbl U NpeACTaBAeH YPTUKAPHbIMU 3N1eMEeHTaMM, BE3UKY1aMu
CKJIOHHBIMM K TPYNMNMpPOBKe Ha GOHE 3PUTEMATO3HbIX MATEH,
SKCKOpMAUMAMM,  CEPO3HO-TeMOpPpParnyeckKMMmM  KOpKamu.
CybbektnsHo — 3ya. Mepudepuyeckme numobatnyeckume ysnbl
He yBennyeHbl. Co CTOPOHbI BHYTPEHHWUX OpraHoB 6e3 natoso-
rmu.

Mpu obcneposaHun: OIrAC: Pedntokc-azodarmt 1 cT. Kap-
Ano3asodareanbHbl Nponanc. AHTPaNbHbIA MOBEPXHOCTHbIN
ractput. bynb6urt.

OKT: HapyLleHMe npoueccoB penonapusaLmm B MMoKapae
KENYA0UKOB. BblpakeHHble HapyLUeHUA BO3MOMHO Taxmn3asu-
CUMble.

Y3U OBI: npu3Haku renatomerannm, BTOPUYHbIX U3MEHe-
HUI NOAXKENYLOUYHON XKenesbl.

MMcTonornyeckoe uccnefoBaHue: anNUAepMnc Ha 60sb-
LIOM NPOTSAXKEHUM aTPOdUUEH, C HE3HAUUTE/IbHBIM FUNepKe-
paTo30M. B NOBEPXHOCTHbIX U CpefHUX OTAeNax AepMbl ry-
CTON MHOUNBLTPAT COCTOALLMIA NPEUMYLLECTBEHHO U3 TYYHbIX
KNEeTOK (C KPYMHbIMW OKPYIIbIMU AApaMu, 303MHOGUIbHOM
LUMTONNA3MOMN) € npumecbio MMGOLMTOB, TMCTUOLMTOB U
60/1bLIOr0 KOMYECTBA CErMEHTOAAEPHbIX NelMKounToB. UH-
bunbTpaT BNOTHYIO NOAXOAMT K AepMO-3NuAepMasibHOM
rpaHuLe, BepXHUe OTAeNbl AepPMbl Pe3KO OTeYHbl, ¢ dopmu-
poBaHMEM KpyMHbIX Cyb6anuaepmanbHbiX Ny3blpei, B MNpo-
CBeTe KOTOPbIX — CEPO3HOE COAEPKMMOE, TyUHble KIEeTKU U
NenKounTapHbin aeTput. MNpu JONONHUTENBHONM OKpacKke To-
NYVWOMHOBBIM CMHUM OTMEYaeTCcA MeTaxpomaTuyecKoe OKpa-
LWMBaHME LMTOMIA3MaTUYECKUX TPaHY/ TYYHbIX KNETOK, pe3Ko
BbIPaXKeHbl AerpaHynaumsa.

BbicTaBneH gMarHos: mactoumTos, bynnesHaa popma. Ha-
3HaYeHo NeYyeHue (JancoH, 3upPTeK, KPEOH, SHTEPOCTeb, ype-
odanbK, aMOKCMKIAB, NPeAHU30N0H, MaHaHIMH, CYNpacTuH,
afiBaHTaH), Ha ¢OHe KOTOPOro OTMeYasoCb 3HauuTesIbHoe
yay4leHue.

MHTepec K JaHHOMY cayyato 06ycnoBaeH PeAKOCTbIO AaH-
HOro AepmaTosa, HecneundUUHOCTbIO KAMHUYECKUX NponBIe-
HWIN, TPYAHOCTbIO AMArHOCTUKM, HeoBXOAMMOCTbIO MpoBese-
HWA TMCTONOTMYECKOro NCCNef0BaHNA.
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BO3MOXXHOCTU pA3BUTUSI HEAOHOLLEHHOTO pe6GeHKa ¢
GPOHXOAETOYHON AUCTIAQ3NEN NMPU PAHHEN Tepanum n
CUCTEMATUYECKOMN peabnantTaumm

pekoBa AnuHa BnagumuposHa, Kum AnekcaHgpa
[AaspaHoBHa, Xonyaosa Arata AHgpeeBHa

®rAQY BO PHUMY um. H.U. Mupozosa MuH30pasa Poccuu

HayuHbie pykosoautenu: borgaHosa CeetnaHa Banagumupos-
Ha — K.M.H. ®TAQY BO PHUMY um. H.U. NMuporosa MuHzgpa-
Ba Poccum

CHUXKEeHWe CMepTHOCTM U MHBANMAN3ALUM ABNAETCA NPUO-
PUTETHbIM HanpaBAeHWEeM B CTpaTernMm passuTMA 34paBooXpa-
HeHua B PO Ha nepmog fo 2025 roapa.

BpoHxoneroyHasn gucnnasus (bJ14) — nonnatnonornyeckoe
XpOHUYecKoe 3aboneBaHne MOpPHONOTUHECKM HE3PENbIX Ner-
KUX, MPenMMyLLecTBEHHO pasBMBatloLLleeca Yy HeAOHOLIEHHbIX
OeTel, ABNASCb BeAyLlWen NPUYNMHOM BbICOKOKM 3aboseBaemo-
CTU WU MHBaNMAM3aLMKU. YacToTa pPacnpoCTpaHEHHOCTU pas-
BUTUA AAHHOM MATONOMMW Y HEAOHOLWEHHbIX C SKCTPEMaIbHO
HM3KOWN maccon Tena cocrtasnaet go 50-67%, ¢ o4eHb HU3KOM
maccoi Tena o 34%, ¢ HU3Koi maccoli Tena ao 22%.

MaumeHT B, 10 mec. nocTynua B CTauMOHAP C KAWHUYe-
CKUM amarHosom: MNocnencrema nepmMHaTaabHOrO NOpaXKeHus
LHC. CuHApOM MblleYyHOoM ANCTOHMM.D>S. HegoHOWEHHOCTD
26 Hepenb.

M3 akywepcKkoro aHamHesa: 6epemeHHocTb Il (1-2016 1. —
He Pa3BMBAIOLLAACA) C Yrpo30i npepbiBaHus Bo Il TpumecTpe
(MUH Ha 21 Hepene, yCTAHOBKA aKyLUEpPCKOro neccapws,
marHesus, rentpan); lll tpumectp — YNB, OPBU. ComaTtnueckas
naTo/iorns maTepu: rMNoTUpPeos (3yTUPOKC), KoaryaonaTtus, aK-
Tonua matku, 3K 2007 r. Poabl Ha 26 Heaene rectaumu, ¢ou-
3uonormnyeckme, macca npu poxaeHumn 1050 r, poct — 35 cm.
cocTosAHue TAKEnoe, 3a cyet H 3ct. no Anrap 6/7, nepeseaeH
Ha MBJ1 (BBeaeH Kypocypd 230 mr/kr). Ha 15 cyTku nepesegeH
Ha CPAP. Ha 20 cyTKu1 Ha camoCTOATe/IbHOM AbIXaHUW C KUCNIO-
poaHol noaywkoi Ao 1 mecaua (nonydan 6yaecoHua). Petu-
HOMaTuA 2 cTeneHu (nasepHas Koarynauma cetyaTkm).

OCHOBHOW AMarHo3 HeoHaTa/bHOrO nepuoga: MNoKcu-
yecKkun-remopparmyeckoe nopaxkeHue LHC, BHyTpuKenymou-
KoBOe KposoumsnuaHue |l cteneHn B ctagum nusuca. Hepo-
HOWeHHOCTb 26 Hepgenb. OCNOXKHEHNA OCHOBHOrO AMarHo3a:
B4, cpepHeTaxkenoe TeyeHue. [1H | cteneHn. CUHAPOM Mbl-
LWeYyHoM anctoHmnn. ConyTcTByoWwMiA gnarHos: CuHApoOMm Bere-
TO-/1a3ePOKOAryNALMN aBACKYNAPHOMN 30HbI CETYATKN. AHEMUA
He[OoHOLWEeHHbIX, CMeLaHHOro reHesa. JlakTazHasa HeJoCTaTou-
HOCTb, Mapouene ¢ 2-x CTOPOH. BpoxKaeHHaA NHEBMOHMA.

Ha momeHT ocmoTtpa npoxogut (05.11.2019 r. ) 3 Kypc pe-
abunnTaumm: Kanobbl Ha 3a4epPKKYy NCUXOMOTOPHOIO PasBU-
™A,

COMaTUYECKUI CTaTyC: COCTOAHWE YAOBAETBOPUTE/IbHOE,
MbILWEYHbI TOHYC — AUCTOHUYHBIN, LIBbI COMKHYTbI, POAHUYOK
1x1 cm. 3eB cnokoeH. HocoBoe apixaHue 3aTpyaHEHO, oTAenA-
emoe C/IM3UCTOe, Kallenb MPOAYKTUBHbBIN, AbIXaHWE — KecT-
KOe, Xpunbl eguHuYHble, cyxne. OcmoTp Bpaya JIOK: xopowo
OEPKUT TONOBY, He MON3aeT; NepeBOPOTbl 3aTPYAHEHDI; yme-
PEHHO HanpAXeHbl MbilLUbl NAe4YeBOro NosAca, Xopowo aaet
OrMopy Ha pyKw.

MpoBoaunack Tepanua: MHraAALUAMK ¢ pacTBopom bepo-
Ayana no 3-6kan 2p/geHb; manstodep 6mr/kr/cyt S5kan 1p/
AeHb; donvesasa Kucnota 1/4tab 1lp/aeHb; cTuMynaums spu-
Tponossa snokpuHom 200ME/kr/484; Tepanusa npumanodpu-
nyc 1u.n. 1p/neHb; akea [3 3kan 1p/aeHb; nedebHblin Macca,
BOMTa-Tepanusa, pusmnotepanms.



CERUMST «MEAVATPS

Llenbto AeMOHCTPALLMN JAHHOTO KNMHMYECKOTO Cyyas AB-
nAeTcA NepcoHMOUUMPOBAHHBINA NOAX0A, MEXAUCUUNANHAP-
HOEe B3aMMOLENCTBME PA3IMYHBIX CNELMANCTOB, HAaNpPaBaEH-
HOe Ha ynpexAaloLlyo NpoduaakTUKy PasBUTUA MATONOTUN.
HeobxogmmocTb nposefeHUs peabunutaumm HelOHOLWEHHbIX
B Tpu 3Tana: 1atan peaHMmaumsa (06e36onnMBaHNE, METOL KEH-
rypy, opraHusauma MaHUNyaauui, NporHo3MpoBaHne n npo-
dunakTMRy B/1), 23Tan ctaumoHap (Matb-guTsa, IOK, maccax,
¢dusmnoTepanus), 3aTan ambynaTopHbIN (KOHCYNbTAaTUBHO-pea-
BUNUTALMOHHbIN LEHTP).

ToNbKO KOMMIEKCHbIM noaxos MO3BOMIAET OnpeaenvTb
aganTauMoHHoe 6narononyyme, pyHKLMOHANbHbIE pe3epBbl U
pPeabuUNNTALMOHHBIN NOTEHLUMAN, UHOMBUAYAIbHBIN Y KaXKa0-
ro naumneHTa.

BriepBble AMArHOCTUPOBAHHAS MMMNOMPOKOHBEPTUHE-
MUS Y ABOUYKM-NOAPOCTKA 13 AeT

depoceeBa Mapua MuxainnosHa
®rAOY BO PHUMY umeHu H. U. MNupozosa

HayuHble pyKkosogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H., goueHt. MOKB

MMNonNpoKOHBEPTUHEMUS — HACNeACcTBeHHoe 3aboniesa-
Hue, neduumt VIl pakTOpa CBEpPTLIBAHWUA, Hac/eayeTcs no ay-
TOCOMHO-PELLECCUBHOMY TUMY.

MaumeHTKa M., 13 net, 02.10.19 obpaTmnacb B npuemHoe
oTaeneHme MATKE c¢ )kanobamu Ha 06MNbHOE KpoBOTEUYEHME
13 NOJIOBbIX NyTEM, UMetoLLEee TEHAEHLMIO K YBEIMYEHUIO, TA-
Hywme 60 B HUMXKHUX OTAENAX YKMBOTA, OJIOBOKPYKEHME,
cnabocTb, 60/1€3HEHHOCTb MPABOro KOJEHHOTo cycTaBa. M3
aHaMHe3a 3abonieBaHusA: meHapxe — 17.09.19, Ha MOMEHT 06-
paLleHmA NPOAOMKUTENbHOCTL cocTaBnAna 16 aHel. 25.09.19
obpatnnacb K rMHEKONOry NO MeCTYy KUTENbCTBA, HasHayeHa
TpaHeKcamoBas Kucnota no 500 mr 3 pasa B AeHb 6e3 adpdek-
Ta. 30.09.19 Ha nnaHOBOM MpuMeme TMHEKOAO0ra NMpoBeAeHO
Y3W opraHos manoro Tasa (OMT), cneunduyeckmx UsmeHeHuU M’
He BblAB/EHO, Ha3HayeH «PerynoH» Ha 2 AHA — Tepanua 6e3
addekTa. 02.10.19. noBTOPHOE Y3U — 0BHApYKEHA KUAKOCTb
B MOJIOCTM Masoro Tasa, POAMTE/IN CaMOCTOATE/IbHO 0bpaTh-
nnck B npuemHoe otaeneHne MAIKG.

AHamHe3 U3HM 6e3 ocobeHHOoCTel, NPosBAEHUIA remop-
parMyeckoro CMHAPOMa A0 HACTOsALLeM rocnuTanMsaumm u
cpeaun PoACTBEHHWMKOB MaLMEHTKU He BbiaBAEHO. Ha MoMeHT
NOCTYN/JIEHNA COCTOAHWE CPeaHel TAKEeCTU, Npu 0ObeKTMB-
Hom o6cneposarmm ALl 100/60 mm.pT.cT., 601€3HEHHOCTb NPy
nanbnauumn B HUKHUX OTAENAX KMBOTA, CUMMNTOMbI pasgparke-
HUA BPIOWKMHLI OTpULATe/IbHbIE. TMHEKONIOTMYECKUIA OCMOTP:
Hapy’KHble NoaoBble opraHbl CGOPMMUPOBAHBI NPaBWUJIbHO, NO
JKEHCKOMY TUNy. YMepeHHble KPOBAHWUCTble BblAeNeHUA W3
no/sioBbIX NyTel. Per rectum: maTKa yBe/fMYeHa, B NOIOKEHUN
petpodneKkcno, npuaatkm besbonesHeHHbl. Popmyna noso-
Boro passutua: Ma3P3Ax3Mel. Y3 OMT npu noctynaeHuu:
NosIoCTb MaTKM paclumpeHa go 12 mm, B HeW HeogHOpPOAHOEe
BKAtOYeHMEe 6e3 MPU3HAKOB KPOBOTOKA (CrycToKk?), B MoaocTu
Masioro Tasa U NpPaBoOM JflaTepasibHOM KaHasne cBobogHas He-
oAHopoaHaa Xugkoctb Ao 70 mm. MPT npaBoro KoneHHoro
CyCTaBa: NPU3HAKM MENIKOM KOCTHOW KUCTbl B NaTepasibHOM
MblLEeNKe NpaBoi beapeHHON KOCTU. YMEPEHHO BblparKeHHOe
yBe/MYeHne MNOAKONEHHbIX NumdaTnyeckux ysnos. MPT ne-
BOrO KOJIEHHOTO CyCTaBa: MPU3HAKU CMHOBWUTA, CTPYKTYpHbIE
M3MeHEeHUA naTepasibHOro MeHMCKa cnesa. lemorpamma: apum-
Tpoumutbl — 3,75x10%?, remornobuH 101 r/n. Buoxmmuyeckuin
aHaNM3 KPoBM: Xenes30 5, 1 MKMonb/A, weno4Han pocdartasa —

180 en/n (BepoATHO, MOBbIWEHWE KOHUEHTpauun depmeHTa
CBA3AaHO C M3MEHEHUAMMU KOCTHOM TKaHW, BbIABAEHHbIMU Ha
MPT). Koarynorpamma: MHO 11,97, npotpombuHoBOE Bpe-
maA 121,9 ceK, NpoueHT akTMBHOCTU No KBMKy — 5%. B cBA3M ¢
HapyLweHMAMM BO BHELWHEeM MyTW CBEPTbIBAHWA onpeaeneHa
KoHueHTpauma VII daktopa — 3,3%, 4TO yKasbiBaeT Ha Bblpa-
KEHHbIN aeduuMT NpoKoHBEpPTUHA. [MarHo3: rMnonpoKoH-
BepTUHeMuA. AHOMasbHOe MaTouyHOe KpoBoTeyeHue nybep-
TaTHOro nepmoga. OCNOXKHEeHNe: aHEMUA NerKol CTeNeHMU.

JNleyeHue: aTmonornyeckas tepanua — ¢aktop VIl 1200 ME,
naToreHeTU4YecKas Tepanua — MoHodasHble KOMBUHUPOBaAH-
Hble OpasibHble KOHTPALLENTMBbI (418 OCTAaHOBKW KpoBOTEeYe-
HuA), enesa lll rmapoKkena noanmanstosat — 150 mr.

Ha doHe neueHna oTmeyeHa NONONKUTE/NbHAA AMHAMMKA:
npekpaLleHne KPOoBAHbIX BblAeNEHWU U3 NONOBbIX NyTel, HOp-
Mann3auma nokasartenei Koarynorpammsl, Y3 OMT — 6e3
NPW3HaKOB NaTONOTNMK.

[aHHbIA KAMHUYECKUI CydYall AEMOHCTPUPYET BAXKHOCTb
KOMIMJIEKCHOro 06Cei0BaHUA NALMEHTOB C PAa3/IMYHbIMU NPO-
ABNEHNAMWN FreMOPpPaArM4yecKoro CMHAPOMa U CBOEBPEMEHHOTO
BblAE/I€HNA MPUYMH AHOMaAJIbHbIX MATOYHbIX KPOBOTEYEHWUI
nybepTaTHOro nepuoaa, MMea B BUAY BO3MOXKHOCTb MaHUde-
CTaLMu NaToIornii B cMCTEME remocTasa Ha GoHe MeHapxe.

BropunyHOe yAAMHEHUe MHTePBAAd QT y pe6eHka ¢ ay-
TOMMMYHHbIM MOAUTACHAYASIPHBIM CUHAPOMOM 1 TUNa

Mauynbckaa Hatanua BanepbeBHa, AbpamsaH EkaTepuHa
MuxaitnosHa, Monosa AHactacua MNasnosHa, baHKkone
BaHecca ApeTyHAXXUHOBHa, LLIBeaos Bayecnas Anekceesuy
®rA0OY BO PHUMY um. H.U.lMupozosa

HayuHble pykosoautenu: Makcumsak Jlapuca AnekcaHapos-
Ha; KotnykoBa Hatanbsa MaBnoBHa — 4.M.H., npodeccop.
®rAQY BO PHUMY mm. H.U.Mnporosa

AYTOMMYHHbIA  MOAUTNAHAYASAPHBIA  cuHApom 1 Tuna
(ANC 1) — peakoe ayTocomHo-peLieccMBHOe 3abonesaHue. B
€ro OCHOBE JIEKUT MyTaLMA reHa ayTOMMMYHHOI0 perynstopa
(AIRE), npuBoAAWan K HapylieHunto cenekumm T-ammooumntos
W Pa3BUTMIO ayTOMMMYHHbIX pPeaKLMi K SHAOKPUHHBIM U UM-
MYHHbIM TKaHAM. poABAEHMAMMN NATONOMMU ABAAIOTCA XPO-
HUYECKUA KaHAWAO3, TUnonapatupeos, HaAmnoyYeyHWKoBas
HEeA0CTaTOYHOCTb, CaxapHblii AMabeT, rTMNOroHaAnsm, rmMnonum-
TYUTapu3m, ayTOUMMYHHbI TupeonaunT. AMNC 1 yawe npoTe-
KaeT ManoCMMNTOMHO, YTO 3aTPyAHAET AUArHOCTUKY. OgHUM
M3 BO3MOMXHbIX CUMMNTOMOB 60/€3HN ABAAETCA BTOPUYHOE
yAnuHeHue nHtepsana QT KaK cieacTBMe INEKTPONUTHBIX Ha-
pylweHWi, BO3HMKLUNX B pe3ynbTaTe runonapatnpeosa. flanee
npeacTaB/ieH KIMHUYECKUI CyYait Takoro pebeHka.

[esouka ., 8 neT. U3 aHamHe3a M3BECTHO, 4YTO C 5 mecs-
LLeB }M3HU y pebeHKa 0OTMevatoTcsa NposaBAeHUA aTONMUYECKOro
AepmaTtuTa, ¢ 9 mecAues — peunanBUpyloLLei KaHANA03 CAn-
3UCTON 06ONOYKMN POTOBOM MOMOCTU, C 3 IET — MHOMKECTBEH-
HbI Kapuec 3yboB.. [eBoyka Yacto H6oneeT 06CTPyKTUBHBIMM
6poHxuTamu (3-4 pasa B roa). YaivHenve QT vHTepBana no
OaHHbIM 3n1eKTpoKapauorpadum (IKI) enepsble BbiABAEHO B
Bo3pacTe 6 net. Monyyana Kypcbl Tepanumn y6UXMHOHOM, NeBo-
KapHUTMHOM, MpenapaTaMmn MarHus.

locnutanusuposaHa 8 ANKB nm. 3.A. bawnaeson r. Mo-
CKBbl B 8 neT c uenblo goobcnesoBaHua U onpeaeneHus
OanbHeWWwen TakTUKK BedeHus. Npu NocTynaeHun Kanobbl
Ha yTomnaemocTb. Obpawanu Ha ceba BHUMaHME CyXOCTb U
61e4HOCTb KOXHOMO MOKPOBa, FMNEpnUrmeHTauusa JIoKTel,
aHTYNAPHBIN CTOMATUT. [ONOXKUTENbHBIM CMMNTOM XBOCTEKa.

/1



TAASOBCKIE HTEHSL. 2019

Ha 3Kl — npu3Hakun HapyleHUA BHYTPUKENYL0YKOBOM Mpo-
BOAMMOCTM, YKOpoyeHue nHtepsana PQ u yanmHenme Qlc go
467 mc. B n1abopaTopHbIX aHann3ax KPoBU: rMNoKaAbLMemMmus
(1,2 mmonb/n), runepdocdatemus (3,4 Mmosnb/n), rMNOMarHu-
emua (0,63 MMO/b/N1), UTO YKa3aNo Ha BTOPUYHBIN XapaKTep
yonvHeHuna QT. Hayata TepanuAa npenapatamu Kanua, mar-
HWA, Kanbuma. Mo AaHHbIM yAbTPA3BYKOBOro McCCnefoBaHMA
BbiABAEHbl ANbODY3HbIE U3MEHEHUA LWMTOBUAHOM Kenesbl U
AednuMT maccbl opraHa. YuuTbiBaa XxapakTep 3N1eKTPOAUTHbBIX
HapyLeHW, NPOBOANIICA CKPUHUHT TMNonapaTMpeosa u rmno-
BUTamMMHO3a D, NokasasluMii NONHOE OTCYTCTBME MapaTUpeo-
naHoro ropmoHa (0 nr/mn) U cHUXKeHue ypoBHA BUTaMMHa D
00 11,76 Hr/mA. AKTUBHOCTb peHMHa naasmbl 6bina 3Hauu-
TeNbHO noBblweHa (39,5 Hr/ma/u). CocToAHMe pacLeHEeHo Kak
M30/IMPOBaHHAA MWHEPASIOKOPTUKOMAHAA HEeAO0CTAaTOYHOCTb,
HayaTa 3amecTuTeNbHaA ropMoHabHaA Tepanua Gbayapokop-
TM30HOM. YuuTbiBasi coyeTaHWe HaAMOYEeYHUKOBOM HeaocTa-
TOYHOCTW, TMNONapaTUpeosa n peunamBupyoLLero KaHaAN403a
y pebeHKa 3anofo3peH ayTOMMMYHHbIW NOAUIIAHAYNAPHbIN
cuHgpom. [poBefeH MONEKYNAPHO-TEHETUYECKUIA aHanus,
BbIABUBLUMIA HANMYME TFOMO3WUIOTHOTO BapuaHTa C.769C>T
p.R257X, Asnatoweroca natoreHHbiM, onmcaHHbiM npu AlC
1. HacTosiwas myTauumsa B POCCMIUCKOM perMoHe BCTpeyaercs
Hanbonee yacto. Ha PpoHe Ha3HaAYEHHO KOMOBUHMPOBAHHOM
Tepanun BMTaMMHOM D, aHTUMMKOTUYECKMMW U TOPMOHaNb-
HbIMM CPeACTBaMM, NpenapaTaMm KaibLUAa U MarHua, yaanocb
[06UTBbCA YNYULIEHNA KIMHUYECKMUX U N1abopaTopHbIX NOKasa-
Tenei. PebeHoK 6bi1 BbiNUCaH M3 CTaLMOHapa C peKoMeHaa-
LMAMMU NPOAOC/IKEHUA TEYEHUA.

HacToAwmm KAMHUYECKMM C/lydaem XOTeN0Cb HAaNOMHUTb,
yto yanuHeHue QT uHTepBana — GaKTOp pPUCKa BO3HUKHOBE-
HUA XU3HEYrPOXKaoWMX apUTMUIA U BHE3anHoW cepaeyHom
cmepTu. OHO MOXKET 6biTb BTOPUYHBIM B pe3y/bTaTe 3/1eKTPo-
JINTHBIX HapyLeHWi. Mpu CKpUHMHIE NPUYKUH yaanHeHua QT y
JAeTei cneanyet 06palllaTb BHUMAHME Ha BO3MOXKHbIEe NposB/ie-
Hua AMNC 1, a npu UX HAaAUMYUKM BKAKOYATL B NnaH obcnenoBaHms
OLLeHKY rOpMOHa/IbHOrO cTaTyca.

lemMaToreHHas TPOMOGOPUANS C MHOXXECTBEHHbIMU
AedekTtamm remocTtasa

KopcyHoB AHgpeit Hukonaesuu, lopenosa NMonuHa
AnekcaHapoBHa, bpbisranuHa CeetnaHa lOpbeBHa,
MwunéxuHa Mapusa FOpbeBHa, Kapnukosa KceHnsa bopucosHa

PHUMY um. H.U.Mupozosa

HayuHble pykoBoautenu: /lapuHa Jltobosb EBreHbeBHa —
K.M.H., goueHt. PHUMY um. H.U.Munporosa

AKTya/nbHOCTb. BpoxaeHHOe HapylleHWe CUCTEMbl remo-
CTaza NpuBOAUT K PELUAMBUPYIOLLMM KU3HEHHO OMACHbLIM
Tpomb03aM U BbICOKOMY PWUCKY PasBUTMA TpombBoaImbonuii.
3aboneBaHWe CHUXKaeT KauyecTBO U NPOAO/IKUTENBHOCTb XKU3-
HW, YTO B CBOIO ouyepeb TpebyeT NOCTOAHHOrO KOHTPOAA 33
COCTOAHMEM MauueHTa U NPOBOAMMOM Tepanuen.

Manbuuk 0. 8 net. PebeHok oT 1 6epeMeHHOCTM, MaTb
HOCUTENIb LUTOMEraNioBUPYCHON U repnec MHekuunii. Poabl
1 cpouHble. OueHKa no APGAR 8/8 6annos. B nepuog HoBo-
POXAEHHOCTU OTMEYaNIUCb HEeOHATaIbHAA KeNTyxa, CUHAPOM
Bo36yKaeHna LIHC. B 2010 r. nepeHeCc MeEHMHIOKOKKOBYHO
UHpeKumto. CeMelHbli aHaMHe3 OTArOLLEH NO MHUK OTLA —
Tpombuyeckue anusogpl. C paHHero Bo3pacta Ha poHe uHTep-
KYPPEHTHbIX 3aboneBaHuii, poauTenn 3amedyann U3MeHeHUs
NleBoM Horu (OTEeK, CMHIOLWHOCTb, KPOBOMNOATEKK), BbICTPO Npe-
xoasaLume.
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BoneH ¢ peBpans 2015 r. — kanobwl Ha 6onu B NeBoit na-
XOBOW 06/1acTK, OrpaHUYeHWe ABUMKEHWN M OTEK B Tasobe-
ApeHHoMm cycTase. Tepanua HecTepouaHbIMM NPOTUBOBOCMA-
JINTENbHBIMU CPEeACTBAMU C MONOXKUTENbHOW AMHamukon. C
05.03.15 r. BO3HMK/IM OTEK, BONE3HEHHOCTb, YCUNEHNE BEHO3-
HOrO PUCYHKa NeBoW roneHu. [InarHOCTMpPOBaAH /IeBOCTOPOH-
HUI nneodemopanbHbI TPOM603.

HecmoTpa Ha aHTUMKoarynaHTHyto Tepanuio, 13.03. o6-
HapyeH Tpomb03 HUXKHel nonoi BeHbl (HMB) Ha ypoBHe
YCTbEB MOYEYHbIX BeH, GOTUPYIOLWNA TPOMB, MPUCTEHOUHBIN
Tpomb B MHOpapeHanbHom otaene (HMB), NeBOCTOPOHHMIMA
nneodpemopasnbHbli Tpomb603. C 13.03. HenpepbiBHAA UHY-
31A renapuHa, CBEXKEe3aMOPOXKEHHOW Naa3Mbl, MEHTOKCUPUN-
nnHa. K 26.03. nonHaa pekaHanusauma HIMB, Havyanack peka-
HanusauuA BeH NeBoi Horn. PebeHOK NnepeseseH Ha Tepanuio
BapdapmnHom. B mae 2015 r. BbiAB/NIEHA remaToreHHana TPOM-
6odunna (AeduumT ecTecTBEHHbIX aHTUKOAry/lAHTOB, HOCU-
TENbCTBO MHOMECTBEHHbIX TFeHEeTUYEeCKUX MoAMMopdU3IMOoB
CUCTEMbl reMocTasa, B TOM YMC/e reTepo3nroTHasa MyTtauuma
dakTopa JleiigeH). Hosbpb 2015, no aaHHbIM Y3l Hayanacb
peKaHann3auua 1eBoro BEHO3HOro nieopemopasnbHoOro cer-
MeHTa Ha ¢oHe nposogumoi Tepanum. C maa 2018 roga no
ntoHb 2019 r. nonyyan 8,75 mr BapdapuHa, uenesoe MHO
2,0-3,0.

Mpun nocneaHeln rocnuTannsaumMm obpallaet Ha cebs ycu-
NeHVe BEHO3HOro PUCYHKA, KOTOPbIV BblpakeH 6onblue cnesa.
YMepeHHbIl 0TeK Npv nanbnauuy nNeson roneHn n begpa. Mo
Y3Ar ot 05.06.19: npusHaku nocTrpombodpebuyeckoro CuH-
APOMa BEHO3HOIO naeopemopasibHOro CermeHTa c/iesa.

PebeHoK Bbin1caH nog, HabatogeHWe remaTonora, cocyam-
CTOroO XMpypra no MecTy XUTeNbCTBA C PeKOMEHAALUAMM NPO-
[OMKUTb aHTUKOAryAAHTHYIO Tepanuio.

[eHeTMYeCK NAPAAOKC: XPOHMUYECKAS
rPAHYAEMATO3HAS GOAE3Hb Y pe6eHKA C CUHAPOMOM
KaanHpeabTepa

JlywHukosa EkatepuHa FOpbeBHa, ABegoBa ACMUK
fIkosnesBHa

®rA0Y BO PHUMY um. H.U.Mupozosa

HayuHble pykosogutenu: PognHa tOnma AnekcaHapoBHa —
K.M.H.; Ponnenbt AHHa AptyposHa. HMWL, ATON um. Amu-
TpuAa Porayesa

YHUKaNbHOCTb CBA3aHa C Ha/iMYMem X-cLLeneHHOoro peLec-
CMBHOrO 3abos1ieBaHUA y pebeHKa ¢ cuHgpomom KnaHoenste-
pa romo3MroTHOro no X Xxpomocome.

Llenv 1 3agaun: NpogeMoHCTpMpoBaTh KAMHUYECKUE NPO-
ABNEHUA COYETAHHOTO TEYEHUA ABYX PEOKUX TeHEeTUYECKUX
aHOMaNNi — NEPBUYHOTO UMMYHOAEPULIUTHOTO COCTOAHUA U
XPOMOCOMHOW NaTo/N0rnMu.

Matepuanbl n metoabl: O6beKTUBHOE obcnefoBaHMe Na-
umeHTa. O6paboTKa AaHHbIX 1abOPATOPHBIX U MHCTPYMEHTA b~
HbIX MeToZ0B 06CcefoBaHUA. PaclumdpoBKa pe3y/ibTaToB reHe-
TUYECKMX TECTOB. M3yueHune nnuTepaTypbl No AaHHOWN TEMATHKE.

BBeseHue: XpoHuuyeckas rpaHynematosHasa 6o0se3Hb
(XTB) — nepsuYHbIA UMMyHOAEDULUT C pa3NnYHbIMKU Popma-
MW HacnegoBaHua (X-cuenneHHoe, ayTOCOMHO-PELLECCUBHOE),
XapaKTepuU3yoLLMIACA HECNOCOBHOCTHI0 GaroLMUTOB K KUIUHTY
MWKPOOPraHM3MoB B npoLiecce Gparouutosa, YTo NPUBOAMT K
TAYKENbIM MOBTOPHbIM HaKTepUanbHbIM U FPUBKOBLIM UHbEK-
LUMAM WM PasBUTUIO TPaHY/IeMaToO3HOro BocnaneHua. Yacrora
BcTpevaemoctu 1: 250000. CuHgpom KnaliHdenbtepa — reHe-
Thyeckoe 3aboneBaHue, XxapaKkTepumsytoLLleecs NoANCOMMUEN Mo



CEKLST «TEAVATPS)

X-xpomocome ¢ yactoTol BcTpedaemoctu 1: 700 cpeam Hoso-
POXAEHHbIX MaNbYMKOB.

MaumeHT H. 26.04.2017 r. p. OT TpeTbeil HepemeHHOCTH,
npoTekasLel ¢ yrpo3oi npepbiBaHua Bo Il u Il TpumecTpax,
TPETbMX CAMOCTOATE/NbHbIX CPOYHbIX PogoB. Macca Tena npu
poxaeHun — 3300, ganHa Tena — 53 cm. CemeliHbli aHaMHe3
OTArOLWEH: Y cTapLero pogHoro bpata — XI'b.

AHamHes 3aboneBaHua: C poxaeHMA y NauneHTa oTmeya-
JICb THOWHMYKOBBIE BbICbINAHMA Ha /iMLe N KoHeyHocTax. C 1
mecALla Xn3Hu — npoasneHns bLIK-uta, B Buae BocnaneHma 8
MecTe HbeKumn BLXK 1 pernoHanbHoro numeaaeHuTa.

MpuHMMan Bo BHUMaHKWe TedeHne BLLK-Hdpekumnm, a Tak-
e Hanmuume y ctaplero 6pata XI'b, nauneHTy 6b1n1 npoBeaeH
Burst-TecT, no pe3ynbraTam KOTOPOro 6bl/10 BbIABNEHO KpU-
TUYECKOe CHUMKeHWe aKTuBauuu HenTpodunos. Pesynbratbl
Burst-Tecta, Hanuume reHepannsoBaHHoM BLXK-uHderkuun
(BLLXKunT, numdaneHonaTtma, MHOUNLTPATUBHbIE U3MEHEHUSA
B JIEFKUX MO AaHHbIM KOMMbIOTEPHOM TOMorpadum, otTpuua-
TeNbHbIN AMACKUH-TECT, OTArOLLEHHbIA CeMelHbli aHamHes3
NOCNYXWAWU NOBOAOM ANA MOMUCKA reHeTuyeckoro aedekra.
YuuTbiBan, 4yTo Hambonee yacTbim BapuaHTom TeyeHua XIb
AsnAetca X-cuensneHHaa dopma 6onesHu, obycnosneHHasn
myTaumeit B reHe CYBB, nayumeHTy 6bl10 NpoBegeHo npsamoe
cekBeHupoBaHue no CeHrepy, KOTOpOe BbIABWIO Hanuuyue
myTaumm B reHe CYBB (c.625C>T p.His209Tyr), uto cooTBeT-
cTByeT X —cuenneHHoi popme XI6. OaHAKO y4nTbIBAA Hanu-
yYme y MauMeHTa MHOMECTBEHHbIX CTUrM aucmodporeHesa:
NONWAAKTUANA, MOPOK PAa3BUTUA MOYEBbLIBOAALLEN CUCTEMDbI
(pedntoKcupyowmii meraypetep c/iesa C OTCYTCTBUEM YHK-
LMK NOYKK), BblSIO 3aM0A03PEHO HAZIMYME XPOMOCOMHOM na-
TONIOTUK, B CBA3M C Yem Bbln NpoBeaeH XPOMOCOMHBbIA MUKPO-
MAaTPUYHbIM aHaAW3: y NauMeHTa BblABNEeH KapuoTun 47XXY
(romosurota no X).

B npoaHanusMpoBaHHOW Hamu nuTepatype (Harvindar
Kaur Gill, Hemahwathy Chanthira Kumar 2013 DOI 10.12932/
AP0274.31.2.2013) onucaH KAMHWUYECKUI Cay4val coyveTaHus
myTaummn B reHe CYBB u cuHgpoma KnaltHdenbtepa, ogHako,
B OMMCAHHOM C/ly4Yae y NauMeHTa oTMevanacb reTepo3nrotTHas
nonnucomua no X, 4To NpeaoTBPaTUNO Pas3BUTUE Y Hero nep-
BUYHOIO MMMyHoAedULMTa, cAeNaB ero HocuTeNem aHHOTo
3abonesaHua.

3akntoueHue: JaHHbIV KAMHUYECKUIA CayYalt 4eMOHCTPU-
pyeT, coueTaHUe ABYX PeAKUX TeHeTUYECKUX aHOManui X-cue-
naeHHon ¢opmbl XI'B M XPOMOCOMHOM NATONOMMU — CUHAPO-
ma KnanHdenbTepa.

Hannune [eTeKTMPOBAHHOrO reHeTUYeCcKoro AMarHosa,
npu HaJM4YMM CUMNTOMOB, HE BMUCLIBAIOLWMXCA B XapaKTep-
HYHO KapTWHY 3TOro AMarHo3a TpebyeT AOMNONHUTENIbHOrO Me-
AMKO-TeHeTUYeCKOoro aHanusa u foobcnenoBaHums.

[epMUHOreHHAS ONYXOAb HUKHEN YeAIOCTU
TiopuHa Enusaseta BnagmmuposHa
®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHble pykoBoautenu: bynetos Amutpuint AHOpeesuy.
HMMWL, oHKonorum nm. H.H. broxuHa

[epMUHOreHHbIX OMYyXO/W — OMYXO/IN, UCTOYHUKOM KOTO-
pbix ABASETCA NepBMYHan nonosasa kaetka (MMK). B npouecce
ambpuoreHesa MMK MUrpUpyoT 13 }KEeNTOYHOWN 3HA0AEPMbI B
3aKnagku roHag. MpaBuAbHON MUrpauumn cnocobCTByOT Nun-
raHg, peLenTopHble B3aMMOAENCTBUA KieToK. HapyweHue B
npovecce MMrpaLmm — NPU4YNHA BOSHUKHOBEHUA TePMUHOTEeH-
HbIX onyxonem.

Mo noKanusaLumm BblAENAOT FOHAAHbIE W SKCTPAroHaAHble
Onyxosu.

B CTpYKTYpe AETCKUX 3/10Ka4eCTBEHHbIX HOBOOOPa30BaHMMI
cocTaBnatoT 3%. [1nA sKCTparoHaAHbIX XapaKTepHO NopakeHune
OpraHoB Mo XO4y OCEBOro cKeneta: cpegocrteHune (40-50%), 3a-
6ptoLMHHan KnetyaTka (30-40%), KpecTuoBO-KONYNKOBasA 0b-
nactb(40%).

ATUNUYHasA NoKanmsauma B 061acty ronosbl U wen (6%)
cBA3aHa ¢ murpaumert NMK no xoay HePBHbIX BONOKOH BereTa-
TMBHOW HepPBHOW cuctembl. Mo mopdonornm Ha nepBom mecTe
HaXoAATCA OMYXO/IN KEeNTOYHOro MellKa. B muposoli nutepa-
Type BCTpeyaeTca onmncaHume 3x cayyaeB onyXxonen KenTouyHo-
ro MeLUKa C N0KaIM3aumnen B HUKHEN YentocTu.

MNaumeHT C., 2 ropa. PebeHoK oT 3 HepeMeHHOCTH, Npo-
TeKaBlei 6e3 OCNOKHEHUI, 2 CPOYHbIX POA, €CTeCTBEHHbIM
nytem. B Bo3spacte 1 roga, matb oTmeTusna 6ecnokoicTBo,
NAaKCUMBOCTb pebeHKa. Pe6eHOK NPOKOHCYNbTUPOBAH CTOMa-
TO/IOTOM MO M/3K, 3aM0oA03peH CMaNOAEHUT, ANA Bepuduka-
LM BbINOAHEHO Y3U HUNKHEW YENOCTN — BbISIBIEHA OMYXO/b,
nposeaeHHoe KT noatesepauno Hanuuume onyxonu. PebeHok
HanpasneH B HUU AOT.

PesynbTtaTbl 06cnegosaHusa: MPT M — npaBas BETBb HUXK-
Hell YenloCTM TOTa/IbHO MOpakeHa, rybyatoe BewecTBO Bbl-
NMOJIHEHO OMYXONEBbIMU TKAHAMMW, BHEKOCTHbIA KOMMOHEHT
51x45x53. Onyxonb npeacrasieHa MHOroy3noBol CONNAHOM
CTPYKTYpPOi, Mpu B/B KOHTPAcCTUPOBAAM HaKanAMBAET KOH-
TPacTHbIM Npenapar.

PKT 'K — meTactatnyeckoe nopaxkeHue nerkmx. PUL ko-
cteit — auddysHoe HakonseHne PP B NpoekLmm KocTen oc-
HOBaHWA Yepena crnpaBa M NPaBoOl BUCOYHOM KocTu. AP —
21700 eg,. b-Xr'Y: Hopma. Liutonornyeckoe nccneposaHme KM:
KNETOK OMYX0/N HEe Hal4eHo.

Onepauma: 6uoncua obpa3oBaHMA HUMKHEW YentocTn —
«YMCTaAA» OMYXO/b KENTOYHOTO MeLLKa.

Mopdonorua: onyxonb sHAOAEPMANBHOTO CUHYCA.

[unarHos: sKcTparoHagHas repMmMHOreHHas onyxosb (ony-
XOJ1b KENTOYHOrO MEeLLKa) HUMKHEW YentocTu cnpasa, MeTacTa-
TUYECKOE MOopayKeHue Nerknx ¢ Asyx ctopoH. T2bNOM1 4 cta-
AuMA. BbicoKas rpynna pucKa.

MNposeneHHoe neyeHune: B ycnosuax HUW OOI naumneHT
nonyuynn 2 Kkypca NXT no cxeme C-BEP (6n1eomuumH, LuKno-
¢docdaH, aTonosuna, UMCNAATUH) C NONOKUTENbHBIM 3P PeK-
Tom, panee 3,4 kypc NXT no m/x, 5 Kypc NXT (3tonosua,
KapbonnaTtunH) 8 HUW AOT nepes onepaTMBHbIM BMeLlaTe b-
CTBOM. J/leyeHune NepeHOCHN YA0BAETBOPUTE/IbHO, BU3YasIbHO
OTMEYanocb COKpaLLeHMe ONyx0neBOro KOMMNoHeHTa. MNocne
5 Kypcos XT npoBeneHO XMpPypruyeckoe BMeLIaTeNbCTBO
B 06beme peseKuMn HUKHEN YentocTn oT ypoBHA 3 3yba go
BETBM HUKHEN YENHOCTU C IK3aPTUKYNALMEN B BEPXHEYETOCT-
HOM CyCTaBe, 3aKpbITUEM KOCTHOro AedeKTa KuMBaTeNbHOM
MbIWLEN. YUMUTbIBAA TMCTONOTMYECKOE 3aK/IOYEHNE, pe3yb-
Tatbl A®I fo u nocne onepaumn, faHHble UHCTPYMEHTab-
HbIX METOZO0B AMATHOCTUKU, pebeHKy cneumnanbHoe evyeHne
3aKOHYeHo. PekomeHAOBaHO AWHamuuyeckoe HabnwoaeHue
C KOHTposiem nokasatenen A®M un sbinonHeHnem Y3, KT u
MPT.

BbiBOAbI: ATUMWYHAA NOKANM3AUMA, OTCYTCTBUE APKUX
KNMHUYECKMX NPOABAEHUN, pefKana PacnpoCTPaHEHHOCTb IKC-
TParoHagHbIX FEPMUHOTEHHbIX OMyXONe MOMKET MPUBECTU K
3aTPYAHEHUAM MpPU MOCTAHOBKE AMarHo3a U BbIbopa TaKTUKK
neyenua. OnpegeneHne APM u X[ — BbicOKOCNEUNPUYHDIN
MEeTOZ AMArHOCTUKU. JleyeHune aeTeit ¢ repMUHOTrEeHHbIMW OnNy-
XONAMM 3aKNHOYAETCA B YAANEHUN OMYXONN U NPOBEAEHUU XU-
MuoTepanmu.
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MnepKaAbLuMeMUs KAK OTACOAEHHbIN NOGOYHbIN 3PP eKT
AEHOCYMA6a Npn A€4€eHUMN TMIAHTOKAETOYHOM OMYXOAU
y pe6eHka

Kpesuuk EkatepuHa OmutpuesHa’, Moukaitno Anekcei
Cepreesuu', HeHaptoBuu UpuHa AHTOHOBHA', Jlazapumnk
Uropb Buktoposuy?

'benopycckas MeduyUHCKasa akademus nocaeduniomMHO20
06pazosaHus, *MuHckas 061acmHas demcKasa KAUHUYECKas
bonbHUYA

HayuHble pykosoautenu: PygeHko dmma BnagmumumposHa —
4.M.H., npodeccop. benopycckuii rocyaapcTBeHHbIN meam-
LUHCKUIA YyHUBepCUTET

[esouka A., 11 net, ¢ 02.17 r. — »Kanobbl Ha roNOBHYHO
60/1b, pBOTY, NTO3 cneBa; Npu MPT mo3ra: 06bemHbIV Npouecc
Xra3masibHo-cennapHoi obnactu. HanpasneHa B LEHTP Heil-
poxupyprum: 3a 03-06.17 r. — 3 NONbITKN yAaNeHUA ONyxonu;
¢ 07.17 r. — NPOAONKEHHbIN POCT ONyXoan (MopdoorMyecKku:
TMraHTOK/IeTOYHAA OMNyXo/b (aHeBpPU3MaabHaA KOCTHasA KMCTa
Bacunbesa)). YuuTbiBaa 2 peungmsBa Onyxosiv, ee NIoKaamsa-
uMio (ocHoBaHMe Yepena), OTKa3 maTepu OT JIy4eBOro neye-
HUA, KoHcuamymom «off label» HasHauyeH aeHocymab (no 120
mr—Ha 1, 8, 15 gHu, aanee —no 120 mr 1 pa3/mec, Ha 8 mec)
B coyeTaHMu C KapboHaTom Kanbumsa (1500 mr/cyT) u xone-
Kanbumbeponom (1200 ME/cyT) nog KOHTPONEM KaNbLeMUM
(HopmMa — Ha NPOTAMKEHWUW BCEro JieYeHun); TakKe noay4vana
BHYTPb AeKcaMeTa3oH, npenapatsbl xenesa. Ha poHe neveHmn
— yMeHblueHne pasmepos onyxonum (MPT). C 08.18 r. KOHCUAIU-
YMOM Mpoa/ieHo fiedeHne geHocymabom (no 120 mr/mec) oo
04.19 . Yepes 3 mec nocne oTMeHbI AeHocymaba — »Kanobbl Ha
cnabocCTb, COHIMBOCTDb, BblpaXKeHHYIo Ledanrmto, peoTy, NOBbI-
weHune A fo 150/100 MM PT CT, CHUXKEHWE anneTuTa; auypes
— CcoXpaHeH. B KpoBM — pOCT KpeaTuHMHA — 40 273 MKMO/b/A,
MoYeBUHbI — A0 17,3 mmonb/n, runepkansumemmus — go 4,13
MMOAb/N. TOCMUTAaNN3MPOBaHa B NeAMaTPUUECKOE OTAE/NEHNE,
nosiyyana MHOY3MOHHYIO TEPANUIO; B AUHAMMUKE — CHUXKEHME
MOYEBMHbI, KpeaTuHMHa (40 192 MKMOAb/N), coxpaHeHue
runepkansumemun (o 4,1). MNepeseseHa v neynnacb B Heo-
PO/IOFrMYECKOM OTAENEHUU C ANATHO30M: UHTEPCTULMANbHDbIN
HeppUT KaK cneacTsme rmnepkasbLMeMnn, ocTpas noveyvHas
HEeZ0CTaTOYHOCTb Heonurypuyeckas. B anHamuKe: coxpaHs-
nacb runepKkanbumemms (4o 3,5), noBbiWeHWe KpeaTuHUHa (80
190), KAMPEHC SHAOrEHHOro KpeaTuHUHa — 28 m/MuH. HasHa-
YeHa ypreHTHaa rMnoKanbLMemMmmyeckan Tepanua: ameTa ¢ Uc-
KNHOYEHMEM MOJIOYHBIX W MHbIX NPOAYKTOB, 6OraTbiX KanbLiu-
eM, MONHAA OTMeHa CPEeACTB Ha OCHOBE Ka/ibLUA U BUTAMUHA
[, obunbHoe NuTbe, orpaHUYEeHne ecTeCTBEHHOW UHCONALUN,
WHPY3MOHHOE NleYeHne, CUCTEMHOE NMPUMEHEHUE [IHOKOKOP-
TUKOCTepounaoBs. Ha poHe neyeHmn coxpaHanacb runepkanbLm-
emus (3,63-3,65), anypes — B gocTaTto4HOM o6beme, becnoko-
WUAW Kanobbl Ha CHUXKEHWNE 3pEHUA U ABOEHWNE N300paXkeHUA B
NleBOM rnasy, ronoBHas 60/b, roIOBOKPYKeHUe, cnabocTb, No-
BbiweHue A/l. B cBA3M C OTCYTCTBMEM NOKAa3aHWU NoYeyHas 3a-
MeCTUTE/IbHaA Tepanua He NPOBOAUAACk; NepeBeseHa B OHKO-
remaTo/IorM4yecKmii AeTCKUI LEHTP, rae NPOoAOKUAa NeYeHne,
pPOCTa OMyX0/IN He BblABAEHO. MpW PEHTFeHOBCKOM AeHCUTOMe-
TPUK: TMNEPMUHEPANN3aLMA KOCTHOM TKaHU (Z-KpuTepuit (Bce
Teno, 6e3 ronosbl) — 5,0 SD, Z-KpuTepuit (NOACHUYHbLIV oTaen
no3BoHo4YHMKa) — 2,8 SD), nabopatopHo B Kposu — 25(0OH)D —
16,38 Hr/mn (aedunuut), napatropmoH — 26,88 nr/mn (Hopma),
ocTeoKanbumH — 53,79 Hr/mn, B-CrossLaps — 1,43 Hr/ma. Mo-
cNe OTHOCUTENbHOIO Y/YYLUEHUS B TEYEHWE HEeLEeNU KAUPEH-
ca 3HAOreHHOro KpeaTuHUHa A0 64,57 MA/MWUH, KpeaTUHWHA
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Kposu — 8o 107 mmonb/n, Npu coxpaHsatoleinca Ha poHe npo-
O0/IKEHNA MHOY3MOHHOW Tepanuun 1 BBEAEHWUA NPEeAHN30/10Ha
rnepKanbLMemMmmn, KOHCUAMYMOM Ha3HaYeHa 301e4p0HOBanA
KMCNOTa C rmnokasbumemmudeckoi uenbto (0,025 mr/Kr paso-
B0). MNepeHecna yA0OBNETBOPUTENLHO, OTMEYEHA HOPMasn3a-
LMs KanbLMEMUUN B TeUeHME Heaenun (MoYeBMHA U KPeaTUHUH
KpOBM — B HOPMe) mnocsie BBeAEHMA, KyNMpOBaHME Kanob;
BbiMMCaHa AOMOW (pekomeHAoBaHa gueTa, 06UAbHOE MUTbE.
orpaHuyYeHne MHconAumMn). B TeyeHne nocneayowmx 3-x He-
Aenb — ambynaTtopHoO 3adpMKCMPOBAHO NOBTOPHOE HAapacTaHune
KanbLmemum, NnpoBeaeHbl rocnMTann3aumna n NnoBTOpHoOe BBe-
AeHue 30/1e4,pOHOBOW KUC/IOTbI B NMPEXKHEW f03e, JOCTUTHYTA
CTOMKas HOpPManunsaumMa KanbLUMemun B TeYeHue Mnocneayto-
LLMX MecsLLEeB, OCTAaeTCsa Nog, HabatoaeHneMm.

MnepaMmmMmoHnemMus y NAUMEHTA C PACCTPONUCTBOM
aytuctnyeckoro cnektpa (PAC) n pacctpomcTsom
NULLLEBOrO NOBEAEHUS

Mukosckaa AHHa AHApeeBHa, bauranos MNasen Unbuu
®rAOY BO PHUMY um. H. U. MNupozosa

HayuHblie pykosogutenu: lNonaxkosa CeetnaHa MropeBHa —
4.M.H., npodeccop. PAKE BO ®TAQY BO PHUMY mm. H.N. Mu-
porosa MwuH3gpasa Poccum

OaHuM n3 nposieneHuit PAC y aetelt aBnsaeTca paccTpoi-
CTBO NULLEBOro noseaeHnA. Mbl BbIACHUAW, YTO ero pa3suTme
MOKeT BObITb CBA3AHO C NOBbILEHNEM YPOBHA aMMMaKa B Kpo-
8. [laHHbIN KAMHNYECKUIA CNlyYall AeMOHCTPUPYET CBA3b MEXK-
ay PAC, runepammoHvieMuren 1 paccTPOMCTBOM MULLLEBOTO No-
BeAEHUs y aeTen.

OnucaHne KAMHUYEeCKOoro cny4asn:

MaumeHT A., 3 roga, My»KCKoM non

Kanobbl: Ha HEYCTOMYMBbLIN, NNOXO MEepPeBapPeEHHbIN CTy;
OTCYTCTBME anneTuTa.

Anamnesis morbi: CumnTombl 3a60s1ieBaHMA NOABUAUCH 33
6 mecaues 0 obpalleHus. Bnepsble HEYCTOMYMBBIN CTYN Nos-
BW/CA HA NEPBOM rofly XusHu, 6esrnoteHoBasn 1 6eskasenHo-
Bas (BI'BK) anera c 6 mecaues.

Anamnesis vitae: PebeHOK OT nepBoii HOPMasbHO MpoTe-
KaBluel 6epemMeHHOCTU. Poabl nepsble, CaMOCTOATENbHbIE, B
CcpokK. Macca Tena npu poxxaeHum 3200r, poct 50 cm.

®dusnyeckoe pasBUTME HA MEPBOM FOAY KU3HWU: Bbile
cpepHero, rapmoHuyHoe. NpyaHoe BCKapmausaHue — ao 2 fer.
3agepKa NCUX0-PeyeBoro pa3BUTUA, HeJopPa3BUTME SKCIpec-
CUMBHOM peyn, HaBbIKOB OMPATHOCTM, CaMOOBCAYKMBAHMA U
KOMMYHWKaLUN, Heflopa3BuTME 3MOLIMOHANbHOM chepbl.

Mo apyrMm opraHam un cuctemam: 6es ocobeHHocTel. MNe-
peHeceHHble 3aboneBaHMA U onepaumy oTpuuatoT. JuarHos:
[eTcKunii ayTMsam ycTaHOB/IEH B 3 roaa.

AnneproaHamHes: anfepruyecknin 4epMaTuT Ha NuLLEeBble
NpoAyKTbl (6eN0K KOPOBLEFO MOJIOKA)

Status praesens: macca Tena — 19 100 r., poct — 99 cm.

MpoBeagHHble UCCNeA0BaHUA: BUOXMMMYECKMIA aHanu3
KPOBU — CHUXEHWE KpeaTUHMHa (24 MKMOAb/N); aMUHOKMC-
NIOTbl B KPOBU — CHUXKEHUE apruHUHA, IMIOTaMUHA, OPHUTUHA,
LUUTPYNNNHA; BUOXMMUA KPOBU — yBEIMYEHUE amMmMaKa (> 400
MKI/gn — npesen usmepeHnsa ammoHuemeTpa)

3anof03peHo HapyLleHue B LMKae 06pa3oBaHnA MoYeBU-
Hbl (OPHUTUHOBOM).

MpoBeneHo nedyeHune: HUM3Kobenkosasa aveta (1,5-2 r/kr),
BI'BK. ApruHuH 2r/cyt. KpeatnH 500 mr/geHb.

Oco6eHHOCTb KJMHUYECKOrO CNy4Yan: BKAOYEHUE aprUHK-
Ha, CHMXXaloLero rmnepaMmmoHMeMnto, U NpenapaToB Kpea-
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TUHA, YNYYLIAOWMX IHEPreTUYecknii obmeH, AOMKHbI Bblin
KynvMpoBaTb PacCTPOMCTBO MULLEBOrO MOBEAEHUS U CUMMTO-
maTtumky PAC y naumeHTa.

,ﬂ.MaFHOCTW—ieCKaﬂ LEeHHOCTb: Yy ,u,eTe17| C KOTHUTUBHbIM ae-
durumToM Kpome 0bLEenpUHATOro ob6bLema uccnesoBaHui cne-
[yeT onpesiensaTb ypoBeHb KPeaTUHUHA, aMUHOKUCIIOT.

3akntoyeHune: naumeHTtbl ¢ PAC umetoT anobbl Ha pac-
CTPOICTBO NOBEAEHUA, B TOM YMCE MULLEBOIO, B OCHOBE KO-
TOPOTO JIEXMUT rMnepammoHnemms. lMpenapaTbl apruHUHA U
KpeaTuHa, ABAAACH Cy6CTPaTOM OPHUTUHOBOTO LMK/A, YBENU-
YUBAKT YTUIN3AUNIO aMMUNAKa, YTO KIMHUYECKU NPOoABAAETCA
B YMeHbLUEeHWM NPOABAEHMIA PAaCCTPOCTBA NULLEBOIO NoBeae-
HUA.

3arsHkHOE TeYeHue BHYTPUYyTPOGHOM NHEBMOHUMN B CBS-
31 C NPUCOEANHEHUEM FOCNUTAABHON HAOPLI HO dOoHe
HEUMMYHHOMN BOASIHKM NAOCAQ

NebepeBa EkaTepuHa AmuTtpueBHa, MaHuynaa MunaHa
AasuposHa, Eropaposa /liunua HaunesHa

®rAQY BO PHUMY um. H.U. MNMupozosa

HayuHble pykoBoautenu: Yabanase KyxyHa JlazapesHa —
K.M.H, goueHT. I'bY3 «I'Kb num. C.C. OgnHa A3M»

BpoxaeHHaA MHEBMOHMA CTAaBUTCA HOBOPOXKAEHHbLIM, Y
KOTOPbIX NPOSABAEHUA MHOEKLUN B BUAE AbIXaTeNbHbIX Hapy-
LEeHWI ANArHOCTUPYIOTCA B NepBble 72 Yaca Nnoc/sie poXAeHUs.
B sTMonoOrMmM HeMMMyHHOWM BOAAHKM NA0AA O4HO U3 BeAyLMX
MEeCT 3aHVMMALOT BHYTPUYTPOOHbIE MHPEKLLMM, C YEM M CBA3AHA
aKTyaNIbHOCTb AaHHOW paboTbl.

MaumeHT T., 1 mec 16 gHen, poamsmitca 27.09.2019 ot
NnepBoit OC/NOXKHEHHOW (Ha 26 Hea.- OPBU, Tepanuio He noay-
Yyana, 28 HeA.- yrpo3a NpexaeBpeMeHHbIX PoA0B, HapyLleHne
MATOYHO-M/IALEHTAapPHOro KPOBOTOKa, Mo Y3M HeummyHHas
BOASHKA N0A4a, MHOroBoAMe) 6epeMeHHOCTH, NePBbIX NPeXK-
OEeBPEeMEHHbIX CAMOMPOU3BO/IbHBIX CTPEMUTE/IbHBIX POAOB B
rON0OBHOM MpeasiexXaHun Ha cpoke 29-30 Hepene rectauuu,
OKOJION/IOAHbIe BOAbl 3eNéHble C 3anaxom, oLeHKa no Anrap
1/3/4 6anna. AnunHa tena= 40 cm, macca=1640 r. MHTy6MpoBaH
1 nepesegeH Ha MBJ (aycKynbTaTMBHO: AbIXaHWe Pe3Ko ocna-
6neHo, Kpenutupylowue 1 nposoaHblie xpunbl), YCC 100. C
POXKAEHMA BblparKeHHOEe B34yTMeE KMBOTA, renaTocnjieHomara-
nva. OXO-npusHaku acumTa. Ha dpoHe MBJT co3HaHMe yrHeTeHo,
Ha OCMOTpP pearmpyeT rpMmacoi, rMNoToHKUs, runopedaekcus.

TpaHcnopTtuposaH B OPUTI, rae B nepsble CyTKM Nposese-
Ha PeHTreHorpamma OTK: BpoXkgeHHaa NnHeBMOHMA. HasHave-
Ha Tepanus: npoao/MkuTb MBJ1, aHTMbaKTepuanbHas Tepanus
(cynbTacMH+amuKaumH ¢ 1-2 ¢/3K; cynbrnepasoH+ BaHKOMULIMH
¢ 2 ¢/x), KodenH, GyKoHa30., AONaMUH, Na3UKC.

Ha 3 ¢/ BbinonHeHa nevebHO-AMarHoCTUYecKan nyHKLUmaA
OpPIOLWHON NOMOCTU: NONYYEHA CONOMEHHO-KENTAA KULKOCTb,
6e3 npumeceint, V= 185 mn. KunsoT B 06beme yMeHbLUNACA.
Tpodunyeckoe nuTaHue yepes 30HA. B noceBe maska 13 3eBa
KoarynasoHeraTuMBHbIV cTadunakokk. Ab npogonxkeHa. Ha ee
boHe KAMHMYecKn 1 nabopaTopHo ynyyweHue, cHAT ¢ HUBJI.
K 11 ¢/ Ma30K 13 3eBa-HeT pPocTa, Ha PeHTreHorpamme noJsio-
X)UTesbHaa AvHamuKa. Mocne 12 ¢/ yxyawexue, poct CPB,
nenKkoumTosa, cHuKeHme Sp0O2, Mmasok M3 3eBa-pseudomonas
aeruginosa. B cBa3u c yem cmeHa Ab Tepanuu Ha mepoHem (no
4yyBCTBUTENbHOCTM). K 22 /3K nabopaTopHo 63 NonoKuUTENb-
HOW AMHAMMKM, KAMHUYECKM C HE3HAUUTENbHbIM YaydLleHU-
em. MNposeageHa cmeHa Ab TepanmMn Ha MaKCUNUM U aMUKaLUMH
OVHAMUKA KNMHUYECKM MONOXKUTENIbHAA, OA4HAKO B aHanuse
KPOBW COXpaHAeTCA fieMKouMTOo3 U BblcoKMI CPB. KoHcynbTa-

LUMA C KAMHUYECKMM $apMaKoNOroM-HasHaYeH MOJIMMUKCUH.
PebeHok 0bxoautca 6e3 AONONHUTENbHON OKCUreHauun, Ha-
6upaeT Bec. MuKpobuonoruyeckoe uccnegosaHve (mouya):
Enterococcus faecium, 4yBCTBUTENIbHOCTb: IMHE30/1MA. Ma3oK
13 3eBa K 36 C/K: CMHErHoMHan nanaoyka. HasHaueH dopTym u
nvHesonua,

Ha ¢oHe Tepanum cocTosHME C NONOKUTENBbHOW AUHAMMU-
Koi. HeT npmusHakos OH 1 MHPEKLMOHHOIO TOKCMKO3a, XPUMNoB
HeT. B OAK coxpaHaeTca neiiKoumTos, NoBblWeHHbI CPB. Mu-
Kpobuonornyeckoe nccnegoBaHme (Mova)- pocta Her.

Mo paHHbIm peHTreHorpammbl OFK: nonoxutenbHasa au-
HaMWKa. YUnTbiBasa KAUMHUKY aHTUMOMOTMKOTEepanua 3aBeplue-
Ha. MpoBeaeHa KOHCYNbTaLMA reHeTUKa (T.K. MONOKUTENbHbIN
CKPUHUHT Ha ¢eHnnketoHypuio). Ha TMC deHunanaHmH-
3,8 Mr% — nerkas runepdeHnnanaHMHIMmKA, Tepanus He no-
KasaHa. AHanM3 Ha myTauum npu GeHUNKeToHypun B paborte.
MUP Ha TORCH uHpeKumm — pesynbtaTt oTpuLaTenbHbli. MLUP
MWKOMNIa3MOo3, XlaMnamnos B pabore.

3akntoyeHue: [laHHbIN KAMHUYECKMI ClyYyalt AeMOHCTPU-
pYeT C/IOXKHOCTb BblOOPa TaKTUKM IeYeHUA Y HeAOHOLWEHHOro
pebeHKa ¢ BbIpOXAEHHON NHEBMOHMEN HA POHE HEMMMMYH-
HOW BOAAHKM Nnoga. O6cneaoBaHue n HabaaeHWe B YCI0BU-
AX MHOronpoduabHOrO CTauMoHapa NO3BOAUIO ONpeaennTb
NpPaBU/IbHYIO TaKTUKY NledeHuns pebeHKa, a faHHble aHaIn30B,
HaxogAwmxca B paboTe, NOMOryT onpeaeuTb UCTUHHYI Npu-
YMHY HEMMMYHHOW BOASHKM Nnoaa.

MMmyHOCynpeccuBHAS Tepanusi Npu Tskeaon popme
ATOMNUYECKOro AepMaTUTa

ABepoBa AcMmuK flKoBNeBHA
OrAOY BO PHUMY um. H.U. Mupozosa

HayuHblie pykosogutenu: epunana EneHa BacunobesHa —
K.M.H. HMULL, ATOU nmeHun Anmbl Porayesa

AKTYa/IbHOCTb CBfi3aHA C PACMPOCTPAHEHHOCTbI ATOMU-
YecKkoro gepmatmta Bo Bcem mupe. 1o gaHHbim BO3 3a 2018
rof, aTonMyecknm gepmaTtntom 6onerot 15-30% peteit u 2-10%
B3poc/abix. Ocobblli MHTEpPEC NpeacTaBiseT HeobXoAMMOCTb
paHHel AMarHOCTUMKM AaHHOro 3abonesaHus. Llenb: aemoH-
CTPaLWA COBPEMEHHbIX KOHLEMUMIM MO AMArHOCTUKE U fieye-
HUIO TAXKeNol GopmMbl aToNMYecKoro gepmatuta. Matepuansi
M MEeTOAbl UCCe0BaHUA: 0ObeKTMBHOE 06C/iea0BaHMe naLu-
€HTa, aHaNn3 NabopaToOPHbIX U UHCTPYMEHTA/IbHbIX METOAOB
UCCNef0BaHMUSA, U3yYEHUE U aHANN3 MELAMULMHCKON NnTepaty-
pbl N0 AaHHOM Teme.

ATONMYECKUI LepMaTUT- 3TO UMMYHOOMOCPEL0BaHHOE 3a-
6oneBaHMe KOXKU, BO3HUKalOLLEE B paHHEM AETCKOM BO3pacTe
Yy /ML, C HAacneACTBEHHOW MpeapacrnoNoXKEHHOCTbIO K aTonu-
Yyeckrm 3aboneBaHUAM, MMEIOLLEee XPOHUYECKOe peuuanBu-
pylolLiee TeyeHMe, BO3pacTHble 0COBEHHOCTU IOKaM3aLumn 1
MopdON0rMn 04aros BOCMANEHUSA, XapaKTEPU3YIOLLLEECA KO-
HbIM 3yA0M M 06YC/NI0B/IEHHOE FMMNepUYyBCTBUTE/ILHOCTBIO KakK
K annepreHam, Tak M K Hecneuuduueckum pasgparkuTensim.
NaumnenT I, 24.09.2013 roaa poxaeHua. C Bo3pacta 1.5 mec.
OTMEYaloTCcA rmnepemms, otek, MHOUALTPALMA U SKCCydaums
OTZeNbHbIX YYacTKOB Tena, Ha OCHOBaHWWM 4yero 6bina 3ano-
[O3peHa MnafeHyeckas Gopma aTOMMYECKOro JepmaTtuTa.
Bblla MHULUMUPOBAHA Tepanus TOMUYECKUMU U CUCTEMHbBIMU
TIIOKOKOPTUKOCTEPOUAAMU, UHTMOUTOPaMKU  KasbLUIAHEBPU-
Ha, Ha ¢OHe KOTOpPOI COoXpaHANUCb 060CTpeHUA AepMaTuTa.
B Bo3pacte 1.5 net- AeboT BpOHXMaNbHOM acTMbI, peuuan-
BMpYlOLLEE TeyeHue aToMMYecKoro AepmaTtuTa. B BospacTte
4-x net — oboCTpeHne aTONMYECKOro AepmMaTuTa Co BTOpPUY-
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HbIM MHOULMpPOBAHMEM, PACNPOCTPaAHEHHasA repneTnyeckas
UHpeKuma, Taxenaa ¢opma. [onyyan NPOTUBOBUPYCHYIO
(aumknosup) n aHTMBaKTEepManbHyto(uedTasnamm, ueponepa-
30H) Tepanuio, Ha GoHEe KOTOPOI NPOABAEHUS BbINM KyNUpo-
BaHbl. B aekabpe 2018 r. rocnutanmsmposaH 8 HMULL ArOU
uMeHun [0. PorayeBa Cc TeYeHMEM aTOMUYECKOro AepmaTtuTa.
Mo AaHHbIM 06BbeKTMBHOrO obcnenoBaHUA GblM BbIABAEHDI:
KCepos3, BbIPa*KEHHbIN KOXHbIN 3yA, HaAnuYMe BbICbIMAHWA Ha
wee n crubaTeNbHbIX NOBEPXHOCTAX KOHEYHOCTEMN, yTO/LWEHNE
CKNagokK ( ivHum OeHHn-MopraHa), runepkepatos. MNpu oueH-
Ke no wkane SCORAD — 40 6annos, YTO COOTBETCTBYET TAXKe-
IOl pacnpocTpaHeHHoOW dopme aToNUYecKoro AepmaTuta B
ctaanm oboctpeHus. C yueTom TAXKECTM aTONUYECKOro Aepma-
TUTa U KpaTKOBPeMeHHbIX 3¢ deKToB OT MPOBEAEHHON paHHee
CTyNeH4aToW Tepanuu MIOKOKOPTUKOCTEPOUAAMU Bblna UHU-
LMMPOBaHAa UMMYHOCYNPECCCMBHAA TEPAnUs LUKIOCTIOPMHOM
(2mr/kr/cyT).

Mo faHHbIM NabopaTOPHbIX METOAO0B UCC/IeA0BaHUA OTMe-
Yanocb nosblleHue ypoBHA IgE Ao 22200 Ea/mn. Mo pesynb-
TaTam ImmunoCAP BbifiBfeHa ceHcMbunmnsauma K JomallHemn
nbiiv, K 6enKkam AWL, MOJIOKA, pbibbl, OPEXOB, LIEPCTU KOLL-
Ku, 6epesbl. Mpu rmctonormyeckom mccnegosaHum buonTata
KOXMU- MOpPOIOrMYeckme NpusHaku Hecrneumbuyeckoro aep-
maTuTa. Mo AaHHbIM ANArHOCTUYECKON KOOHOCKOMWW BblsiB-
JIeHbl TEPMUHANbHbBIA aTPOUYECKUIA UIEeUT, NEBOCTOPOHHUN
KonuT. HasHayeHa npoTtuoBOCManuTeNbHaa Tepanua byae-
Hodanbkom (9mr/cyT). PesynbTaTom NpoBeaeHHOM natoreHe-
TUYECKOM MMMYHOCYMPECCUBHOM Tepanuu CTano JOCTUXKEHNe
KAMHWYecKon ( oueHKa no wkane SCORAD 15 6annos) v na-
6opaTopHoOW ( cHUKeHue IgE oo 8720 Ea/mn )pemuccnu Taxe-
not dopmbl aTonmu. 3akntoyeHue: BbicoKas 3GPEeKTUBHOCTb
MMMYHOCYNPeCCUBHOW Tepanuu, AOKa3aHHOW KAMHUYECKUMU
nccnefoBaHUAMM, ee CBOEBPEeMEHHOe Hayao B KAMHUYECKOM
NMPaKTUKe — ABNAETCA BaXKHbIM (KtoYeBbIM) cnocobom A0CTU-
YKEHUA CTOMKOW pemmuccuu.

KAuHUYecKkun npumep ratoko30-raAaKTO3HOM MAAbAG-
cop6umm B MPAKTUKE AETCKOrO raCTPO3HTEPOAOTa

BoHpapeHKo Amutpuii AnekcaHaposud, JlagoHuesa
Banepusa AnekceeBHa, TumoHuHa PypuHa AHgpeeBHa,
Matuesa flapba BnagumuposHa, MewwaHmHoBa Hatanba
BukTopoBHa

Pocculickuli HayuoHanbHsIG uccnedosamensckuli MeouyuH-
ckull yHusepcumem umeHu H.U. Mupoeosa

HayuHble pykosogurenu: AHyweHKo AHTOH Onerosuy,
HaunoHanbHbIN MeaULIMHCKUI nccneoBaTeNbCKUI LLEHTP
3p0poBba getel. Lnnosa MapuHa MaromegoBHa — K.M.H.,
O0UEeHT, POCCMMCKMIA HaUMOHaIbHbIN UCC/1IeA0BaTeIbCKUI
MEANUMHCKMI yHMBepcuTeT uMmeHun H.W. Mnuporosa

CUHApOM Manbabcopbumm OCTaeTcs OAHMM M3 CaMblX
CNOMKHbIX ANArHO308B B NeaMaTpuUM U racTpo3HTEPONOTUK, No-
CKOJIbKY OH BK/IHOYAET B cebs1 MHOXKeCcTBO Ho30/10rMiA. Momnmo
4acTo BCTpeyvatowmxca 3abonesaHnii 4aHHbIA CUHAPOM MOXKET
Habntopatbca nNpu opdaHHbIX 3aboneBaHUsAX. B HacTosAwee
Bpemsa, bnrarogapa BHEAPEHUIO HOBbIX METOA0B MONEKYAAP-
HO-FreHEeTUYEeCKON AMArHOCTUKMU, YOAEeTCA CBOEBPEMEHHO Mo-
CTaBWTb AMArHO3 W Ha3HaYMTb 3TUOTPONMHYIO Tepanuio.

[NOKO30-rasakTo3Has Manbabcopbuma — HacneacTBeH-
Hoe 3abosieBaHME, MPUUYMHOM KOTOPOro SBAAETCA MyTaums
reHa SLC5A1, oTBevaloLero 3a CUMHTE3 HATPUMI-TNHOKO30BOro
6enka Ko-TpaHcnopTepa. AnchyHKUMA 6enka npMBoAUT K Ha-
PYLUEHWIO NPUCTEHOYHOIO MULLEBAPEHUA, BCIEACTBUE Yero Y
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nauveHTa MnoABAAETCA XapaKTepHas KAMHUYECKasa KapTuHa:
OoCMOTUHYecKan auapesn, ObICTPO HapacTaloLwana gernapaTtaums,
runoTpodusn, HedpoKanbLMHO3 noyek. VickntoueHne 13 pauu-
OHa MPOAYKTOB, COAEPKaLLUMX Kpaxmas, MaNbTOLEKCTPUHBI,
caxaposy, /IaKTo3y, IJIIOKO3Yy U ranakTosy, cTabuamsnpyet co-
CTOSIHWE NaLMEHTa U yyYLLIaeT NPOrHos.

Manbuumk C., 1 1. 3 mec., NOCTyNMA B raCTpO3IHTEpOOrnYe-
CKOE OTAeNeHne C renatosiormyeckoit rpynmnon ®ray «HMMUIL,
300pOBbA AeTei» ¢ Nnofo3peHnem Ha HegudpdepeHLMpPOBaH-
HYIO BPOXAEHHYIO 3HTeponaTuio. M3 aHamHesa: y pebeHka ¢
POXAEHUA COXPAHAETCA MHOTOKPATHbIM XUAKUI BOAAHUCTbIN
cTyn 6e3 npumecu KpoBm Ha GoHe nprMema CMecu, B OCHOBe
KOTOpOU rmaponnsat 6esKoB KOPOBbLEFO MOJIOKa. PU3nyeckoe
M NCUXOMOTOPHOE pa3BUTMe He cTpagano. lNauneHT HeoaHo-
KpaTHO rocnuTanM3npoBasaca B CTaLMOHAP C AMArHO30M: ce-
KpeTopHasa Auapea. Ha nepBom rofy u3HU B 1abopaTopHbIX
WCCNef0BaHMAX BbIfBAANACL KpucTannypus. Hacneacrsen-
HOCTb OTArOLLEeHa: y cTapllero 6pata — ¢ poXKaeHua auapes,
nvuiesas anneprus (KOXKHO-raCTPOMHTECTUHAbHAA dopma),
AncaxapuaasHana HeJoCTaToYHOCTb. [Tpn ocmoTpe: cocToAHMe
pebeHKa cpefHel TAXKecT! No OCHOBHOMY 3ab0/1eBaHuM0. Bbl-
paKeHbl CTUTMbl AMCcIMBpUoreHesa — rMnNepTenopusm rnas,
anNuMKaHT. PM3myeckoe pasBuUTUE cpegHee, rAapMOHUYHOoe. Bec:
9,5 Kr. PocT cToq: 79 cm. [MogKOXKHAA KNeT4yaTKa BbiparkeHa He-
[OCTaTOYHO, pacnpefeneHa paBHOMepHO. HUBOT yBenunyeH,
B34yT, Npu nanbnauuun 6esbonesHeHHbIn. Ctyn ao 10 pa3 B cyT-
KW, }KUAKWUIM € KMCAbIm 3anaxom. Mpu Y3U noyek HedpoKanbLm-
Ho3. poBeaeHa 330daroracTposyoseHockonua ¢ buoncuel
cpenHero otaena ToWen KULWKU — OTCYyTCTBUME MUKPOMOpPdO-
NIOTUYECKUX U3MEHEHUI cnn3ncTol buonTaTta. B aHanuse kana
Ha KOMporpammy: HeMTpasibHbIM KUP B 3HAYUTENBHOM KONU-
yectBe. CKPUHUHT Ha MYKOBUCLMA03 — OTPULLATENbHBIN.

Takum o6pa3om, Ha OCHOBAHWMM OTATOLLEHHOrO Hacnes-
CTBEHHOTrO aHaMHe3a, COYeTaHWA SHTepPONnaTUM U KPUCTaNNy-
pun, maHudecTaunmn 3aboseBaHUA C POXKAEHUA U NOABAEHUSA
NONOMKUTENbHOM AMHAMUKM Ha GOHe AMeToTepanuu 1 npose-
AeHHoro obcnenoBaHWA, AaHHbIX 1a6OPATOPHO-UHCTPYMEH-
TaNbHbIX McCnegoBaHUI Obll NocTaBieH NpeaBapuUTENbHbIN
AMarHo3, KoTopblil Obln MOATBEPNKAEH FeHEeTUYECKMU: THOKO-
30-raflakTo3Haa Manbabcopbumsa, HasHayeHa creumanbHas
aveta u nevyebHoe nuTaHue (cmecb Ha OCHOBe GPYKTO3bI).
CocTosHMe pebeHKa CTabunnsnpoBaHo, NporHos 6iaronpuat-
HbI.

KAMHMYeCKUIM CAYHO ABYX HOCAEACTBEHHbBIX 3a60Ae-
BAHWUI (MMOTOHUS Bekkepa u atakcus Ppuapeinxa) y
OAHOTO NAuMeHTa

KoueHkoBa Mapus lOpbeBHa', BopoHuoBa BacunuHa
MNaenosHa?

'®rA0Y BO PHUMY um. H.U. Mupozosa MuH3dpasa Poccuu,
2P/IKB ®IAOY BO PHUMY um. H.U. Mupozosa MuH3dpasa
Poccuu

HayuHble pykoBogutenu: Muxalinosa CeetnaHa Buta-
/ibeBHa — A.M.H., npodeccop, PAKE ®TAOY BO PHUMY unm.
H.W. Nuporosa MuH3gpasa Poccuun. laganu EneHa JleoHu-
A0BHA — A.M.H., npodeccop, PFEHY MIHLL um. akagemnka
H.M. BoykoBa

MuoToHus bekkepa u aTtakcua Ppuapeiixa — pefkue ge-
reHepatuBHble 3aboneBaHWA HEPBHOW CUCTeMbl, BCTpeya-
fowmeca B mupe ¢ Yyactotor 1: 100 000 n 1: 50 000 cooTBeT-
CTBEHHO. YHMKaNIbHOCTb AAHHOMO C/y4ad COCTOWUT B TOM, YTO
[iBa HacneACTBEHHbIX 3aboneBaHMA 6bIAN AMArHOCTUPOBAHDI Y



CEKRUVST TTEANATPIAGT

04HOrO0 NaumneHTa U maHMbecTUpoBaaM NOYTU OAHOBPEMEHHO
B NMOAPOCTKOBOM BO3pacTe.

MayueHm A.,17 nem nocmynua 6 omoesneHue MmeouyUuHcKol
2eHemuku PAKb ¢ #anobamu Ha npozpeccupyowee Hapyuwe-
Hue NoxXo0KuU, CKOBAHHOCMb 08UXeHuUl nocse ¢usuyeckol
Ha2py3KU, WamKocms rpu xo0ebe, HapyuweHue mesnkol Mo-
MOPUKU, HeYEMKOCMb PeYU, MOB8bILEHHYIO YMOMAAEMOCMb.

N3 aHamHe3a n3BecTHO: pebeHoK oT 1-oi bepemeHHOCTH
[OBOWMHeN (AM3MroTHOM), NpoTeKkaBLlel Ha ¢oHe yrposbl npe-
pblBaHUA BepeMeHHOCTH; BTOPO 13 ABOMHM (1- aeBouKa, 340-
poBa). Pogbl camocTosTeNnbHble, CPpOUHbIe. Bec npu poxaeHun
2605 r, poct 50 cm.

AHamHe3 3aboneBaHuA: Habnoganca go 1 roga y HeBpo-
Nora no NoBoAy NepuHaTanbHOro nopaxenua LIHC, HaTanbHOM
Tpasmbl LLOT. MepBble cumnToMbl 3aboneBaHNA NOABUANCH B
Bo3pacTe 12 neT B BUAE *Kanob Ha 06Lyto cnabocTb, bbicTpyto
yTomnaemocTb. B 13 net 3aduUKCMPOBAHO CHUMKEHWE KOJeH-
HbIX W axunnosbix pednekcos, K 14 rogam npucoeamHuNach
LIATKOCTb Npu xoAabbe, CHU3MNACb NOBEPXHOCTHAs YyBCTBU-
TENbHOCTb ANCTaNIbHbIX OTAE/10B KOHEYHOCTEN.

CemenHbI aHaMHe3 He OTATOLLEH.

B HeBponorunyeckom cratyce: YH: nepuoamyeckn cpegHe-
AMMIUTYAHbIA FOPU3OHTANbHBIM HUCTArM B KpaHWX oTBese-
HuAx. [eBuauma A3blka BNpaBo. Mo3xKeykoBaa AM3apTpuA.
MoxoAKka  aTaKTUMKO-NosMHeBponatuyeckas. [uneptpodusa
MKPOHOXHbIX MbILUL,, Ha OLLYNb YNAOTHEHbI. [oBbIWEHHAA Me-
XaHOBO36YyAMMOCTb — MUOTOHUYECKMI BanuK. Mpu ocmoTpe —
HanpAMeHne MbILL, BEPXHUX U HUXKHUX KOHEYHOCTel Ha GoHe
bU3NYECKOIN HArpysKku, 3amensieHne paccinabieHns mbllwl, B
KUCTAX PYK. CyxoXKunbHble pedaeKcbl ¢ pyK CHUXKeHbI, D=S, Ko-
NleHHble U axunnoBbl pedneKcbl He Bbi3blBatoTcA. B nose Pom-
6epra HeycTolumB. CeHCUTMBHaA aTakcuA. [anbLeHOCOoBYHO
M KOJIEHHO-NATOYHYO NPOBYy BbINONHAET C UHTEHLMEN C ABYX
CTOPOH. CHMXKeHMe NOBEPXHOCTHOM YyBCTBUTE/IbHOCTM C YPOB-
HA HUXKHel TpeTn Beapa BHU3 [0 KOHYMKOB NasibLLEeB, Ha PyKax
He HapyweHa. puapexo-nogobHble CTOMbI C ABYX CTOPOH.

Mpy npoBeseHUM UcCNefOBaHWIA: MOBbILEHUE YPOBHA
NaKTaTta B KpoBu ot 2,6 — 3,7 mmonb/n. SHMI: npusHaku cme-
LIAHHOM aKCOHANbHO-AEMUANHU3MPYIOLLEN NONIMHEBPONATUN,
MWOTOHMYecKMe deHoMeHbI. IKI: n3meHeHnsa B mMoKapae /K
MeTabonnyeckoro xapaktepa, bonee BbipaxeHHble B OTBeje-
Husax LI, AVF, V2-V6 c uHsepcuelt 3ybuos T M HavyasbHbIMU
NPU3HAKaMM1 UWEMUN.

B nepsyto ouepeab 6Obl0 3an0A03peHO HelpoaereHepa-
TUBHOE 3ab0seBaHMe U3 rpynnbl MUMOTOHUYECKUX AUCTPOdUNA,
TaK Kak BeAyLW1Mn KIMHUYECKMMM CUMNTOMaMU ABAAUCH NO-
BbILLEHWE MbILLEYHOrO TOHYCa B KUCTAX BEPXHUX KOHEYHOCTEN,
NoBbILEHHAsA MeXxaHM4YyecKasa BO3byAMMOCTb MbIWL, U3MEHe-
HUA B MMOKApAe, YTo HbII0 NOATBEPKAEHO MONEKYAAPHO-Te-
HETUYECKMM METOAOM: HalfeHa reTepo3uroTHas MyTaLlums
B8 reHe CLCN1 chr7: 143048771C>T/ chr7: 143039136C>T. C
y4eToM MporpeccupytoLLein aTakcum U Haamynem CMeLlaHHOM
nonvHesponatumn 6bin nNpoaoKeH anddepeHuManbHo-gna-
THOCTUYECKUI MOUCK A/A YTOYHEHUA NPUPOAbLI BblSBAAEMbIX
paccTpolicTs. MNpu npoBefeHUN MccnenoBaHUA OBHapPYKeHO
yBennyeHHoe uncno Konuit GAA-nosTopos (n1>33, n2>33) B
reHe FXN B ABYX XpOMOCOMaX, YTO TaKKe NOATBEPANIO KOHKY-
PUPYHOLLMIA AnarHo3: atakemna dpuaperixa.

Takum 06pa3om, AMArHOCTMKA HAaCNeACTBEHHbIX Helpoae-
reHepaTUBHbIX 3a60/1eBaHMIA 40 HACTOALLErO BPEMEHM, Npes-
CTaBNAET 3HaYyuUTeNbHble TPYAHOCTWU, B CUY WUX KJIUHUKO-TE-
HeTu4Yeckon BapuabenbHOCTU. YcTaHOB/NEHWE MNPaBUIbHOTO
[AMarHo3a ABNAETCA BaXKHbIM A4/1A ceMbM M 06LWEeCTBa B LLe/IOM.

KAMHMYeCKUn CAYy4am MHGAHTUABHOTO MUodUGpoOMa-
TO3A C MOPAKEHUEM KOXMU, MIATKUX TKOHEN, KOCTen,
AETKNX

Bonkosa AHactacusa CepreeBHa
®rAOY BO PHUMY um. H.U. Mupoeosa MuH30pasa Poccuu

HayuHbie pykoBoautenu: ®ateesa Onbra MropesHa. Prby
«HMMWU, onkonorum nm. H.H. bahoxmHa» MunH3gpasa Poccum

NHbaHTUABLHBIN MnodubpomaTtos (MM) — peakoe 3abone-
BaHMe [eTCKoro BO3pacta, npossastolieecs obpasoBaHuem
Me3eHXMMasbHbIX Y3e/IKOB B KOXe, MonepeyHo-noaocatomn
MYCKynaType, BHYTPEHHUX OpraHax 1 KocTax, MaHudectTupyto-
Lee Npu PoXKAEHUN UM BCKOpe noc/e Hero. YacToTa BCTpeya-
emoctn UM coctaenset 1/150000-400000 HOBOPOMKAEHHDIX.
3Tnonorua 3abonesaHnsa He m3BecTHa. B ocHoBe ogHON U3
npeanonaraembIx rMnoTes NeXuT NoBbleHUe YyBCTBUTE/IbHO-
CTM K MaTepPUHCKUM 3cTporeHam. COracHoO Apyrum Teopusam,
npuyinHa UM B myTtauum reHos PDGFRB n NOTCH3, peryaupy-
IOLLMX CO3PEBaHME [NTaAKOW MYCKYNaTypbl.

B 3aBMCMMOCTM OT KAMHUYECKON KapTUHbI BbIAENAOT Ye-
Tbipe TMnNa MM: conuTapHbIi (OAMHOYHbIN Y3€10K Ha Koxe 1/
WAWM B MbILLILLAX FOM0BbI, Weu uau Tynosuwa; 75 % cnyyaes);
BPOXAEHHbIN MHOXECTBEHHbIN (MHOrOYMCNEHHbIE Y3€/KU B
KOXKEe U MbILLLAX); BPOXKAEHHbIA MHOMECTBEHHbIN C €AMHUNY-
HbIM MOpPaXeHNeM BHYTPEHHUX OPraHOB; BPOMAEHHbI MHO-
YKECTBEHHbIV C aKTUBHbIM BOB/IeYEHMEM BHYTPEHHUX OPraHoB
(MHOeCTBEHHbIe MOpPaXKEHUs KOXKM, MbILLL,, KOCTEM, Nerkux,
cepaua M KenyaouyHo-KULWEeYHoro TpakTta). MopaxeHue BHY-
TPEHHUX OPraHOB acCOUMMPOBAHO C HeBNaronpuUATHbBIM MNpPO-
rHO30M.

OCHOBHbIMW  ANATHOCTUYECKUMM NpUEeMaMu  ABNAKOTCA
cbop cemeliHoro aHamHesa v ¢dusmKanbHoe obcnegosaHue. B
KauecTBe OOMNONHUTE/IbHBIX METOA40B BM3yasiM3aLMu UCMONb-
3yetcs Y3U, MPT. 3010ToM CTaHAAPT AMArHOCTUKU — TMCTOJIO-
rmyeckoe uccnefoBaHve 6MONTaToOB Y3/10B.

CraHaapTbl neveHna UM He paspaboTaHbl. B 3aBucumoctum
oT dopmbl 3a60/1€BaHNA, NMPUMEHAIOT PA3/INYHbIE METOAUKM.
TaKTUKy HabnloaeHUs NPUMEHAIOT B OTHOLIEHUMW NALMUEHTOB
6e3 nopakeHus BHYTPEHHWX OpraHoB. py BOBAEYEHUU BHY-
TPEHHUX OpraHOB Tepamnuio MNPOBOAAT XMMMOMNpenapaTamu
BMHOMACTUH, MeToTpeKcaT. TaKkKe MCNoNb3yeTcs Xupypruye-
CKUI meTog nedeHuns. B nocnegHee Bpema Havyanu NpUMeHATb
TapreHTHble Npenapartbl.

MaumeHTKa B., 1 rog 8 mec. PebeHOK OT NepBbIX POAOB,
npoTtekaBLlwmx 6e3 ocobeHHocTen. Poabl Ha 40 Heaene, camo-
cToaTenbHble, oueHKa no Anrap 8/9. C poxKaeHua y NauueHT-
KW B nMoanonatoyHol obnactu c3agm HabawogatroTcs asa 06-
pasoBaHuA: cnpasa, guameTpom 1,3 cm 1 cnesa, AMameTpom
0,5 cm. B Bo3pacTe 3 mecAueB noABuaoCbL HoBoe 0b6pa3oBa-
HWe B 06/1aCTU HUMKHETO BEKA CNpaBa, pacrnpocTpaHaAtoLLeecs
Ha CKynoByto 061acTb. Mo pekomeHAaLMM OHKO0ra Mo MecTy
UTenbctsa HanpasneHol B HUW AOr. MNocne komnnekca aun-
arHOCTMYEeCKMX MeponpuUATUIA NpoBeseHa BepuduKkaLma ony-
Xonun: nHdpaHTUAbHaA Mnodpumbpobnactnuyeckaa onyxonb. Ma-
LMEeHTKe peKoMeHA0BaHa KOHCYNbTaumA reHeTuka, MPT Bcero
Tena. Mpy NoBTOPHOM 0bpaLLeHnn Yepes 2 MecALa BbiAB/IEHa
oTpULATENIbHAA OUMHAMMKA B BUAE YBE/JWYEHUA Pa3MepoB
oyaros. Mo pesynbtatam obcnenosBaHus, y pebeHka aucce-
MWHMpPOBaHHasA popma 3abosieBaHMA: ONyX0/b CKYI10BOW 06-
NlacTU € NapamMeHuHreasbHbIM PacnpocTpaHeHWem, ovaru B
pebpax, nerkmx, No3BoHKe, Yepene, 60bwebEPLLOBOIN KOCTU
1 6epeHHOM KOCTU, MblLILLAX ATOAMYHON obnacTu n wewn. Mpu
NPOBefEeHNN FeHEeTUYECKOro aHann3a y pebeHKa BbliAB/eHa
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myTaumA B reHe PDGFRB. PekomeHa0BaHO NpoBeseHMe Nonu-
XMMUHoOTEpPanuu npenapatamu BUHOAACTUH M meToTpekcat. C
ntoHA 2018 r. no mtonb 2019 r. naumeHTKa nepeHecna 40 BBe-
AEeHUI NpenapaToB C MOJOXKUTENIbHON AWHAMUKOU B BUAE
YMeHbLUEeHWA pa3mepoB 04aros. JleyeHune 3aBepLUeHO B nione
2019 ropa. Mo gaHHbIM NocnegHero obcnegoBaHUA, oyar B
CKynoBoW obnactm ymeHbwunaca Ha 90%, nonHasa perpeccua
o4yaroB B erkux, pebpax, ymeHblleHMEe OCTa/bHbIX OYaros.
Crabununszauma npouecca.

[aHHbIA KNMHUYECKUI CcaydYall AeMOHCTUPYeT TeyeHue
peakoit popmbl UM ¢ NonoxKuTeNbHOU AUHAMMUKOW Ha dOHe
nonnxumuotepanuu. MNaumeHTKa HaxoauTca nog HabnoaeHu-
€M OHKO/10ra B YCN0BUAX NOAUKANHMKKM HUW [OT.

KAMHMYECKUI CAYYO A€YEHUS NALMEHTA C GOAE3HbIO
Ae BMBO C NCMOAL3OBAHNEM KETOr€HHOW AUETbI

TypumHey, AnekcaHgp Mupocnasosuy, PycckuH Bagum
Onerosuy, CanaxetguHosa Aguna PyctemoBHa, TypunHey,
AHHa UnbuHuuHa, Apanumosa Hapexxkaa CepreeBHa

®rAOY BO PHUMY um. H. WU. lNupozosa

HayuHble pykoBoautenu: XonnH Anekceit AnekcaHgpo-

BMY — A.M.H., npodeccop. Poccuinckaa petckas KAnHUYecKas
6o0nbHMLA

BeeseHue: bonesHb ge BMBO xapaKTepu3ayeTcA pa3BUTU-
emM paHHel [eTcKol 3sHuedpanonatMmn, CUMMNTOMATUYECKON
anNuAencum C pPesnUCTEHTHOCTbIO K MPOTMBOIMUAENTUYECKUM
npenapaTtam, popmupoBaHMem muKpouedanum, 3agepkomn
NCUXOMOTOPHOrO Pa3BUTUA CO CMNACTUYHOCTbIO, aTaKcuew,
AM3apTpuen, anbTepHUpPYIOLWLERn reMunaernein U CHUXeHUem
YPOBHSA [1t0KO3bl B IMKBOpPE. B HacToAwee Bpema KeToreHHas
aveta agnaetcA BecbMa 3PpPeKTUBHbBIM MEeTOAO0M naToreHe-
TUYECKOM Tepanuu, NO3BONAOWMUM YMEHbLINTb KANHUYECKME
NPOABNEHUA: KYNMPOBATb CYyA0POru, yNy4LWNTb Pa3BUTHE peyn
W ABUraTe/NbHYH aKTUBHOCTb.

AKTYaNbHOCTb: KeTOreHHas AueTa ABAAETCA MeTOLO0M Tap-
reTHon Tepanuun gedumumta GLUT 1 TpaHcnopTépa. Ha AaHHbIM
MOMEHT OHa ABNAETCA NepBOI NUHUEN B nedeHnn 6onesHn ge
BuBO, NOCKONbKY AEWCTBYEeT Ha [MaBHbIA MaTOreHeTUYeCcKui
MexaHM3M 3ToW naTonoruu. bnarogaps nepepacnpegene-
HUIO PaboTbl MUTOXOHAPUI HEPBHbIE KNETKWU HE HYXKAAoTCA B
TpaHCNOPTEpe [1tOKO3bl, YTO BEAET K HOPMAaiM3aLumn cocTon-
HUWA U perpeccy CMMNTOMOB.

PebeHok oT 3 6epemeHHocTH (1 -2011 1, 4eBOYKa 340pOBa,
2 —2014 r, manbuuK 300poB). JaHHan 6epemMeHHOCTb NPOoTeKa-
N1a Ha ¢OoHe yrpo3bl NpepbiBaHUA HA BceM cpoke (npuem [io-
¢dacToHa), OPBU. Npu nepsom Y3U — HapyLleHMe co3peBaHua
niogHoro aiua (co cnos). Poabl Ha 34 Hea,. nyTem K/c (Havano
poL0BOM AeATEeNbHOCTU, NOMbITKA COXPaHUTb BepeMeHHOCTb,
nofTeKaHMe OKONOMNOAHbIX BOA, Ka/lbLMHMPOBaHWE NiaLeH-
Tbl C NPU3HAKaMM CTaPEHUSA), UCTUHHDBIW y3€n NynoBUHbI, Ma-
nosogue.

Mpwn poxpeHun sBec 2190 r., poct 42 cm, no WwkK. Anrap
7/7 6. Haxoamnnacb Ha VBJ1 B TeuyeHue 2 4, B YCNOBUAX PeaHun-
Mauumn 7 aHei. BoinucaHbl n3 P, B Bo3pacTe 8 cyToK (Mo »kena-
HUIO MaTepu).

PaHHee passuTue: ¢ 3agepkkon, nocne 1,5 net — ytpaTa
paHee NPUOBPETEHHbIX HABbLIKOB.

C Bo3pacta 4 mec. pogutenn CTam OTMeyaTb MaATHU-
KoODOpa3sHble ABUMKEHWUA NasHbIX A6/0K. INU30abl MaATHU-
KOODOpPa3HbIX ABUMKEHWIN rna3 oTMeYanucb NPMMEpPHO pa3 B
MmecALl, NPenmyLLecTBEHHO Ha (GOHe yCcTanocTu, MOABWUIOCH
HenocTosaHHoe cxoadAuweeca Kocornasume. 10 ceHTabps 2018 T.
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OTMEYasCca aNU304 TOHNYECKOTrO HaNPAXKeHUA TYN0BULLA U KO-
HeYHOCTeW C LMaHO30M ANUTENbHOCTbIO A0 4-5 MUHYT — pac-
LeHeH Kak adpdeKkTMBHO-pecnmpaTopHbIi npuctyn. Ha cneay-
IOWMI AeHb Y AeBOYKM NOABUINCH KANMHUYECKUE CUMMTOMbI
BETPAHOW ocnbl, Ae60T KOTOPOW COBMan C NOsABAEHWEM HOBO-
ro BUAa NPUCTYNoB B BUAE KOPOTKMUX 3MM3040B YyTPaTbl CO3HA-
HUWA C 3aMUpPaHUEM, OMNYCKaHWeM ronoBbl U a3, auddysHom
aToHMeNn, MHOrda conpoBOXAATCA nNaseHnem. Mo AaHHbIM
B3M 3nu3oabl pacueHeHbl B paMKax aTUMWYHbIX abcaHCOoB.
Monyuyana fenakuH n Kennpy, 6e3 ynydweHus.

MNaHenb «HacneactBeHHble 3nunencum»  (feHomen):
y pebEéHKa BbiABNEHA reTepo3uroTHaa MyTauusa c¢.499G>C
(p.Gly167Arg) B reHe SLC2A1. MyTauus NoATBEPIKAEHA CEKBE-
HupoBaHWem no CeHrepy.

C 01.05.2019 no 10.05.2019 — BBeAeHME KETOrEHHOM Ane-
Tbl. 3a BpeMA NpebbiBaHMA B KMHUKE Y pebeHKa oTmeyvanacb
NONIOXKMUTENbHAA AMHAMMKA OTHOCUTE/IbHO KOTHUTUBHOTO CTa-
Tyca, 3NWNENTUYECKMX MPUCTYNOB U WMHTEPUKTANbHOM 3Nu-
nenTMdOpPMHOIM aKTUBHOCTM MO AaHHbIM BMAEO0-DII MOHUTO-
pUWHra.

CKomneHcMpoBaHa NO KMCAOTHO-OCHOBHOMY COCTOSHUIO.
YpoBeHb KETOHOBbIX T/l B KPOBW CTabUIEH, HAaXOAWTCA B Tepa-
neBTUYECKOM Anana3oHe.

Kypc cTaumoHapHOro HabntoaeHMA U KOPPEKLUN KeToreH-
HOW AMeTbl 3aBeplUeH, NaLMeHT BbIMUCbIBAETCA AOMOM Nof
ANCTaHUMOHHOEe HabntogeHue Bpavyamu KAMHUKKM «Epilepsy
center».

3akntoueHue: CuHapom aeduumta GLUTI, cBA3aHHbIN C
HapyLleHMeM TPAHCNOPTa [/IIOKO3bl B FO/IOBHOM MO3T B pe3y/b-
TaTe myTaumii B reHe SLC2A1, npuBOAUT K HEBPOIOTUUYECKUM
paccTpoiictBam ¢ 60blMM GEHOTUMMYECKMM pa3Hoobpasu-
eMm U1 B HacTosllee BpeMa nogaaetca apdeKTMBHOM Tepanuu.
CnNUHHOMO3roBas MYHKLUMA AO0MKHA OblTb BbINONHEHA Y KaX-
[0r0 NauMeHTa ¢ Nog03peHnemM Ha cuHapom gedumumTta GLUTL
C U3MepeHnem YPOBHA MOKO3bl. CHUXKeHMEe KOHLUEeHTpaLuumm
III0KO3bl B IMKBOPE MeHbLie 2,0 MMOb/N ABNAETCA MOKasa-
HUWEeM ANA MOJIEKYNAPHO-TeHEeTUYECKOro MCCNef0BaHUA reHa
SLC2A1 1 paHHero BBeAeHMA KeTOreHHOW ANeTbI.

B HacToAlee BpemA KeTOreHHaa AueTa ABAAETCA BeCbMa
3bPEeKTUBHbIM METOLOM NaToreHeTUYecKol Tepanun, No3Bo-
NAWMM YMEHbBLUUTb KNMHUYECKME NPOABAEHUA: KYNMPOBaTb
CYL0pOru, yNy4ylwnTb peyb U ABUKeHuA. KeToHOBble Tena npo-
HUKAIOT Yepes remaTosHuedanmueckunini bapbep nocpescTsom
Aapyroro 6enka-TpaHcnopTepa u,Takum obpasom, obecneumsa-
10T MO3r Heob6XOAMMbIM KOIMYECTBOM 3HEeprun ana metabo-
nm3ma. KetoreHHasa AmneTa, Kak nNpaBmio, XOPOLLO NepeHoCUT-
€A nauueHTamu. MporHos 6naronpuATHbIN, €CAN KeToreHHas
OMeTa HaYMHaAEeTCA B paHHEM AeTCTBe.

Y Bcex HabtogaeMbIx HaMM NALLMEHTOB BbIsiB/IEHbI Pa3Hble
no tuny mytaunm B reHe SLC2A1. B cBA3M C MasbiM YNCAOM
HabnoaeHW He NpeacTaBAAETCA BO3MOMXHbIM MPOBECTU re-
HO-beHOTMNUYEeCKne Koppenaumu. Bce naumeHTbl nonyyaroT
KeTOreHHylo AneTy Ha GOoHe KOTOpO OTMeYeH MONOXKUTENb-
Hbl/i 3GGEKT B N€YEHUN aNuUIencum, oAHaAKO NCUXOHEBPOJIO-
rmyeckuii aeduunT B BUAE AUCKOOPAMHALMUU ABUNKEHUN U
OM3apTpum coxpaHaetca. MeamuKo-reHeTUYecKoe KOHCYNbTU-
poBaHMWe ceMby, B KOTOPOU pebeHOK MMeeT NoATBEPKAEHHbIV
cmHApom GLUT1 BaXKHO Npu naaHMpOBaHUM cheayowei be-
pemMeHHOCTU. Tun HacnefoBaHWA ayTOCOMHO-AOMUHAHTHbBIN,
PUCK Nepeaayv NaToreHHoOW MyTaLmu OT poguTeneit K pebeHky
coctasnaet 50%. Mpwu BbiIABAEHUN MyTaumn B reHe SLC2A1 y
npobaHaa peKoMeHAyeTcs MpoBeAeHUEe MONEeKYNAPHO-TeHe-
TUYECKOro TECTUPOBAHWUA ero poauTenei, NOCKONbKY poauTe-
I MOTYT UMETb CYOKANHMYecKyto dopmy 3aboneBaHus.
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KAMHMYeCKn CAy4Yam HEOObIYHOTO TeYEHNSI HEUMMYH-
HOro COXAPHOro Anaéera

3aBapkuMHa AHHA AneKcaHApPOBHA
BO lempo3asodckuli 2ocydapcmeeHHsbili yHugepcumem

HayuHble pykoBoautenu: Bapnamosa TatbAHa BaneHTUHOB-
Ha — K.M.H., goueHT. BO lMNeTpo3aBoaCKuiA rocyaapCcTBEHHbIN
yHUBepcuTeT

MaTonorus yrnesogHoro obmeHa y getel, NnpMBogALLas K
CUCTEMHOMY HAPYLUEHWIO PAa3BUTUA, OCTAETCS Cepbe3HOM Npo-
6nemoli neguaTpum.

MpoaHanM3MpoBaHa ucTopua bonesHn pebeHKa, 4eBOYKM
M., 120, o6cnepgoBaHHOM B LleHTpe AeTCKOM SHAOKPMHONOTUK
n ractposHTeponornun NbY3 APB r. MNeTpo3aBoacka, No pesynb-
TaTaM BbIMOJIHEHO ONUCaHWE HEOBbIYHOTO TeYEHMA CAXapHOTo
AnabeTa Ha GOHe MHKPETOPHOM AUCOYHKLMMN NOAKENYA0UYHOM
Kenesbl.

PebéHOK Habnoganca B OTAENEHUM C AMArHO30M caxap-
HbI AnabeT Ha GoHEe MHKPETOPHOW AUCOHYHKLMU MoaXKeny-
OOYHOW Kenesbl.

ConytcTtytolwme 3aboneBaHUA: XPOHUYECKWUIA racTpoay-
OLEHUT: AYyOAEHUT, AYOAEHO-racTpasibHbl pedatokc 2 cT,
runpeToHyc nunopyca, Helicobacter pylori. Kanbunduumpyto-
Las naHKpeaTonatusa. PaccTpoMCTBO BEreTaTMBHOW HEpPBHOM
cuctemsl (BCA), HecTabmnbHOCTb LWENHOro oTAena No3BOHOY-
HUWKa (C3-4, C4-5).

Kanobbl Ha nepuoauyeckme 6011 B anuracTpun 6es Hapy-
LIEeHWA CTyNa, TOWHOTA, FO/IOBOKPYKEHME NPU PE3KON CMeHe
NnosioXKeHuA Tena.

Bnepsble obpaTmMnacb 3a MeAULMHCKOM NMOMOLLbIO B BO3-
pacTe 10 neT ¢ }kanobamm Ha rMNePrAIMKeMUIO HaTOLWaK 4o 8,2
MMOb//, B TedeHne aHA Ao 11,1 mmonb/n, notepto Beca Ha
3,5 Kr 33 5 mecaues, NOAMAMNCUIO, pPeLMaAnBMpPYIOLWME NUO-
aepmun.

B ctaumoHape cMmntomoB AuabeTa BbiSIBNEHO He 6blno,
IIMKMPOBaHHbINW remornobuH (IT) — 5,3% — Hopma, Becosas
npubaBKa NOMOXKMUTENbHAA, HOPMOI/IUKEMUA B TeYEHUEe AHA
6e3 cobnofeHnA orpaHMyeHnin B nuTaHun. Mpu nposeseHum
OpanbHOro TNtOKO30-ToNepaHTHoro Tecta (OFTT) BbiABAeH
AnabeTnyecknin TN KPMBOM: caxap KPoBWM HaTowak — 8,49
mmons/n, 14— 11,89 mmonb/n, 2 4 — 6,92 mmonb/n. Bbinu-
caHa Ha AMeToTepanunu, OCyLLECTBAAET KOHTPO/b MIMKEMUU C
NMOMOLLbIO I/TIOKOMETPA.

Yepes 6 mec M- 5,5%. OI'TT: HaTowWwakK — 6,2 mmosnb/n, 14—
6,1 mmonb/n, 2 4— 7,3 MMoAb/A, UHCYAnH — 9,2 MKEA/MmA.

Mo rntokonpuHTy 37 nccnefoBaHui 3a mecsal,: 5% — runepr-
nvkemus (oo 12 mmonb/n), 95% — Hopma.

AHaMHe3 M3HU: HeAOHOWeHHbI pebeHoK oT 4 bepe-
MeHHocTU (yrposa npepbiBaHusa), BCO, aebuuut seca, oT 2
CPOYHbIX poaos. Bec — 2160 r, annHa — 45 cm, no Anrap — 6/7
6annos., BbIxaXknBanacb B OTAE/EHUN HEAOHOLIEHHbIX AeTEN:
NNUHC, UBK 1 cT cnesa.

HacneactBeHHOCTb OTArOWEHa NO afNepronaTonormm: pe-
LUMAMBUPYIOLLME TAPUHTOTPAXEUTbI, CUHAPOM TUMNEePPeaKTUB-
HOCTM AbIXaTe/IbHbIX NyTeMn.

Mpn ocmoTpe — COCToAHME yaoBAeTBOpUTEbHOE, 60/b-
WKMX CMMNTOMOB AuabeTta HeT. TenloCnoXKeHue npaBubHOE,
NOHWMXEHHOTO NMuTaHuA, poct 153 cm (+1,3 CO), Bec 37,9 kr,
npubasKa B Bece 3a 6 mecAues coctasuna 1,6 kr, UMT 15,8 kr/
M2 (-0,9 SDS UMT).

IT—A1C5,7%. OITT: caxap KpoBM HaToLWaK — 5,3 MMOAb/A,
yepes 60 MUHYT — 8,2 mmonb/n, Yepe3s 120 muHyT — 7,06
MMONb/N.

Konporpamma — npmsHaku ¢pepmeHTaTMBHON HeaocTaTou-
HOCTM, raCTPUTUYECKUIN CUHAPOM.

Mo pgaHHbIM Y3U noa)KenyaoyHasa »Kenesa He yBeau4veHa,
CTPYKTYpa He OAHOPOAHAA, MHOMECTBEHHbIE Me/IK1e rnneps-
XOTEHHbIe BKIOYEHUA.

[OnHaMuMKa: Ha OTAeNeHUN COCTOsIHME CTabubHOE, Kanob
HeT, 6osieit B KuBoTe, cumntomos CA Het, ALl — 100-120/65-70
MM PT CcT — 6€3 HapyLieHnit, 06MOPOKOB HeT. MNpu KoHTpone
OAHHBIX 33 TMMNEPIIVKEMUIO, FOKO3Yputo HeT. Mo AaHHbIM
Y3W BbiABNAEHbI UISMEHEHMA NOAKENYA0UHOM Kenesbl — Kanb-
ymHatbl. C yuétom aHamHesa, obcnenoBaHma — CL, HEMMMYH-
HbI, Ha GOHE MOopaKEHUA UHKPETOPHOW GYHKLUUM NoaXKeny-
[0YHOW Kenesbl, NONHasA KAMHUKO-NabopaTopHas pemuccmn
Ha poHe aneTbl. KOHTponbHOE 3HAOCKONMYecKoe obcnenosa-
Hue: ayopeHuT (H. pylori). Ha ¢oHe ametbl No 9 gocTurHyTta
KomneHcauma guaberta.

PaccmoTpeHHbIl Bbllwe KAMHUYECKUiA pa3bop AeMOHCTpU-
pyeT ciyyai HETUNMWYHOTO Hayana U TeyeHua 3aboneBaHus,
KOTOpbIN NoTpeboBan yrnybaeHHOW ANAarHOCTUKN 15 BEPHOM
NOCTaHOBKM AMarHos3a.

KAMHMYEeCKUI CAYHON HELLeAUAOKUMAHOM YYBCTBUTEABHO-
CTU K TAIOTEHY

lOpueHko Oneca AnekceeBHa, MapKkenos Bagum
Bnapgucnasosuu, Kopotkos-[lpersano AnekcaHap
3ayapAoBuy

BonezoepadcKuli eocydapcmeeHHbll MeOuyuHCKull yHusepcu-
mem

HayuHble pyKkoBogutenu: asbiaosa AnbbunHa HukonaesHa —
K.M.H., OLEHT. Bonrorpagckuin rocyaapCTBeHHbIM MeANLNH-
CKWI yHUBepcUTET

LiennakuiiHbli cMHAPOM (HeueNVakuiMHas 4yBCTBUTE/b-
HocTb K rtoTeHy (HUYT)) — cuHapom, xapaKTepusytolmiics
HEenepeHOCMMOCTbIO [II0TEHa, He ABNAETCA annepruyeckum
M ayTOMUMMYHHbIM COCTOSIHUEM, MPU KOTOPOM ynoTtpebieHune
FNIOTEHA MOXKET NPUBOAUTL K BO3HMKHOBEHMIO Mpeumylue-
CTBEHHO KMLUEYHbIX CMMNTOMOB, CXOAHbIX C NPOABAEHUAMMU
uenvakuu. NocrtaHoBKa gmarHosa HUYT TpebyeT nckaouyeHms
aToro 3abonesanusa. HUYT He conpoBoXAaeTca OTCTaBaHUEM B
b13nYecKom 1 NONI0BOM PA3BUTUM, CHUMKEHMEM MACCHI Tena U
ayTOMMMYHHOM UK annepruyeckoin KomopbuaHoctoeto. Mpea-
nofiaraeTca, YTo B OCHOBE Pa3BUTMA 3TOr0 CMHAPOMA NEXUT
BAVUAHUE U3MEHEHHON MUKPOBMOTbI U METaboMTOB MNIOTEHA
Ha HelpopeuenTopbl U cnaboe BocnaneHue CaM3UCTON 06o-
JIOYKM KULIeYHMKa 6e3 atpodpumn. HUYUT yauwe BcTpeyaetcs y
B3pOC/IbIX, M NPOABAAETCA B MOJIOAOM BO3pacTe.

NaumnenTre M., 2 roga 4 mecaua, bbin NOCTaBAEH AMArHO3
Le/IMaKMUIMHbIA CUHAPOM Ha OCHOBAHUM KAMHUYECKON KapTu-
Hbl (Avapes, MeTeopM3am Nocne Npuema NuLLM, cofeprKallein
rntoTeH), N1abopaTopHbIX AaHHbIX (OTCYTCTBME ayTOaHTUTEn K
rAaanHy Knacca IgAn K aHgoommsnio Knacca IgA, uyto Ha 95-
98% WCKIOYaeT AMarHo3 LeIMaknm), Npyu 3TOM BHEKULLEYHbIe
NPU3HaKK OTCYTCTBYHOT. [lMarHo3 BepuduumMpoBaH B pesynbTa-
Te reHeTuMyeckoro obcnenoBaHuA. bbin HasHayYeH pexum nu-
TaHWA C OrpaHMYeHneM NMPOAYKTOB, COAEepKallmx rntoTeH. Ha
¢doHe 6e3rNtoTeHOBOM ANETbl COCTOHME pebeHKa yy4lWwnaoch
W LUeNMaKUMHBIN CUHAPOM NepeLlen B CTaguio KAMHUKO-1abo-
paToOpHOW pemmccum.

Poautenu naumeHTku M. npusenn eé Ha NAaHOBbI OCMOTP
B MOJMKAMHUKY T. Bonrorpaga. Ha momeHT ocmoTpa kanob
HeT. O6BbEKTUBHO: COCTOAHWE YA0BAETBOPUTENbHOE, pebeHOoK
aKkTMBeH. ComaTnyeckunin ctaTyc 6e3 OTKNIOHEeHW OT BO3pacT-
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HO HOPMbl. PEKOMEHZOBaHO: paclMpeHue AMeTbl U AaNb-
Heiwee HabalogeHVe y Bpada-reHeTuKa.

LlennakuitHbli CMHAPOM ABNAETCA peaKum 3abosneBaHu-
em. [lna ero nocTaHoBKM TpebyeTca UCKIUYEHUE LenMakum
nocpesacTBOM MpoOBeAEeHUs KAMHUKO-nabopaTopHoro obcne-
[OBaHWA M TEHETMYECKOro KOHCYNbTMPOBaHMA. B JaHHOM
Clydae cBOeBpemMeHHas MOCTaHOBKA AMarHosa nossoavna B8
MaKCMMaNbHO PaHHME CPOKU UCKAIOYUTL M3 AMETbI IIOTEH U
[06UTLCA KAMHWUKO-1abopPaTOPHOM peMUCCUU.

KAMHMYeCKU CAYHOM NALMEHTA C AOKPUCTUYECKUMU
MPUCTYNAMM, BbISBAHHBIMU FAMAPTOMOM MMMNOTAACMYCA

PycckuH Bagum Onerosud, TypumHey, AnekcaHap
Mupocnasosudy, OmenbyeHko CBetTnaHa BagumosHa,
ApanumoBa Hapgexpa CepreeBHa

®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pykoBoautenu: XonuH Anekcelt AnekcaHapoBuy —
4.M.H., npodeccop. PrAOY BO PHUMY mm. H.U. NMuporosa

BBegeHue: famaptombl runoTtanamyca (IT) — aTo pegkue
(1 cnyyalt Ha 200 000) reHeTUYECKM AETEPMUHUPOBAHHbIE
NMOPOKM Pa3BUTUA MepesHEro runoTasamyca, npoasastowme-
€A ANUAENTUYECKMMM NPUCTYNammn (M3MeHeHUa noseaeHus),
KOTHUTUBHOM 3a1€PXKKOWM U MNCUXMATPUYECKON CUMNTOMATHKA.
lamapTombl YBE/IMYMBAOTCA NPONOPLUOHANBHO POCTY FON0B-
HOro Mo3ra, MO3TOMY MX pasmep OTHOCUTE/IbHO MO3ra Bceraa
OCTaeTcA NOCTOAHHbIM. B 60/1bLUMHCTBE c/lyYaeB obpasoBaHue
ramapTombl rMNoOTasiamyca CBsA3aHO ¢ myTauumen B reHe Gli3,
peXke Npu reHeTUYeCKoM UCCNe0BaHUM NATONOMMU HE BblsB-
nAaeTcA. AKTYaNlbHOCTb TEMbI CBA3aHA C TEM, YTO Camble YacTble
NPOABNEHUA FaMapTOMbl TMMOTanamyca — 3NUAENnTUYECKUe
npucTynbl, B GONbLWIMHCTBE C/ly4aeB renactuyeckue (npu-
CTYNbl CMeXa), peXke AakpucTuyeckue (niay, oTpuuaTtenbHble
amoumu). B cBA3M ¢ maHndecTaumein B paHHEM BO3pacTe po-
OMTENN Y BPayM 3a4acTyto He yAeNsaT AO/KHOMo BHUMaHMUA
NapoKCM3MaM M3MEHEHUA NMOBeAEHMA, YTO BeAeT K No3aHen
OMArHOCTUKe U yXyALEeHUM MPOrHO3a XMPYPruyeckoro aeye-
HUA. JaHHbI cnyYait UANOCTPUPYET CBOEBPEMEHHOE BbiAB/E-
HMe NoBeAeHYeCKMX MPUCTYMNOB 1 NOCTAaHOBKY AMarHosa.

KnnHuyeckuin cnyyaii: MaumeHT H., gaTa poxKaeHua —
14.07.2019. HacneactBeHHOCTb He oTArowieHa. bepemeHHOCTb
nepsas, 6e3 ocobeHHoCcTeN, Poabl camocToATe/bHbIE, B CPOK
(39 Hepens). Bec 3350 1. PocT 52 cm. OueHKa no wkane APGAR
8/9 6annos.

C nepBOro mecsaua *M3HU MaTb OTMeYasa anNn3oabl — pe-
DOeHOK 3aKaTblBan rnasa, B34parnean W naakan, AaHHble anu-
304,bl OblIN CTEPEOTUMHBIMUK, CO CIOB MATEPU BbIAENANNCH HA
¢$oHe HopManbHOro nnava pebeHka. Mo mecTy XKuTenbcTsa 06-
cnepoBaHMe M neyeHne He HazHavanocb. B oktabpe 2019 roga
06paTuANCh K HeBPOJIOTY — Bbla1 HazHa4YeH BUAEe0-II MOHUTO-
puHr u MPT nccneposaHune. Ha MOHUTOPUHIE OTMEYANOCh He-
CKO/IbKO KAMHUYECKMX COBLITUIN — AaKPUCTUUYECKME NPUCTYIbI,
conpoBoXgatowmecs anunenTMGopPMHON aKTUBHOCTbIO B Jie-
BOM 33aZHEBMCOYHO-TEMEHHOM WM MPaABOM /JIOOHOM pervoHe.
HecKkonbKo 3nM3040B He CONPOBOXKAA/NMUCH MAaTONOMMYECKOM
aKTMBHOCTbIO. MPT: ramaptoma runotanamyca. HasHauveHa
NPOTUBOCYAOPOXKHAA Tepanua, NauueHT ABAAETCA KaHAMAaa-
TOM Ha XMPYPruyecKoe neYeHne — nasepHyr abaaymto.

3aKkntoyeHue: dNUaenTUYeckne NPUCTynbl U3SMEHEHUA AB-
NAOTCA XapaKTEPHbIM KAUMHUYECKMM MPOABAEHUEM FamapTo-
Mbl TMNoTanamyca. PaHHee obHapyKeHue 3TUX peHOMeHOB
CnocobcTByeT MaKCMMa/IbHO PaHHEMY Hayasny NedyeHus, YTo
BMOCNEACTBUM CKaXKeTCA Ha NPOrHo3e pe3ynbTaToB XMPYPruu.
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KAMHMYECKMIA CAYHOM NALUUEHTA C CUHAPOMOM JA-
BAPACA

Banyes CemeH AnekcaHaposud, Bepaunesa MNoHenb
My6apus Kbi3bl, BaipamoBa Jlaypa ByrapoBHa, 3aknuuKas
Enusaserta lOpbeBHa, KosbiHueBa MonnHa imutpuesHa

®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pykoBoautenu: Yrivuknx AHapeit Knasamesuy —
4.M.H., npodeccop. PrAOY BO PHUMY mm. H.U. NMuporosa

CuHapom 3aBapaca — reHeTMyeckoe 3abosieBaHue, Bbli-
3BaHHOe yTpoeHMem 18 mapbl XPOMOCOM, BCTpeyvatoLleeca ¢
yactoToi 1: 5000-7000 HOBOPOXKAEHHDIX U XapaKTepuaytoLie-
ecA MHOroYMC/IEHHbIMM NMOPOKAMM Pa3BUTHA.

PebeHoK A., 2 mec. (a.p. 21.09.19 . ) oT 5, npoTekaswel
C TOKCMKO30M B TeuyeHue Bcell bepemeHHOCTH, 4 npexaes-
pemeHHbIX poaoB Ha 35 Hegene bepemeHHocTU KecapeBbim
ceyeHnem. Macca Tena pebeHka Npu poxAeHUU cocTasaana
1500 r, gnvHa — 38 cm, OKPYXKHOCTb rpyau — 25, OKpyXKHOCTb
ronosbl 30 cm, oLeHKa Mo WwKane Anrap 4/6 6annos. CoctosHue
npv poXAeHUMN TAXKeNoe n3-3a npoasnexHuii [1H, no nosoay Ko-
Topon Haxoamnca Ha UBJT ¢ poxkaeHus. MoaospeHune Ha aTpe-
310 nuuesoda. 22.09.19 r. ana ganbHelwero obcnenoBaHUsA
1 neyveHua nepesegeH B OPUT ANKB um. H. ®. dunatosa. Mpu
OCMOTpe cocTosiHMe pebeHka — Taxenoe. OTmevaeTca “nTu-
ynin” deHoTun, Bonee KpynHasa no CPaBHEHUIO C TY/IOBULLEM
ronoBa, LWMPOKanA nepeHocuLLa, ABYCTOPOHHEE paclienieHne
BEpXHeW rybbl, TBEPAOro N MArKoro Heba, KOpoTKan LWweA. AHyC
B NPMBLIYHOM MeCTe OTCYTCTBYeT. PeHTreHorpaduyecku nog-
TBEpP)KAEHa aTpesusa MulLeBoAa C TPAXeonwLLEeBOAHbIM CBU-
wom (TNC). No aaHHbiMm IXO-KI AMMXKIM tmn Il (STS-EACTS),
OAI, nero4Hasa runepteH3una. Yuntbisasa Hanmuune TINC 1 HeBo3-
MOXKHOCTU aekomnpeccum KT 23.09.19, 6b1710 BbINOJAHEHO
9KCTPEHHOE OnepaTMBHOE BMELLATeNbCTBO: paccevyeHne 1 ne-
pess3Ka TMNC, BbiBeAeHMe 330¢aro-, ractpo- n curmocTom. Mpu
NoCTynaeHUn U3 ONepaLlMOHHON COCTOSHUE pebeHKa TaxKenoe
B CBA3M C HApOCLUel AblXxaTeNbHON U cepAeyHoM HegocTaTou-
HOCTAMM, OTEYHOTO CUHAPOMA, rMnoTeHsum (4o 31/23 mm.pT.
CT.). Hauata nHoy3us JonamuHa 4 mkr/ Kr/ muH. Ha ¢poHe Kap-
AMNOTOHMYECKOM 1 Ba30MPecCOPHOM NOAAEPHKKM, NPUMEHEHUA
ONYPETUKOB coCTosiHME pebeHKa cTabunnsmposanocb. Yayu-
WWANCb MOKasaTen cepaeyHoln AeATeslbHOCTU, HOPMan3o-
Ba/ICA AMypes, 3HAUYNTENIbHO YMEHbLUMUIICA OTEUYHbIN CUHAPOM.
Yaanocb yiuTM OT KapAMOTOHMYECKOW NOAAEPKKMU, CMATYUTD
pexxum UBJ1. Hanagunca naccaxk no XKT: 3a cueT otgensemo-
ro N0 CUrMoOCTOMe, MO FracTPOCTOME MaTO/NIOTMYECKOro OTAEeNA-
emoro He 6b110. 30.09.19 r. oTMeueHa pe3Kas oTpuLaTeNbHas
AMHamUKa B BuAe nageHuna Sp02 no 65%, BbipaxkeHHOro oTeKka
npaBoW MONOBUHbI FPYAHOM KAETKN U wen. Mo gaHHbiMm Y3U 1
Pl — npaBocTOpoHHMI rgpoTopakc. Mocne NyHKLMK U ApeHu-
POBaHWA NOAYYEHA XMNE3HAA KUAKOCTb, K 06.10.19 r. Ha doHe
npuema OKTpeoTMaa 06beM XWNE3HOro OTAENAEMOro Ccylie-
CTBEHHO yMeHbLUM/CA. B HacTosLLee Bpems cOCTOsiHUE pebeH-
Ka cTabunbHoe. Macca Tena — 1490 r, anvHa — 40 cm.

CuHapom daBapaca 6bi1 3anoao3peH Ha 20-11 Hegene bepe-
MEHHOCTU 1 NOATBEPKAEH MOC/e POXKAEHNA 3a CUET XapaKTep-
HOro $eHOTMMNA M FeHEeTUYECKOTO UccneaoBaHma ot 25.09.2019.
PeweHunem BpayebHoi Kommccum ot 10.10.2019 r. 6bin ycTa-
HOB/IEH Ma/INATUBHbIN CTaTyC MauMeHTa U 3anpoLLeH ero ne-
peBoA, B OTAeNeHWe MaNNNaTUBHON MEeAMLMHCKOM MOMOLLM
MOpP030BCKOWM rOPOACKOMN AETCKOMN KNMHMUYECKON BONbHULLbI.

[aHHbI KIMHUYECKUI cnyYait NpeacTaBAAeT Hay4yHO-MpakK-
TUYECKYIO LLeHHOCTb, IEMOHCTPUPYA, YTO CBOEBPEMEHHAA AU-
arHOCTMKa pefKo BCTPeyaloLweinca BPOXKAEHHOM NaTonorumn B



CERUVST TTEANATPAGT

COYETaHUN C KOMMIEKCHOM CMH,CI,pOMaI'IbHOlz Me,CI,MLI,MHCKOl;'I
NOMOLLbIO, B TOM 4YuUcne n NananaTMBHOM, yny4ywaeTt cocrtoA-
HWE N Ka4eCTBO XXU3HU NaLNEHTOB.

KAMHMYeCcKu CAy4am nepBUYHO-MHOXXECTBEHHOM 3A0-
KOYECTBEHHOM OMYXOAU Y NALUEHTA C PETUHOOBAACTO-
Mo

Ty3sosa Enusasera AnekcaHgpoBHa, Bnacosa Bepa
EBreHbeBHa, LLlyToBa AnekcaHapa AimutpmuesBHa

®rAOY BO PHUMY um. H.U.Mupozosa

HayuHble pykoBogutenu: Ywakosa TaTbaHa J/IeOHMA0BHA —
4.M.H., npodeccop; KOrai Onbra ButanbesHa. HMWLL oHkono-
rmn umenun H.H. bnoxnHa MuHsgpasa Poccumn

O6ocHoBaHMe. MepBUYHO-MHOKECTBEHHbIE 3/I0KAYECTBEH-
Hble onyxonun (MM30)— ofHa M3 UHTEPECHbIX U HE40CTAaTOYHO
M3yyeHHbIX obnacteit getckolt oHkonoruu. NMM30 xapaKte-
pU3yoTCA BO3HUMKHOBEHMEM ABYX U Honee 310Ka4eCcTBEHHbIX
HOBOODOPa30BaHWU y 0AHOTO HONLHOIO, KaK CUHXPOHHO, TaK U
nocsnefoBaTeNbHo.

OnucaHue KAnHWYeckoro ciyyad. MNpeacraBneH KAnHUYe-
CKMI Cny4Yan naumeHTa B Bo3pacte 11 mec. ¢ AnarHosom 6u-
natepanbHas petvHobnactoma (PB) ¢ KanHWYeckon ctaguei
T2cNOMO u rpynnoit E OU. MoneKynspHO-reHeTUYeCcK1i aHa-
/13 BbIABWA repMMUHaNbHyto myTaumio ¢.1937del4N, p.S646FS
B 19 3K30He oHKOCynpeccopHOro reHa RB1 B reTepo3nrotHom
COCTOAIHWUW, ACCOLMMPOBAHHYIO C Hac/ieacTBEHHOM dopmoit
PB. MonbiTKa OpraHOCOXPAHSIOLWEro /IeYeHnsa B 0ObEME Xu-
MWONY4EBOWN Tepanunu oKasasacb YCMelHOW M 3aBepLumniach
B utoHe 2013 r. B ceHTAbBpe 2016 r. pOACTBEHHUKN OTMETUAN
MPUNYX10CTb B NE€BOI BUCOYHOW 06/1aCTU. MMCTONOIMYECKOE U
MMMYHOTUCTOXMMUYECKOE WCCefoBaHne BepuduumpoBano
aNbBeoNIAPHY0 pabaommocapkomy. KomnniekcHoe obcnepo-
BaHWe He BbIABW/IO PErMOHapPHbIX U OTAANEHHbIX METacTa30B..
BbicTaBneHa KAnHuYeckas ctaguns T2bNOMO. MpoBegeHo Kom-
NNEKCHOEe NeyeHne (NoanxMumuoTepanus, yaaneHue onyxoniu
1 Nyyesan Tepanus). SleyeHne 3aBepweHo 25.01.18. 6e3 npu-
3HaKoB 3aboneBaHunA. CpoKk HabnoaeHNA 6e3 NpusHaKos nep-
BOro 3a60/1€BaHNA C MOMEHTA OKOHYAHWUA IeYeHUs COCTaBU
6 et 3 Mec., C MOMEHTa OKOHYaHUSA fIeYyeHuns BToporo 3aboe-
BaHuA — 1rog 8mec.

3akntoyeHure.Ons passutna NMM30 cywecTBytoT $aKkTopbl
PUCKa, TaKMe KaK reHeTUYecKaa AeTepmMuHaLMA, TUN NeveHnn
NepBoro 3/10Ka4eCTBEHHOTO HOBOOBPa3oBaHMA, BAUAHME pak-
TOPOB OKpY)KaloLel cpeabl U KOMBUHALMIO NHOBbIX M3 3TUX
¢daKkTopoB. B npeacTtaBneHHOM KNIMHUYECKOM C/ly4ae BO3HMK-
HoseHue NMM30 y naumeHTa BepoATHee BCero CBA3aHO C Hau-
ynem MyTaLMK B OHKocynpeccopHom reHe RB1 n ncnonb3osa-
HWUKM B NevyeHumn PB nyyesoi Tepanuu.

KAMHUYeCKUI CAy4Or NO3AHEN AUATHOCTUKU CUCTEM-
HOM KPACHOM BOAYOHKN

ManaxoBa InuMHa BeHnammuHoBHa, A6pamoBsa MonuHa
BukTopoBHa

®rAQY BO PHUMY um.lMupozosa MuH30pasa Poccuu

HayuHble pyKkosogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H, goueHT. Mopo3osckaa KB 13M

bonbHasa 0., 17 net, noctynuaa B OTAe/IEHNE reMaTonornm
C *Kanobamu Ha OTeK NeBoi HOrn 1 6onesHeHHOCTb. M3 aHam-
Hesa: peunamBupyroLLMn nneopemopanbHbiit Tpombo3 ¢ mas
2015 ropa. B pebiote 3aboneBaHnsa NpoBOAMAACH Tepanus:

8/B MHOY3NA renapuHom, ganee GpakCMNapUHOM C NOONKM-
TenbHom apdekTom. B Hosbpe 2015 roga peunamns Tpombo-
3a, Nonyyana renapuHoTepanuio, ganee BapdpapvH u dnebo-
OVUYM C MOJIOXKUTENIbHOW AUHAaMWMKOW. Peumavsbl Tpombo3a
CNYYUNUCL B aBrycte, oktAbpe 2016 roaa, sHBape U mapTe
2017 ropa, CnpoBOLMPOBaHHbIE WMHPEKUMOHHbIMUK 3abose-
BaHMAMM (cTpenToaepmus, OPBUM). o maa 2017 roga nony-
Yasa HU3KOMONEKYNAPHbIM renapuH, OTEK IEBON FONEHU CO-
XpaHanca. B ceA3n ¢ yem B mae 2017 noBTOPHO NpoBOANNACH
TepanuA. J1abopaTOpHO BbIAB/NEHO: MOBbIWEHUE AHTUTEN K
docoonnnngam, KapanonmnuHy, beta-2-rmmukonpoTtenHy. Mpu
OCMOTpE COCTOAIHWE CpefHeln TAXKECTU, HAa IeBOMN roNeHu NAT-
Ha rMnepnurmeHTaLmm u oyarosble MHOUALTPATbI, YMEPEHHO
6e360n1€e3HeHHbIe NpW Nanbhaunn. OTeK MATKMUX TKAHEN eBoM
Horn. CycTaBbl BM3yaNbHO He W3MeHeHbl,6e360/1e3HeHHbIE,
ABUXKEHUA B NOIHOM obbeme. Habntopaetca obunbHoe Bbina-
neHve Bonoc. Mpu obcnenoBaHMm Ha cneumbuyeckme ayToan-
TUTENa BbIABEHO 3HAYUTE/IbHOE MOBbILIEHWE YPOBHSA aHTUTEN
K AsycnupanbHoi JHK (6onee 200ME), a TaKxKe BbICOKUIM TUTP
aHTUTeN K KapauonunuHam u 6eta-2-rankonpotenHy. Mo aaH-
HbIM Y3/ NpU3HaKM HEOKKAO3MOHHOTO TPOMB03a NOAKONEH-
HOM M MaNol NOAKOXKHOW BEH S1eBON roneHn. Ha ocHoBaHUK
NMOMIyYEHHbIX [AaHHbIX Obl1 nocTaBiaeH AuarHos: CuctemHas
KpacHas BONYaHKa. BTOpMYHbIA aHTUOCHOAMNUAHBIN CUH-
apom. B otaeneHun 6bina HasHauyeHa MMyHOCYnpeccuBHas
TepanuA rMIOKOKOPTUKOCTepoMAaMm A NepopasbHOro npu-
eMmMa, a TaKKe rMapPoKCUXNopoxmH. CocToAaHMe AeBOYKM CTabu-
IU3MPOBANOCh, NEPEHOCMMOCTb Tepanuu yAO0BAETBOPUTENb-
Has. Mocne oTMeHbI TMAPOKCUXIOPOXMHA Y AEBOYKN TPOMOO3
obuieli beapeHHol apTepun. NMposeaeHa TPOMB3KCTpaKLms. B
Hoabpe 2017 roaa Brepsble BbiABNEHbI UISMEHEHUA CO CTOPO-
Hbl cepAla: HeAOCTaTOYHOCTb aopTasbHOro KnanaHa ll-lll ¢t ¢
60nblUMM TPOMOOM Ha CTBOPKE a0PTasbHOrO KnanaHa B no-
JI0OCTU NeBOTro Xenyaouka. Ha IxoKl BbifABAEH acenTUYecKui
3HAOKapAuT. AuarHos: MNMpruobpeTEHHbIN NOPOK aopTasibHOro
KnanaHa. Taxenasa HeAOCTAaTOMHOCTb AOPTa/IbHOrO KaanaHa.
A.R. llI-IV cteneHn. HegocTaTO4YHOCTb MUTPaNbHOIO KnanaHa
crenenun. HK I-1l cT. Monyyana aHTMBAKTEpPUANbHYO Tepanuto.
B cBA3M ¢ peunamusupyowMmm Tpomb03amMn 1 CoXpaHAtoLLen-
CA BOCMA/IMTENbHON aKTUBHOCTbIO Ha GOHEe CHUMXKEHUA [03bl
'K HayaTa Tepanua uuToctaTukamm. B aBrycte 2018 roga pas-
BUCA TPOMBO3 NOBEPXHOCTHOM BEHbI IeBOM rosieHun. B KoHue
aBrycta npousollen paspbiB KUCTbl ANYHWMKA,MPOBEAEHO XU-
pypruyeckoe BmellaTenbcTBo. Ha AaHHbIM MOMEHT AeBOYKa
nonyyaet NOAAEPKUBAIOLLYIO Tepanuio, COCTOAHWE Ya0BAeT-
BOPUTENbHOE, AMHAMWYecKkoe HabntogeHue. MpuseaéHHoe
ONMCaHWe AeMOHCTPUPYET NO3LHIO AMArHOCTUKY CUCTEMHOWM
KpaCHOW BOMYAHKM C Pa3BUTUEM OC/IOXKHEHUIA.

KAMHMYeCKUM CAy4a NOAMOMUEAUNTA, BbI3BAHHOIO
LIMPKYAUPYIOLLUM NOAMOBUPYCOM BAKLMHHOTO MPOMUC-
XOXAEHUS

dununnosa AHactacua AneKkceesHa', TypumHel, AnekcaHap
Mupocnasosuu?, CanaxetguHosa Aguna PyctemoBHa?,
PycckuH Bagum Onerosuu?

'Pocculickuii yHusepcumem Opyx6bi Hapodos, 2Pocculickuii
HaYUoHanbHelIl uccnedosamesnscKulli yHUsepcumem um.
H.U. Mupozosa

HayuHble pyKkoBoautenu: XonnH Anekcelt AnekcaHapoBuY —
0.M.H., npodeccop. PrAOY BO PHUMY mm. H.U. Nuporosa

BeeneHue: MNMonmomuennt — octpoe MHPEKLMOHHOe 3a-
6onesaHue, Bbi3biBaemoe Poliovirus hominis — Bupycom u3
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cemelictBa Enterovirus, TPOMHbIM K NepesHUM poram CrnuH-
HOro mo3sra. B knuMHuuyeckol KapTMHe npeobnagaoT cMmnTo-
Mbl MOpPa*KeHWA MepefHUX POroB CMMHHOIO MO3ra — BA/ble
napesbl U napanvyn. Mocne NMKBUMAALUUN LMPKYAALUK ANKO-
ro Bupyca nonvommuenuTa B Poccuiickolt dpegepaunn, Tem He
MeHee, PerucTpupytoTca ciyd4am AaHHoro 3abonesaHusa. 3T
C/ly4aun oYeHb pefKu 1 0BbIYHO CBA3AHbI C BUPYCOM BaKLMHHO-
ro NPOUCXOXKAEHWA U BO3HWUKAIOT KaK Y PEeLUNUEeHTOB KMUBOW
OpasibHOM MonvoBaKLmMHbl (OMB), Tak U y HEBAKLMHUPOBAH-
HbIX JeTe, KOTopble MNO/YYaloT BUPYC B Pe3y/ibTaTe KOHTAKTaA C
BMpYyCOBblAenuTenem (He4aBHO BaKLMHUPOBAHHbIV pebeHOK).
KoHTaKT B GONbLUIMHCTBE C/ly4aeB MPOUCXOAMUT B 3aKPbITbIX
[OETCKUX KONIeKTUBaX — CTalMoHapax, AoMax pebeHKa. Takxke
yCnoBUA ANA OAUTENbHOWN LMPKYAALMM BMpPYCa CO3aatoTcA B
pailioHax ¢ HU3KMM OOLLMM YPOBHEM MMMYHWU3ALIMMN: B TaKMUX
YCNOBMAX BAKUMHHBIN BUPYC AAUTENbHOE Bpems nepegaetca
BHYTPU HEMMMYHU3NPOBAHHOIO KOHTUMHIEHTa, nNpeTepnesaeT
reHeTUYecKme M3meHeHus n cnocobeH NnpruobpecTn U3HaYvab-
HYI0 NMaTOreHHOCTb. B Takom ciiyyae OH Ha3blBaeTCA LUPKYIU-
pytoLMit NONMOBUPYC BaKLMHHOTO NpoucxoxkaeHus (MNBBI).

AKTYanbHOCTb TeMbl CBA3aHa C TeM, 4YTO B HacTosALlee Bpe-
M#A, HECMOTPA Ha aKTUBHYIO MPOCBETUTE/IbCKYHO PaboTy B OTHO-
LIEHWM BAXKHOCTU BaKLMHALMM, Y HEBAKLUMHUPOBAHHbBIX AeTel
NPOAO/MXKAT PErncTpUpoBaThCA CayYau JUKBUAMPOBAHHbBIX
3aboneBaHnin. JaHHbI GaKT B oMepesHOM pas nogyepKknsaeT
HeobxoaMMoCTb B BeAeHUN MHOOPMALMOHHO-PA3bACHUTENb-
HbIX paboT o pucKke 3apaxkeHuna pebeHka, He npolleaLero
BaKLMHALMIO M HAXOAALLEroca B AETCKOM KOMNEKTUBE cpeau
BaKLMHMPOBAHHbIX AETeM.

KnnHuyeckunit cnyyan: MauymeHTKa A., gata poXxAeHus —
03.02.2016. Pogutenn 300poBbl. bepemeHHOCTb NATanA, poabl
natole. Poapl cpoyHble (39 Hepens), dusmonornyeckue. Pogu-
nacb B achukcum, 068UTHE NMyrnoBMHOW. Macca npu poxae-
Hun — 4000 r, gnamHa — 48 cm. [lcuxomoTopHOoe pasBuTUE No
BO3pacTy. He mpuBuTa No Bo3pacTy — oTKas pogutenein. Co
cnoB maTepu bonena penko. MpoKMBaeT B CE/NbCKON MecT-
HocTM B YeyeHcKol pecnybnmnke. Cnocob 60pbbbl co BceEMM
BCMbILUKAMW NMOANOMUENUTA OAMH — HEOAHOKPATHas MMMY-
HU3aLUMA Kaxkaoro pebeHKa opasibHOM BaKLMHOWM C Le/bio npe-
KpallleHnAa nepegayv NoAMOMMENUTa, He3aBMCMMO OT NPOWC-
XOXAEHUA BMpYyCa.

3abonena 18.06.2019. OcTpo noAHanacb TemnepaTypa
00 40 rpagycos. MaTb gana »aponoHuxKatolwme npenaparbl.
C 19.06.2019 o6unbHan anapes. 21.06.19 maTtb 3amMeTnAa, YTO
pebeHOK XxpomaeT Ha npasyto Hory, 23.06 AeBOYKa NnepecTana
XO0AMTb — B NPaBOM HOre BANAA NAerus, B 1€BON — BANbIV Na-
pe3. C22.06 no 28.06 Haxogunacb B UHGEKLMOHHOM BonbHULE
¢ AvarHosom: «OcCTpblli BANbIM Napanuny. PacnpoctpaHeHHas
cnuHanbHas dopma. CpegHeTaxenoe TedeHume. HUxKHUI napa-
napes.» JlabopaTopHble UcciefoBaHUsA (Kan Ha NOMOBUPYCHI)
oT 23.06.19 — nsonumposaH P1 BaKumHHbIN. LUCHK 23.06.19 —
6ecuBeTHbIN, MPo3payHblit, FoKo3a 4.6 MM/, 6enok — 2 r/n,
unTo3 — 4 nevikouuTa B 1 Mk (numoountsi). MUP LICHK Ha BB,
LLMB, BIT 1,2 — oTpruaTensHo. MmmyHorpamma — 1gG 8,2 r/n,
IgA—1,43 1 /n, 1gM — 0,92 r /n, OH mr (25.06.19) — np13HaKm
NONHOro HeBPOMEHTM3a npasoro 6eapeHHOro HepBa Ha ypoB-
He nynapToBoM cBA3KU. MPT ronosHoro mosra ot 26.06.19 —
Hopma. MPT NO3BOHOYHMKa Ha BCEX YPOBHAX — MaTonorunye-
CKMX JaHHbIX He BbifABNeHO. KT TazobeapeHHbIX CycTaBoB OT
25.06.19 — naTonorMyeckmx AaHHbIX He BbiiBAeHO. [TpoBeaeHa
Tepanua — MMMyHOrnobynnH yenosedyeckuit 8/ No 3, Heit-
pPOMUAMH, AeKca3oH. MoBTopHO rocnuTanusnposaHa ¢ 05.07
no 19.07.2019 — npu NocTynneHWn BA/bIA Napaany npasoi
Horn (6onee BbIpakeH B MPOKCMMA/bHbIX OTAENAX), BANbIN
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napes nieBoi Horu. MNosyyana BOCCTAHOBUTE/IbHYIO Tepanuio.
C 02.08.19 rocnutanusmposaHa B KB Ne 1. UccnepoBaHue
Ha nonuospuycsl: PHK I, 11, [l — oTpuuaTtensbHo, aHTUTENa K BU-
pycy nonmomwuenuta — P1 1/256, P2, P3 — meHee 1/8. 3H mr
oT 22.08.19 — pUTM YaCcTOKONA C MbILIL, MPABON KOHEYHOCTH,
CHUXKEHWe amnanTyabl M — OTBETOB NpU CTUMYSALMU HEPBOB
NnpaBoM KOHEYHOCTU. Mpu CTUMyNALMM NpaBoro 6eapeHHoOro
HepBa — OTBET He BUAEH. 3aK/to4eHMe: NoPaXKeHWe Ha ypoBHe
NOACHMYHOrO OTAeNa cnpasga.

3akntoyeHue: [laHHbIN cayvyal B ovepesHOWN pa3 AEeMOH-
CTPUPYET KU3HEHHY HeobXOAMMOCTb NPOBEAEHWUA BaKLM-
Hauuu. Monvomuenut — Taxenoe 3aboseBaHWe, 3a4acTyto
NPUBOAALLEE K TAXKENON MHBANMAM3aALMU pebeHKa — MoKeT
6bITb 3pPeKTUBHO NpeaoTBpaLLeHO. Cnocob 6opbbbl co Bcemu
BCMbILUKAMW NOANOMMUENUTA OAMH — HEOAHOKPATHas UMMY-
HU3auUMA Kaxkaoro pebeHKa No NPUHATON Cxeme MHAKTUBUPO-
BAHHOM M OpPasibHOM MONMOBAKLMHON C LEenblo NpekpaleHna
nepefayn nosMoOMMeNnUTa, He3aBUCMMO OT MPOMUCXOXKAEHUSA
BUpYyca.

KAHMYeckum cayyam pe6eHKa ¢ MUTOXOHAPUOAbHOM
renaronaruen

Menbuyaesa CabuHa XaneputguHoBsHa, Jlabaw AuaHa
AXxmapoBHa

®rAQY BO PHUMY um. H.U. Mupozoea MuH30pasa Poccuu

HayuHble pykoBogutenu: MNonskosa CBetnaHa MropesHa —
4.M.H., npodeccop. PIBY «Poccuiickan AeTckan KAMHUMYecKas
6onbHULAY

Cnyyali MUTOXOHAPWANBbHOW renaTtonatMm — pPeaKoro re-
HeTuyeckoro 3aboneBaHMA U3 TPynnbl MUTOXOHAPMANbHBIX
6onesHeit. MuUToxoHApUanbHble renatonatmm — 3To rpynna
HacneaCcTBEHHOM NATONOMMM, BO3HUKALOLWEN B pe3y/bTaTe Ha-
pYyLWeHUI SHepreTMyeckmnx GyHKLMIM B KNeTKax, XapakTepumayto-
LancA NoIMMopPdU3MOM KIMHUYECKUX NMPOSIBIEHUI, BblparKka-
IOLLAACA B MPEMMYLLECTBEHHOM NMOPAXKEHUN NEYEHMU, A TaKKe
ApYrux opraHoB 1 CUCTEM OPraHU3ma.

MaumeHT Y., Bo3pacT 5 mec., poanncs ot VII bepemeHHoOCTH,
npoTekasLuel Ha GoHe rectalMoHHOro Anabera, aHeMUN, TOK-
connasmosa, KpacHyxu, XPIH. PoactBeHHbI 6pak. V poabl Ha
32 Hepene. Bec npu poxaernn 1730, anvHa tena 41 cm. OueH-
Ka no wkane APGAR 7/7. CocTosiHMe Npu poXKAeHUU TaxKenoe
3a cyeT AbIxaTe/bHOW He0CTaTOYHOCTM B CBA3MU C HEAOHOLLEH-
HOCTblO. Y MasibiMKa BPOXKAEHHAA LIMB-uHdeKUMA, NaTeHT-
Hoe TeyeHue. eHeanorMyeckuii aHamHes OTArOWEH: CMepTb
poaHol TeTK B Bo3pacTe 2 NeT, CMepTb 2 cMbCOB B HEOHATa b~
HOm nepwuoge. lMpoBogunack gbixatenbHaa nogaepkka CPAP,
remocraTMyeckas, MHPY3MOHHan Tepanus, BBEAEH CypdaKTaHT.
MoaTBepkaeHa NeyeHouHan 6e/K0BO-CMHTETUYECKAn HeOCTa-
ToYHOCTb (6enok 0bwwit 51 r/n), runepbunnpybruHemms 3a cyet
npamon ¢pakumm, umtonns (ACT — 3 Hopmbl, AIT — 1,5 Hop-
Mbl), xonectas (ITTMN 8 Hopm, WS 761 Ea/n), B Koarynorpam-
me: runokoarynauma (MHO 3). Kpome Toro, LepynoniasmuH
11,5 mr/an, meab B CbIBOPOTKE B HOPME, B MOYE — He BblsiB/e-
Ha, OTPaXKaloT HapyLLeHNe BENKOBO-CUHTETUYECKON QYHKLUN.

Mpw nocTynneHun coctosiHe pebeHKa pacLeHnBanoch Kak
TAXes0e 3a cYeT renaTomerannu, MblLLEYHOW FTMMNOTOHUM, XKen-
TyXW, 6E/IKOBO-9HEPreTUYEeCKOM HeA0CTaTOYHOCTH (HEBO3MOXK-
HOCTb HaKOPMUTb pebeHka — cbesan 60 ma/cyT), HeBponoru-
YeCcKOW CUMMMTOMATUKM (FOPU3OHTANbHBIM HWUCTAarm, B3MAfg,
He ¢uKcupoBan). B xome ob6cnesoBaHUA: TUNOMIMKEMUA
(0,42 mmonb/n), cuHapom umtonmnsa Ao 4 Hopm(ACT>AT),
[TTN 11 Hopm, LLL® 1068 Ea/n, NHA+ no 218 mKmonb/A, r1uno-
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Koarynaumsa (KOMNeHCMPOBAHA NOC/Ee BBEAEHWA CBEXEe3amo-
pOXKeHHOM niasmbl). Mo pesynbTaTam TaHAEMHOW Macc-Criek-
TPOMETPUMN AaHHbIX 33 HacNeACTBEHHble aMWHOAUMAONATUN,
opraHuvyeckne aumaypum u pedektbl MUTOXOHAPUANBHOMO
6eTa-oKUCNEHUA He BbiABAEHO. [locne UCKAYEHUA TUPO3U-
HEeMMM B NepBbIi Kpyr 3aboneBaHnit ana anddepeHumanbHoMi
AMArHOCTUKM ObINN BK/IKOYEHBI: CUHAPOM ANQXWUNA U MUTO-
XOHApWanbHasA renatonatna. HecmoTpa Ha Tepanuio, cocTos-
HWe pebEHKa yXyALwanoch 3a CHeT X0/1ecTasa 1 Koarysonatum,
HapacTan naktat — aumaos ¢ 8 go 20 mmonb/n. MNposeaeHo
MeANKO-TeHeTUYeCKoe UccieoBaHne, B pesyibTate KoToporo
onpeaeneHa MyTauma B reHe MUTOXOHAPUANbHON AE30KCUry-
aHo3WHKKWHa3bl DGUOK, xapaKTepHas ANnA NaUMEeHTOB C CUH-
apomom uctoleHna mtAHK, renatouepebpanbHoit dopmbl.
3aknodeHune: Y nauumeHTa Y. TAxKENoe 3abonesaHue C UM-
TOMMIAa3MaTUYECKMM TUMOM HacNef0BaHWUA, KOTOPOE XapaKkTte-
pu3yeTca peskum CHUXKeHuem cogepxanma MTAHK, MporHos
y pebeHKka HebnaronpusaTHbIM (MPOAONMKUTENBHOCTb KU3HU He
6onee 2 neT), TpaHCNAAHTALMA NEYEHN HE NOBAMUSAET HA NPOTrHO3.

KAHMYyeckoe HaOGAIOAEHME NALUEHTA C IOHOLWEeCKUM
MUEAOMOHOLUTAPHbLIM AENKO3OM

MUBaHoB ApTtem AnekcaHgposud, KosTyH EKatepuHa
UropesHa

r6Y3 Mopo3soeckas AMKb [13M

HayuHble pyKkoBogutenu: PoseHcKkas Onva BnagncnaBoBHa —
K.M.H., TlBY3 Mopo3osckaa Kb A3M

FOHOLWECKNIA MMEeNOMOHOUMTAPHbIN Neirko3(OMMJ/1) —3To
pefKUiA 1 arpeccuBHbIN BUA XPOHUYECKUX 1EMKO30B, BO3HMKA-
IOLLMIA Yalle y fieTeid B BO3pacTe A0 4-X IeT U NPOSABAAOLMIACA
HaKoMn/ieHNnem He3pesnbix OpPM NENKOLUTOB, TMNEePnpPOayKL -
el MOHOLUMTOB U MMENOLMTOB B KOCTHOM mo3re. [laHHoe 3a60-
JleBaHKWe cocTaBaneT okoso 1,6% OT Bcex /1eMKO308B B AETCKOM
Bo3pacTe. COOTHOLIEHME MYXKUYMH U KEeHLWNH — 2-3: 1.

MaumeHT C, AeBoYKa 3 Mec, MOCTynuaa B NneanaTpuyeckoe
oTaeneHue B anpene 2019 roga. Mepsble }Kanobbl Ha NOBbILLE-
Hue TemnepaTtypbl Ao 37,5C noAsmanck B Havane anpena 2019
roga. B pganbHeliwem mama oTmeyasna 3nM304bl NOABAEHMA
NPOXKWIOK KpoBKM B cTyne. O6cnenoBaHbl B NMOAUKAMHUKE MO
MECTY ¥KMTENbCTBA. B KNIMHNYECKOM aHaNn3e KPOBU BbIAABIEHDI
nenkoumTos Ao 28x10%n 3a cueT MOHOLMTO3a, TPOMBOLMTO-
nenus (35x10%n), aHemua cpegHenn cteneHn Taxectu. Mo gaH-
HbIM Y3W opraHoB 6ptowHoi nonoctv (Y3 OBM) — npu3sHaku
renatomeranmu. 3anogo3peH remokonuT. HanpasneHa y4yacT-
KOBbIM neamnatpom B ctaumoHap MAIKB.

N3 aHamHe3a KW3HW U3BECTHO: AeBOYKa OT nepsoi ¢pu3u-
onorMyeckor bepeMeHHOCTH, NePBbIX POAOM B CPOK. Pocia m
pa3BMBasnacb Mo BO3PACTy, 3HAYMMOWM MmaTonornm npu cbope
aHamHe3a He BblifiBNeHO. CemelHbIi aHaMHe3 He OTATOLLEH.
CocToAiHWE NPU MOCTYNAEHUU CPEAHEN CTeMNeHU TAXKECTU 3a
CYeT aHEeMMYEeCKOro CMHApOMa, renatomeranuu. Mpu dusu-
Ka/lbHOM OCMOTpe BblsiBieHa 6/1e4HOCTb KOXKHbIX MOKPOBOB,
renatomeranusa(+4cm/+3cm/H3). Mo AaHHbIM NabopaTOpPHbIX
uccnenosanmini: 8 OAK— neikoumTos Ao 35x10%n, moHoum-
T03(80 9,32x 10%n), noaBaeHUE 1OHbIX GOPM NENKOLUTOB(MMU-
€10UNTbl, MEeTaMUeNoumTbl), TPOMOOUUTONEHNS, HOPMOLMU-
TapHas aHeMusi cpefHel cTeneHun TaxecTu. Mo gaHHbIM Y3U
OBl — npu3HaKK renatocnaeHoOMerannu, noamnnmdaseHo-
natuu. B cBasu ¢ Hannumem B OAK nenkoumTosa U uutone-
HUM NO ABYM POCTKaM KPOBETBOPEHWUA NPEANONONKEHO Teye-
Hue remobnacTosa. lauMeHTy BbINOJAHEHA acnuMpaLMOHHasA
61oncKa KOCTHOrO MO3ra, Mo pe3y/ibTaTaM KOTOPOU BbIABAEHO

NoOBbILLIEHNE MUENOLUTOB U METAMUENOLMUTOB, NENKO-3PUTPO-
KapMOLMTApHOro OTHOLLEHWA, CHUXEHWE KAEeTOK 3putpoua-
HOrO POCTKa KPOBETBOPEHWA, KONNYEeCTBO HBNACTHBIX KIETOK B
Hopme. MpeanonoxkeHo TeyeHne KOMMJI. ina sepudurkaumm
OMarHo3a NpoBefeHO reHeTUYeCcKoe UcciefoBaHue, BbiaBae-
Ha myTauma CBL. Ha ocHOBaHWKM Hanunuma AMArHOCTUYECKUX
Kputepmes OMMJ1 (BO3 ot 2016roaa): 4-x KpuTepues 1-oi
KaTeropmu( moHoumTos Bbiwe 1x10%n, meHblie <20% 6na-
CTOB B nNepndepuyeckoin KpoBM U KOCTHOM MO3re, OTCYTCTBUE
reHa BCR-ABL1, npusHaku cnneHomeranuu), 1-ro kputepus
2-0i Kateropuu(Hanuume myTtaumm CBL) ycTaHOBNEH AMarHo3
IOMMIJ1. MauneHT nepesefeH B OTAeNEHUE TpaHCM/IaHauum
KOCTHOro mos3ra. B cBa3u ¢ 6naronpusTHbiM TeyeHre FOMMITy
[aHHOro nauueHTa 6b1710 pelleHo cnefoBaTh TakTUKe «watch
and wait». M3 gaHHbIX KaTamHe3a U3BeCTHO, YTO AEeBOYKa NpPo-
[onKaeT Habngatbea B otaeneHne TKM MATMKBE. B cesasm ¢
6naronpuaTHbiM TeyeHnem FOMMJ1 npofonKeHa TaKTUKa Ha-
b6nogeHus.

3akntoueHue: OMMIJ1 aBnseTcs oyeHb PeaKon pasHOBUA-
HOCTbIO XPOHUYECKUX JIEIKO30B Y AeTel. B KnuHuueckol Kap-
TUHE OTMeuYaloTcA Hecneuuduyeckmne Kanobbl U CUMNTOMbI,
YTO YaACTO YC/IOXKHAET NpoBeAeHne ANarHoCTUYeCKOro NoucKa,
NMO3TOMY KaXKAbl neguaTp He A0/KeH 3abblBaTb O BO3MOXK-
HOCTW Pa3BUTUA HEOMNA3WI y AeTel U NOAPOCTKOB. BbicTpasn u
CBOEBpPEeMeHHaA ANArHoCTMKa, NPOAEMOHCTPMPOBAHHAA HaMK1
B [AQHHOM KJIMHWYEeCKOM HabntogeHuu, npusena K sepuduka-
UMW AMarHosa Ha paHHen ctagmu pa3BuTUA 601e3Hu, 4To no-
3BO/IMIO BbIOpaTb HaMbonee MOAXOAALLYIO TaKTUKY BeAeHMUA
naumeHTa.

AMMPO3NNTEeANOMONOAOBHAS KOPUMHOMA TUMYCA Y
MALMEHTA 2-X AeT

MuHeHKo Pumma BuktoposHa', BaHecsiH Bnagumup
Wamuposuy', CanomatnHa AHactacua CepreesHa’,
FeBopKaH 3ap3 ApceHoBuu', feBopKAH ApmaH ApceHoBuyY?
'PHUMY um. MMupozosa, 2MIMIMY um. CeyeHosa

HayuHbie pykosoautenu: KayaHos JeHunc KOpbesBuy — 4.M.H.,
npodeccop. HMUL, FOUN um. Porayesa

KapuuHoma Tumyca OTHOCUTCA K rpynne anuTeananbHbIX
Onyxosnel U xapaktepusyeTcss MHOUABLTPATUBHBIM TUMOM PO-
CTa W BbICOKMM MeTacTaTUYeCKMM NoTeHuuanom. B ctpyktype
3/10KaYeCTBEHHbIX HOBOOOPA30BaHWI y AeTel, Ha L0 Kap-
LMHOMbI TUMYCA NpuxoanTca meHee 1% cnyyaes.

MaumneHTy 2-x neT ¢ )anobamu Ha Kalenb U NPUXpambl-
BaHMe Ha npasyto Hory B utone 2018 r. 6bina BbinonHeHa KT,
B pe3y/sibTaTe KOTOPOW BbIABNIEHO 06beMHOoe 0bpa3oBaHue ne-
pefHero cpefoCTeHUA C BOB/IEYEHUEM /IeBbIX OTAENO0B cepa-
L3, a TaKKe KOCTel roneHn obomx HUMKHUX KOHEYHOCTEN, KO-
TOopble BblM pacueHeHbl Kak meTacTaTuyeckue. Takxke 6bina
BbIMO/IHEHA AMarHOCTUYECKan NeBOCTOPOHHAA TOPAKOCKONUA,
6uoncua HoBoobpasosaHMA. [lo NONYHEHUA TMCTONOTUYECKOTO
33K/IIO4EeHNA, BBUAY NOAO3PEHMA HA pas3BuTme anmonponu-
bepatnBHoOro 3aboneBaHMA, UHULMUPOBAHA Tepanua no cxeme
unknodocdaH-aekcameTasoH. [lanee HayaTa Tepanua no cxe-
me PEl. Mocne npoBefeHHOro Kypca unknodpocdaH-gekcame-
Ta3oH 1 2-x Kypcos PEl, cornacHo pe3ynbTaTam KOHTPO/bHOM
KT oTmeyeHa nonoxKuTenbHaa AMHaMUKa B BUAE YMEHbLUeHUA
obbema onyxosesBoro 06pasoBaHuA cpegocTeHns Ha 93%.

Mo AaHHbIM KOHTpPOAbHOrO 0b6cnesoBaHmMA B HoAbpe 2018
r. nocne 4 kypcos PEl ycTaHOBNAeHO nporpeccupoBaHmne OCHOB-
Horo 3aboneBaHusa — yBennyeHne obbema obpa3oBaHMA Ha
125% ot npeppiayuiero nccnegosaHua. bolio npuHaTo pewe-
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Hue o npoBeaeHue Kypca CHOP. Mo pe3ynbTatam KOHTPOJIbHO-
ro obcnegosaHmA nocne 1 Kypca oTMeyeHO Nporpeccuposa-
HWe 3aboneBaHuA B BUAE yBeAnYeHUAa obbema 06pa3oBaHms
Ha 200% co 3HauYnTeNbHbIM BOBAEYEHMEM MWOKapaa NeBoro
Kenyaouka. Busyanusaumsa KocTei roneHu nossoausia Bbis-
BUTb PEAKTUBHbIN apTPUT 0OOUX TONEHOCTOMHbIX CYCTaBOB,
NO3BO/AIOLLMX 3aN0A03PUTb TMNEPTPOPUYECKYO OCTE0APTPO-
naTuio — NapaHeonIacTUYeCcKUii CUHAPOM, XapaKTepHbIN ANnA
06beMHbIX 06pa30BaHU rPyaHOW KNeTKu. B cBA3mM ¢ nporpec-
CMpOBaHMEM OCHOBHOTO 3aboneBaHus 6bI10 NPUHATO pelue-
HWEe O MpOoBEeAEeHUN Tepanuu No cxeme KapbonaaTuH-NaKIu-
Takcen (CpP) B pamkax 3 anHu MXT. TakKe Obla OCYLLECTB/IEH
NMOWCK MOTEHLMANbHbIX MULLEHEN B TKaHWU OMyX0au AAA Npu-
MeHEeHWA TapreTHoOW WAM MMMYyHOTepanuu, B Xof4e KOTOporo
6bln1a obHapyKeHa myTauma B reHe FGFR3, Ha ocHoBaHMM Yero
nauueHTy 6bl1a HavyaTa Tepanus copadeHmbom. MposeneHue
KOoHTponbHoM KT OTK nocne 2 Kypca CpP no3BoanAO BbIABUTL
yBennyeHve obpasoBaHua Ha 210%, ¢ Komnpeccuelt nesoro
rnaBHoro 6poHxa. Ha ¢oHe npoBoaMMOL Tepanumn oTMeYanochb
yXyALWweHne COMaTUYeCKoro COCTOAHUA NauneHTa, BCaeacTeme
yero oH 6bin nepeseaeH B OPUT. OT momeHTa NOCTaHOBKM AM-
arHosa Ao 6uonorMyeckor cMepTn nalmeHTa NpoLwsio 6 mecs-
ueB. H13KanA yacToTa BCTpEYaemMoCTH AaHHOM HO30/10rMYecKom
rpynnbl B NOMyAAUUK, B YaCTHOCTU Cpeam AeTei, 3aTpyaHaeT
CBOEBPEMEHHYI0 AMArHOCTUKY M OKasaHWe MeaULMHCKOW Mno-
MOLLYM, YTO B COBOKYMHOCTM C KpaliHe arpecCUBHbIM TeYeHUEM
NpPenaTcTBYET NPOBEAEHUIO MacluTabHbIX MccienoBaHuii. Ha
nyTM onpegeneHua CTaHAAPTOB JlevyeHuA ANA NauumeHToB ¢
3NUTENINANIbHBIMU ONYXONSIMU TUMYyCa B0/bLIYIO PONb UrpaeT
B3aMMoZencTeme Hay4yHbix rpynn. O6meH onbITOM W 3HaHU-
AMU B NIeYEeHUN KapUMHOMbI TUMyca y AeTei cnocobeTsyeT
YCTaHOB/IEHWIO NPaBUIbHOW TAaKTUKMN BEAEHWA AaHHOW rpynnbl
naumeHToB.

HabAopeHue pe6EHKA C MHOXKECTBEHHbIM TPOMGO30M
COCYAOB FOAOBHOIO MO3rd

3aiiHeTguHoBa Oxamuna MapaTtosHa, KosTyH EKaTepuHa
UropesHa, lybeHok CBeTnaHa lOpbeBHa

r6Y3 «Mopo3oseckasa AMKb» [13M

HayuHble pykoBogutenu: /lapuHa /lto6oBb EBreHbeBHa —
K.M.H., goueHT, ®TAOY BO PHUMY mnm. H.U. Munporosa.
Kpyrnakos AHapei FOpbeBuy — K.M.H., F'BY3 «Mopo3oBcKasn
OrKB» A3M

Manbuuk (4.p. 01.10.19) ot matepu 40 net, |l bepemeH-
HOCTb, poabl |l Ha 35 Hea., onepaTuBHbIE, NPeXaeBpeMeHHan
OTC/NIOMKA NaUEHTbl, KpoBOTeYeHue, 06BUTME MyMNOBUHOM.
Mpu poskaeHnn 2500r—48cm—Anrap 3/5 6annos. CoctoaHme
npu poXAeHUM TaxKenoe 3a cyeT acdUKcuK, passutua bones-
HW TMANIMHOBbLIX MembpaH, nepeseseH Ha WBJ1. TpaHcnopTu-
posaH B OPUTH I'bY3 «LMCuP». B anHamumke pa3sutme nonm-
OpraHHOW HeOCTaTOYHOCTU, MepeBeAeH Ha BbICOKOYACTOTHYO
MB/ (9 yacos), aBe 003bl Kypocypda c addekTom, Aanee UB/I.
C nepsbiXx C.K. $ebpunbHO nuxopagun. [AuarHoctMpoBaHa
BPOXKJAEHHAA MHEBMOHWSA, OC/NOMHMBLIAACA UHOEKLMOH-
HO-TOKCMYECKMM LLUOKOM, MPOBOAMIACL NONMKOMMOHEHTHaA
aHTMBaKkTepuanbHan (a/6), MMMyHO3amecTUTesbHaA Tepa-
nua. Ha ¢oHe MHPEKLMOHHOrO TOKCMKO3a pa3BUTUE CUHAPO-
Ma AMCCEMUHUPOBAHHOIO BHYTPUCOCYAUCTOrO CBEPTbIBaHUA,
nposeneHo Tpu remoTpaHcdysmm. Ha 4 c. K. ANarHoCcTMpoBaHo
BHYTPUKENYA04KOBOE KpoBousnusaHue (B¥KK) 2 cT. B HeBpono-
rMYECKOM CTaTyce CYLOPOXKHbIM CMHAPOM. C 5-X CYTOK KNMHMKA
HEKPOTMYECKOro SHTEPOKOANTA.
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O6cneposanus: HCI 1.10 — HespenocTb. 4.10 — BKK 2 cT.
07.10.2019 nepesegéH B OPUTH MANKB. Ha ¢poHe Tepanuu:
YMeHbLUEHWE AbIXaTeNbHOW HeAOCTaTOYHOCTU (pebeHOoK 3Kc-
TybuposaH 11.10, nepeBeaeH Ha CPAP, c 14.10 O2-KaHtonu, V
notoka 1,5 1/MuH), ymeHblieHe NHOEKLMOHHOIO TOKCMKO3a
(mapkepbl BocnaneHus oTpuLaTesibHble), NONOXKUTEIbHAA M-
HaMMKa B HEBPOJIOTMYECKOM CTaTyce (KynMpoBaHWe CyA0poK-
HOrO CMHAPOMaA, MoABJEHWE MUHUMANbHOW ABUraTesbHOM
peakunu, niada Ha ocmoTp); ¢ 11.10 HayaTo sHTEpasibHOE Nu-
TaHWe C NoCTeneHHbIM HapallMBaem obbema.

[OunarHoctnpoBaH Tpom6b03 carMTTasbHOro, NOMNEPEYHoro,
NPSAMOro CUHYCOB, BHYTPEHHUX BEH roNoBHOro mosra (FM) Ha
¢doHe BXKK Il cteneHun, cHUXKeHWE NAOTHOCTM BELLLECTBA MO3ra,
Annatauma BOKOBbIX }KeNyA0UKoB, pacwmpeHne 060104eUHbIX
NPOCTPAHCTB. AHTUKOAryNAHTHaA Tepanua He NPOBOAWMAACh B
OPWUTH B cBA3M C HaZIMUMEM FEeMOpPpPaArnvyeckoro CMHAPOMA B
KNMHMYECKOM KapTuHe. B Bo3pacTe 15 aHeli nepeseaeH B OMH.

Mpu nocTynneHnn B OTAENEeHME HEeOHATONOTUMU TAXKECTb
COCTOAHMA HeAOHOLWeHHoro pebéHKa b6bina obycnosneHa sAB-
NeHnAMU MHGOEKLUMOHHOr0 TOKCMKO3a, AblXxaTeNbHOU Hepno-
CTaTOYHOCTbIO, BbIPAXKEHHbIM CUHAPOMOM YyrHeTeHna LIHC
BCNEACTBME TAXKENOrO FMNOKCUMYECKM-TeMOopparnyeckoro no-
paxeHua LHC, ocnoKHMBLWIMMCA TeYEHUEeM BTOPUYHOTO Me-
HUHrMTA. Ha ¢doHe a/6 Tepanuu sBAeHUA WMHOEKLMOHHOIO
TOKCMKO3a M AblXaTe/IbHOM HeAOCTaTOYHOCTU MOJIHOCTbIO Ky-
nupoBaHbl, NMKBOpP cTepuneH. C 21 c.k. obxoautca 6e3 gon.
02. C Bo3pacTa 20 C.}K. Ha4an KOPMUTbCA U3 BYTbIZIOYKM.

17.10 HauaTa Tepanusa renapnuHom B cTaptosoit gose 20 ea/
Kr/4ac, npoBoguacs noabop aHTUKOAryaHTHOM Tepanum ¢ no-
CTEMeHHbIM yBe/IMYeHNeM A03bl MO NOBOAY CUHYC-TpOMbO3a.
Ha 6 cyT. Tepanun lenapmHom (403a 38 ea/Kr/yac) 4OCTUTHYTO
ueneBoe 3HayeHwe aHTU-Xa akTuBHOCTWU. Mo HCI — npusHa-
KW peKkaHanus3aumm nonepeyHoro cuHyca cnesa. [posegeHa
CMeHa aHTMKOoaryNAHTHOM Tepanuu Ha [antenapuH HaTpuAa B
crapTosoi gose 160 ea/kr. Ha 7 cyT. Tepanum JantenapvHom
HaTpwua (200 Ea/kr) npoBeseHo MPT: KpPOBOTOK B CUHYCax BOC-
CTAHOB/EH, LesieBOe 3HaYeHue A0CTUrHyTo. Ha nposoanmoit
Tepanuu K MOMEHTY BbINUCKK (1 mec. 5 A4.) B HeBponoruue-
CKOM CTaTyce OTMeYaeTcA HapacTaHWe aKTUBHOCTU, OXKUB/e-
Hue pedneKcos, ynyyllieHne MbllueyHoro ToHyca. C Bospacrta 1
Mec.3 AHA BbicacbiBaeT Becb 06beM 13 ByTblIouKN. Brarogaps
KOPPEKTHO nofobpaHHON Tepanuu AOCTUTHYTO BOCCTAHOB-
JleHMe KpoBOTOKa 3a 13 aHelt. Takum 0bpasom, HeCcMoTpA Ha
MacCUBHbIN Tpom603 M, B BbILLEN3NOKEHHOM KIMHUYECKOM
HabnoaeHWN BbICOKa BEpPOATHOCTb BnaronpuATHOrO Mcxoaa
npw yCNOBUW NPOJOIKEHNA afleKBAaTHOrO SIe4YeHus.

HapyweHne PpyHKLUMN KOHEYHOCTU HO POHE BPOXKAEH-
HOM TPOMBODPUAUN

Haiiko TaTbAaHa BUKTOpPOBHaA

®rAQY BO PHUMY um.llupozosa

HayuHble pykoBoautenu: JlapuHa Jltobosb EBreHbeBHa —
K.M.H., JoLeHT. Mopo30BCKaa AeTcKaA ropoAckasa KAnHu4e-
CKas bonbHULA

[esouka M., 4 mecAua, poannacb B OYEHb TAXKEIOM CO-
CTOSIHUK, 0BYCNOBNEHHOM [AblXaTe/IbHOM HeA0CTaTOYHOCTbHIO
Ha ¢OHe acnNMpPaLMOHHOIO CUHAPOMA, NEPEeHEeCceHHOn yme-
peHHoW acdukcueir. PebeHoK oT | bepeMeHHOCTU, NPOTeKaB-
el C XPOHMYECKOW BHYTPUYTPObHON nHdeKumen (18 Hea.);
€ 22 Hep,. — recTalMOHHbIM NnenoHedpuT, MHorosoaue — Hbin
0TKa3 oT rocnutanusauuu; 30 Hea.- 060CTPeHME XONeumucTUTa.
| cBOeBpemeHHble onepaTuBHbIE POAbl. Y AEBOYKM C poOXAe-
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HUA Habnoganncb OTCyTCTBME ABUMKEHUI NIEeBOI PYKM, Bblpa-
YKEeHHbIV OTeK NpeaAnneybs, KUCTU U MafbLeB C CUHIOLWHbIMU
y4yacTKamu, TaKTU/IbHaA runepectesusn, 6onesas peakuma Ha
ocmoTp. 19.05.2019 nepeseneHa B OPUTH Mopo3oBcKoii aet-
CKOW ropoACcKoM KAMHUYECKOW BONbHULbI B TAXKENIOM COCTOSA-
HUWM 32 CYET CMHAPOMA AblXaTe/bHbIX PACCTPOMCTB, YyMepeH-
HOM acHMKCMM, acNMPALMOHHOIO CUHAPOMA, GYIbMUHAHTHOM
nypnypsbl. Mo gaHHbIM Koarynorpammel 19.05.2019 yposeHb
D-gumepos coctasnan 9245,00 Hr/mn. B remorpamme Ha-
6ntopanack Tpombouutonenusa (37x10°/n). Mo gaHHbIM Y3U
(19.05.2019): B nneuyeBoi apTepuu cneBa onpeaensanca Kon-
NnaTtepanbHblli TUN KPOBOTOKA, BM3yanM3auma apTepuanbHbIX
COCyA0B Ha Npeanieybe cnesa bbina 3aTpyaHeHa. Mo AaHHbIM
MCKT: nneueBasa aptepusa B6/1M3N rONOBKM NEBOW NieyeBOM
KOCTM MPOC/IeXMBaANacb C MNepepbiBOM, y4acTKoB Tpombosa
B €e MpocBeTe AOCTOBEPHO HEe Onpeaensnocb, OTMe4anocb
obeiHeHWe COoCyAUCTOro pycna AWCTaNbHbIX OTAEN0B /1€BOWM
pyku. Mo gaHHbim IHMI: M-oTBET No nesomy cpeanHHOMY
HepBYy MPU MaKCMMaNbHO AOMNYCTUMOMN CU/e TOKa B JAHHOM
BO3pacTe He 6bln Nony4veH. YUUTbIBaA Hanuume C POXKAEHUA
NMPU3HAKOB HapyLUEHWA KPOBOOOPALLEHUA NEBOI BEPXHEN KO-
HEeYHOCTM, bbl1a Ha3HaYeHa Tepanusa Ba3onpoCcTaHOM, renapu-
HOM B BbICOKMX A03ax ¢ 20.05 no 30.05. PebeHok bbin nepese-
OEH Ha aHTMKOArynsHTHylo Tepanuto ¢parmmHom B aose 250
EA/Kr x2 p/cyT n/K. B AMHaMKMKe — OTMeYaIMCb apTepuasibHan
nynbcaLyMaA Ha Iy4eBOl U NOKTEBON apTepuax B obnactu nyye-
3anACTHOrO CycTaBa, Nasblibl N€BOM KUCTU B COTHYTOM MO/O-
YKEHUU — KKOTTUCTaA NanKa», Cyxon Hekpo3 dpanaHrv 3 nanbLa.
[OvarHocTMpoBanMcb remaTtoreHHaa Tpomboduamsa, OCNOoXK-
HeHHas TPpoMbBO30M B NOAKNHOYMYHON apTEPUU NIEBOWN PYKM,
HeliponaTusa cpeauHHOro HepBa cieBa.

[aHHoe HabntoaeHMe CBUAETENbCTBYET O BPOXAEHHOM Xa-
paKTepe remMatoreHHou TpomboduAnK Kak dakTopa pasBuTUA
TAXKENbIX OCNOXKHEHWUI CO CTOPOHbI PA3/IMYHbIX OPTraHOB U CU-
cTem ¢ 61aronpuATHBIM UCXOL0M MPU CBOEBPEMEHHOMN afeK-
BaTHOM Tepanuu. B HacTosiwiee Bpems GYHKUMSA IEBOW PYKM
COXpaHeHa.

OnyxoAb 13 GAQCTHbIX MAA3MOLIUTONAHDBIX AGHAPUTU-
YEeCKUNX KAETOK — ONUCOHUE PEAKOTO KAMHNYECKOro
HAOAIOAEHUS

Numny, AHHa BecesonoposHa', PowmHa EKatepuHa
AnekcaHgposHa', CeperuH leopruii 3ypabosuy?

'®IAOY BO PHUMY um. H.UN. Mupozosa MuH3dpasa Poccuu,
20rbY «HayuoHaneHbIG meduyuHckul uccnedosamensckul
ueHmp oHKosnoz2uu um. H.H. baoxuHa» MuH30pasa Poccuu
HayuHble pykoBoautenu: Baanes Tumyp TelimypasoBuy —
O.M.H. PIBY «HaumMoHanbHbIN MeANUMHCKUIA nccnenoBa-
TENIbCKUIN LLeHTp oHKonormm um. H.H. BroxnHa» MuH3gpasa
Poccumn

Onyxonb U3 6MACTHbIX NJIA3MOLUTOUAHBIX AeHAPUTUYE-
CKuX KneTok (OBMNAK) — KpaitHe peakoe, arpeccMBHOE Onyxo-
nesoe 3ab0neBaHMe reMono3TUYECKOM NPUPOAbI, KANHUYECKM
XapaKTepu3yloLeeca NoparKeHnem KOXn 1 KOCTHOTro Mo3ra, €
BO3MOXHbIM BOBJIeHEHMEM NMMBATUYECKUX Y3108, Cene3éH-
KU1, LEHTPaNIbHOM HEePBHOWM CUCTEMbI U APYrMX OPraHOB: MUH-
[ANVH, NeyYyeHU, OKONOHOCOBbLIX Masyx, nerkux, rnas. OBMNAK
06nafaeT yHUKaNbHON MMMYHOMOPPOOrMYECKOM XapaKTe-
PUCTMKOM, no3sonsowen auddepeHUnpoBaTb €€ OoT MUeno-
naHbIx, AMmdounaHbix U NK-KNeTouHblx HOBOOOGpPA30BaHMI.
B cootBetcTBMM Cc Knaccudukaumen BO3 2017 roga, KNeTku
OBMNAK skcnpeccupytor CD4, CD56, CDA5RA B COBOKYMHO-

CTM KaK MUHUMYM C OOAHUM MapKepOM, aCCOLUMMPOBAHHbLIM C
HOPMaJ/IbHbIM HEOMNyX0/leBbIM aHa/I0rOM NAA3MOLUTOUAHbIX
AeHapuUTUYeckmx kaetok: CD123, TCL1, CD2AP, CD303/BDCA2
W Npu OTCYTCTBUM 3IKCMPECCUMU NIMHENHBbIX MapKepoB B-kne-
TOK, T-KNeToK, MMenouaHbixX KneToK, moHoumtoB u NK-kne-
TOK. Pag uccnepoBaHuii AemoHcTpupyeT bosbluee CXOACTBO
MOJIEKYNSIPHO-reHeTMYeckoro npoouns OBMAK ¢ muenong-
HbIMM NpeawecTBeHHUKamu. MporHos ana OBMAK kpaliHe
Heb61aronpuUATHbIN. BONBLIMHCTBO MMEIOLLMXCA B AUTEpAType
coobLeHnin ceuaeTennctayeT 06 addEKTUBHOM AOCTUNREHUN
NOJIHOWM PEMUCCUM MPU UCTMONb30BAHUU CXEM JlIeYeHUs1, Nof06-
HbIX OCTPbIM NMMOHBAACTHbIM Nielikosam (O/1/1), ocTpbiM MU-
enonaHbiMm neikosam (OMJ1) U HEXOAKKUHCKUM MMOMAM,
0HaKo peuuauBbl C NocneaytoLLein 1eKapCcTBEHHOW ycTonYun-
BOCTbIO HEMUHYEMbI B aBCOMOTHOM GONBLIMHCTBE CNYYaEB, C
OOCTUXEHNEM MeAnaHbl 06Liel BbixMBaemocTn 12-14 mecs-
ueB. ANNIOreHHasa TPaHCMN/IAHTaUMA reMomno3TUYECKMX CTBOIO-
BbIX K/IETOK NO3BO/IAET B pAAe CAyvyaeB NPOAAUTb O6LLYHO Bbl-
*KMBAaEeMOCTb B cpegHem A0 2-4 nert.

Mbl npuvBOAMM OMNUCaHWE KAMHUYECcKoro HabatoaeHus
OBMNAK c nopaxkeHnem KOXKW, KOCTHOTO MO3ra U Celle3eHKN Y
pebeHka 14 neT, BKNtOYAsA AETa/IbHYIO KJMHUYECKYIO XapaKTe-
PUCTUKY OAHHOW PeaKoi OMnyxonw, pesynbTaTbl AePMATOCKO-
nUK, TMCTONOrNYECKNE, UMMYHONOTUYECKME U MONIEKYNAPHbIE
ocobeHHocTn OBMNAK ¢ anddepeHumManbHO-ANArHOCTUYECKUX
nosuumit. C yyetom 6onblero 6uonorMyeckoro cpopacTsa
OBMNAK c mnenonaHbIMM ONYXONAMM, NALMUEHT Obla BKAIOYEH B
npoTtokon AML-BFM 2004 ¢ anureHeTU4eCKMMK npenapaTamm
(menakuH, BecaHoua, gakoreH). MposeaeHo 4 Kypca NOAUXU-
MMUOTepanuu: aTanbl MHAYKUMKM pemuccum (AIE, HAM), KoHco-
nvaaunn pemmccun (Al), nuteHcnduraumnm (hAM). B pesynbTa-
Te AOCTUIHYTA NONHAA KANHUKO-TeMaTO0MMYecKasa pemmccus,
perpeccrpoBany KoxHble NpoasneHnA 3abonesanHua. B ceasm
C MOHOMOpP®HOW LMTONNA3MaTUYECKOWN 3Kcnpeccnen BCL2 B
OMNyX0/IEBbIX KNETKax MO AaHHbIM MMMYHOTMCTOXMMUYECKOTO
nccnefoBaHWA HOBOOOPA3OBaHUA KOXKM, B Mporpamme nog-
OepXnBatoLLLEei Tepanum MCNob30Ba/ICA BbICOKOCENEKTUBHbIN
nMHrnéuTop BCL2 — npenapat BeHeToKNaKc (BeHknekcTa).

Takum o06pasom, cTaHZAPTHble NPOrpammbl JieveHus
OBMNAK B HacTosAwee BpemMa He pa3paboTaHbl, HO C y4eTom
MOJIEKYNSAPHO-6MONOrMYEeCcKMX xapakTepuctuk OBMAK, cbnu-
JKAOLWMKX ee C OCTPbIMM MUENOUAHBbIMU Neliko3aMu, npesa-
noyteHve B BblIbOpe Mporpammbl Tepanuu cnegyeT OTAaBaTb
OM/-nofobHbIM NPOTOKONAM.

OCAOXHEHME TeYeHN HEKPOTUSUPYIOLLLETO SHTEPOKO-
AUTQ, nepdopaLms MOAOTo OpPraHa

Honyaosa Arata AHapeeBHa, Kum AnekcaHapa
[AaspaHoBHa, pekoBa AnnHa BhagumuposHa

®rAOY BO PHUMY um. H. U. MNupozosa

HayuHble pyKkoBoautenu: borgaHosa CeetnaHa Bnagmumupos-
Ha — K.M.H. PTAQY BO PHUMY um. H. UN. Muporosa

Mo AaHHbIM MHOFOYMCAEHHbIX MCCAeZoBaTeNel YacToTa
H3K y HepoHoweHHbIX aeTel coctasaset ot 10 go 13%. Beay-
Lee MecTo B 3TMO/IOTMM 3aHMMAET: CPOK rectaumm, boicTpoe
yBe/nyeHve obbema 3HTepasbHOro NUTaHWA, Haauune BYWU.
HekpoTtusupytowmin sHtepokonunt (HIK) — 3abonesaHune nepum-
OZia HOBOPOMAEHHOCTW, XapaKTepuaytoleeca BOCMaNeHUEM
KMLLUEYHOW CTEHKM C ee Noc/ieayoLemM HEKPO3OM.

PebeHok K. AHaMHe3 }KN3HWN: peBEHOK OT XKeHLWMHbI 36 neT
C OTArOWEHHbIM COMATUYECKMM U TMHEKO/IOTMYECKMM aHaMm-
He3oM (Xp. nMenoHedpuT, NeKonaakua W. M., oT 2 bepemeH-
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HOCTM B 1 TpMmecTpe — TOKCMKO3; BO 2 TpumecTtpe — ¢ 25 Hea,.
C3PI 3cT., ManoBoame) oT 2 NpexaeBpeMeHHbIX OnepaTUBHbIX
ponos B 29 Hegenb. JekomneHcauma, MNMH 3 ct., 3PN 3cT., ma-
nosogue, no Anrap 6/7 6annos. Bec npu poxaeHum — 660 T,
OnvHa — 33 cm, coctoaHne Taxenoe, Ha CPAP ¢ poxaeHus.

OCHOBHOW AMarHo3 Npu NOCTynieHnn: BpoxaeHHan nHes-
moHuA. H 2 c1. ConyTcreytowmin: LlepebpanbHas aenpeccus.
MpexopgsAllee HapylweHWe yrneBogHOro obmeHa y HOBOpO-
»aeHHoro. HIOK la. AHemuAa HepoHoweHHbIX. pexogAwas
HeoHaTanbHas TpombouuToneHus. KoxHo-remopparmyeckuii
cMHApoMm. HeoHaTanbHas entyxa. Manblt pasmep naoga K
CPOKYy recrauumn. HegoHoweHHOCTb 29 Hegenw.

OTMeYanocb OTXOXKAEHME KeNnygo4HOro CoaepMmMoro no
30HAY, cpbirnBaHue. XX1BOT B3AyT, HanpsAXeH, rMyboKkoi nanb-
naumMv HeaoCTYMEH, 3HTePasibHOe KOpMaeHWe oTmeHeHo. o
KLLC komneHcupoBaH. CocTosHMe € OTpULATENbHOW AUHAMU-
KOM — TaxMKapaus, BANOCTb, 61eAHOCTb KOXKHbIX MOKPOBOB. Mo
AaHHbIM HaKTepuonorMyecknx nocesos B Tepanuio gobasneH
MepoHeM M amuKauuH. CoCToAHUE TAXKEN0e, CHUXKeHMe any-
pesa, HapacTaHue [H no 3 cT. NepeseaeH Ha MBJ1, Koppekuma
aumpo3a. PeHtreHorpadumsa B nateponosnumm: cBoboaHbIN ras
B 60/blIOM KosimyecTBe. 10 30HAY OTXOXAEHWE TEMHO-3€e/1e-
HOTO COAEPHKMMOro, OTMEUAOTCA NPU3HAKN NEPUTOHUTA, HUXK-
HAA YaCTb XXMBOTA CUHIOLLIHOTO LiBETa.

CoctoaHue Taxenoe. lemoanHaMMKa cTabunbHa Ha doHe
KapAMOTOHUYECKOW NoAAepKKU. HUNKHAA NONOBMHA XKMBOTA
N HUXHWE KOHEYHOCTU CUMHIoWHOro useTa. Onunrypua. B guHa-
MWKe COCTOAHME YXYALLIAN0Ch 33 CYET HapacTaHWA CUMMNTOMOB
NO/IMOPraHHOM Hef0CTaTOYHOCTH, CBA3AHHOM C TeYeHUeM ne-
puToHuMTa. B 02 yaca 10 M1H OCTAaHOBKA CepaeyHol aeatenb-
HOCTM, HayaTbl peaHUMaLMOoHHble meponpuatna — NBJ1 mew-
Kom Amby FiO2 100%, HenpamoW maccak cepaua, B/s BeeAeH
atponuH 0,1% 0.03mr/kr, agpeHanuH 0.1% (1: 10000) 0.03 mr/
KI, TOVXKAbl yepe3 5 muHyT, coaa 4% 4mn/Kr, npeaHn30a0H
10mr/Kkr, Kanbumsa rokoHat 10% 2ma/Kr. PeaHMmaumoHHble
meponpuAatua B TeyeHne 30 MuHyT 6e3 addekra. 18.04.2019
B 02 yaca 40 MMHYT KOHCTaTMpPOBaHa bruonormyeckas cMepTb.

HanpaBnaetca Ha BCKpbITUE C OCHOBHbIM AMarHosom: He-
KPOTU3MPYIOLWMIA SHTEPOKONUT Y HOoBOpoXaeHHoro 116 cTe-
neHun, nepdpopauma nonoro opraHa. OCNOKHEHNA OCHOBHOTO
anarHosa: CMHAPOM MOMMOTPaHHOM HEeAOCTaTOYHOCTU: AblXa-
Te/NIbHAaA HeAOCTAaTOYHOCTb 3 CTeneHu, cepaeyHO-CoCyAmcTan
HefocTaToO4HOCTb 36 cTeneHW, NoyevyHas HeAOCTaTOYHOCTb.
MNeputonut. ABC-cnHgpom. ConyTcTeytowme AnarHosbl: [Asy-
CTOPOHHAA MHEBMOHMA. BHYTpMIKeNyso04yKkoBOe KpOBOM3AUA-
HWe HeTpaBmaTuyeckoe 1-2 ctenenu. LiepebpanbHas uwemms
Il cteneHun. OTKPbITbIA apTePUAIbHLIVA NPOTOK. AHEMUS Hepo-
HoLeHHbIX. CuHapom xonectasa. Popmuposarue b14. Hepo-
HOLWEHHOCTb 29 Hegenb. Manblii pasmep naoga K CPoKy recra-
ummn.PebeHok npoxkun 1 mecaw 12 cytok 18 yacos 30 MUHYT.

Llenbto AeMOHCTpaLMn aHHOTO KNMHUYECKOro Cyyan AB-
naetca ocnoxHeHue TeveHuna HAK, nepdopauma KuweyHmKa.
OueHKa GaKTOpPOB PUCKa C NO3MLMIA MPOrHOCTUYECKOIO CLEHa-
puA pa3BUTUA JAHHOTO OCNOXKHEHUA.

OcCAOXXHEeHHoe TeyeHue 6oae3Hn KaBacaku

Psa6oBa Anuca MasnosHa, Kupwos HuKkuta AHgpeesuy,
Monosa AHactacusa MaBnosHa, lo6poHpaBoBa EneHa
AmutpuesHa

PHUMY umeHu H.U. MNupozosa

HayuHble pykoBoautenu: /lapuHa /ltobosb EBreHbeBHa —
K.M.H., goueHT. Mopo3sosckaa AIKb
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bonesHb KaBacaku — pegKoe cucteMHoe 3aboseBaHue ¢
NPENMYLLECTBEHHBIM NOPAXKEHMEM CPEAHUX U MENKUX apTe-
pWi4, Yalle BCTpeyatolleecs y AeTer A0 NATU NeT U KNUHWUYe-
CKM MposBafAtoLWweeca AUTeNIbHON IMXOPAAKON, NOPAXKEHNEM
CAU3UCTbIX 060/104€EK, MMMPATUYECKMX Y3/10B, KOXKUK. K onac-
HbIM OC/NIOKHEHMAM OTHOCUTCA MOPaKEHME Yallle KopoHap-
HbIX apTepui, HO TaK»Ke ONUCaHbl eaUHUYHbIE CyYau BOBAE-
YeHus uepebpasibHbIX apTeEPUI C Pa3BUTUEM MLLIEMUYECKUX
MHcynbToB. OCHOBA TEpPaANUKU — MPUMEHEHWEe BHYTPUBEHHOIO
MMMYHOTrN06ynnHa (BBUT) B 6onblIMX A03aX, YTO MOMKET fAB-
NATbCA AOMONHUTENbHBIM GAKTOPOM PUCKA PasBUTUA TPOM-
60308.

[aHHOe KNMHMYecKoe HabatogeHne NpeacTaBasaeT 0CN0XK-
HEHHOe TeueHne 6onesHn KaBacaku.

MaumeHT H., 2 roga oT 340pOBbIX POAUTENEN, MPUBUT NO
BO3pacTy, rocnuTaamsnposaH B Mopo3oBcKyto [eTckyto lopoa-
cKkyto KnvHuyeckyto bonbHuLy ¢ anxopaakoi oo 39 oC B Teve-
HUe NATU SHEN, XeNNTUTOM, CKNEPUTOM, NATHUCTO-NaNyne3HoM
CbIMNbtO, MACTO3HOCTLIO FONEHEN U CTOM, OTEKAMM MATKUX TKa-
HEW KOMeHHbIX cycTaBoB. [o rocnuTanusaumm 6bln guarHo-
CTMPOBAH OCTPbIA TOH3UANUT, HazHaYeH AMOKCULMAINH Be3
adpdekTa. Mo aaHHbIM IXO-KI: KOPOHAPUT, IKTa3mA nepegHen
HUCXOAALLEN apTepuu, NPU3HAKU MUoNepuKapauTa. B remo-
rpamme obHapy»eHbl NpusHaku BocnaneHuns (CO3 — 70 mm/u,
nemkountos — 13x10%n), CP6—0,0256 r/n, A, — aumepbl — 2195
Hr/MA. Ha wwecToi AeHb OT Hayana 3aboneBaHMA NOCTaBAEH
AnarHo3s: bonesHb KaBacaku nonHasa ¢popma. Hauata Tepanus
BBWUI 2r/kr, acnupuH 80 mr/kr/cyt, dparmmu 100 EO/Kr x 2.
JleyeHne ¢ NONOXKUTENbHBIM 3ddEKTOM (McHe3na NXOPaLKa,
YMEHbLUWUINCb CKNEPUT, XeNNUT, Cbinb). Ha cnepyrowmin aeHb
nocsie Ha4yana Tepanum NOABMAACb O4aroBas CUMNTOMATMKa B
BMAe napesa B3opa. Ha MPT ronosHoro mo3sra (FM) u MP-aHru-
orpaduu BbiABAEHbI ULIEMUYECKME OYarn B 6acceiHax npaBoi
1 neBow 3aZHeN MO3roBoM, 1eBOM CpegHEMO3TOBON apTepUii.
B TOT Xe AeHb NpoBeAeH CUCTEMHBIM TpoMboaM3MC Npenapa-
TOM anTennasa ¢ NoNOKUTENIbHON AMHAMUKOMN (KOHTPO/IbHOE
MPT 'M: pekaHanusaums NeBoW 3aaHelt MO3roBon apTepum).
HanbHeiwee neyenue: BBUT 1 r/kr, renapuH 30 ME/Kr/yvac.

OnuncaHne [aHHOMO NauMeHTa WANCTPUPYET BO3MOXK-
HOCTb OC/NIOXHeHUus 6onesHn KaBacaku Tpombo3om cocyzios
ro/I0BHOrO M03ra, HeobxogMmocTb nposegexHua MPT TM ana
paHHel AMArHOCTUKM MHCY/IBTOB Y MALMEHTOB C NMOPAXKEHNEM
apTepuit Ntobol NoKanM3auMmn nNpu HaanuymMm MUHUMaNbHOM
HEBPOIOrMYECKOM CMMNTOMATUKKN. ITO MOMONKET CBOEBPEMEH-
HO HayaTb /IeYEHNE OC/IOKHEHUIM U NPELOTBPATUTL TAXKENbIE
nocneacTBmUA UWEMMYECKOM sHUedanonaTmm.

MaronAacTuyeckoe BAMSIHME HEKOMMNEHCUPOBAHHOTO
COXAPHOro AMA6eTa Ha KAMHUYECKYIO CTPYKTYPY Ae-
npeccun: CAy4am ns NPAKTUKN NOAPOCTKOBOM NCUXU-
arpum

PapguoHoB Amutpuii Cepreesund, UBaHoBa CBeTnaHa
MwuxaiinosHa

®rAOY BO PHUMY um. H.N. Mupozosa

HayuHbie pykoBoautenu: MNaHkosa Onbra PépopoBHa —
K.M.H. ®TAOY BO PHUMY mnm. H.U. Munporosa

HecneyndryHOCTb NCUXMYECKMX PACCTPOMCTB NPU Pasiny-
HbIX 3HOOKpPMHONATUAX Bblna AokasaHa M. Bleuler, KoTopblit
OMNUCbIBAA, TakK Ha3blBaeMblil, SHAOKPUHHbIA NCUXOCUHAPOM,
BKNIOYAOWMNIA B CeBA CHUMEHME MNCUXUYECKOW aKTUBHOCTH,
M3MEeHeHWe B/ieYeHMA M HacTpoeHus. B cBoto oyepeap, oTe-
YeCTBeHHbI ncuxmaTp HMUCAUH YKasbiBan He TOAbKO Ha Npu-
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YMHHOCTb SHAOKPWMHHOM NATONOTMN B PA3BUTUM NCUXMYECKUX
PaccTPOICTB, HO M Ha BaXHOEe MaTonacTUYecKoe BANAHUE HA
y>Ke UMetoLLMecs NcMxonaToNorMyeckme CTpyKTypbl.

Manbuuk, 17 net. B HMU MN3A4MN rocnutannsnposaH Bnep-
Bble B 9KCTPEHHOM MOpsAAKEe MO BUTA/IbHbIM MOKa3aHUAM: B
TeyeHMe Noc/ieAHUX AHEWN BbICKA3blBal MbIC/IN O HEXENAHUU
UTb, AENUACA UMM C NpUATeNeM, BblHALLIMBaA MJaH yxoaa
13 KM3HW. Mocne HaHeceHUA ovyepesHbIX CAMOMNOBPEXAEHUM
pOoAMTENN MOAPOCTKA 0O6PATUAUCL C HUM B NPUEMHOe oTae-
NneHve.

MN3BECTHO, YTO NaLMEHT OT MATO/IOMMYECKMN NpoTeKaBLel be-
peMeHHOCTU 1 poaoB. PaHHee pa3BUTUE C ABEHUAMMU HEBPO-
naTUYeCcKoro AM30HTOreHe3a B paMKax pesnayanbHO-OpraHu-
YeCKOW CUMMNTOMATUKM (rMNoToHMs, runopediekcus, 3anopsl).
Habntopanca Hesponorom, nonyyan nedenue. [anbHelwee
pa3BuTMeE No Bo3pacTy. B 10 net 6bi1 06HapyKeH caxapHbIl Au-
abet 1 tvna (CA4), avety n pexkum Tepanun CO He cobnogan,
3NU304MYECKM OTMEYANIoCb MAHWUMYyNATUBHOE MoBeAeHME Ha
OCHOBaHWW cBoero 3abonesaHun. OTCyTCTBME AOBEPUTENbHbIX
OTHOLUEHWM, 3anyrmBaHue pebeHKa ¢ YacTbIMU NOBTOPEHUAMM
ocnoxHeHu CLl 1 BO3MOXHOM CMepPTbIO, YHaCTUBLUMECA KOH-
GAVIKTBI B LLKO/IE NPUBENN K USMEHEHUIO COCTOAHMA. B TeueHune
nocnegHUx 2 net cHuauacs GoHa HACTPOEHUS, CTaN 3aMKHY-
TbIM, YTPATUA CNOCOBHOCTb MOAYYaTb YA0BO/NLCTBUE OT HEKOT-
4a NoBUMbIX 3aHATUMI, C Le/blo YMEHbLUEHUA 3MOLIMOHa/b-
HOro HaNPsAMEeHUA Hayaa HaHOCUTbL camonopesbl (Yalle nocne
CCOp C y4UTENAMU U poauTensmu), npuberan K ynotpebneHuto
aNKorons, NOABUANCL UAEN CAaMOYHUUYMIKEHWSA, BbICKA3bIBaHMA
0 6eccMbICIEHHOCTM KU3HWU. B mae 2019 r. nocne HeyaayHo
COAHHOro 3a4eTa Oblaa NpeanpPUHATA NOMbITKA BCKPbLITb BEHbI
C CyMUMZAnbHOM Uenbto, MNocne cyuuuaanbHoe noseaeHue
3aKpenuaocb U NPUHANO BUA, LEeMOHCTPATUBHO-LUAHTAXKHOIO.
Mocne rocnuTanusaummn B CTaLMOHAP M MCYE3HOBEHMA MCU-
XOTPaBMWPYIOLLLErO TpUITepa, TAXeCTb [AernpecCMBHOrO CUH-
[POMa HapacTana, yTpayMBanacb CBA3b C MCUXOTEHWEW, YTOo
YKa3blBaeT Ha 3HAOreHU3aumo paccTpoicTea. B cBAsm ¢ yxya-
LIEHMEM COMATUYECKOro COCTOAHUA OblN FrOCMMTANN3NPOBAH
B8 Mopososckyto AKIE, roe Ha poHe 06e3BOXKMBaAHMA OTMEYa-
NOCb yXyALlWweHne NCUXMYECKOro COCTOAHWUA: NOABUAUCH Bblpa-
YKeHHble AnchoprYEecKne N TPEBOXKHbIE 31eMEeHTbI, YyCUaeHne
TEHAEHUMI ayTOAEeCTPYKTUBHOIO NOBeAEHWs, a TaKXKe ABNEHUA
MasiblX aBTOMaTM3MOB (MEeHTU3M, Kallia B [/10Be).

[aHHbI KAMHUYECKUI NpUMep 3HA40PEaKTUBHOM Aenpec-
CUU Ha NCUXO3HAOKPUHHOM OHEe AeMOHCTPUPYET BAXKHOCTb
KOMM/IEKCHOTO /leYeHUA MaLMeHTOB MCUXMATPUYECKOro CTa-
LUMOHapa B pamKax bBUMONCUXOCOLUMANBHOTO NOAXOAA, @ TaKkKe
HepaspbIBHYIO CBA3b MeXAY KAMHUYECKOW NCUXMaTpuen 1 ca-
MoTONoTMeEN.

NMaumneHT ¢ NaTOAOrUen reMmoCcTa3a U 3aKpPbITOM Yepen-
HO-MO3roBOM TPABON, OCAOXKHEHHOMN 3ANMNAYPAABHOMN
reMmaTtomom

KopcyHoB AHgpeii HuKonaesuy

Pocculickuli HayuoHanbHsIG uccnedosamensCcKuli MeouyuH-
cKull yHusepcumem um. H.U. lMupozosa

HayuHble pyKkoBogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H., OLEHT. POCCUINCKNIA HALMOHANbHbIA UCCAef0BaTe b-
CKUI MeANLMHCKKNI yHUBepcuTeT nm. H.U. Mnuporosa

Manbuuk K, 4 net. PebeHok oT 5 6epemeHHOCTH, nNpoTe-
KaBluei 6e3 ocnoxHeHnin. Poabl 5, B cpok. Poc 1 passuBancs
COOTBETCTBEHHO BO3pacTy. CemeliHbli aHaMHe3 He OTAroLeH
(3 6paTta 1 1 cectpa — 340p0BbI).

18.11.17 pebeHOK Kayanca Ha cTyne, ynan v yaapusaca ro-
noBoM, nocne atoro H6bi1a OAHOKPATHaA PBOTA, POAMUTENMN Bbl-
3Ba/M negmatpa. 24.11.17 6bin anu304, PBOTLI, OTMeYanacb
cnabocTb, pe6EHOK CTan Mano NOABUMKEH, NOABUIOCH CXOAA-
wmeca Kocornasme. 28.11.17 pebeHOK Hbln IKCTPEHHO rocnu-
Ta/IM3MPOBaH B Helpoxmpypruyeckoe otaeneHne MAIKE.

Mpw nocTynaeHun: cocTosiHMe cpeaHel CTeNneHNn TAXeCTU.
Cymma 6annos no wkane kom Mnasro — 15, AcHoe co3HaHue.
PebeHok akTneeH. He inxopaamT. Co CTOPOHbI HEPBHOW CUCTe-
Mbl: 06LLEMO3rOBOM MU MEHWHIreasIbHOW CUMMNTOMATUKN — HeT.
OTmevaeTca cxogslimeca Kocornasue. [lguratenbHas coepa
6e3 natonoruu. Mape3os HeT. PebeHKy aKCTpeHHO NpoBeaeHa
KomnbtoTepHasa Tomorpadusa (KT) ronosHoro mosra, no pe-
3yNbTaTaM KOTOPO# 6b110 NPUHATO pelleHne 06 onepaTUBHOM
BMeLlaTe/IbcTBe (KOCTHO-n/1acTuyeckasa TpenaHauus (KMNT) ot
29.11.17). KT uccneposanue ot 30.11.17 — KoHTponb. 01.12.17
NPOKOHCYNbTUPOBaH 0dTaIbLMOIOTOM — OCTPOW odTasbmona-
TONOTUU He BblsiBNeHO. CTOUT OTMETUTD, YTO B Koarysorpamme
o1 28.11.17 otmeyanocb yanmHeHune AYTB go 44,8 cek. Pebe-
HOK MPOKOHCY/NIbTUPOBAH remaToniorom. MpuHATO pelieHne ob
UCKNIOYEHUN Koarynonatuu. lMpu obcnefoBaHUKM BbIABIEHO
cHukeHue VI dakTopa o 24,9%. MNocTaBneH gMarHo3: remo-
dunua A, nerkoii ctenenun. 07.12.17 nepeBeneH B oTaeNeHUe
remMaTosiornu, rae nosy4van naToreHeTMYecKoe U CUMNTOMaTK-
yeckoe nieyeHue. Mo gaHHbIM KT oT 28.11.17: B 3aTbl/IOMHOM
obnactu, bonblue cneBa U Ha YpoOBHE SIEeBbIX OTAE/I0B MO3XKey-
Ka npocnexKmBaeTca anuaypanbHaa rematoma 18-23x65x60
MM (06bem okono 70-80 mn). CoaeprKMmoe remaTomMbl Hero-
moreHHoe (40-67 HU). Mpunerkalyme MO3roBoe BeLLeCTBO MO3-
YKEeYKa U 1eBOM 3aTbIZIOYHOM A0NM KOMNPUMMPOBaHO. uncno-
Kaumsa cybTeHTopUanbHbIX CPeaMHHBIX CTPYKTYp BNpaso Ao 2
MMm. HeckonbKko cmelleH, aebopmrMpoBaH Mo 1€BOMY KOHTYpPY
IV enypouek. /leBoe Kpblno 06BOAHOW LWUCTEPHbI YMEPEH-
HO CMelEeHo Knepean. YMepeHHO pacliMpeHa 3aTblnoyvHan
umnctepHa. AnddepeHumauma 6enoro n ceporo BelecTsa co-
XpaHeHa. TypeLKoe ceano He U3MEHEHO. BbiaBNEH NMHENHbIN
nepenom 3aTblJIOYHOM KOCTU C/leBa NPOTAXKEHHOCTbIO A0 45-50
MM, 6e3 cmelleHnAa oTaomKoB. KT-npusHakm 6onblioro obbe-
Ma IM3MPYIOLWMICA 3NUAYPaSbHOM reMaToMbl B 3aTbIIOYHOWN
obnactn bonblue cneBa Ha ypoBHe Mo3euka. [ocne npose-
neHHon KMT, koHTponb KT ot 30.11.17: cocTosHMe nocae anu-
OypanbHOV reMaTombl 3aTbl/IOYHOW 06nacTu. B 06on04eyHbIX
NPOCTPAHCTBAxX 3aTblJIOYHOW 06nacTu cnpaBa HeO4HOPOAHOE
COMEePKMMOE C y4aCTKamMM NJIOTHOCTM, PaBHOM MNAOTHOCTU KPO-
BUW (remMocTaTMYecKMin maTepuan), nysblpu rasa. /lesas remumc-
depa mo3KeyKa HECKO/IbKO KOMMPOMEeTMpPOoBaHa. [lucnokauum
cyb- 1 cynpaTeHTOPUAIbHbIX CPEAUHHBIX CTPYKTYP HE OTMeYa-
etcs. AnddepeHuymauns 6enoro 1 ceporo BeLecTBa coxpaHe-
Ha. Ha ocTasibHOM NPOTAXKEHUW B BELLECTBE FO/IOBHOIO MO3ra
30H MaTONOIMYECKON MNIOTHOCTU He OBHapyKeHo. YMepeHHO
paclwmpeHa 3aTblIoYHaA uucTepHa. [pyrme LUCTEpPHbI, KOH-
BEKCUTasIbHble cybapaxHoMAa/ibHble NMPOCTPAHCTBA HOAbLINX
nonywapuii 6e3 ocobeHHocTel. TpenaHaluMOHHOe OTBEPCTUE
YKPbITO KOCTHbIM JIOCKYTOM, HapPY»KHble MArKME TKaHW ynioT-
HeHbl, YTO/ILLLEHbI.

Bnaropgapa metogam nyyeBol U KAUMHWKO-nabopaTopHOM
OMarHOCTUKM:

— CBOEBPEMEHHO BbIABJAEH W NOKa/IM30BaH MaTosornye-
CKMI NpOoLLeCC, KOTOPbI MOT B AanbHellweM Bbl3BaTb Cepbes-
Hble OC/IOXKHEHUA;

— yAanocb m3bexaTb NOBTOPHOrO OMEpPaTUBHOIO BMeLLa-
TENbCTBa;

— Y[Anocb AMArHOCTUPOBATb BPOMAEHHOe 3aboneBaHue
remocrasa — remopunmio A.
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MocAeACTBUS NO3AHEN AUATHOCTUKU BPOXKASHHOM AUC-
GYHKUMM KOPbI HOAMOYEYHUKOB

KoHHoBa CBeTnaHa MuxaitnosHa

BO OpeHbypecKuli 2ocydapcmeeHHbili MeOuyuHCKull yHusep-
cumem M3 P®

HayuHble pyKkosogutenu: 3opuH Uropb Bragmummnposmy —
O.M.H., AoueHT; JlanteBa HMHa MuxaliioBHA — K.M.H., AOLEHT.
BO OpeHbyprckuii rocysapcTBeHHbIM MeAULMHCKUI YHUBEP-
cuter M3 PO

BeegeHue. [esouka A., Bo3pact 17,5 net. Habntopaetca
OETCKMM 3HA0KPUHONOrOM [leTCKOM rOpOACKOM KAMHUYECKOM
60/1bHULbI T. OpeHbypr ¢ AnarHo3om: BpoxaeHHaa gucdyHK-
umMA Kopbl HagnoyeyHukos (BAKH), xpoHnyecKana nepsuyHan
HaAno4YeyHUKoBass HepocTaTouyHocTb (HH), conbTepatowan
dopma. YporeHuTanbHbIn cuHyc 4-5 cteneHu no Mpagepy, BHY-
TpuchUHKTEPHan popma.

N3 aHamHes3a naumeHTa W3BECTHO, YTO pebeHOK poann-
CA [OHOLLEHHbIW, NPWU BbIMUCKE U3 POAMNLHOIO AoMa Obin
BbICTaB/IeH AuarHo3: HeoHaTasnbHaa kentyxa. Mon pebeHka
MAEHTUGULMPOBAH KaK MY»KCKOW. C paHHero Bo3pacTa y Mma/ib-
YMKa OTMEYanuCb naoxas npubaBKa maccbl Tesa, oTcTaBaHue
B POCTeE, YacTble NPOCTyAHble 3a601eBaHNSA, CONPOBOXKAABLUN-
eca BblpaXKeHHOW €NabocCTbto, MOBbILWEHHAA TAra K COMeHOM
nuue, K Bo3pacty 4,5 net cumnTombl HapacTanu, oTMevanacb
apTepuanbHaa rMNoToHUA.

B Bo3pacTte 5 neT npu obcnenoBaHUmM B NeanaTpUHecKom
otgeneHun 3anopo3peHa BAKH. lMocne KoHcynbTaumm 3H-
DOKpuHonorom HanpasneH B POKB, r. Mocksa, rae snepsble
6b1/1 BbICTaBNeH AnarHos: BAKH, xpoHnyecKas nepsuyHan HH,
conbtepaAowan ¢opma. YporeHUTanbHbIN CUHYC 4-5 cTeneHu
no Mpagaepy, BHyTpucduHKTEpHasa ¢opma. AuarHos 6bin nog-
TBEPXKAEH MONEKYNAPHO-TEHETUYECKU: BbIAABIEHA MyTauwmA
B reHe CYP21 — |2 splice B romo(remu)3MroTHom coctosaHuu,
XapaKtepHas gns conbtepaowein popmbl BOAKH. Mon pebeH-
Ka MO KapuoTuNy onpeseneH Kak KeHCcKui — 46 XX. [leBouke
6blsla HazHa4YeHa 3aMecTUTe/IbHAA Tepanua IIOKOMUHEpPano-
KOPTUKOMOAMMN U pEKOMEHA0BaHa KOHCYbTauua xupypra. Mo-
cNe Ha3HAaYeHHOW 3aMeCTUTENbHOM TePannmn COCTOSHME YayY-
Wwunnocb. B ganbHelwem B TeYeHWe HECKONbKUX NeT pebeHKy
nocnefoBaTeNlbHO NpPoBenuM 6 onepaTUBHbLIX BMeELLATEeNbCTB
ONA yoaneHua rmneptTpodupPoBaAHHOIO KANTOPA, KOPPEKLUK
YPOreHUTaNbHOMo CUHYCa.

B HacToAwWwMMA mMOMeHT aesouvke 17,5 neT: pocT 149 cm,
macca Tena 58 kr, UMT 26,3 kr/m2, Al 90/55 mm pT.CT., KOXa
He3HaYyuUTes/IbHO CMYrNas C rMnepnurMmeHTaLmeit NoKTen, noa-
KOXKHas *KMpoBasA KAeTyaTKa pa3BuTa M3BbITOYHO, pacnpese-
/leHa no abaAoMMHANBbHOMY TUMY, TYProp CHWUMKEH, UMetoTcA
6arpoBble MONOCLI PACTANKEHMA Ha Koxe beaep, U3bbIToYHOE
OBOJIOCEHME MO MYXKCKOMY TUMy, nososaa dopmyna Ax — 3,
Pb -3, Ma—1, Me — 0. MeHCTpyauunn oTcyTCTBYIOT. Hapy:KHbie
nosoBble opraHbl cGOPMUPOBaHbI NPABUALHO MOC/e MAaCTU-
YECKOM KoppeKLuuun.

Mo gaHHbIM obcnegosaHus: OAK, OAM, BUoxMmmyeckuin
aHanus kposu, IKI — 6e3 natonormn. YposeHb TTI, Tupeo-
MAHbIX TOPMOHOB, NMPOAAKTMHA B Hopme. TectoctepoH, — 0,8
HMOAb/N — Hopma, JIT — 9,8 HMoAb/A — nosbiweH, ®CI — 6,7
HMOJ1b/N — NOBbIWEH, KOPTM30/ 54 HMONb/N — cHUXKeH, 17-0H
nporectepoH — 36 HMO/b/A — nosbiweH. Mpu Y3U opraHos ma-
JI0r0 Ta3a: rmnonaasma MaTku U AMYHUKOB.

MauneHTKa NonyyaeT neveHume KO- U MUHEPANIOKOPTH-
KOMZaMW: NPEAHN30/I0H 5 Mr 2 pa3a B AeHb, GAyapOKOPTU3OH
0,05 mr 2 pasa B AeHb.
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BbiBogbl: 1. Hamu 6bin npeactasneH ciayyalh nosgaHen
OMarHOCTUKK conbTepsatollen dopmbl aeduumta 21-rugpok-
cunasbl. A TakKe oTMeyeHbl NoCNeACTBMA MO3AHEero Hayana
NeyeHus gaHHoro 3aboneBaHusa, B NepByto ovepesb, BAUAHNE
Ha PenpoayKTUBHY GYyHKUMIO. 2. [JaHHbIA C/lyyYal yKasblBa-
€T Ha BaXKHOCTb HEOHATA/IbHOTO CKPUHUHIA HA MNATb TAXEsbIX
BPOXAEHHbIX 3ab0NeBaHUI, KOTOpbIM cTan obsasaTeNbHbIM B
Poccuiickoit ®epepaunn Tonbko ¢ 2006 roga v Hawel naum-
€HTKe OH He 6bln NpoBeaeH.

POHHSIS AMArHOCTUKA FAACKTO3E€MUU, CONPOBOXACIO-
L encs BTOPUYHOM KOAryAonaTnen

locTioxuHa AHactacua mutpuesHa, [lobpoHpasoBa EneHa
AmutpuesHa, Cac flapbsa CepreesHa, LLenaxosckaa Copba
AHppeeBHa

®rAOY BO PHUMY um. H.U.Mupozosa

HayuHble pykoBoagutenu: /lapuHa Jltobosb EBreHbeBHa —
K.M.H., goueHT. DTAOY BO PHUMY um. H.W.Muporosa, N6Y3
«MOopO30BCKan AeTCKas ropoacKan KAMHUYecKaa 6oibHMLA
[JenapTameHTa 34paBooxpaHeHnsa ropoga MockBbI»

[anakroszemuma — ayTOCOMHO-peLecCMBHOE HacneacTBEeH-
Hoe 3aboneBaHWe, COMPOBOXAalOLleecs HapylleHWem 06-
MeHa yrneBogoB, NPU KOTOPOM B OpraHM3mMe HaKanavsaeTca
M3bbITOK rafakTo3bl U ee MeTabo/NMTOB, TaKUX KaK ranakTo-
30-1-dpocdat 1 ranakTMToN, 4To 06YCNABNNBAET KIMHUYECKYIO
KapTUHY 3abonesaHnsa 1 oOpMUPOBaHME OTCPOYEHHbIX OCOXK-
HeHui. YacToTa 3a60/1€BaEMOCTM HOBOPOXKAEHHbIX B PO 1: 20
000. TMNU4YHbIE KAMHUYECKME NPOABAEHMUA FAaIAKTO3EMUN: Te-
naTocnieHoMeranuns, AncnenTUYeckne paccTporcTea (pBoTa,
Avapes), remopparvyeckuii CUHAPOM, CUHAPOM YrHETEHUA
LHC n gpyrne. CBoeBpeMeHHO HavyaTaa Tepanua Nnomoraer co-
XPaHWUTb XU3Hb N 3HAYMTENIbHO YNYYLLNTL €e KayecTso.

B oCHOBE 3TO/1I0MMM FaNIAKTO3EMUM IEKUT HEAOCTATOYHOCTb
ogHOro us Tpex GpepmeHToB, y4yacTBYylLWMX B meTabosimsme
ranakTosbl: ranakroso-1-doocdatypuguntpaHcdepassl (FANT),
ranaktokuHasbl (FAJIK), ypuauH-andocdat-ranakroso-4-anu-
mupasbl (TA/13). B pesynbTaTe Hem0CTaTOYHOCTU N06Oro U3
Tpex GepmeHTOB B KPOBM MOBbILWAETCA KOHLIEHTPaLMA ranak-
TO3bl. Mpun pgednumnte TANT n FTAJIS B opraHM3me HaKanauea-
eTcs M36bITOYHOE KO/IMYECTBO ranakTo3o-1-¢ocdaTa, UTO Ha
CEroAHAWHUN AeHb CYMTAETCA OCHOBHbIM NMAaTOreHETUYECKMM
daktopom. COOTBETCTBEHHO HEAOCTAaTOYHOCTU KaKoro-nmbo
13 GepmeHTOB BblAENAIT TPU GopMbl 3aboneBaHUA: Knaccu-
yeckana (HegoctaTouHoCTb TAJIT), TaK e K 3TOMy TUMY OTHO-
CAT BapuaHT [lyapTe (HE3HAUUTENIbHOE CHUMKEHWE aKTUBHOCTU
dbepmeHTa); HeLOCTaTOYHOCTb ralakTOKMHa3bl; aebuunt FASD.

B otaeneHune HeoHatonormm MATKB 23.06.19 noctynuna
AeBouKka A., gata poxkaeHua — 14.06.19 (11 cyTKu »U3HWU), C
HanpasBAALWMM gMarHo3om «HapyleHne obmeHa ranaktosbl.
BTopuuHas Koarynonatua». 13 aHamHesa M3BecTHO, YTo pebe-
HOK OT 1-X CPOYHbIX OMepaTUBHbIX POLOB, Macca NpU poxae-
Hun 3400 r., annHa Tena 52 cm. Ha 2 cyTKM KM3HKU HapacTaHue
6unmpybuHa, runokoarynauma 6e3 remopparMyeckoro CUH-
Apoma, npoBoaunack dototepanus. PebeHoK nepeseseH Ha
WCKYCCTBEHHOE BCKapM/AMBaHME CMECbl0 Ha OCHOBE M30/ATa
coesoro 6enka. Mo pe3ynbTaTamM HEOHaTasIbHOTO CKPUHWHIA
ypOBeHb rasnaktosbl 102 mr/gn (npu Hopme ao 8 mr/an).

Ha MOMeHT rocnutanmsaumnm — cocToaHme Taxenoe, macca
3012 r. KoHble NOKPOBbI YNCTblE, UKTEPUYHbIE, CYOUKTEPUY-
HOCTb CK/lep, NOCTUHbEKLMOHHbIE 3KXMMO3bl Tbl/IbHOM NOBEPX-
HOCTW KUCTeN. TUNNYHbIE KAMHUYECKME NPOABNEHUA TanakTo-
3eMMM OTCYTCTBYIOT. YPOBEHb ranakTosbl B Kposu 94.6 mr/an,
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Ha ¢oHe npoBoOAMMON Tepanuu HabNAANOCH YAy4ylleHue
06LLero COCTOAHUA U CHUMKEHWE YPOBHA ranaktosbl go 7.07
mr/an. Mo pesynbratam Tecta akTMBHOCTb TAJIT pesKo CHuKe-
Ha — 0.29 ME(Hopma — 4.4-15 ME). B 61uoxnmmnyeckom aHanm-
3e Kposu: runepbunmpybuHemma 396-346-105 mkmonb/n, ¢
noBblileHnem npsamon dpakumm o 73 mkmonb/n. ANIT/ACT:
203/174-77/88 en/n, noBbllieHWe YPOBHA LWenoYHoW ¢oc-
daTasbl, runornnkemus. TpomboumnTbl 29-84-164x1079/n, no
®oHuno — 213 x1079/n, NpU3HaKK runokoarynauum (ysenmnde-
Hue AYTB, MHO, cHu»KeHUue ypoBHSA ¢MbpUHOreHa), NpoBo-
ANNOCb MepesvBaHUE CBEXE3aMOPOXKEHHON nnasmbl. Y3U
oT 24.06.19 — npusHaku gnudedy3HbIX USMEHEHNI NAPEHXMUMbI
neyeHu, noyek. Mposoaunnca guodepeHunanbHbIit AnMarHos ¢
CUHAPOMOM ANaXKuns, ogHaKo ybeamTenbHbIX AaHHbIX 3@ 3TO
3abosieBaHMeE NOyYeHO He 6bino.

[esouyka BbinucaHa 1.07.19. CoctoaHME HA MOMEHT Bbl-
NMUCKW yA0BNETBOPUTEIbHOE, B Macce npubasuna 400 r., no
OaHHbIM KOHTPOJIbHOM reMorpaMmbl YpPOBeHb TPOMOBOLMTOB
HOPMa/IN30Ba/ICA, FeMOCTa3 KOMMNEHCUPOBAH, YPOBEHb Ou-
nvpybuHa cooTBeTCcTBYEeT BO3pacTy. B HactoAwMM MOMEHT
Hab/logaeTcs y negmatpa, HEBPOOra, reHeTuKa. HepBHoO-Ncu-
XMyeckoe passBuTME NO BO3pacTy, B macce npubasnsert. Ha
8.07.19 ypoBeHb ranaktosbl 5.59 mr/an.

POHHSIS ANArHOCTUKO MYKOBUCLIMAO3A
Moxsawesa MNonuHa OpbeBHa
®rAQY BO PHUMY um. H.U.Mupozosa

HayuHble pyKkoBogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H., OLEeHT

MyKoBMCUMA03 (KMCTO3HbIA $UBPO3) — ayToCOMHO-pe-
LLECCMBHOE Hac/neacTBeHHOe 3aboneBaHMe, XapaKTepusy-
lolLeeca MopaxKeHMeM BCEX IK3OKPWMHHbLIX Kenés, a Takxe
JKM3HEHHO BaXXHbIX OPraHoB 1 cuctem. O6yCNOBAEHO MyTaum-
AMM B reHe myKoBucumaosa CFTR, Haxoaaweroca B cepeanHe
OJ/IMHHOTO nJieya 7 ayTOCOMbl M KOHTPOJIMPYIOLLLETO CTPYKTYPY
N GYHKLUMIO TPAHCMEeMBPaHHOro perynatopa MyKOBUCLMA03a.
BbiaenatoT Tpyu GopMbl MyKOBUCLLMA033: IETOYHAA, KMLLIEYHas,
CMeLlaHHaA.

MaumeHTKa A., 2 mecsua, oT 3 6epeMeHHOCTH, NPOoTEKaB-
e € recTO30M BTOPOW MOMOBMHbBI U Npesknamncueit. Pogpbl
BTOpble Ha 33 Heaene KecapeBbiM ceyeHMem. Macca npu po-
waeHun — 1430 1, pavHa — 40 cm. Ha ncKyccTBeHHOM BCKapm-
nvBaHun. Co CNoB MaTepu, C POXKAEHUA MIOX0 Habupana B
macce. anobbl Ha CHUXKeHWe remornobuHa 1 YacTble 06uIb-
Hble cpbirMBaHus. Mpu poxKaeHUN 6bln NPOBEeAEH CKPUHUHT C
pe3yNbTaTOM: COMHUTE/IbHbIN AMarHo3 MyKoBUCLMA03a. Bblio
pEeKOMeHA0BaHO NpoBeAeHne NOTOBOW NPobbl NpU AOCTUKE-
Hum B Bece 3 Kr. 02.10.2019 mama obpatnnach K y4acTKOBOMY
neanaTpy no nosogy aHeMun. PeB6EHOK Bbln rocnMTannsnpo-
BaH B CTauMoHap r. 3eneHorpag. boina nposeaeHa TpaHcdy-
3UA 3PUTPOLMTAPHOW B3BECU. YPOBEHb remorniobuHa 65 r/n.
03.10.2019 naumeHTKa nepeseneHa 8 MAIKB.

Mpu noctynneHuun: obluiee cOCTOAHUE CPeaHel TAXKeCTU.
MutaHne noHuxkeHHoe. CbenaeT no 60 mn cmecn, Bpema oT
BpeMeHu cpbirneaeT. Macca Tena npu noctynaenun 2170 r.
MepKyTOPHbIN 3BYK Hag, NErKMMU: KOPODBOYHbIN. [bixaHue
»KEcTKoe. HeuacTbll Kawenb, BAAXKHbIN, MaNIONPOAYKTUBHbBIN.
OfpllWwKa MUHMMaNbHAA CMeLaHHOro xapakrepa. MauneHTtka
CK/IOHHA K 3anopam.

JNlabopaTtopHo: remornobuH 96 r/n, petukynountsl 1,85%,
TpaHcheppuH 40 mr/an, skenezo 0 mkMonb/n; obwmit 6enok
30,4 r/n, anbbymuH 18 r/n. B konponorum cteatopen 1 tuna.

Ha peHTreHorpamme opraHoB rpyAHOW KAeTKU: Npu3Ha-
KW WMHOUNBTPATUBHbLIX U3MEHEHUN B MeAMmasbHbIX OTAenax
npasoro nérxkoro. Mo NpuYMHE COMHUTENbHOrO pesy/bTaTa
CKPVHUWHIA Npu poxaeHun b6bina nposeaeHa notosas npoba
C pesynbtatom 116 MMOJIb/A, YTO ABAAETCA MOMOXKUTENbHBIM
NPU3HaKOM 414 AnarHo3a MyKoBMCLMAO03.

JleyeHue: s3pUTPONOITUH MOAKOXKHO, LedTpmakcoH 100 mr/
Kr/cyT, KpeoH. Ha ¢poHe Tepanum cocTosHMe C NONOKUTENbHOM
AVHaMUKOI: remornobuH 96 r/n, npubasKka B Macce, UCHE3HO-
BeHWe Kalna. MocTaBneH OKOHYaTebHbIN ANArHO3: MyKOBUC-
LMA03, NeroYHo-KMweYHaa popma, CpeHETANKeN0e TeYeHMe;
XPOHUYECKUI BPOHXUT; XPOHUYECKas NaHKpeaTuyeckan Heno-
CTaTOYHOCTb.

[aHHbIV KAMHUYECKUI cnyyvald NOKa3blBaeT BaXKHOCTb PaH-
Hel AMarHOCTMKU MYKOBMCLIMA03a U ero CBOEBPEMEHHON Te-
panuu.

Peakuin cayvan poe6rota XoAXKKUHCKON AMUMPOMBI Y
MOABYMKA C AAUTEABHO CYLLLECTBYIOLEN XPOHUYECKOUN
MMMYHHOW TPOMOOLIMTONEHNYECKON Nyprnypon

MunéxuHa Mapusa lOpbeBHa, bpbidrannHa CeetnaHa
lOpbeBHa, Kapnukosa KceHuna bopucosHa, KopcyHoB
AHppeii Hukonaesuy

®rAOY BO PHUMY um. H.U. Mupoeosa

HayuHble pyKosogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H., goueHT. F'bY3 «Mopo3osckaa Kb A3M»

Nnumdoma XogrKKknHa (/1X) — 370 3n10Ka4YeCcTBEHHAsA OMNyXo/b
AMMGOMAHON TKAHW C KNOHanbHOM npoandepaunelt B-knetok
3apogpllueBblx LeHTpoB numdoysnos. JIX 3aHMMmaeT naTtoe
MecTO MO 4acToTe Cpeau 3/10Ka4YecTBEHHbIX 06pPa3oBaHUN y
AeTeli u cocTaBnaeT 5-7% B CTPYKTYpe OHKOI0rMYecKux 3abo-
nesaHuii. Cpeam Bcex iumdom y ageteld JIX coctaBaseT oKono
40%, B BO3pacTHoW rpynne o 12 net vauie 601et0T ManbymKu.
3abonesaemocTb y geteit coctasaset 0,7-0,9 Ha 100 000 pet-
cKoro HaceneHus. CuHapom Puiiepa-IBaHca — 37O coveTaHue
WMMYHHOWM reMOIUTUYECKMI aHeMumn 1 TpombouunToneHun. B
peakux cnyvasnx asnsetca gebotom anmdonponvdepaTuBHbIX
3aboneBaHui.

Manbuuk 10 net. CuHapom JayHa. B aHamHese peunansun-
pytolme 6pPoOHXUTbI, NHeBMOHUKM B 2014, 2016 1 2018 roaax.
C 2016 roga — MMMyHHasa TpoMboUMUTONEHUYECKan Nypnypa.
Mocne Tepanuu B TeuyeHWe AByX NeT ypoBeHb TpomboLMTOB
60-80 x 10%n co cnabo BbipaXKeHHbIM reMopPpParMiyeckMm CuH-
apomom. B aHBape 2018 roga anusog ayTOMMMYHHOW remo-
NINTUYECKOM aHemun. [emo61acTo3bl Obl/IM UCKAOUEHbI MO pe-
3ynbTaTam muenorpamm. Moctynaet 11.12.2018 ¢ *kanobamm
Ha NofAB/IeHWNe NeTexmii Ha Horax B TeyeHwue 3 Hegenb Ha GoHe
OPBMW, B remorpamme CHux<eHue Tpomboumtos Ao 35 x 10%n.
Mpw ocmoTpe BbIpaXKeHHbIN remopparMyecknin CUHAPOM — He-
06U/bHbIE NETeXUN Ha Hebe, MHOYKECTBEHHbIE NeTeXmUn Ha Ko-
HeyHocTAX. JlabopaTopHO TpombouuTOneHUsA, HeUTponeHus
C OTHOCUTE/IbHbIM MMQOLIUTO30M, MOHOLMTO3, MOBbILLEHME
CO3. Y31 — napaBepTebpanbHO Ha ypoBHe budypKaLumm aop-
Tbl HA POHE UHOUNBTPUPOBAHHOM 3aOPIOWIMHHOM KAETYATKK
onpeaenaTca ABa CUMMETPUYHO PACMOIOKEHHbIX OBa/IbHbIX
06BbeMHbIX 06pa3oBaHUA CpeAHEN IXOreEHHOCTU, OAHOPOAHOM
CTPYKTYPbl C MaJlOMHTEHCUBHbIM KPOBOTOKOM; CrJIeHOMEra-
NUA, Me3eHTepuanbHan 1 3abploWnMHHAA numdoageHonaTms.
Ha KT opraHoB rpyaHOM KNeTKM y4acTKM KoHconnaauum n do-
KyCbl ynioTHeHnAa B ob6oux nerkux. LeitHaa, noambiweyHas,
MeamacTeHanbHaa numboageHonatna. KT opraHos 6ptoLu-
HOW TMONOCTU renaTtocnieHomeranvsa, avmdoaseHonaTus,
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BTOPUYHbIE U3MEHEHUA NapeHxumbl noyek. Ha MPT KapTuHa
numdonponndbepatmsHoro 3aboneBaHMA € NopaxkeHWem 3a-
GPIOLWMHHBIX NMMOY3/I0B U MOYeEK, crnaeHomeranua. [po-
nsseseHa 6uoncua numdoysna, 3akatoueHue: mopdosoru-
Yeckne NPU3HaKM U UMMyHodeHoTUn B 6osblueit cTemneHu
COOTBETCTBYIOT HOAYNAPHOMY BapUaHTy IMMbOMbI XOAKKMHA
¢ aumboumnTapHbiM NpeobnagaHvem. Pesynbratbl NOBTOPHOWM
6uoncuum noaTeepanan anarHos. PebeHok nepeseseH B oTae-
neHne oHkonorum mn rematonornm, 04.02.19 HayaTo NevyeHune
no npotokony GPON-HD-2003, kypc OEPANe 1, Kypc 6bin pe-
AyumpoBaH — Tepanua 15-oro gHA He NpPoBOAMIACL B CBA3MU
C pa3BuBLLeica annasuvei KposeTBopeHusa. C 17.04 no 15.05
6b1n NpoBeaeH BTOPOi Kypc, a ¢ 17.04 npoBoAMIOCh ledeHune
no cxeme COPDAC (npegHu3onoH, umknodocdammzi, BUH-
KPWUCTUH, AakapbasuH). Xumunotepanuio pebeHOK nepeHocun
YA0BNETBOPUTE/IbHO. B HacToALlee Bpema BbINMCaH Ha Bpems
nepepbiBa B IYEHUN C PEKOMEHAALMAMM NPOJOMKUTL NPU-
€M KO-TPMMAKCca30/1a 1 umnnpodioKcaLlmHa.

B aaHHOM cny4vae cuHgpom Puiiepa-IBaHca ABNANCA Nep-
BbIM MPM3HAKOM 3/10KaYeCcTBeHHOro nmdonponvdepaTMBHo-
ro 3abonesaHua. Heobxoavma ocobeHHas HAaCTOPOXKEHHOCTb
no noBoAYy BO3HWMKHOBEHWA 3/10KAaYeCTBEHHOro npouecca y
JeTei, y KOTOPbIX B TEYEHME KOPOTKOrO BPEMEHU Pa3BUIOCH
HECKO/IbKO 3a60/1eBaHKIA. Bonpoc 0 TOM, ABASOTCA 1N AaHHble
COCTOAHUA KOMOPOUAHBIMU UKW 3TO NPOABJEHUA OAHOMO U
TOro e 3a60/1eBaHMA, OCTAETCA OTKPbLITbIM.

PeuunauvsupyoLwwme TpoMm603bl COCYAUCTbIX AHACTOMO-
30B Y pe6eHKa C BHENe4YEeHOYHOM MOPTAALHOM rMnep-
TeH3uen

BpbidraanHa CeetnaHa FOpbeBHa, MunéxuHa Mapusa
lOpbeBHa, Kapnukosa KceHna bopucosHa, KopcyHos
AHapeii Hukonaesuy

®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHble pyKkosogutenu: /lapuHa /1to6oBb EBreHbeBHa —
K.M.H., goueHT. 'bY3 «Mopo3osckaa Kb A3M»

MoaneyeHoOYHasA NOPTaibHAA TMNEPTEH3UA — 3TO CUHAPOM,
pa3BMBAOWMICA M3-33 HEMPOXOAMMOCTU COCYAO0B CUCTEMbI
BOPOTHOW BEeHbl, TPOMbO3a BOPOTHOM BEHbI UKW €e KaBep-
HO3HOW TpaHchopmaLmm, TPoMb03a cele3eHOYHOMN BEHbI UK
BPOMKAEHHOro MOPOKa pa3BMTUA BOPOTHOM BeHbl. lMogneye-
HOYHasA MopTasibHas TMNepPTeH3UA Yalle He NPUBOAMUT K Ha-
PYLWEHUAM CUHTETUYECKOM GYHKUMKU MeYeHU U nevyeHOYHOoM
HEeZ0CTaTOYHOCTHM, CNef0BaTe/IbHO, JIeYeHUEe [O/IKHO ObITb
HanpaBieHO, NpeXAe BCero, Ha NPoPUNAKTUKY KPOBOTEUEHW
M3 BaPMKO3HO PaCLUMPEHHbIX BEH.

[eBoyKa 5 net. AHaMHe3 }KM3HU: pebeHOK OT nepBoi be-
pPEMEHHOCTU, NPOTEKaBLUEN C TOKCMKO30M B MepBOM TpUMe-
CTpe, OCTPOMN pecnmpaTopHOM BUPYCHOM MHEKLUMEeN y maTepu
BO BTOPOM TpumecTpe, deTonnaleHTapHON HeaoCTaTOYHO-
CTblO B TPETbEM TPUMECTPE, NEepPBbIX MPEeKAeBPEMEHHbIX PO-
[00B Ha 36-37 Hefene (3KCTpeHHOe KecapeBo ceyeHue — Tyroe
06BMTME NYNOBMHbI). Poannack B TAXKENOM COCTOAHUK. Mocne
pPOXAEHMA HaxoAnNachb Ha BbixaxkneaHum B FTKB Ne 13. B 8 me-
csaues (ceHTabpb 2014 ropa) ob6cnenoBaHa No NOBOAY aHEMUN,
BbISIB/IEH CUHAPOM NOPTanbHOM runepTeHsun. 19.10.2014 BbI-
nosiHeHa onepauus — Mme3oKaBasibHOe LyHTMpoBaHue. Yepes
HECKO/IbKO AHel rnocie onepauuu LWyHT nepectan GpyHKUMO-
HMpoBaTb. Ha ¢poHe npoBeaeHNA aHTUKOAryIAHTHON Tepanuu
(mantenapuH Hatpua, npotenH C YenoBeYECKUM, aHTUTPOM-
6uH Ill) nonoxnTenbHas AMHAMUKa, BbINMMCaHa AOMOM C peKo-
MeHAAUMAMN JaNbHeNlen aHTUKOaryIAHTHOM Tepanuu.
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B nepuog, c okTabps 2014 no mntoHb 2015 roga AeBOYKa He-
OAHOKPATHO rocnmTaIM3MpoBanach B CBA3N C TPOMBO30OM LYH-
Ta ANA KOPPEKLUMN [,03bl AHTUKOATYNAHTHOM Tepanuu. B uioHe
2015 roga Bo BpemsA rocnmutanmsaumnm ona OueHKN AMHaMUKK
COCTOAHMA KPOBOTOK B MpOeKUMM aHactomosa no Y34l He
onpeaensncs, 6oin BbiaBneH aeduunt npotenHa C, HasHaue-
Ha 3amecTuTesIbHaA Tepanusa C NONOKUTENbHOW ANMHAMUKOMN.
C ceHTa6pa 2015 roaa no ntoHb 2016 pebeHOK HEOLHOKPATHO
rOCAWUTaNN3NPOBANCA ANA KOPPEKUMM aHTUKOATyNAHTHOM Te-
panuu B CBA3W C BbifBNIEHHbIM Ha 06cnefoBaHMM TPOMBO30M
Me30KaBa/IbHOro LWyHTa. MpoBogunacb Tepanua gantenapu-
HOM HaTpuA, KOHUEHTPaToM npoTenHa C, aHTUTpombuHoM I,
CBEXXe3aMOPOXKEHHOM NAa3MOMN.

B okTA6pe 2017 roaa B CBA3M C PELUAMBUPYIOLLUMU TPOM-
603amKM 1 yrpo3oM KPOBOTEYEHUA U3 BAPUKO3HO PaCLUMpPEH-
HbiX BeH nuwesoda B AIKB nm. dunatosa 6blna npoBeseHa
onepauua — Ha/NoXeHWe CrnieHOpPeHanbHOro aHactomosa. B
nocseonepaumMoHHOM Mepuoge M No HacTosAwee Bpema no-
Jly4aeT aHTUKOAryAsHTHYIO Tepanuio AanTenapMHOM HaTpUs B
no3e cHavana 180 ea/kr 2 p/a, notom 150 ea/kr 1 p/a. Mo-
cnepHAa rocnutannsauma 03-08.10.2019 roaa AnA KOHTPOANA U
oLEeHKM 6e30MacHOCT! NPOBOAMMOM aHTUKOArYNAHTHON Tepa-
NMUN — COCTOAAHME NALMEHTKN YA0BNETBOPUTENIBHOE, PEKOMEH-
[O0BAHO NPOAOMKEHME Tepanum ganTenapMHOM HaTpUA B fo3e
150 ea/kr 1 p/a.

Ha oCHOBaHMM BbILWEMN3/IOKEHHDbIX AAaHHbIX MOXHO Npea-
NONOMMUTb, YTO KOHPUrypauma mesoKasanbHoro (H — obpas-
Hblli) U CNIEHOPEHANbHOTO WyHTa (6OK B 6OK) MOXeT MMeTb
3HayeHue A1 MALMEHTOB C MNOPTA/NbHOMN TMNepTeH3nen U ge-
OULNTOM eCTECTBEHHbIX aHTUKOAry/IAHTOB.

CeMeWnHbIN CAYHON HOCAEACTBEHHON TUPO3UHEMUM C
AETAAbHBIM UCXOAOM

XaHiokoBa PernHa 3gyapaoBHa
®rA0Y BO PHUMY um. H.U. Mupozosa

HayuHble pykoBoautenum: MNonaxkosa CeeTnaHa MropesHa —
A4.M.H., npodeccop. PFAOY BO PHUMY um. H.U. Muporosa
Kadenpa rocnuTanbHOM neguaTpum UM. akag,. B.A.TabonvHa

HacneactseHHan TvposnHemusa 1 tuna- opdaHHoe 3abo-
NleBaHMe C ayTOCOMHO- PeLlecCUBHbIM TUMOM Hac/lef0BaHus,
obycnosneHHoe MyTauuamu B reHe depmeHTa pymapunaue-
ToaueTasbl (FAH), B pe3ynbTaTte 4ero NpoUCXoAUT aHOMa bHbIN
pacnag, TMpo3uHa ¢ 06pa3oBaHMEM TOKCUYHbIX METaboNTOB,
NoBpeXAAoLLMX OpraHbl U TKaHW. PacnpocTpaHeHHOCTb AaH-
Horo 3abonesaHuAa coctasndeT 1: 100 000 *KMBbIX HOBOPO-
KAOEHHbIX. BO3MOMHbI pasnuyHble BapuauuM MNpPoABAEHUA
[AaHHoro 3aboneBaHuA, faxe B npeaenax o4HOM cembh.

CnbAMHIN: ManbyunK M gesodka. Manbumnk A. ot 1 6epe-
MeHHOCTK, NpoTeKaslen ¢ OPBUN u seTpaHol ocnoit n 1 po-
[10B B CPOK. Ha 2 mecALe }KM3HU NOCTYNWUA B peaHMMaLumio ¢
BbIPa*KEHHbIM OTEYHbIM CUHAPOMOM, HAMPSAXKEHHbIM aCLLUTOM
M TAMENOW WHTOKCUKauuel. MNocne ctabunmsaumm 6bin ne-
peBeneH B OHKOremaTos0rMyeckoe oTaesleHne ¢ AMarHo30Mm-
sHTeponaTtua. Habntoganace runonporenHemus, NogoCTpPbIn
[BC- cuHgpom, aHemuma 2 ctenerun, auddy3HbIn ocTeonopos.
Mocne npoBeaeHHOTo neveHnsa pebeHoK KOMNEHCUPOBaH, HO
yepes mecAl, BHOBb NMOCTYNW/ C BbIPAaXKEHHbIM aCUUTOM, WH-
TOKCMKAUMEN, reMopparnyeckoi cbinbto no Bcemy teny. Mo
AaHHbIM Y3U 6bina 3anofo3peHa renaTokapLumHoma, ypoBeHb
A®M coctasun 6onee 12000 ME/mn. BbiiBEH NONOMKUTENb-
HbI TUTP AT K LUMB. MpoBeaeH Kypc xumuoTepanuu, passu-
Nacb KoaryionaTtua, HapacTaa OTeYHbl CUHAPOM, cybaypanb-
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HOe KPOBOW3/MAHWE FONI0BHOrO Mo3ra. PebeHoK CKOHYancs.
MocmepTHbIN AnarHos: lenatob6nactoma?AMUHOALMAypPUA?.
[eBoyka H. oT 2 bepemeHHOCTH, NpoTeKasLwei c OPBU 1 ®IH,
2 cpoyHbIX pogos. Co 2 Hegenu B3ayTUE KMBOTA U KULLIEYHAA
KOJIMKA, C-M MOBbILIEHHOW BO36yanmocTu. Ha BTopom mecsue
rocnuTaNM3npoBaHa C BblPaXKeHHbIMW CUMMNTOMaMM UHTOK-
CUKaLMK, 3aMeTHbIM yBEIMYEHMEM XKMBOTA M HapacTaHUEM
oTeKoB. B aHann3e KpoBu NoBblWeHMe YPOBHA BunmpybuHa un
TPaHCaMMHa3, CHUXeHNe 6enka n anbbymnHa, pe3Koe CHUKe-
Hue ¢ubpuHoreHa u MN. Ha poHe aHTMOMOTMKOTEPANMM Nos-
BUNACb AMapes, YCUAUIUCh OTEKWU, CHUIUICA TeMOINTIOOUH, HO
remMopparMyeckoro cCMHApoma He oTMeyanoch. MNpeanonarae-
MbI1 AMArHO3- 3KccyaaTMBHAA sHTeponatua, ABC- cuHapom,
aHemuA 2 cT. lnAa yTouHeHUA AnarHo3a HanpassieHa B Mocksy.

CocToAHWe Npu NOCTYNAEHUMN TAXKENO0E, KOXKHblE MOKPOBbI
6negHble, BblpaXKeHHble OTEKM, KUBOT PE3KO YBENUYEH, CTY
00 4 pa3 B AeHb C NPUMECHIO 3es1eHW. B aHannse KpoBu cHUXKe-
Hue 3p, Hb, Tp, nnasmeHHoro 6enka, anbbymunHa, NoBbiWeHUE
6ununpybuHa, TpaHcammHas, LLIP, peskoe cHUKeHWe NpoTpom-
6uHa fo 9,8% 1 PUbpUHOreHa- HET Koarynaumm, Npu OTcyT-
CTBMM reMopparnyeckoro cnapoma. 3anofo3peHo HapyLleHme
obmeHa BelecTB M3 auuaypui (amumHoaumaonatua), HasHa-
YeHa HM3KobesnKoBas AMeTa U AOMNONHUTE/IbHbIE UCCNeA0Ba-
HuA. Kposb Ha TMC- nosbilleHne KOHUEHTpauun rucTuamHa,
METUOHMHA, GeHnNanaHnHa u TMpo3uHa(cuHapom GaHKOHM).
Moua Ha opraHnyecKue KMCNOoTbl- 3HAYUTENbHOE NOBbIWEHWE
CYKLMHWMALETOHA, YTO CTano NOBOAOM ANA MOCTAHOBKU OKOH-
YaTeNbHOro AMarHosa- TMPo3MHeMMA TN 1, ocTpoe TeyeHwue.
HasHaueHa HM3Ko6enKoBas AWeTa U AOMOJIHUTE/IbHOE MUTa-
HUe cmecamm 6e3 TMpo3MHa U deHunanaHmHa, But E, But [,
Ca/l3, v oCHOBHas TepanuaA- HUTU3UHOH U3 pacyeTa 2 Mr Ha Kr
B CYTKM C NONOXUTENbHON ANHAMMKOM. YposeHb AD[T ¢ 18500
ME/MA K HacToAweMy BpemeHu cHusuacsa ao 3,25 ME/mn, a
nokasaTenin anactomeTpum nedenm ¢ 9,9 KMa go 4,4 Kna.

[aHHaA KNMHMYecKan paboTa HaueneHa Ha UANKCTPaALUIO
C/IOXKHOCTU NMOCTAaHOBKM M 3aMaCKMPOBAHHOCTU [AHHOro 3a-
6onesaHuAa nog apyrue. HecmoTpa Ha cxoxecTb AebroTa 3a-
6oneBaHMA, KAMHUYECKME BApPUAHTbI, JaXe B OAHOM CeMbe,
pasHble. HeobxoaMmo Bcerga AepKaTtb AaHHbIM AMArHO3 B Au-
ano3oHe Bblbopa NPU AaHHbIX KJMHUYECKUX NpoABaeHnax. U
HaCTaMBaTb Ha CKPUHUHIE AeTel C OTArOLWEHHbIM CeMeNHbIM
aHaMHe30M.

CrnHAPOM AU AXKOPAXHN

JAo6poHpaBoBa EneHa AmutpuesHa, locTioxMHa AHacTacua
AmutpuesHa, Pabosa Anuca MasnosHa, Cac Japbsa
CepreeBHa, TypbiruH Cepreii Butanbesuu

Pocculickuli HayuoHansHbil Miccnedosamensckuli MeduyuH-
ckull YHusepcumem um. H.U. Mupozosa

HayuHble pykoBoagutenu: /lapuHa Jltobosb EBreHbeBHa —
K.M.H., goueHT. Mopo30BCKaa AeTcKaA ropoAckasa KAnHuye-
cKkas 6onbHMLA JenapTameHTa 34paBooxpaHeHus r. MOCKBbI»

CvHgpom [n [KoparM — reHeTudyeckoe 3abonesaHue,
OTHOCALLEECA K rpynne nepsuYHbIX MMMyHoZeduumToB. B oc-
HOBE [aHHOM NaTO/NIOTUKN NIEKUT XPOMOCOMHAsA aHOMANUA B
BMAe Aeneuun Ha AJIMHHOM nJede 22 XpOMOCOMbIl. Hapaay ¢
ocnabneHnem MMyHUTETa, 6oNe3Hb XapaKTepmnsyeTcs MHOro-
YNC/IEHHbIMW aHOMANSAMKN PA3BUTUA U MOPPOPYHKLMOHANb-
HbIMMW HapYyLWEHUAMM, TaKUMM KaK: NOPOKU CEPAEYHO-COCYaAN-
CTOM cUCcTEMbI, ManbdopMaLMm N1LA, 334ePKKa YMCTBEHHOTO
1 GM3MYECKOro pasBUTUS, HapyLleHne GYHKLMIN MOYENo1I0BOM
cUCTEMDI.

[esouka ., 5 net. Habnwopaetca 8 MANKG ¢ 2016 roaa.
M3 aHamHesa: pebeHoK oT 4-i bepemMeHHOCTH, NpoTeKaBLLen
6e3 ocnoxkHeHuI. NpodunakTnyeckme NpMBMBKM NPOBOAATCA
no MHAnBMAyanbHOMY rpaduky. B cembe ecTb ele 3 A€BOYKM,
BCE OHM 34,0pPOBbI.

B mapTte 2016 roga gesoyka Habaroganace 8 MATKG no no-
BOAY 3-X POCTKOBON MMMYHHOW UMTONEHUN (aHemus, Tpombo-
LUMTOMNEHUA, NeKoneHusa) u BTOPUYHOTo remodaroumTapHoro
cuHgpoma. Mpu obcnegoBaHMM OTMedeHa renaTocn/ieHome-
ranna. Ha ¢oHe nNpoBeAeHHOro Kypca MMMYHOCYNPECCUBHOM
Tepanuu (BHYTPUBEHHbIMW MMMYyHOrn0bynuHamu (BBUT) u
rntokokopTukoctepongammu (FKC)) asnenmns remocdaroumtosa
OblIY KYNMPOBaHbIl, AOCTUTHYTa NOMHAsA reMaTo/I0rMYecKas pe-
Mucecua uuToneHnun. B mae 2016 roga B CBA3K C YMEPEHHOM
aHemuen, TpomboumuToneHnen M Kanobamm Ha nossaeHue
reMopparMyeckol cbinu Ha KoxKe pebeHOK Bbla NOBTOPHO ro-
cnutanmsmnposaH B8 MAIKB. YctaHoBNeHO, YTO aHemua nmeet
KenesoaeduUNTHbIN xapakTep. Ha poHe npoBoanmoit peppo-
Tepanuu yposeHb remornobuHa nosbicuaca ¢ 84 r/n go 94 r/n.
B cTaLMoOHape TaK»Ke NpoBesIn NOBTOPHbIM Kypc Tepanum BBUT
1 M'KC ¢ nonoxxutenbHom AnHamukoi. B asrycte 2016 roaa ge-
BOYKY rOCMUTAIM3NPOBAN C FeMOppParnieckum (TPomobouuTbl
£o 11 toic/mkn) n aumdonponmpepaTMBHbIM CUHLPOMAMMU.
Ha ¢oHe npoBegeHHOro nNoBTOpHOro Kypca Tepanuu BBUT B
no3e 2 r/Kr 6bl1a 4OCTUrHYTa NOMHAA KAMHUKO-remaTonormye-
CKaa pemuccua TpomboumToneHnn. BolparkeHHasa renatocne-
HOMEeranmMa CoXpaHAnach (neyeHb +2 cMm, cesieseHka +11 cm).

[eBoyka KoHcynbTMpoBaHa B PHKL, um. Aumbl Porayesa,
roe e 6o BepudumumposaH cuHapom Ou Qxkopaxu. C 2016
no 2018 roa nonyyana npenapat cuponaumyc (1 mr/cyT). Co
C/I0B Mambl, Ha BpemMsA OTMeHbl npenapara (c sHBapA no maw
2019 roga) pebeHKy CTano XyKe: NoABUAaCb reMopparmyeckas
CbINb, Ai€BOYKa CTana Yalle boneto.

B mae 2019 roza pebeHok noctynun 8 MAIKE ansa ovepesn-
Horo Kypca BBUT. Mpu noctynieHnn oTmevanca remopparmye-
CKUIA CMHAPOM B BUAE CKYAHOM NETexmMasnbHOM CbiMU U MHO-
YKeCTBEHHbIX 9KXMMO30B. [leyeHb +2 cm; ceneseHKka +2 cm. Mo
pe3ynbTatam 1abopaTopHbIX NCCNEA0BAHMIA OTMEYEHbI NENKO-
nenua (2,20 Tbic/MKA), KenesoaedpuumTHas aHemms 2 CTeneHu
(Hb 85,0 r/n, xeneso 3,40 mkmonb/n), TpombouuToneHus (33
Tbic/MKA). [JaHHbIX 32 reMob61acTo3 M aniasuio KpoBeTBope-
HUA He BbIABNEHO. YunTbiBas AepULUT Kenesa, AeBOYKe Npo-
BegeHa peppoTepanma ¢ NONOKUTENbHON ANHAMUKON. Bbino
peKomeHA0BaHO BO30OHOBEHME NPMEMA CUPOMMYyCa B 00b-
eme 3 Mr/cyT C KOHTPONEM KOHLIEHTPaL MM NpenapaTa B KPOBU
1 pa3s B Hegento.

B HacTosLee Bpems pebeHOK BbINMCcaH fOMOV nog, Habnto-
OeHue neamaTpa, remaTtonora, UMMyHO/1I0ra MO MECTY KUTeNb-
cTBa.

CAOXXHOCTU ANATHOCTUKN BHEOGOABHUYHON MHEBMO-
HUU Y A@BOYKU C HEOBAAronpPUSTHBIM NPEeMOPOUAHBIM
¢doHOM

Yunuurapan KpuctuHe fasugosHa, boHgapeHKo Amutpumii
AnekcaHgposuu, Kotosa }aHHa AnekcaHpgpoBHa, KonbiTko
AnekcaHgpa CepreesHa, TumoHuHa PypuHa AHgpeeBHa
OrAQY BO PHUMY um. H.U. Mupozosa

HayuHbie pykosoautenu: CemukmHa EneHa JleonnposHa —

4.M.H., npodeccop; LUnnosa MapvHa MaromeaoBHa — K.M.H.,
poueHT. ®TAOY BO PHUMY mm. H.N. Muporosa

AKTyanbHOCTb: [THEBMOHMA — OCTpOE MHPEKLMOHHOM 3a-
6oneBaHue, PasMYHOE MO 3TMO/IOTUM, XapaKTepusytoueecs
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oyarammu MOpParKeHWUA NErKUX C BHYTPMANbBEONAPHOM 3IKCCY-
Jaumnein. AKTyanbHOCTb 3aKNHOYaeTCA B BaXHOCTU WUCMO/b-
30BaHWA [OMOMHUTEbHBIX METOA0B AMArHOCTUKK y AeTel ¢
HebnaronpuATHbBIM NPeMopbuaHbLIM GOHOM A/1A MOCTAHOBKU
AMarHo3a NHeBMOHMM.

KnnHuueckunit npumep: [leBoyka 7 net noctynuaa B ctaum-
OHap AN1A UCKNOYEeHNA NHeBMOHMU. M3 aHamHesa: B nepuose
HOBOPOXAEHHOCTM OMepupoBaHa Mo NOBOAY aTpe3nu nuLie-
BOAA, B paHHeM BO3pacTe onepupoBaHa Mo nosoay gedekrta
MeXnpeacepLHOM NeperopoaKn, MUMeeTcs yABOEHUE BepXHeN
nosiol BeHbl, cpopmmpoBanca pubpos S4, S10 npasBoro nerko-
ro. Ha BTopom rogy »Ku3Hu 6bii1 NOCTaBNEH ANATHO3 UMMYHHas
HelTponeHMA C 3NM3040M arpaHynouuTosa, Habnopaerca u
neuntca rematonorom. CepbesHbiX MHOEKLMOHHBIX OCNOMKHe-
HWIA HEMTPONEHUN He oTMmedanocb. Hactoswee 3abonesaHue
Hayanocb ¢ $GebpUAbHOM NIMXOPALKM C KaTapasbHbIMKU AB-
neHvAMU. B TeyeHue 6-7 aHel Ha GOHE CMMNTOMATUYECKOM
TepanuMuM OTMeYeHa MONOXUTeNbHAA AUMHAaMuKa. Ha 8 aeHb
3aboneBaHMA — NOBTOPHbIV NOAbEM TEMMeEPATYpPbl, ycuneHue
Kawna. OueHKa PeHTreHONOrMYeCcKUX AaHHbIX 3aTpygHeHa B
CBA3M C NHEBMOPNOPO30OM; NPU CPaBHEHUM C MPeabIAYLLMMHN
peHTreHOrpaMmamu BbIABNEHO YCUIEHUEe MMEBLUUXCA paHee
WHOUIBTPATUBHDBIX U3MEHEHUIH B MPABOM JIETKOM, KOTOpble
pacueHeHbl KaK MpU3HaKM TeKyllen NHEeBMOHWUW. Bupycobl
rounna A u B metogom [MLP He BbiaBneHbl. B obwem aHa-
nun3e Kposu nenkoneHusa 2,11x10%n 3a cyeT HelTponeHmu
0,49x10%n. Taknum 06pa3om, ypoBeHb HEMTPODUIOB HE MOKET
6bITb MCMO/IB30BaH KaK AMArHOCTUYECKUI KpUTepuid Bocna-
neHun; yposeHb C-peakTmBHOro 6enka nosbiweH Ao 56 r/n.
B cBA3M c 0cOBEHHOCTAMM COMyTCTBYIOLWEN NaTONOMMKN AO0CTO-
BEPHO NOCTaBUTb AMArHO3 NHEBMOHWUW JOCTAaTOYHO CNOXKHO. B
KayecTse AOMNONHUTENbHbIX KpUTepueB H6binn BbibpaHbl HOBble
napameTpbl remaToI0rM4eCcKOro aHaan3aTopa — B YaCTHOCTY,
3HayMTe/NbHOE MOBbIWEHWE MOKa3aTenA PeaKTUBHOCTU HeW-
Tpodunos (TexHonorusa Sysmex XN). Ha ¢oHe aHTMGaKTepu-
a/IbHOM Tepanuu OTMeYeHa MoMOXKUTENbHAA AUHAMMKA C MON-
HbIM BbI3L0POBAEHUEM.

3akntoyeHne: AaHHbIA KAMHUYECKUIA NpuMep AeMOHCTPU-
pyeT CNOXKHOCTK Bbl6Opa TaKTUKM SIeYeHNA MHEBMOHUUN Yy pe-
6eHKa ¢ TAXKEeNbIM NPemopbuaHbIM GOHOM.

TUNUYHBIN FeMOAUTUKO-YPEMUYECKUA CUHAPOM C TSHKe-
AbIM TEYEHUEM

A6guesa Kamunna EpmeKkoBHa, borauesa Bepa
MuxaitnosHa

®rAOY BO PHUMY um. H.N. MNMupozosa

HayuHble pykoBoautenu: /lapuHa /lto6osb EBreHbeBHa —
K.M.H., goueHT. ®TAOY BO PHUMY mnm. H.W. Munporosa

lemonnUTUKO-ypemunyeckuiti cuHapom (MYC) — ato ocTtpoe
COCTOAHMEe,  XapaKTepusyloleecd TPUAZOW  MPU3HAKOB:
Kymbc-HeraTBHOW remonMTUYEeCcKOW aHeMueln C Hanuuvem
dparmeHTMPOBaHHbIX 3PUTPOLUTOB (LUM30UUTOB), TPOBOLUTO-
neHnei 1 ocTpol noYyeyHom HegocTaTouHoCTbo (OMH). Tunuy-
Hbli TYC — TpombOTMUYEeCKaa MWKpOaHrMonaTua, onocpeno-
BaHHAA NOBPEXAAIOLLMM SHAOTENINIA AEACTBUEM LUIMFAaTOKCUHA
(STEC — wwuratokcnH npoayumpytowas E.coli), ¢ npeumyuie-
CTBEHHbIM NMOPaXKeHWeM rnoyek u passutrem OMH).

MNauymentka M.,1 rog, noctynmuna 8 Mopososckyto AIMKB ¢
*anobamu Ha pBOTY, pe3Kyto c1abocTb, BANOCTb, NOABEM TEM-
nepatypbl 20 38,5 C MaKCMManbHO Ha NPOTAXKEHUN Hefenu.

N3 aHamHesa: pebeHoK oT 1-11 bepemeHHOCTH, 1-X CPOYHbIX
pofos. PogopaspelueHne nytem KecapeBa ceyeHus, NiaHoBoe.
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[e6toT 3abonesaHua B pespane 2019 roga, Korga HECKOMBKO
CYTOK OTMEYasnocb NosbiweHne Temnepatypbl 8o 37,4 C, ogHo-
KpaTHasA PBOTA, }KUAKUI CTyN [0 9 pa3 B CyTKU(NeyeHue He no-
Nlyyana), Ha poHe cobtofeHNA AMETbI COCTOAHME YYYLLIMUIOCD.
C 5.03 Habntoganucb anvsoamyeckme nofbembl TeMnepaTypbl
00 cybdebpunbHbIx Lndp, KUAKUIA cTyn, pBoTa. 7.03 nsameHe-
HMe LBeTa MOYM A0 CBET/I0-PO30BOro, NossjAeHMe nepnopbm-
Ta/IbHbIX OTEKOB, BblpaxkeHHas cnaboctb. 9.03 obpaTUAMCL K
neamaTpy No MecTy KuTenbcTsa (M/x): BAAOCTb U cnabocTb 60-
Jlee BbIpayKeHbl, CHUXKeHWe anypesa. lNposoannacb cMMNToma-
TUYeCKasa 1 NpoTMBOBMpPYCHaA Tepanua go 11.03, korga B cBA-
31 C U3MEHEHMAMM B 0bLLEM aHaM3a KPOBU: remornobuH (71
r/n), TpomboumToneHuns (103 Tbic/mKn), peTrkynoumutos (13%)
M yxyaweHnem obuiero coctoaHuA pebeHKa (NNakcuBoCTb,
BANOCTb, CnabocTb, cybpebpunbHana nuxopaska, nepnopbu-
Ta/ibHble OTEKU, ONUTypus) bbina rocnuTanmsmnposaHa B MAM-
KB OPUT ¢ gnarHo3om KulieyHasa MHPEKLMUA HeyCTaHOBJEH-
Hol atnonormun (KUH3), IYC, OMH, rae Haxogunack ¢ 11.03 no
13.03.19. B OPUT npoBogunacb Nnasmo- 1 renapuHoTepanma
6e3 0CNOXKHEHWN, aHTMbaKTepManbHasa Tepanua. UCKntoueHbl
NapoKcM3masibHas HOYHasA remornobuHypua 1M TpomboTuye-
cKaa TpomboumToneHmyeckasa nypnypa(AOAMC 13- 90%). Mpo-
6a Kymbca oTpuuaTtenbHas, HesHauyuTelbHasA a3oTeMusa, NoBbl-
weHbl NA 2494 Ea/n, ACT 165 Ea/n, runepbunnpybuHemmm
HeT. HecmoTpsa Ha nNpoBoAMMYO MNa3MoTepanuio, ycununacb
TpombouuToneHusa A0 60 TbIC/MKA, MOABUANCL KPOBOMU3AUA-
HWe B CK/Iepy /IEBOTO 111333, HEMHOTOYUC/IEHHAA NeTeXMaNbHan
cbinb. Mpu MccnefoBaHUM MUENOTPAMMbl UCK/THOYEHbl remob-
nactosbl. Ha ¢poHe nposoauMOl Tepanuu coctosiHMe pebeH-
Ka CTabuIM3MPOBAHO, OTEYHbI CUHAPOM C YMEHbLUeHUEM.
[unypes BOCCTaHOBMACA, N1abOPaTOPHO a30TEMMUA CHU3MANACD,
remornobuH 74 r/n, rpomboumTbl 103 Tbic/mKA. 13.09.19 pebe-
HOK nepeBeeH B oTaeneHne Hedposormm ¢ anarHosom INYC,
OMH (cTtagus BoccTaHoBNEHUA PyHKUMM noyek), KMHI. Pebe-
HOK mosyyan uedTPMAKCOH, renapuHoTepanuio, remoTpaHc-
dy3umn, MHOY3UM CBEKE3AMOPONKEHHOM nnasmbl. Ha ¢oHe
NPOBOANMOrO Ie4YeHUs COCTOAHNE pebeHKa C MONOKUTENbHOM
KNMHUKO-NabopaTopHOM AMHAMUKOM: yaydLleHWe obLero co-
cToAHMA pebeHKa, HOpManM3aumMa TeMnepaTypbl Tena, OTEKOB
HeT, TpomboumnTbl 166 Tbic/mkn, JIAF 524 Ea/n, remornobuH
85 r/n. 26.03.19 naumeHTKa BbiNMCaHa M3 CTauMoHapa nog Ha-
6noaeHne neamatpa, Hedponora, remartosora no m/x. Mpu
NOBTOPHOM NAAHOBOW rOCNUTaNM3aALUMN: COCTOAHUE pebeHKa
CcTabunbHOE, OTEYHbIA CMHAPOM OTCYTCTBYET, NabopaTopHble
nokasaTesin KPpoBWM M MOYM B Mpeaesax BO3PacCTHON HOPMbI.
®PyHKLMM NOYEK HE HapyLUeHbI.

[aHHble HabAoAEHUA AEeMOHCTPUPYIOT TUMUYHbBIA CyYai
['YC c TAaXKenbim TeYeHUeMm, YTO ABNAAETCA aKTyaslbHbIM, TaK KaK
CBOEBPEMEHHAA AMArHOCTMKA M afeKBATHOE SIeYeHMe CHUXKa-
IOT PUCK OCNOMKHEHWM, B YACTHOCTU Pa3BUTUE XPOHMYECKOM
NoOYeYHOM HeLOCTaTOYHOCTH.

TpoM603 LLEHTPAAbHOM BEHbl CETYATKN Y NOAPOCTKA
16 Aet

KapnukoBa KceHus BopucosHa, MunéxuHa Mapusa
lOpbeBHa, BpbidranuHa CeetnaHa lOpbeBHa, KopcyHoB
AHppeii HuKonaesnu

®rAOY BO PHUMY um. H.U. MNMupozosa

HayuHble pykoBoagutenu: /lapuHa Jltobosb EBreHbeBHa —
K.M.H., goueHT. I'bY3 «Mopo3osckaa Kb A3M»

Tpomb03 LEHTPaNbHOM BEHbl CETYATKM Yy OETEN 4YpesBbl-
YyallHO pegakasa natonorua. Ha nogelt monoxe 45 net npuxo-
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AMTCA TONbKO 16% cayvaeB pa3BUTMA AHHOW NATONOIMM, eau-
HUYHbIE C/ly4an ONMCaHbl y AeTei.

[esouka H, 16 net. C 26.08.2019 Ha ¢oHe nonHoro 3a40-
pOBbsA OTMEYaNoCh NOTEMHEHME B [1a3ax, NosBaeHne 6enoro
NATHA, CHUXKEeHWe 3peHuns npasbiM rasom. 13.10 obpaTtunach
K OKY/INCTY MO MeCTY ¥uTtenbcTsa. boina HanpasneHa 8 MATKB.
Mpy mecTHOM O0CMOTpe CO CTOPOHbI MPABOro r/1a3a OTMevaeT-
ca: Vis OD 0,1 6/k. [nasHoe gHO (MMApuas), AUCK 3pUTENb-
HOro HepBa rMNepemMupoBaH, NPOMUHUPYET CTEeKN0BUAHOE
TeNOo, rPaHuLbl CTyLeBaHHbIE, OTEK CETYATKM B LEHTPaIbHbIX
oTaenax. KUCTO3HbIM OTEK MaKynApHOM 30HbI. Cocyabl paclium-
peHbl, U3BUTbI. [0 BCE MOBEPXHOCTU CETYATKM MHOMKECTBEH-
Hble 06LWMPHbIE KPOBOMU3NINAHUA B BUAE A3bIKOB MNAAMEHM, Ha
nepudepmm BatoobpasHble o4arm KpoBousnuaHuA. Matono-
rMM CO CTOPOHbI NEeBOro rnasa He BbiaBaeHO. Mpu MPT rnas-
HUL, C BHYTPUBEHHbIM KOHTpPacTupoBaHue ot 21.10 oyarosbix
M3MEHEHUI N 06BbEMHbIX 06pa3oBaHMn B CTPYKTypax opbut
He BblABNeHO. MPT MOCTO-MO3Ee4YKOBOro yr/ia ¢ BHYTPUBEH-
HbIM KOHTpacTMpoBaHMemM: MP KapTMHa HEBOAbLUMX Y4aCTKOB
CTPYKTYPHbIX U3MEHEHWUI B 6eflom BelecTBe CyOKOPTMKab-
HbIX OTAE0B 6ONbLIMX NONYLIAPUIA U B MO30IUCTOM Tene. YKa-
3aHHble U3MEHEHUA MOTYT UMETb AeMUETMHUINPYIOLLYIO NPK-
poay. Ha KT ronoBHoro mosra ot 15.10 npu3aHakoB 06bEMHbIX
06pas3oBaHuUii B BELWECTBE FO/1I0BHOrO Mo3ra HeT. KT npusHaku
acMMMeTPUN BOKOBbLIX Kenyao4yKoB. Bpayom remaTtonorom
HasHayeHo siedeHune: gantenapuH Hatpua 100 EA/Kr x 2 p/a,
n/K, peKoMeHAO0BaHa KOHCy/bTauusA pPeBMaTosiora, KOHTPONb
Koarynorpammbl. 25.10 6b110 NpoBeaeHO XMpypruyeckoe ne-
yeHue B Buae OD-NyHKLUMOHHOW OpbUTOTOMUM C BBEAEHUEM
JIeKapCTBEHHOTO CpeacTBa B peTpobyibbapHoe NPoCTPaHCTBO.
PebeHOK BbiNMCaH B YA0BAETBOPUTE/IBHOM COCTOAHUKU. Mpu
NOBTOPHOM OCMOTpe NeBbI a3 6e3 natosorMm, B NpaBom
OTMeYaeTCcA MONOKUTENbHAA AMHAMMKA. [Na3Hoe AHO: AMUCK
3pUTE/IbHOTO HepPBa He3HAYUTEIbHO TMNepPeMUpPoBaH, MPOMM-
HUpPYEeT B CTEKNOBUAHOE TENO, TPaHMULbI CTyLeBaHbl, KUCTO3-
Hbl/i OTeK MaKy/lApHOM 30Hbl MeHblue. Cocyabl paclluMpeHbl,
n3BuTbl. MO BCell MOBEPXHOCTU CETYATKM MHOMKECTBEHHbIE
KPOBOM3NUAHMA B CTaS MM paccacbiBaHUA.

Tpomb03 LLeHTPaNIbHOM BEHbI CETYATKM YaCTO accouummpy-
€TCA C Pa3/INYHBIMU CUCTEMHBIMM BOCMANUTENbHbIMKU 3abone-
BaHWAMM, B TOM YMCNE CUCTEMHBIMW Backynutamu. Ceoespe-
MeHHasA AMarHOCTMKa TPOMb03a LLeHTPa/IbHOM BEHbI CETYATKU
MOKEeT cnocobcTBOBaTb PaHHEMY BbISIBIEHUIO ayTOUMMYHHOM
naTosornm, a HesameaAnMTeNbHO HavyaTasa Tepanua NpesoTepa-
TUT Pa3BUTHE TAXKENbIX MHBANNAMIUPYOLLMNX OCONKHEHUN.

TPYAHOCTU AUATHOCTUKU NEPBUYHOTO KOMGUHUPO-
BOHHOTO UMMYHOAEDULUTA, MOHUGECTUPOBABLLETO
abécueccomM roAOBHOrO MO3ra

baHKone BaHecca ApeTyHaKMHOBHA, 3opuHa Mapumsa
AHppeeBHa, Purep AnekcaHapa HukonaesHa, AbpamsaH
EkaTepuHa MuxalinioBHa

®rAOY BO PHUMY um. H.U. Mupozosa

HayuHble pykosoautenu: PymaHuesa tOnna BacunbeBHa —
4.M.H., poueHT; *apurkosa Jliogmuna UropesHa. HMUL, 4rOU
um. OmunTpuna Porayésa

MepBuyHble MMMyHOAEULMUTLI — FeTeporeHHas rpynna
3ab60/1eBaHNI, XapPaKTEPU3YIOLIMUXCA CHUKEHUEM WU OTCYT-
cTBremM GYHKLMM OAHOTO UM 6osiee KOMMOHEHTOB MMMYHHOW
cuctembl, Hanbosee YacTbiM NPOABIEHUEM KOTOPbIX ABASETCA
HEeCcrnocobHOCTb OCYLLECTB/IEHMA afEKBATHOM NPOTUBOUHPEK-
LMOHHOM 3awwmnTbl. MaHudectaums MU Bo3moXKHa B tobom

BO3pacTe. KAnHMYecKasa KapTUHa pasnnyHbix Gopm gocTaTou-
HO pa3Hoo6pa3Ha, Npu 3TOM HEPEAKO CUMMTOMbI He ABNAKTCA
cneumeUYHbIMKU, YTO NPUBOAUT K TMNOANATHOCTUKE U HECBO-
€BPeMEHHOMY NIeYEHMUIO.

NaumeHT B., 12 net. AHamMHe3 KU3HW: HaCNeACTBEHHbIN
aHamHes He oTaroweH, yactota OPBU 1-2 pasa B roa.

AHamHes 3aboneBaHus: B AHBape 2019 r. nepeHec OPBU
¢ $ebpunbHOM NNXOPAAKOM, Kalnem, ronoBHOM 6onbto, pBo-
TOW, HaxoauncA Ha ambynaTopHom neveHun. Ha poHe neve-
HWA OTMeYanacb NONOXKUTENbHAA AMHAMMKA, OLHAKO ro/i0B-
Hble 601K coxpaHanucb. bblno NpoBeaeHO AOMONHUTENbHOE
obcneaosaHue — Rg-rpaduma uyepena, uccnefoBaHWUA KPOBM,
MOYM, KOHCYNBTUPOBAH HEBPOIOFOM — NAaTONIOTUUN He BblAiBNE-
HO, Tepanuu He nony4yan. Bnocneacteum ronosHble 6oau co-
XPaHANUCD, CTan pasgpaxkntenbHbim. 20.04 — anm3og cuabHOM
ro/0BHOM 60711, CONPOBOXKAABLUEWCA PBOTOM, 338 MeAWULMH-
CKOW nomolbto He obpaluanmcs. 04.05 — NOBTOPHbIN 3NKU304,
CUNbHOM ronoBHas 601, pBoTa 3 pasa 3a CyTKU. B cBs3uM C
yKasaHHbIMW Kanobamu obpatununce 8 PAML, roe no pesynb-
TaTam npoBefeHHbIXx 06cnefoBaHU 3anog03peHo 06bEMHOoe
obpasoBaHWe NpaBoro NosyLapua roloBHOro mosra. MNposo-
Annacb CMMNTOMAaTMYecKaa Tepanua. 24.05 naymeHT rocnura-
2IN3MpPOBaH B otaeneHune xmpyprum HMUL, AFOU um. Amutpua
Porauésa. Mo gaHHbim MPT noarsepKAeHO Hanuyme NonocT-
HOro naTosorM4yeckoro o6pasoBaHuUA B NOH6HO-BUCOYHOW 0bAa-
CTM NpaBoro nonywapusa mosra. 04.06 nponsBeaeHa paamKaib-
Han onepauua — yaaneHne obbemHoro ob6pasoBaHnA NpaBoi
NIOB6HO-BMCOYHOM 061aCTU, MHTPAONEPaLMOHHO 3aNof03PEHO
Hannume abcuecca ro/oBHOrO MO3ra, HayaTo MposeneHue
aHTMbaKTepuanbHOW Tepanuu. B ganbHelwem U3 Ma3KoB U
buonTaTa obpasoBaHuA BblaeneH Aggregatibacter aphrophilis.
JNukeop — 6e3 natonoruu, Npu MMKPobMoNOorMyeckom mccne-
[0BaHUKM — pocTa HeT. Mpu nposeaeHnn MCKT rpyaHoM Knet-
KU BbIAB/IEHbI YH4ACTKM YNJIOTHEHWUA IETOYHOM TKaHM B MPaBOM
nerkom. Mo AaHHbIM 6poHxockonum oT 19.06 — ABYCTOPOHHMI
BGPOHXUT, B BPOHX0ANbBEONAPHOMN XKUAKOCTU OOHapyKeH St.
salivarius. B ma3Kke €O CAM3UCTbIX NOAOCTU pTa BblaeneHsbl St.
salivarius, R. mucilaginosa, P. aeruginosa, C. Parapsilosis. Ma-
LUMEHT nonyyan KOMOWHMPOBAHHYK aHTUbBaKTepuanbHylo U
NPOTUBOrPMOKOBYIO TEPANUIO C MOMOKUTENbHbIM 3dbEKTOM.
Mpw pononHuTeNbHOM 06CNeoBaHMM MO AaHHBIM aHaNM3a
WMMYHO106YIMHOB KPOBU, UMMYHOGEHOTUMUPOBAHUSA JINM-
boumToB u BypcT-TECTa U yuUTbIBaA XapakTep MHOEKLUMOHHOrOo
npouecca, NoCTaBAeH AMarHo3 «lMepBuYHbIN KOMBUHMPOBAH-
HbI UMMYHOAEDUUNT, HeanddepeHLMPOBAHHbIN BapUaAHTY.
MaumeHT npoBeseHa UHbY3MA B/B MMMYHOMOBYAUHA, pPeKo-
MeHZ0BaHa NOXKM3HEHHAA 3aMeCTUTeIbHaA Tepanus.

[aHHbIA KNMHUYECKUIA CyYall AeMOHCTPUPYET BAaXKHOCTb
HaCTOPOXKEHHOCTU B OTHOLLIEHUN UMMYHOAEPULUTHBIX COCTO-
AHWW y AeTel, a TaKXKe CBOEBPEMEHHOTO0 BbIABNEHUA UHbEeKUU-
OHHbIX 3a60/1€BaHMI C Lie/Ibio NPeAoTBPALLEHNA OCNOXKHEHWN.

XpOHUYECKUN MAHKPEATUT KOK CAACTBUE PEAKNX
myTtaumm B reHe CFTR

Fasanuesa Jlynsa PycnaHoBHa, Na6gynnmHa Oneca
YpanosHa, Tkauésa MNonnHa ButanbesHa
®rAOY BO PHUMY um. H.U. Mupoeoea MuH30paea Poccuu

HayuHble pykoBoautenum: MNonaxkosa CeeTnaHa MropesHa —
O.M.H., npodeccop. PrAOY BO PHUMY mm. H.U. Nuporosa
MwuH3apaBa Poccum

leH CFTR koaupyeT 6es10K TpaHCcMeMbBpaHHbIN perynatop
MyKoBucLMao3a (MBTP), KOTopbIi 3KCNpeccupyeTcsa B NoasKe-
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NYA0YHOW XKenese, Nerkmx, NPOTOKax NOTOBbIX Xené3 u ap. Bbl-
aeneHo npnbamsmtenbHo 2000 pasnnYHbIX MyTaumii AaHHOIO
reHa, camol 4acToit u3 Kotopbix Asnsetca F508del (aeneumsa
deHnnanaHnHa B 508 nonoxKeHmn, BCTpeyaeTca NPUMepPHO B
60% cnyyaes), OCTasibHble B CPaBHEHWUW C HEl BbISBNAKOTCA rO-
pa3go pexke. Mytauuu B reHe CFTR He nossonstoT 6enky MBTP
HOPManbHO GYHKLUMOHMPOBATb: HapyLIaeTcs TPaHCMOPT KO-
HOB HaTPMA U xnopa Yepe3 membpaHy KNeTOK, YTO NPUBOAMUT
K M3MEHEHUIO 3/IeKTPOIUTHOrO COCTaBa KNETKU U, KaK cnej-
CTBME, K HAPYLLUEHUIO CEKPELMN.

KnuHuueckuit cnyyaii: NaumeHTka A, 14 net, npeabasnseT
*anobbl Ha 60u B }KMBoTe. M3 aHamMHe3a U3BECTHO, YTO C Lue-
CTU/IETHEro BO3pacTa Mmena mecto runepdepmeHtTemus (ru-
nepammuiasemus): NaHKpeaTMyeckas amuiasa snmu3oLUYECKU
nosbiwanack Ao 10 u 6onee Hopm. B gecaTuneTHem Bo3pac-
Te 8 HMUL, (POHL,) nm. BioxmHa 6bi1M BbiABAEHbI TPU KUCTbI
NoAKenyfouHOM Kenesbl pasamepamu 1,2-1,7 cm. B Havane 3a-
bonesaHMa 601€BOM CUHOPOM OTCYTCTBOBAJ, B TPMHAALATU-
leTHeM BO3pacTe NoABMANCL 601K B HaAN06KoBOM 0bnactn m
HUKe NynKa, KoTopble KyNMMPOBaAUCh MPUEMaMN MeTaMm1301a
M CMa3MONUTUKamMKU. PeTpocneKkTMBHO MOXHO npeanonaratb,
yTo 6051 BbIIM 0BYCNOBNEHBI 3anopamu. Ha MOMEHT ocmo-
Tpa: *KMBOT 6€360N1e3HEHHbIA U MATKUIK, HO YyBCTBUTE/IbHbIN
B 001aCTM NPOEKUMN NOAMKENYAOYHOM Kenesbl U B OKooMy-
noyHott obnactu. Mo octanbHbIM OpraHam u cuctemam 6es na-
Tonornun. Ha Y3U MXK: 17mmx20mmx21mm, HEOLHOPOAHOCTD,
NOBbILLIEHHAA NIOTHOCTb, MPOTOK HE PacLIMpPEH, O4aroBbIX U3-
MeHeHWI He BblABIeHO. /labopaTopHasa AMarHOCTUKa: NaHKpe-
aTUYeCcKoW HeAOCTaTOYHOCTU He BbIsiBNEHO. MpyY TPexXKpaTHOM
nccaegoBaHMKM anacTasa Kana Bbiwe 200 mKr/r kana. Anbda-1
aHTUTPUNCUH B CbiBOpPOTKe Kposwu 0,9 r/n (Hopma 0,9r/n-2,-
0r/n). NaHKkpeaTnyeckas ammnasa 97 ea/n (npu Hopme ao 53
en/n). Ysennyexue B npesenax AByx HOPM CyLLECTBEHHOM Ku-
HUYECKOW 3HAYMMOCTU He nmeeT. MoneKkynapHo-reHeTu4ecKkoe
nccnegosaHue reHa CFTR: BbiaBAeHbl ABe NATOreHHble MyTa-
LUMK: reTepo3urota B MHTpoHe 22 reHa chr 7: 117280015 C>T
M retTeposnroTa B 3K30He 6 reHa CFTR chr 7: 117175372A>G.
(MucceHc-myTauma, yactoTa BcTpedaemocTtn 0,43%). Ha ocHo-
BaHUW Kanob, aHamHe3a, obLLero ocMoTpa, MHCTPYMEHTAb-
HbIX 1 1labopaTopHbIX MeTogoB 06cnefoBaHMA Bbln NOCTaBNEH
AMarHo3: XpoHUYECKU NaHKpeaTuT ¢ peakumm obocTpeHus-
MW, KIMHUYECKN HE3HAYMMbIM NOBbILWEHWEM B Npeaenax Tpex
HOopM GepMEHTOB KPOBU U MOUK, He3 BOBeUEHUA NETKUX.

JNlekapcTBeHHas Tepanus: MpenapaTtbl NaHKpeaT1Ha KOPOT-
KUMK Kypcamu no 5-7 aHert npu gucnencuu, 60nesBom cuH-
ApoMme, HapyweHuu aueTbl. OgecToH npu 6oaax 200 mr 2 p. B
neHb, 2 Hepgenn. YOXK 250 mr Ha Houb, 1 rog,

KNAvHWMYeCcKnin cnyyail MHTEpPEceH HaauumMem ABYX «MAr-
KMx» myTaumn B reHe CFTR, peaKux no BCTpeYaeMocTu B OT-
4e/bHOCTU U C MUHUMA/IbHOM BEPOATHOCTBIO UX COYETaHMA.

SHAOMUOKAPAUT AedpdAepa HO POHe OCTPOro AUM-
HOBAACTHOroO AeMKO3a Yy pebeHKa

Monosa AHacTtacua MasnosHa, Mauynbckasa Hatanmsa
BanepbeBHa, AbpamaAH EKatepuHa MuxaitnosHa, Pa6oBa
Anuca NasnosHa, bparnHa UpuHa OnerosHa

®rAOY BO PHUMY um. H.N. Mupozosa

HayuHble pykosoautenu: Kotaykosa Hatanba MaBnosHa —
4.M.H., npodeccop; Makcumsak Jlapuca AnekcaHapOBHa.
®rAOY BO PHUMY um. H.WU. Muporosa

Jo3nMHodMAMA — nposABaeHMe pAga 3abonesaHui, cpeam
KOTOPbIX aNNIePTUYECKME COCTOAHMUSA, CUCTEMHbIE 3aboneBaHmnA
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COEANHUTENbHOMN TKaHWU, MHPEKLMOHHbIE NPOLECCHI, MUCTHAA
MHBA3MsA, 3/10KaYeCTBeHHble HOBOObpa3oBaHMA, remobiacTo-
3bl. B cnyvae nocnegHux NOAMKNOHA/bHBIA MPOLLECC peanu-
3yeTcs 3a CYeT BbIPabOTKM 303MHOPUIIBHBIX XEMOTAKCUUYHbIX
dakTopos. [erpaHynsauma 303MHOPUIOB NPUBOAMUT K BbICBO-
OOXAEHNIO KAPANOLUTOTOKCUYECKUX coeanHeHnn. CneacTeu-
eM MaToN0rMYecKoro npoLecca ABASETCS PeMoaeMpoBaHne
N GubposHoe yToNLWEHNE 3SHAOMMUOKapaa. Popmupyetca
$eHOoTMN BTOPUYHOM PECTPUKTUBHOM KapAMOMMONATUM C Ha-
pylweHMem Auactonuyeckon GyHKUMM cepaLa U MacCUBHbBIM
NPUCTEHOYHbIM TpOoMbB0oOHpPa3oBaHMEM — 3SHAOMMUOKAPAUT
Neddnepa.

Manbuuk, 17 net. B 14 net — aebtot octporo ammdobnact-
Horo nelikosa (O171) ¢ so3nHodunmeir go 88,4%. Ha doHe Te-
panuu fasatMHUBOM KAMHUKO-FeMaToNorMyeckas pemuccus.
Cnycta 2 roga — peunaus OJ1/1, apixatenbHaa n cepaevHan He-
[0CTaTOYHOCTb. MICKYCCTBEHHAA BEHTUNALMA Nerkux 8 cyToK.
Mo AaHHbIM aneKTpokapamorpadpumn oTpuuaTenbHble 3ybusl T
BO BCEX OTBeAEHMAX C Aenpeccuent cermeHTta ST. Ha axoKap-
anorpadum (3xoKl) M marHMTHO-pe3oHaHCHON Tomorpadum
(MPT) yBennyeHue pasmepoB npeacepamii Npu COXpaHHOM
COKpPATUTENIbHOM  CMOCOBHOCTM  Ke/Ny4o4vyKoB, HapylleHue
AMACTONNYECKOM GYHKUUKU MO PEeCcTPUKTUBHOMY TUMy, Heno-
CTaTOYHOCTb ATPUOBEHTPUKYNAPHbIX KnanaHos, ¢uOpo3Hble
M3MEHEHWs MWOKapAa. YKasaHHble WU3MEHEHWs pacLeHeHbl
KaK BTOPWMYHAA PECTPUKTMBHAA Kapavomuonatusa Ha ¢oHe
3HAOMMOKAPAMANBHOM 303UMHOPUAbHOM 6GonesHu. PebeHKy
Ha3HayeH 61MHATYyMOMab, neyeHne AWYPETUYECKUMU Npe-
napatamu, npoBeAeHa TPaHCNAaHTaLUMA T[eMOMO3TUYECKMX
CTBO/IOBbIX KNAETOK OT ranjiouaeHTuyHoro goHopa. MPT B au-
HamMKe: TPOMObI B anMKa/IbHbIX YaCTAX KeayAo4YKoB, HayaTa
AHTMKOArynaHTHaA Tepanma. Cnycta 6 mecALeB B CBA3M C Ha-
pacTaHMEM a30TEMMUU, B TAXKENIOM COCTOAHUM NO COYETaHHOM
natonoruu rocnutanusmposaH B8 ANKb nm. 3.A. bawnsesoil.
O6beKTMBHO — pacliMpeHue rpaHuL, cepAua BMpaBo, TOHbI
cepAua NPUINyLIEHb], aKLEeHT BTOPOro TOHa HaZ, 1IerOYHON ap-
Tepuen, NpUTynIeHne NepKyTOPHOro 3ByKa B OTI0TMX MecTax
KMBOTA, renatomeranua (neyeHb BbICTyNana M3-nog Kpaa pe-
6epHol Ayrn Ha 4 cMm No NPaBON cpeaHe-KAYUYHOW NHUN).
Mo 9xoKl' npu3HaKM aTpuomeranuu, TAMKENON MUTPASbHOM
W TPUKYCMUAANbHOM peryprutalum, eroyHOn runepTeHsuu,
YYaCTKM NOBbILLIEHHOW 3XOT€HHOCTM B NMPOEKL MW NanuUANspHbIX
MbILWL, U SHAOKAPAA IEBOrO XKenyaouKka, cenapauma JMCTKOB
nepukapga. Mpu ynbTpasByKOBOM MUCCAELOBaHMM OPraHoB
6pIOLWHOM NOAOCTU — renaTocnaeHoOMeranns, cBoboaHas Xna-
KOCTb. J/TaBopaTopHO ypoBeHb KpeaTuHMHa 130 MKMOb/ A, MO-
yesuHa 9,1 mmosb/n. CKOPOCTb KNy6oUKoBOMN GunbTpaLmm 69
Mma/muH/1,73m2. KoHueHTpaumsa NT-proBNP ao 1404 Hr/n. Pe-
6eHOoK nonyyan 6asncHyro Tepanmio XPOHNYECKON cepaevyHoM
HEeAO0CTaTOYHOCTU — MHIMOUTOPbI aHIMOTEH3UH-MpeBpaLyato-
wero d¢epmeHTa, 6eTa-aapeHObNOKATOPLI, AUYpPEeTUYECKME
cpeacTsa. 3a BpemMa rocnuTannsaumm AOCTUTHYT NONOXKMUTE b-
HbI/ KAMHWYECKUI 3 deKT B BUAE KOMMNEHCALUKN NPOosiBNEHUI
cepaeyHor HefOCTaTOYHOCTU, COKPALLEHMA PAa3MEPOB NeYeHn
N YMEHbLUEHUS KOJIMYECTBA MKUAKOCTM B nosocTax. NoKkasarte-
/Y a30TEMUN YYYLINANCD.

Llenb KnMHMyeckoro pasbopa — NPOAEMOHCTPUPOBATL TA-
KeCTb 3HAOMMUOKapauTa fledpdnepa y peberka ¢ OJIN. Mpo-
rHO3 PECTPUKTUBHbIX KapAMOMMONATUI ocTaeTca Hebnaronpu-
ATHBIM, YTO AUKTYET HEOHXOAMMOCTb MOMCKA HOBbIX NOAX0A08B
K /IEYEHMIO TaKMX NaLMeHToB. [leTAm C NepcucTUpyoLLein so-
3MHooMAMeln B NiaH obcnenoBaHWs HEOBXO4MMO BKAKOYATb
Ix0KT ¢ uenblo CKPUHMHIA BTOPUYHOWN PECTPUKTUBHOW Kapam-
omuonaTum.
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Clinical Case. Wolf-Hirschhorn Syndrome.
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Wolf-Hirschhorn syndrome is a symptom complex of
congenital anomalies with psychomotor development
retardation as a result of deletion or loss of a short arm of
chromosome 4. The frequency of this syndrome is 1: 100,000
newborns, more common in girls.

We present our own observation of the Wolf-Hirschhorn
syndrome in a child the palliative care department of the
Morozov Children’s City Clinical Hospital.

The boy, 1.3 years old (06/17/18), was born of the 4th
pregnancy, which occurred toxicosis in the mother and the
threat of interruption throughout pregnancy, delivery at the
35th week by cesarean section due to the deterioration of the
fetal (irregular heartbeat). The Apgar score is 5/6 points, birth
weight 2100 grams and length 44 cm.

At birth, the child’s condition was extremely severe due
to expressed respiratory failure, which required a transfer to
mechanical ventilation.

On examination, multiple developmental anomalies were
noted, in particular, a flattened nose bridge, low-set ears,
hypertelorism, epicanthus, blue sclera, micrognathia and
coccygeal fossa.

On the 2nd day of life, the child developed massive
pulmonary hemorrhage, he was prescribed a vasopressor,
inotropic, immunosubstitution therapy, glucocorticoid therapy
and transfused FFP. On the 3rd day — anemia, was transfused
red blood cells. On the 4th day — atonic seizures.

Due to malformations and multiple stigmas of
dysembryogenesis, achromosomal abnormality was suspected,
and therefore it was decided to conduct a cytogenetic study,
the results evealed achromosome 4 short-arm deletion, which
corresponds to the Wolff-Hirschhorn syndrome.

Under the observation of a cardiologist diagnosed with
congenital heart disease; congenital stenosis of the valve of
the pulmonary artery with the formation of supravalvular
membrane. Moderate Right heart dilatation. Atrial septal
defect.

02/27/19 at home he had a reflex respiratory arrest on the
background of crying and was observed in the palliative care
department, 03.03.19, the Respiratory failure increased, due to
these the child was hospitalized in the infectious department
of the Moscow City Children’s Clinical Hospital, on 10.03.19 the
child’s condition was extremely severe, transferred to Intensive
care units, where he received: antibacterial, antifungal,
immunosubstitute, symptomatic, nootropic, infusion therapy.

06/21/19 at home the child had an episode of seizures, the
ambulance team was hospitalized him in the ICU. 07/10/19
transferred to the palliative care department, where he was
repeatedly consulted by a pediatric neurologist.

By a decision of the commission, a child with neurological
impairment was declared incurable. The child was discharged
home, registered in the palliative care room.

The prognosis for the patient was unfavorable, as long
as the surgical treatment of this congenital heart disease
was not possible due to its anatomical features, as well as
progressive heart and kidney failure. Thus, if a child has a
combination of large and small developmental abnormalities,

we should think about chromosomal diseases, which in many
cases have a similar symptom complex. Differential diagnosis
and clarification of the diagnosis are possible only with a
cytogenetic study.

TOYHO AM HOLL TACBHBIV Bpar BUY? NMpo6Aaema aHTeHa-
TAAbHOTO 3apaxkeHus UMB-nHdekumnen pe6éHka ot
BUY-noAOXXMTEABHOW MATEPU.

Waxrunbpan lio6oeb AmutpuesHa, CmupHosa /lio608b

AnekcaHapoBHa

®rAOY BO PHUMY um. H.U. Mupoeosa MuH30pasa Poccuu
HayuHbie pykosogutenu: Laxrunbaan Bacunnin Mocudo-
BMY — K.M.H. PHML, no npodunaktmke n 6opbbe co CNUL

®BYH UHWUW snuaemmnonorum PocnotpebHaasopa

eHwmHa I, 29 net 2.04.18 06paTUIaCh B MKEHCKYIO KOH-
cynbraumio. anob Het, aHanusbl B Hopme. [unarHos: bepe-
MeHHocTb 10 Heg,. B3AT aHanu3 KpoBu Ha aHTMTena (AT) K BUY.

16.04: pe3ynbtaTtbl NoNoOXuUTenbHble. bonbHaa Hanpasne-
Ha B LUNB CNNA. HasHayeHo obcnegoBaHue (OAK, 6buoxmmm-
YECKU aHann3 KpPOBW, BMPYCHan Harpyska (BH), mMmyHHbIN
cTaTyc, mapképbl renatutos B n C, cuduauca, 1gG n IgM K
TORCH-uHbeKumam).

Ha cpoke 14 Hea. nonyyeHbl pesynbtatbl: PHK BUY B Kpo-
81 130 000 konuii/mn, CDA-numdoumntos 370 kn/mkn (12%).
AHemuA NErkon cteneHun, nemkoneHma 3,4 TbiC., OTHOCUTE/b-
Hble HerTponeHus u ammdoumntos, moHoumTtos. AT 42, ACT
35 Ea/n. B kposu obHapyskeHbl aHTU-HCV AT, 1gG K KpacHyxe,
BMr-1, BMr-2, LUMB (npu otcytcteum IgM); 1gG, IgM K ToKco-
nnasme otpuuaTtenbHble. ABUAHOCTb aHTU-LIMB IgG BbicoKaA.

[OwnarHo3: bepemeHHocTb 14 Hea. BUY-uHdekyma, ctagua
cybKNMHMYecKasn, 3. XpoHnyeckuii renatut C (XIC)?

YuntbiBas BbICOKYtO BH, pekomeHA0BaHO Hayano aHTupe-
TposupycHol Tepanum (APT). Ho naumeHTKa oTKasanacb M3-3a
«CTpaxa 3a naoay.

28.05: NOBTOPHbIV NPUEM. Y MyrKa TakKe BblABaeHbl AT K
BUY. MNocne KoHcynbTauum cynpyros 6onbHas gana cornacue
Ha APT. BbibpaHa cxema: TeHOMOBUP+N1aMUBYANH+IONMHA-
BMp/puToHasmp. B Kposu obHapyxeHa PHK HCV.

Mocne mec. APT PHK BMY 5300 kon/mn, CD-4 420 kn/mKn
(19%). NMaumeHTKa oTMeYaeT BbipaxKeHHYo Auapeto. JlonuHa-
BUP/PUTOHABUP 3aMEHEH Ha panTerpasup.

Y4nTbIBaA BbICOKYHO YACTOTY BPOXAEHHbIX MHOEKUUW y
neteit BUY-nonoKmTenbHbIX MaTepen, BO3MOMKHOCTb aHTeHa-
TaNbHOTO 3apakeHusa pebEHKA He TO/IbKO NPWU NepBUYHOM, HO
n BTOpuYHOM LMB-uHdpekumn (LMBWU), npeasioxeHo caatb
aHanu3bl KPOBU U Mmouun Ha AHK LIMB.

Ha cpoke 26 Hea,. PHK BMY B kposu < 40 konwuit/mn, CD-4
460 kn/mrn (22%). BoissneHa HK LLMB B Moue 1 KneTKax Kpo-
Bu B Konmyectse 2,0 Ig B 105 (BTOpMYHas akTMBHas LIMB-uH-
dekuma). YuntbiBas BbICOKMI PUCK 3apakeHus naoga, pe-
KOMeHAOBaHa Tepanusa HeouuTtoTekTomM. HO M3-3a BblCOKOM
CTOMMOCTM /leyeHne He nposefeHo. BanraHUMKNoBmp He Ha-
3HaYeH M3 onaceHua TOKCUYECKOTO AeUCTBUA Ha NAOA,.

Ha cpoke 34 Hep. PHK BMY 0, AHK LMB B KpoBu 1 moye
coxpaHunmce. K momeHTty pogos PHK BUY 0.

20.09 Ha 36 Hea. poaunacb aesoyka 2300 r 44 cm, Anrap
6/7. B popax BBeaéH peTposup. Y pebeHKa nanynésHas Cbifb,
YKeNTyxa, renatocnaeHomeranuna, naHumMToneHua. Baat aHanus
KpoBu Ha JHK B/Y; aHann3 KpoBK, MOYM U COCKOD M3 POTOBOM
nonoctv Ha JHK LUMB. PebeHKy Ha3HauyeH peTpoBup B cupone.

Yepes 2 Hea. obcyxaeHbl pesynbTtathl: AHK BMY 0, AHK
LMB 2,1 Ig 8 105 B neikoumTax nepudepmyeckoi kposu, 31
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000 Kon/mn B Niasme KPoBM, B MOYE U COCKOBE CO CAN3UCTOW
poToBoW nonocty, IgG+ IgM—.

[varHo3: lNepuHaTanbHbIM KOHTaKT no BUY-uHbekumm.
MaHudectHasa BpoxaeHHaa LIMB-uHbekuma. BHyTpuyTpob-
Has runoTpodus.

HasHayeH raHuuknosup. B Bo3pacte 1 mec. B3AT aHanu3
Kposu Ha PHK BUY, AT k BUY n PHK BI'C. MNpoun3BeaeHa cmeHa
raHUMK/A0BMPA HA Ba/ZIFAHLMKNOBUP B CYCNEH3UN.

B Bospacre 1,5; 3; 6 mec. PHK BUY n BIC — 0; B 6 mec. B
Kposu OHK LUMB-, B moye +. CocTosHMe pebEHKa ya0B/eTBO-
puTenbHoe, HO UMeeTCs BbIPaXKeHHOe OTCTaBaHue B ¢pusnye-
CKOM ¥ NMCUXOMOTOPHOM PA3BUTUWN, HEMPOCEHCOPHOE CHUMKe-
HWe cayxa...

BbiBOAbI: Bcem n3BecTHa omacHOCTb MepuMHaTanbHOM ne-
penaun BUY, oaHako npobieme aHTEHATaNbHOMO 3aparKeHus
APYTMMU MHOEKLMAMKU AOMKHOTO BHUMAHWMA He yaenseTcs,
XOTSl OHU ABAAOTCA OAHOM U3 NPUYMH NEPUHATANIbHOW CMepT-
HOCTM W NMOPOKOB PasBuUTUA AeTel oT maTepelt ¢ BUY. JaHHbIi
npumep onucbiBaeT pebéHKa, KoTopblit poaunca He BUY-mH-
dMuUMpoBaHbIM, HO M3-3a BPOXKAEHHOM LUIMBW oH ocTaHeTtca
nHBanmzom. O6 sTom cnesyeT NOMHWUTb U CTaBUTb Nepes, co-
60¥ 3aga4y 3aWUTUTL N0A He TonbKo oT BUY, Ho u apyrux
WMHEKLMIA, PUCK Nepesayn KoTopbix oT BUY-NonoKUTeNbHbIX
maTepein HaMHOrO BbliLUe.
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