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Pa3BuTHe renapuH-MHAYLUPOBAHHOMN
TpombouUTONEHUN NOCNE MECTHOrO NPUMEHEHUA
renapMHOBOI Ma3M y NALMEHTKU C KaTeTePHbIM
TPOoM6030M NOBEPXHOCTHbIX BEH BEPXHEN KOHEUHOCTU

Asmoput:
Anennyen Anekcanap Bragumuposuy
PHUMY um. H.J. [Inporosa

Hayunvie pyxosodumenu:
CuactnusuesB Vnbg BennaMyHOBUY — K.M.H., JOIIEHT
PHVMY um. H.J. IInporosa

Penxum, HO TPO3HBIM OC/IO’KHEHVEM Ha3HAYeHMs TellapyHa [ TeYeHUs
BEHO3HBIX TPOMOO30B fBJAETCA Pa3BUTHE TelapVH-MHAYLVPOBAHHOM
tpomboruronenuu (I'MT). E€ wacrtora komebmercsa B LIMPOKUX INpefe-
nax u cocrasnsAeT ot 0,1 7o 7%, cOmpoBOXAaeTCA JIETAIbHOCTBIO 110 23%
B C/Iy4ae NPYCOEAVHEeHNs TpoMOo3a.

[TaunenTka, 57 /€T, TOCOUTAMU3UPOBAHA C XKajobaMu Ha Kallesb,
IOBBIIIEHNE TeMIlepaTypbl Tenla, cepauebuenne 1 opblmKy. yKamo6sr
Oecriokonnyu B TeyeHue Hemenu. IIpoBeeHO 0OCIenoBaHNMe: IPU PEHT-
reHorpa¢uy Jerkux MaTonoruy He BblsBneHo, pyu KT merkux BbLsaBiie-
HBI Qprbpo3sHble n3MeHeHys, npu KT — aHrnonynbMoHorpadum JaHHBIX
3a TOJIA ne BbiaBneno. [Ipu Y3AC BeH HM>KHMX KOHEYHOCTEN JIaHHBIX
3a TpoM603 IITyOOKNX U IIOBEPXHOCTHBIX BEeH He BBIAB/ICHO. B aHammse
KpoBU: TeMormo6uH 146 r/m, Tpom6orutsr 225x109/1. Koncynpruposa-
Ha mynbMoHonorom: XOBJI, amdu3seMaTosslit Tii, 1erkoe TedeHue, 06o-
CTpeHnte.

Yepes 10 gHeit OT MOMEHTA FrOCHUTANIN3AIMY OTMEYEHO MOsIB/IeH1e 60-
Jelt, TUIepeMuy KoK B 00/1acTy YCTaHOB/IEHHOTO KyOMTaIbHOTO KaTe-
Tepa Ha JIeBOJI BepxHell KoHeyHOCTH. [lepudepudecknii KateTep yjaeH.
IIpn Y3AC: B mpocBeTe MeAMaNbHONM IOAKOXXHOI BEHBI reTepOreHHbIe
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TpoMboTHdeckue Macchl. OTMedaeTcsi OTeK MATKMX TKaHeil. Curyarys
pacieHeHa KaK pasBUTME KaT€TEPHOTO TPOMOO3a IOBEPXHOCTHBIX BEH
7IeBOVI BepXHell KoHedHOoCTH. [lanuenTke Ha3HaYeHO MECTHOE IIpPMMEHe-
HIIe TelIapMHOBOJ Masy, Yyepes3 Tpoe CYTOK OTMEeYeHO KylupoBaHue 60o-
nen u runepeMun Koxu. Yepes 18 gHell oT MOMeHTa rOCIUTAIN3aLUN
OTMEeYeHO II0sAB/IeHMe OTeKa IpaBoil KucTu u npepnnedbs. IIpun Y3AC:
OKK/TIO3MBHBIII TPOMOO3 IIpaBoii I/Ie4eBOil BeHbI Ha BCeM NPOTSKEHUN.
ITanueHTKa nepeBefieHa B OT/e/leHME COCYAMUCTON XUPYpruu, HasHauYeH
sHoKcanapyH 0,6x2 pasa B JleHb MOAKOXHO. CIIycTs 4 CyTOK C MOMEHTa
Ha3HauyeHMs SHOKCAIlApMHA Pe3Koe YXY[LIeHMe COCTOSHUSA IalueHTKMU:
y HAIMEeHTKV pasBMIAch HVDKHASA MapaIvierus ¢ HapyuleHueM (QyHKIUU
Ta30BbIX OpraHoB. IlanenTKa B CO3HaHUM, KOHTAaKTHA, a[JeKBaTHA, IBU-
JKE€HNA B BEPXHUX KOHEYHOCTAX He HapylleHbl. Ko)XHble TOKPOBBI HIDK-
HJMX KOHEYHOCTell PO30Bble, TeIUIble, OOMeBast M TAKTW/IbHAs YyBCTBU-
TENILHOCTb He OIpeJeNsieTcs, apTepuanbHas IyIbcauys Ha OepeHHbIX,
HOJKONEHHBIX apTepuAX OT4YeTnuBad. KOHCynbTMpOBaHa HEBPOIOTOM:
y HanyeHTKy HkHAA napamnerus. [Tpy MPT noscanynoro otpena mo-
3BOHOYHIKA BBIABJIEHDI iereHepaTyuBHble n3MeHenns. [Ipu MPT ronos-
HOTO MO3Ta IVMarHOCTMPOBAHO CybapaxHOMa/IbHOe KPOBOM3/IVISHIIE JIe-
BOJI TeMEeHHOI obmacTu. B KIMHMYECKOM aHamu3e KPOBU: IeMOITIOOVH
132 r/m, TpomboruThI 49%x109/71.

YuuThIBas CHYDKEHME YPOBHS TPOMOOIITOB 60/1ee yeM B 2 pasa Iocye
HasHaueHusa HMI, y nanuenTku sanopospeno passutue [VT. Cornacho
mKase «4T» y manyeHTku 8 6a/1/I0B, 4YTO COOTBETCTBYET BBICOKOI Bepo-
araoctu [VIT (ACCP, 2012; ASH, 2018). CornacHo pekomeHpanusam ASH
2018 ropa, manyeHTKe Ha3HavYeH puBapokcabaH 15 mr 2 pasa B ieHb. B oT-
TelleHNM PeaHMaL COCTOsAHME POTPECCUBHO YXYAIIAIOCh: 9depes 6 Ja-
COB OT MOMEHTA Pa3sBUTHA HIDKHEN IapaIlIeTUy OTMEYEHO VICUe3HOBEHNE
Iy/Ibca Ha OepeHHBIX Y MOoAKoNeHHbIX apTepusax. [Ipu KT-anruorpagun
BBISIB/IEH TPOMO03 MHpapeHaIbHOTO OT/ieNa a0PTHI U 00eux 00IINX 1Mof -
B3gourHbIx aprepuit. [Ipu KT-anrnonynsmonorpadun: maccusHas TOJIA.
OTMmeveHO HapacTaHNe HeBpoyormdeckoro geduiura, mpu KT romosHoro
MoO3ra IMarHoCTUPOBAHO BHYTPUMO3IOBOE KPOBOM3NINUAHKE C IPOPHIBOM
B JKETYLOYKOBYIO CUCTEMY.

3ak/IroueHue: IpYMeHeHye TellapXHOBON Ma3y 10 IIOBOJY KaT€T€PHOI O
TpoMOO3a IIOBEPXHOCTHBIX BeH IpuBeno K passutuio [MT ¢ pasButuem
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HOBBIX aTMIINYHBIX BEHO3HBIX U apTepPUaIbHBIX TPOMO0O30B ¥ TeMOppariu-
9eCKMM OCTIOKHEHMAM: BHYTPUMO3TOBOMY KPOBOU3IMAHNIO C IIPOPBIBOM
B JKETy/J0YKOBYIO CHICTEMY.

YcnewHoe Xupypruyeckoe eyeHue
ABYXCTOPOHHE! LUCTafeHOMbI ANYUHUKOB rMraHTCKUX
pa3smepoB y My1bTUMOPOMAHON NaLUEHTKU

Asmoput:

baxogyposa XymHypga AsusoBHa
IMajicynTanoBa IOmna bynarosna
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
XamrykoeBa AcuAart 3ynpundoBHa — [I.M.H., mpodeccop
PHVIMY um. H.W. IIuporosa

MynuHo3Has HUCTaiecHOMA AMYHUKA — SMUTeNNANbHAS OIyXOJb, 3aHU-
Maollasi BTOpoe MeCTO B CTPYKType JOOpOKadeCTBEHHbIX OIYXOJIelt Sud-
HJKOB; OOBIYHO ITIpecTaB/eHa OJHOCTOPOHHVMM MHOTOKaMepHbIM 00pa-
30BaHMeM, OOJIBIINX Pa3MepoB, MOTYT BCTPEYaThCA Y TUTAaHTCKYE OIIyXO-
. Yaie BBIAB/IAIOT Y )KEHIIVH B IIOCTMEHOIIAy3a/IbHOM IIEPUOJE.

[TanmenTka B., 86 net, 28.11.2019 1. 06paTniach K TMHEKOIOTY C Ka-
no6aMu Ha yBe/MYeHVe XMUBOTA, ONbIIIKY, Heflep>KaHue MOYM, epUOLN-
JecKe TAHyIMe 60 BHMU3Y XXMBOTA. bbima ocMoTpena u 04.12.2019 r.
rOCIIUTANIN3VPOBaHa B TepaneBTndeckoe otaenenye PHIT ms pooberne-
TOBaHMSA U KOPPEKLMM Tepaluy COMaTUYeCcKUX 3abojieBaHmil, Iie Haxo-
aumaach mo 09.12.2019 1.

AnaMHe3: MeHomaysa B 50 jieT, BIiepBble OIyXO/b IIPABOrO AUYHMKA
ObIIO IMAaTHOCTMPOBAHO B 53 TOfa, pasMepaMu o 3 cM B JuaMeTpe, B Ju-
HaMMKe POCT He OTMeYasicA M ero paclieHMIM KaK peTeHIMoHHoe. [lanee
HalMeHTKa He [ocellaa TuHeKonora, Y3V opranos manoro taza (OMT)
He BBITOJIHANOCh.

B okta6pe 2018 1. o6paTniach K I'MHEKOJIOTY IIOBTOPHO, BBIIIOTTHEHO
Y311 OMT, BbLaB/IeHa OITyXO/b AMYHMKA 70 20 CM B AMaMeTpe, eil ObIIo
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OTKa3aHO B OIepaluy 13-3a BBIPAKEHHON KOMOPOWHON I1aTONIOTUM
U BBICOYAJIIIErO PUCKa OCTOXXHEHNN. BhI/Io peKOMeHI0BaHO AMHaMM4e-
CKoe HabsIofeHue, KOHTPOIb OHKoMapkepoB: CA-125, POA, CA-19-9.
ComyrcTBytone 3aboneBanus: [umepronndeckas 6onmesup III crapum,
puck 4. XBIT C3a. XCH c¢ coxpanenHoit ¢paxiyeit Boiopoca 2a OK II.
Oucmunupemus. CaxapHsiii fuaber 2 Tuma. BapukosHas 60me3Hb BeH
HIDKHMX KOHe4YHOCTell. OCTpblit BapukoTpoM6odneour (0T ceHTAOps
2019 r.). luBeprukynes Toncroy kuuku. Ilomocreoaprpos. Ocreonopos
CMelIaHHOTO reHe3a. CMemranHas ¢popMa Hefep>kaHusa Moun. HaganpHas
KaTapaKTa IIPaBOro I71a3a 1 OCJI0)KHEHHasA KaTapaKTa /IeBOro I/1asa.

Ousukanbablil ocMOTp: PocT — 148 cM, Bec — 59 k. JKuBOT yBenuyeH,
IUIOTHBII, 6e300/1e3HeHHbI. B 06/1acTy mpuaTkoOB MaTKyM MaIbIUPYIOTCS
06pasoBaHus O6ONBLINX pa3MepOB.

ITo manapiM KT OMT ot 06.12.2019 r. B mpoeKuu AMYHUKOB: CIIpa-
Ba BBLABJICHO >KMJIKOCTHOE MHOTOKaMepHOe oOpas3oBaHMe pasMepaMu
26x18x14 cM, KOHTYpBI YeTKHUe, POBHBIE, C/IeBa — >KUIKOCTHOE 00paso-
BaHue pasMepamu 3,7x3,8x3,7cM U cOMupHOe 0Opa3oBaHNe pasMepamu
4x2,5X5CM Ha yPOBHE CUTMOBVJHOV KMIIKI.

3akmouenue KT OMT: LlucrageHoma AMYHKUKOB. [lBepTUKYIe3 CUT-
MOBWITHOM KUIIIKNA.

BpaueOHBIM KOHCHMINYMOM OBLIO PEIIeHO IIPOBECTU OIepaTHBHOE JIe-
yeHue B 2 ortana: 1 atan — Omnepauns TposHosa-TpeHnzpenenoypra ¢ gByx
CTOPOH 13-3a BLICOKOTO pucka passutus TIJIA; 2 stan — HivkHecpenun-
Hss manaporomus. [TanrucrepakTomus. Pesekuus 60/bIIOTO calbHMKA.

B xope Bropoit onepanuy, ot 10.12.2019 1. o6Hapy>keHa MHOTOKaMep-
Has onyxosnb pasmepamu 30x30X25¢M ¢ IMTaKuM IIOKPOBOM, UCXOAALAs
Y3 IPaBBbIX IPULATKOB MATKM, CIIAsTHHASA C OPBDKEIIKOI CTIeTON ¥ CUTMO-
BUJJHOJ KMILIOK Ha MPOTsDKeHun 7 cM. IIponssenena spakyanysa MyLIIHOS-
HOTO COAepP>KMMOTO V3 OfHOJ KaMepbl U CepO3HOTO — U3 PYIUX, OOyt
00BEM KOTOPBIX cOCTaBIWI 2 /1. Tello MaTKM CMeIeHO BJIeBO, HE yBeInde-
HO; CEPO3HBII TOKPOB ITIAAKWIA, 67ecTsammit. JIeBbIii AMYHMK YBeMYEH 10
4x4x4 cM 3a C4éT MHOTOKaMepHOro 0Opa30BaHNsA HENPaBUIBHOI OKPY-
710/t POPMBI, C ITAAKMM IIOKPOBOM, CEPO3HBIM cofiep>kMMbIM. O61as
kpoBomnoTepsi — 200 mi. [Tocneonepainonnslit nepuos — 6e3 0C/IoXKHe-
HUIA, LIBBI CHATBI Ha 10-11 BeHb IOC/Ie ONepanuy, 3aKIUBJIeHNe IIePBUYHBIM
HaTSKEHVEM.
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[TameHTKa IpOJO/KaeT HAOMIONATHCSA B )KEHCKO KOHCY/IbTAINN, 06-
Iee COCTOSHME YHOBIETBOPUTEIbHOE, MOCIENHNIT BUSUT — B (eBpase
2021

3akmoyenne: Heo60CHOBaHHO OTKa3bIBaTh NMAIMEHTaM CTapIINX BO3-
PACTHBIX IPYIIN B aleKBaTHOM MeAMIITHCKOI IIOMOIIY, TIPOBOAUTD ITafIs-
I[y}0 KOHCEPBATVBHYIO TePAINIo, He OTBEYAIOI[YI0 COBPEMEHHBIM IIPUH-
IVIITaM OHKOIIPOMVIIAKTVKIA

M3H-1 — TpyaHOCTU BeAeHUA U YPreHTHoe
OCNOXHeHue

Asmopuot:

HenncoB ®énop lennagpeBUY
borayesa Bepa MuxaiinoBHa
Hespos Anpgpeit Cepreesny
PHUMY um H.W. IIuporosa

Hayunvie pyxosodumenu:

IOcydos Maromep IlaiisynaeBny

MaxyoBa ['ynpmupa banra6ekoBHa- K.M.H., JOLIEHT
I'Kb um. B.M. Byanosa

MHo>xecTBeHHas1 3HAOKpUHHas Heormasus 1 tuna (MOH-1 wnn cungpom
Bepmepa) — opdaHHOe Hac/lefCcTBEHHOE ayTOCOMHO-JOMMHAHTHOE 3a-
6oneBaHMe, XapaKTepu3ylolleecss HOBOOOPa3OBaHVAMIY ITOJKETyTOYHOI,
IMTOBUIHOM, OKomoumToBuaHbIX xene3 (OIK), runmodpusa n apyrux
OPraHOB, KOTOpPble IMEIOT TEeHJEHLMIO K PelMAUBY M YacTO IPOAB/IAIOT-
sl pas/IMYHON KIMHIYeCKON KapTuHoit. Jledenne MOH-1 — aTo croxxHas
3ajada, TpeOyrolasi MHOroIpoIIbHOTO OAX0/A.

JKenmmuna 51 roga nmocrynuna skcrpenno B I'Kb um. B.M. byanosa
B TsDKEJIOM COCTOSIHUM C KJIMHUKOI OCTporo »mporta. [To JaHHBIM KOM-
IBIOTEPHOII ToMorpaduy — mHeBMoIeputoHeyM. Ha azogaroractpo-
IYO[EHOCKONIMY BBIABJICHBl MHOXKeCTBEHHble Iepdopanyy >Kelnynka,
OBEHA[LIaTUIIEPCTHON KUIIKM M TOHKOJ KMIIKM, YTO IOJTBEPAUIOCH
VIHTPAOIepalViOHHO. BpIIo poBeieHo ymuBaHye nepdOopaTUBHBIX 3B,
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IIOC/IeONIePALMOHHBIN Iepuos — 6e3 ocobeHHoCTell. VI3 aHaMHesa u3-
BECTHO, 4To 10 jleT Ha3aj MalyeHTKe MOCTaB/leH Anarno3 MOH-1; mo-
CTIefiOBaTENbHO OBUIN BBIIIOTHEHBI TeMUTUPEOUAIKTOMMS CIIpaBa 1 Crie-
Ba, KOPIIOKayJjaJlbHasg pe3eKUMA IOIKETYLOYHON >Ke/le3bl IO IOBOAY
BBISIBJIEHHBIX HOBOOOpasoBaumii. Tak>ke M3BECTHO, YTO CEMEHbIN aHa-
MHE3 OTATOIIEH 110 MaTepMHCKOI muHyK. Ha MOMEHT TeKy1el rocnmra-
nm3anuy ObUIM BBIABIEHDBI (DYHKI[MOHA/IBHO aKTVMBHbIE afleHOMBI JIeBOI
OIIDK. Kaptuna mepsuynoro runepnapatupeosa (IIITIT) mocmyxuma
00DbACHEHNMEM Halu4usA MHOXKECTBEHHBIX fA3B JKeMTyHLOYHO-KUIIEYHOTO
TpakTa. OCHOBHBIM 3BEHOM IIaTOT€HE3a NAHHOIO COCTOSHMSA ABJIAET-
CA NOBBILIEHNE COJEPKAHNA MOHOB Ka/lbLIMA B KPOBY, YTO, B KOHEUHOM
UTOTe, IPUBOJUT K MOBBIIMIEHNIO IPOAYKIIMI COMAHOI KUCIOThI. Takxke
0OHapy>KeHbl MUKPOaJeHOMBI I1ro¢usa 1 IpaBoro HaJII04YeYHNKa, KO-
TOpble OBUIM KIMHUYECK) HeaKTUBHBI. B TedeHMe HeCKOMbKUX MecsleB
HalyeHTKa Habmoganach o nosoay naronoruy OIIDK B cienanusupo-
BAaHHOM SHJJOKPMHOJIOTMYECKOM LI€HTPe C OTKa30M OT XMPYPIUYeCKOTO
BMEIIATENbCTBA IO NPUYVMHE BBICOKOTO PUCKA IMOpakeHuA TOPTaHHO-
TO HEpBa M3-3a paHee NPOBENEHHON NBYKPATHOW TeMUTEPUONIKTOMUNL.
B cBA3K ¢ mporpeccupoBaHyeM 3a60/eBaHNA ObIIa IOBTOPHO T'OCIINTA-
mmsuposaHa B Kb um. B.M. bysaHoBa ¢ )xano6amu Ha 60711 B KOCTAX, Cy-
CTaBax, c1a00CTb, TOTEPIO Beca, epuoAdeckyie 601 B SIIUTacTPanTbHOM
o6mactu. Vcxons u3 06beKTMBHOTO COCTOSHMA IALMEHTKM Y Ha/INdusA
ropMoHanbHO akTuBHON omyxomu OIIDK, 6puto mpuHATO pereHne o6
ynanernuu nesoit HikHeit OIIDK. YuuTbiBad ganHble aHaMHe3a, OCHOB-
HYI0 CTIOXHOCTb COCTABJIS/I MAaCCHBHBII CITA€YHBIN IIPOLiecC B 06/1acTu
IJTAHMPYEMOTO BMeILIaTeNnbCTBA. HecMOTps Ha TeXHMYeCKNe TPYAHOCTH,
omepanys npouyia ycrenrso. ITocneonepanuonusiil nepuon — 6e3 oc-
TIO>KHEHMUIA.

MHoxecTBeHHbIe nepdopauny A3B KKT SABIAIOTCA YPreHTHBIM OC-
noxxnenuem IIT'TIT. YacroTa pasBuTiA 3TOro OCIOKHEHNS y NAllIEHTOB
C I3OMPOBAaHHBIM IIITIT COCTaB/IAeT MpubM3uTenbHo 18% B PO, ogHako
I nanyeHToB ¢ MOH1 Takoit cTaTUCTUKY He CylecTByeT. BO3MOXXHOCTD
penyjBa JAaHHOTO COCTOSHMA M YXYJIIEHUE COCTOAHMA MalVeHTKN
OIPaBJIbIBAIOT XUPYPIUIECKNIA PUCK IOBPEX/I€HNUA BO3BPATHOIO FOPTaH-
HOTO HEpBa U JIPYIMX KM3HEHHO Ba)KHBIX CTPYKTYP BBUJY MacCUBHOTO
cIlaeqHoro mpouecca. TakuM 06pasoM, CIOXKHOCTb BelleHNA Mal[IeHTKI
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U BapnabenbHOCTh KIMHUYECKUX MPOSIBJIEHUII JAaHHON PENKOil IMaTomo-
Uy TpeOyeT KOMIUIEKCHOJ AVArHOCTUKYM Y MYAbTUIUCIUIUIMHAPHOTO
MOAX0/a.

KnuHnueckoe HabnopaeHme naumeHTa
€ 3KchonnaTuBHbIM 330paruTom

Asmoput:

Honrux Beponnka bopucosa
MenpaukoBa AHHa CepreeBHa
Xyaunxknit Hukonait PomanoBug
Hockosa ExaTepnaa MakcumMoBHa
PHVIMY um. H.W. IIuporosa
Ko3sips /It060Bs BacunbeBHa
I'Kb mm. C.II. botknHa

Hayunvie pyxosodumenu:

JIaktronpKnHa EBrenns HukonaeBHa
PMAHIIO

Knuunyeckast 6onpuuia B Orpaguom Ne 1

IkcdonmmatuBHbi 330darut (33) — penko BCTpevarleecs 3aboreBa-
HJe IMIIEBOJa, COIPOBOXKAAIOIIEeCs OTCIIOCHEM C/IU3UCTON 000IOYKY
B BuJie OenecoBaThIX IIACTOB, HAIIOMMHAOIMX JIEHTHL. [10 HaHHBIM Ju-
TepaTypbl, 9D BCTpedaeTcs penko, ¢ 4acToToit 0,03 %. 99 MoxeT OBITH
UIMOTIATNYECKUM, JIEKAPCTBEHHBIM, a TaK)XXe BCTPEYaTbCs IPU ayTOUM-
MYHHBIX 3a6omeBaHuAx. ONNUCBIBAIOT CTy4Yay BOSHMKHOBEHUA D9 Ipu
IUIUTE/IbHOM IIpyieMe IPSIMbIX OPaIbHBIX aHTMKOATY/ISHTOB, Yallle BCETO
maburaTpaHa, pexxe — puBapoKcabaHa, amykcabaHa, dfoKcabaHa, He-
IPsIMBIX QHTUKOATY/IIHTOB — BapgapyHa, a TaKXKe MPOTUBOOIYXOJIe-
BBIX IIPeIapaToB — CYHUTHHUO. 3aboneBaHMe MOXKET IPOSBIATHCS JIC-
¢arueii, TOIIHOTON, PBOTOJ, 6O/IBIO B SMUTACTPUY, HO B OONBIIMHCTBE
cIy4yaeB IpoTekaeT OeccumiTomMHo. Hambormee mHpOpMaTuBHBIM Me-
TOZIOM MHCTPYMEHTAJIbHOM AMAarHOCTUKY D3I ABJIsAeTCA 930(¢aroracTpo-
nyoneHockoms (SIT]C). ITaumentka ®. 84 yet, mocTymmia B IpueMHOe
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OT/ieTIeHMe C Ka/l00aMyl Ha HapylIeHe [TIOTaHVs KaK TBePROI NI, TaK
VI KUJIKOCTeil. AHAMHeCTUYEeCKN: [UINTENbHO NPUHMMAET pUBapoKcabaH
20 MT B CYTKM I1O TIOBOJY APOKCU3MaIbHOI GOpMBI GUOPVIIIALINY IPef-
cepauit. I[To manHpIM mabopatopHbix uccnegoBaumit: CPb — 98,2 mr/m,
Jlevtkorutel — 16.93%109/11, Heitrpodwsr — 14.3*109/7. TlanyenTke BbI-
nonHeHa auarHoctudeckass JIJIC. IIpn ocMmoTpe cnmsucras nmieBofa
TycK/1as, 6enecas, Ha IIOBEPXHOCTH JIETKO CHYMAIOIIMeCs >KeTble Gpuopu-
HO3HbIe IIJIEHKM ¥ OTCIaMBAIOIMEC TI/IACThl TIOBEPXHOCTHOTO SIUTENNS
B BUJie Oe/IbIX IPOJOIbHBIX ITOJIOC Ha BCeM IMpOTsKeHuu mmiesopa. [Top
IIACTaMI OTC/IAMBAIOLIETOCA SIUTENMNA CIM3NCTasA OOBIYHON OKPACKM
C HEe3HAYMUTE/IbHBIM PACIIMPEHNEM MHTPA3IMUTETNANbHBIX KaIWIIAPOB.
ITo maHHBIM LIMTONIOTMYECKOTO VICC/IEOBAHNUA: B JOCTAB/IEHHOM MaTepu-
aJie KJIETKU IIJIOCKOTO SMUTENNs B yMEPEHHOM KO/INYeCTBE, PACIOTIOXKEHDI
pasfenbHO ¥ IPYIIIAMM, C PEaKTUBHBIMU U AUCTPOPUYECKUMM M3MeHe-
HVSIMM, JIEVIKOLIUTBI B YMEPEHHOM KONI4ecTBe, Gpriopa — cMernanHasn. O6-
Hapy>KeHbI 9IeMeHTBbI, MOP(OIOrMYecK) CXOHBIE C POXKKEIIOROOHBIM
rpubom p.Candida (croper, Mutennit). YHAOCKONMYECKas KapTHUHA U pe-
3y/IbTaThl LIUTOMOTUY ITIOATBEPAVIIN AMArHO3 9KC(ONMMATUBHOTO 330(a-
TUTa C KaHAUIO3HBIM IIOpaKeHreM nuileBofa. IlposeneHa saMmeHa puBa-
pokcabana 20 MI' Ha IOIKO>KHbIe MHbeKIIMM 9HOKcamapuHa Na 8000 ME,
a TaxKe ObUIM Ha3HaueHbI oMenpas3on 40 mr u ¢ykoHason 150 mr. Yepes
3 IHA OoTMeYeHa IO/IOKUTeNbHAsA IMHAMUKA: MTAI[MEHTKA Hayajla IUTaTh-
s )KMIKOI INIIeNt, Yepes 2 Hefle/lu CUMIITOMBI iucdaruy KynupoBainch,
110 TaOOPaTOPHBIM JaHHBIM OTMEYA/IOCh CHIDKEHIE YPOBHS JIEIIKOIIUTOB,
HeliTpodunos u CPB. Brimonnena koutponbHas OIIC: cmsnucTas nuiie-
BoZia byecTsIIas, I/IafiKasi, CBET/I0-PO30BOTO 1IBETA, COCYAMUCTBII PUCYHOK
yeTKO nmpocnexusaercs, IPCL II tum, cTerka nuiieBoga smacTU4Ha, MOf-
BIDKHAs, IIEePUCTA/IbTIKA MpOCIexmBaeTcsa. [IpusHakoB s3odarura Her.
Ha cnepmyrommit fleHb IalyeHTKa OblIa BBINMCAHA C PEKOMEHIALVAMMU
IPOJO/DKNTD JIe9eHNe B aMOY/IaTOPHBIX YCTOBMAX.

AKTYyalbHOCTD TIPOO/IEMBI IUATHOCTUKY D9 Y NaLlMeHTOB, JINTeIbHO
INPUMHUMAOIMX [PerapaToB IPYIIbl OpaJbHBIX aHTUKOATY/IAHTOB, Pac-
TeT, B CBA3MU C ©KETOHBIM POCTOM BBIABJICHNSA ITATONIOTHIL, TPeOYIOIIX
Ha3HaueHNUA [JAHHBIX IperapaToB. 99 MMeeT CHeUPUIecKy SHTOCKO-
nu4ecKyw Kaptuny, nosromy IITC ABngeTcsa «300THIM CTAaHLAPTOM»
OMATrHOCTUKM JAHHOI IaTO/IOTUM.
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KnuHuueckum cnyyai cybaypanbHoii
CNUHANIbHOM remaTomMbl, pa3BuBLUeiica Ha PpoHe
AHTUKOAryNAHTHOM Tepanun Tpom603a rmybokux
BEH r0/IEHU NpU TPaBMe HUXKHEN KOHEYHOCTH

AsmopuL:
Kouynos Anexkcanap EBrenneBny
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
Epmos [Imutpuit CepreeBd — K.M.H., JOLIEHT
I'Kb Ne 1 um. H.M. ITuporosa

Tpom603bI ITy6OKMX BeH ABIAIOTCA OCTOKHEHMEM TPaBMbl HIDKHEI KO-
HEYHOCTHU, HEPENKO BCTPEYAIIMMCA B KIMHUYECKON IPaKTHUKe Bpada
TpaBmaronora. IIpumMenenne ManoaddeKkTHBHBIX IIpernapaToB, HeMO-
CTAQTOYHBIN aHa/MN3 KIMHMYECKON KapTWHBI U OIIMOOYHBIN BBIOOD AM-
arHOCTUYECKMX METOJOB MOTYT IIPMBECTYU K HEXE/TaTe/IbHbIM Pe3y/bTa-
taM. [IpecraBneHHblil KIMHUYECKUIA CIy4Yall — IpUMep HeraTMBHBIX
MOC/IECTBUI aHTUKOATY/IAHTHONM Tepanuy NPU3BaHHBIN IOJYEPKHYThH
B2XHOCTb IIPOAYMAaHHOTO IOAXOJa K MMKBUAALNM TPoMO60aMbomye-
CKMX OC/IO)KHEHMI1 B TPaBMaTO/IOTUM.

21.12.17 Ianuentka B. 6puragoit CMII gocraBieHa B IpuéMHOE OT-
nenenne Kb Ne 1 ¢ sxkanmo6amm Ha 60/1u B 06/1aCTH JIEBOTO TOJIEHOCTOII-
HOro CycTaBa B pesynpraTe nameHus. Ilocme ocmoTpa, BBINTOTHEHUA
penrrenorpadum u MCKT s1eBoro roseHoCTOIHOrO CycTaBa IOCTABJIEH
AMATHO3 «3aKpbITHIN ITepeIoM AMCTaTIbHOTO MeTasmudusa 1 Hapy>KHOM
TIOIBIKKM JIEBOJ TOJIEHM CO CMelLlleHMeM OTIOMKOB». Ilocne HamoxxeHns
CUCTEMBI CKETIETHOT O BBITAKEHNA 3a JIEBYIO IATOYHYIO KOCTb TOCIIUTAIN-
3MpOBaHa B 26 TPaBMATONIOIMYECKOe OTHe/NeHNe, Tie Toydana Ipodu-
JTAKTUKY TPOMO60IMOOMNYECKMX OCTIOKHeHu 1. 25.12.17 HakaHyHe oIle-
pauym nposefieHo Y3AC HIDKHMX KOHEYHOCTeT, 0OHapy>XMBIlIee HEOK-
K/TIO3VIBHBINI TPOMOO3 CypaabHON BEHBI TPAaBMUPOBAHHOI KOHEYHOCTH
1o ypoBHA BepxHeil TpeTu. Ilocne KoHCynbTanyum cOCyaucTOro Xupyp-
ra HasHa4YeHa aHTUKOArylIAHTHasA Tepanuda HOI. 28.12.17 BpimonHeHO
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Y3AC HIKHUX KOHEYHOCTEI, KOTOpOe BBIABU/IO OTPUIIATE/IbHYIO JUHA-
MUKy TpoMb03a — 3ajH1e 60nblIebepIioBble BEHbI TPOMOMPOBAHBI 10O
BepxXHell TpeTU OKK/II03MBHO, Cypa/ibHble BeHbl — [0 BEpXHell TpeTH He-
OKK/II03UBHO. [lo pe3ynpraraM MOBTOPHON KOHCY/IbTaUMM COCYIAVICTBIM
XUPYProM IpOM3BEJEHA CMEHa aHTMKOATY/AAHTHON Tepamum Ha HMI
(Knekcan). 02.01.18 Y3AC BbIABIIIO IOJIOXXUTENBHYIO IVMHAMYKY TPOM-
603a. 06.01.18 BbIIOIHEHO ONlepaTUBHOE edeHre: OCTeOCHHTe3 HapyX-
HOJI JIOZBDKKY JIeBOJ roeHy 1/3 Tpy64aToil IIacTMHONM, OCTEOCUHTES
AMCTATbHOTO MeTasnudusa neBoil 60nbe6epoBoil KOCTY BUHTAMN.
10.01.18 manmeHTKa NpeAbAB/IAIA KAMOOBl Ha CHUKEHJE YYBCTBUTE/Ib-
HOCTY ¥ OHEMeHMe B ATOMYHOI 00/IacTy, IO 3a/jHell TIOBEpXHOCTH Oe-
Iep, HEKOHTPOIMPYeMO€e CaMOCTOATENbHOE Modencnyckanme. KoHcyib-
TUpPOBaHa HeBposOroM, Heipoxupyprom. 10.01.18 srimonnena MCKT
HOSICHUYHOTO OTZe/Ia II03BOHOYHMKA, KOTOpasi He OOHApy>Kuia Mpudn-
HbI kamo6 namyenTky. 11.01.18 Boimonnena MPT noscHndHOro ormena
II03BOHOYHMKA, BbIABUBILAS IPU3HAKU SIUYPalbHON reMaTOMBbl CIIMH-
HOTO MO3ra Ha ypoBHe L1-L3 m03BOHKOB CTEHOSMpPYIOLEN IIO3BOHOY-
HBIJI KaHaJI ¥ KOMIIPECCUPYIOLIEN 37IEMEHTBI KOHCKOTO XBOCTa Ha YPOBHE
Tena L2 mo3Bonka. 11.01.17 BrIO/THEHA JeKOMIIPECCUBHAA TAMUHIKTO-
mus L2 no3BoHKa, yaneHne cyonypanbHoii reMaToMsl. 19.01.18 BbImos-
HeHa noBTopHast MPT moscHu4HOM 06/1acTy, BBIABMBILEE YMEHbBIIEHNE
pasMepoB reMOpparnyeckoro CKOIUIEHMS 110 3a/iHell CTeHKE NypanbHO-
ro Melka Ha ypoBHe L1- L2 M03BOHKOB, yBennueHme o6beMa reMoppa-
TMYECKOTO COMIEP>KMMOIO B IEPENHUX M 33a[JHUX OT[EeNaX [yparbHOIO
Merka Ha ypoBHe Th12-L1 u L2-L5 mo3BoHKOB. 3a BpeMs TOCIUTAIN-
3alMM OTMe€YeHa IOJIOKUTEeNbHAA AMHAMUKA — ATOAMYHbIE COKpAIla-
€T MBIIIIBI CAMOCTOATE/IbHO, BOCCTAHOB/IEHA YYBCTBUTE/IBHOCTD B 00-
mactu 6émep. ModencryckaHue CaMOCTOATENbHOE, KOHTPOIMPyeMoe.
Brimmcana 07.02.18 B y#OB/IETBOPUTENBHOM COCTOSHUM C TUIIOCTE3MEN
mo L5-S1.

Taxum 06pasoM, 9TOT KIMHMYECKUII CTy4all eMOHCTPUPYeT Bax-
HOCTb NoA0Opa MeTOfA MCC/IeSOBAHS, OCHOBBIBAsICh Ha K/IMHIYECKOI
KapTuHe NanueHTa. Taxke 3TOT cy4ail IpU3BaH IOKa3aTb BO3MOXKHbIE
OCTIO)KHEHMsI TIpUMMeHeHsA HepaKI[MOHMPOBAHHOTO TelapuHa B Kaue-
CTBe aHTUKOATY/ISTHTHOM Tepanuy TpoM603a BeH HIDKHE KOHEYHOCTH.

19



TAA3OBCKME YTEHMA - 2021

CNoXXHOCTU BeAeHUA NALUEHTKN
C ayTOMMMYHHbIM naHKpeaTutom 1 Tmna

Asmoput:

Hespos Anpgpeii CepreeBuy
Henncos ®émop lennagbeBny
borayeBa Bepa MuxaiitoBHa
Jlykamuk Exatepnna BadecmaBoBHa
PHVIMY um H.J. Iluporosa

Hayunvie pyxosooumenu:

I0cydos Maromep Ilaitsymaesuy

Maxyosa I'ynbmMupa Banra6ekoBHa — K.M.H, JOIEHT
I'Kb nm. B.M. Byanosa

AyronmmyHHBbIIT maHkpeatuT (AVIII) — aTo penkast pa3HOBUZHOCTD XpO-
HIYECKOTO MTAHKPEATUTA, C IPEeII0IOKUTENbHON pacCIIPOCTPAHEHHOCTDIO
0,71/100 000 B P® u c tenpenuueir k pocry. Cunrtaercs, 4TO OffHA U3
¢dopm AUII (mumdonmasMounTapHbI CKICPOUPYIOLINII TaHKPEaTHT)
ABJISIETCS TIPOSBJIEHVIEM CUCTEMHOTO ayTOMMMYHHOTO 3a0o/eBaHmMs —
IgG4-acconumpoBanHol 60mesHn. OHa XapaKTepu3yeTcs CHCTEMHbIM Te-
YeHMEeM C TTAHKPEeaTM4eCKMMI ¥ BHEIIAHKPEAaTUYeCKIMMU MIPOABIEHUAMMA,
HaIpYMepP CKIEPO3MPYIOIIMM XOMTaHIUTOM. KirodeBble 3BeHbs IaTore-
He3a — JMMQoIIasMonnTapHas NHWIbTpanusa ¥ GpuOpo3 IMapeHXMMBbI
nomxenygouHoii sxenessl (IDK). laHHbIe M3MeHeHMsI MOTYT OBITh Kak ¢o-
Ka/IbHBIMM, TaK ¥ JUPY3HBIMMY, UTO 3aTPYAHAET MHCTPYMEHTAIBHYIO V-
arHOCTUKY M JlaeT IIOBOJ 3all003PUTh Ha/I4ye HOBOOOPa30OBaHNA.

ITanmenTka T. 63 1. moctynua 27.08.2018 B I'Kb um. B.M. byanosa no
IIOBOZY HOBOOOpa3oBaHus Tena u xBocTta IDK, BbIsIBIEHHOTO BO BpeMs
7e4eHNs B OTHe/IeHUM SHIOKPUHONIOIMN. B aHaMHe3e: MHCY/IMHHe3aBU-
CUMBIII CaxapHbIll fuabeT ¢ MHOXKeCTBEHHBIMIU OCTIOKHEHMMU; JKemde-
KaMeHHass 00JIe3Hb; XPOHMYECKMII ITaHKPEeaTUT; XPOHWYECKUII INeNo-
HepuUT.

ITo ganabIM Y3V — o6beMHOe 06pasoBanue xBocTa [DK, KoHKpemeH-
TBI JKETYHOTO ITy3bIps; 3HA0Y 3V — KapTMHa OIyXOIy Tena-XBOCTa IMOJ-
JKETyIOYHOI >Kee3bl 0e3 paclpoCTpaHeHUs1 Ha OKPY)Kalollyie OpraHbl,
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OKYTbIBAIOI[asi CeJle3eHOYHBIE COCYABI, C OOCTPYKI[yell BUPCYHIOBa IPO-
ToKa. PernonanbHas mumdaeHomaTA.

B nmaHoBOM nopsAaKe MallMeHTKe BBIIOTHEHA KOPIIOpOKayaabHasd pe-
sexumA IDK co cinenskTomueit. MUKpockonm4yeckoe UCCIeOBaHNe pe3eK-
IIIOHHOTO Marepuana — IMCTOMOPQOOrys MMMEGOLUTAPHOTO CKIEPO3N-
pYIoLIero maHKpeaTnTa (IIPefnoIOKUTEIbHO ay TOMMMYHHON STVOJIOTHN),
OITyXO0JIEBOTO pOCTa He BbIAB/IeHO. Iloce ycIelliHo IpOBeieHHOTO JIeYeHN s
MaIMEeHTKA BbIIMCAHA C AMAarHO30M IICEBIOTYMOPO3HBII TAHKPEATHT.

11.03.2019 rocnuTanu3MpoBaHa C aa006aMy Ha KENTYHIHOCTb KOXK-
HOTO IIOKpOBa. buoxumudeckuil aHaau3 KpoBU MOKa3aj yBelIU4eHue Ie-
yeHOYHbIX PpepmeHTOB (AJIT-217 ME/m; ACT-200 ME/n; menounas ¢oc-
¢araza-1255 ME/n),061muit 6unupy6un-140 MKMO/Ib/ 1, IPSAMOIt OMINpPY-
6uH -112 MKMO7nb/71, anbda-aMmuiasa B Ipefesax HOpMarIbHbIX 3HAYEHNIA.

OPXIII' — cTeHO3 AMCTaAbHOTO OTAena Xojaemoxa, sHmoY3M — ru-
nosxoreHHoe ob6pasoBanue ronoBku IDK oBanbHOi dopmbr 30x22 MM
C HeYeTKMM KOHTYpoM. [IpuHATO pelleHne o OpeHMPOBAHUM >KETYHBIX
IpOTOKOB Ipu momouiy Kom6uarposannoit IIICT n 6unmapHOro cTeH-
TUpOBaHNA. buomcusa aMIy/sApHOTro OTZeNa X0/Mefoxa IoKasana mmMdo-
UAHYI0 MHPUIbTpannio TKaHU. I10 COBOKYITHOCTY KJIIMHUYECKMX JaHHBIX
Obl/1a HaIpaB/IeHa IS Clauyl aHa/IM3a KpoBu Ha onpepenenue 1gG4 u um-
MYHOTUCTOXMMMYECKOE UCCIeJOBaHNe MUKPOIIPENapaToB 110 MeCTYy XIU-
TeNbCTBA. AMOY/IaTOPHO IPOBOAVIIACH Tepanyus NPeSHU30T0HOM — 6e3
addexra. 18.06.2019 — pecTeHTMpPOBaHUE CPEIHETO CeTMEHTa OO0IIero
JK€TYHOTO IIPOTOKA B CBA3M C PELUAVBOM JKEITYXW. YUUTBIBAS OTCYT-
ctBUe 3¢ deKTa OT MPOBEEHHOTO MEAMKAMEHTO3SHOTO IeYeHNs, TXKECTh
COCTOSIHMS, HA/IN4Ve PEeL/IUBa, Tab0paTOPHO-MHCTPYMEHTa/IbHbIe IIOKa-
3aTe/u B IVNTAHOBOM IIOPsAIKe BBIIIO/IHEHA TaCTPOIaHKPeaTofyoeHaIbHas
pe3eKLMA C HaJIOXKeHMEeM TelITUKOEIOHO- U TaCTPOEIOHOAHACTOMO3a.

Takum o6pasoM, m1a6OPaTOPHO-MHCTPYMEHTa/IbHbIe METOABI AMATrHO-
CTUKM He Bcera 1mo3sonAT audpdepenunposars AVIIT u 3mokagecTBeH-
Hoe HoBooOpasoBanue IDK. CymiecTBYIOT McCIeoBaHus, MOATBEPXKAAIO-
I[yie MOBBIIIEHEe PYCKAa BO3HIKHOBEHNA TaKIX HOBOOOpa3oBaHMIt, acCo-
yuupoBaHHbix ¢ AUIIL, uTo ABIAeTCA ellle OlHUM APTYMEHTOM B IIOJIb3Y
PajiKa/bHOTO BMeIIATe/IbCTBA. Takoke, B aHAJIOTMYHBIX pedpaKTepHBIX
K KOHCEpBAaTMBHOII TepallMy CIy4asx CaefyeT paccCMaTpuUBaTbh BO3MOX-
HOCTb XMPYPTM4eCKOro IIOAXOAaA.
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KnuHuueckum npumep cuHgpoma OHVIRA
Y AE€BOYKM Tpex mecAaues

Asmoput:

I'mapkxoB Anekceil [IMuTpueBny

Iepsoiit MI'MY um. VI.M. Ceuenoa Munszapasa Poccun
(CeuyeHoOBCKMIT YHUBEPCUTET)

Hayunvie pyxosodumenu:

Ajipsan Onyapn KapeHoBMY — K.M.H., JOLIEHT

Iepsoiit MI'MY um. VI.M. CeuenoBa MuHnszpasa Poccun
(CeveHOBCKMIT YHUBEPCHUTET)

Cunppom OHVIRA (obstructed hemivagina and ipsilateral renal
agenesis) — coueTaHHBIN TOPOK PasBUTIA MOYEIIONIOBOII CUCTEMBI, XapaK-
TePUIYIOWNIICA pPa3IMYHBIMU KOMOVHALMAMHU YABOSHMS MAaTK! U BjIara-
nmia ¢ popMMpOBaHVEM 3aMKHY TON IIOIOCTY BaTMHBI, UTICYJIATEPATbHOM
aTpodueit MM JUCIIIasyeil IIOYKM ¥ SKTOINE MOYeTOYHNUKA.

Hesouka 3-x mecaues noctynuna B JIKI'b Ne 9 um. [LH. Cnepanckoro
C JMaTHO30M — 9KTOIN:A NIPaBOJi HOYK!U B MaJIblil Ta3, MeraypeTep clipaBa.

Marp aBnsercs HocurenbHuneit BYY u Bupyca rematura C. Pe6eHok
OT 6 6epeMEeHHOCT) ¥ YeTBEPTHIX POROB Ha 34 Hefelle TeCTalMU IIyTeM
KecapeBa CedeHMs], Mal[ieHTKa OblIa epBoii U3 ABOIIHYU (BTOPOIT peOeHOK
ponmics 6e3 anomanmii). Ilpu poxxaennn Bec peberka 6b1 paBeH 2440r,
poct — 43cM, 1o mkane Anrap 8/8 6amwnos. Ha nepBom Mecsiie )XusHU
nanyeHTKe 66110 IpoBesieHo Y3V moyek mocse aTakyl OCTPOro nuenoHed-
puta, o6Hapy)eHO 06'beMHOe 06pa3oBaHMe B MaJIOM Ta3y, KOTOpoe ObIIo
paclieHeHOo KaK 9KTOIMPOBaHHAsA MTOYKa.

[Tpu mocrynnenun 6p110 mpoBefeHo Y3V movek ¥ MOYEBOTO ITY3BI-
pA: IpaBas MOYKa B TUIIMYHOM MeCTe He BU3Yalu3MpOBaHa, C/ieBa Io4Ka
HOPMaJIbHBIX Pa3MepoB, coOMpaTeibHas CUCTeMa He paclIpeHa, ClpaBa
B MaJIOM Ta3y 32 MOYEBBIM Iy3bIpeM ObIJIO 0OHApPY)KEHO IMII03XOTeHHOE
obpasoBaHue oBaIbHON HopMbI pasmepom 58,9%*26,4*34,5 MM.
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[Tpu mpoBefeHNN KOMITBIOTEPHOI TOMOTpaduy C KOHTPACTHBIM yCHJIe-
HIeM 0OHapy>keHO KICTO3HOe 0Opa3oBaHye pasmepoM 60*27*35 Mm, 10-
XOXKee Ha OJHOKAaMEPHYIO KIMCTO3HYIO TepaToMy JlyrmacoBa IpoCcTpaHCTBA
VIV Ha OTPOMHBIV ITMAPOKO/IBIIOC. TakxKe 0OHApY)KeHBI IBa IUIIEPIXOTeH-
HBIX 00pa3oBaHuA pasMepoM 3 11 5 MM, B MaJIOM Ta3y BU3YaIM3MPOBaHa
TUIIOIIACTIYHAA IpaBas II0YKa CO CHIDKEHHOI (yHKIvelt. DyHKIA e-
BOJ1 MOYKM coxpaHHas. YpoBeHb ADI] B mpefienax HOpMBI.

LucToypeTpocKonus: ypeTpa CMeljeHa B/IEBO, LIelKa MOYEBOTO ITy3bl-
A OJTHOCTBIO C/IaBJIEHA, TPEYTONbHYK JIbETO ¥ MOYE€TOYHMKOBAsA CK/Ia[IKa
He mudpepeHINpPYIOTCS, 3aHAA CTEHKa MOYEBOTO ITy3bIps IPOIabupyeT
B IIPOCBET, YCThe IEBOIO MOYETOYHMKA CMEILEHO K LIEHTPY, YCThE IIPaBOro
MOYETOYHMKA B MOYEBOM ITy3bIpe HE BU3YaaU3UPOBAHO.

Konprockonus: cireno sakaH4MBawIleecs Baraanlle Ha pacCTOAHUNI
2 CM OT IeBCTBEHHOIA IIJIEBPHI.

[IpyHATO pelleHMe O ONEPATMBHOM JIEYEHMM: WMHTPAONEPALVIOHHO
HOATBEePIK/IeHa 9KTOIM IIPaBOIl IOYKY B MaJIblil Ta3 M OOHApYy>KeHa 9K-
TONMA YCThA MPAaBOTO MOYETOYHMKA B CJIENIO 3aKaHYMBAIOIINIICA CETMEHT
YABOEHHOTO BIaraaniia. Bermonsena HegpyperepakTomys. Ilox Busyas-
HBIM KOHTPOJIEM CO CTOPOHBI IIPOMEXHOCTU OB BCKPBIT YPOKOJBIIOC,
BBIZENIVIACH ITPO3paYHast JKENTaA >KUAKOCTD C IPUMECDHIO XJIONbEB U KOH-
KPEMEHTOB. 3aTeM OblIa BBIIOTHEHA Mepdopanys MeperopofKu MeXIy
2 BJIaTa/IMIAMU U YCTAHOBJIEH CTEHT AnameTpoM 12 Fr, KoTopblit 3aduk-
CMPOBAN Y3/I0BBIM IIBOM K I10710BOJI I'y0Oe crieBa. Omepariusi Obl1a 3aBep-
LIeHa YIIMBaHNUEM PaHBI.

Yepes 15 gHelt CTEHT OBUI yA/IEH.

Crycrs aBa Mecsla IIOCTIe olepanyy Oblla IpoBefjeHa KOHTPO/IbHAs
KOJIBITIOCKOIIVISI — BJIATajIyie CBOOOTHO IIPOXOAMMO I He MMeeT IIpU3Ha-
KOB CTE€HO3a.

Omnepanys 6bl1a 3aBepllieHa YIIMBaHIEM PaHbL.

Yepes 15 gHel CTEHT OBUI yIa/IeH.

Coyctsa #Ba Mecsla Iocje onepanyy 6bUIa MpoBefieHa KOHTPOIbHAs
KOJIBITOCKOINSL — BJIarajyine cBOOOJHO IPOXOMMO U He MMeeT IpU3Ha-
KOB CT€HO3a.
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KnuHuueckum cnyyait BegeHus
ypUHONMoremaTokosbnoca
y NauUEHTKU C gureHesnen roHas,

Asmoput:

Tomy6xoBa BapBapa MuxaitmoBHa
OBakumsaH Iloruk PaubseBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pykosodumenu:
Kapauennosa Vipuna BacunbeBHa — K.M.H., JOLLEHT
PHUMY um. H.J. IInporosa

HapymeHns nonoBoro paspuTus BCTPEYAXTCA B MOMYIALUM C 4aCTO-
toit 1 Ha 4500 >xuBOpOXAEHHBbIX feTeil. JIumb 20% manueHToOB MMEIOT
KOHKPETHBII TeHeTNYeCKMil feeKT, OCTalbHble — HOPMAaJIbHBII XpO-
MOCOMHBIIT Habop u npusHaku Bupmnsanuu (BIKH).

ITanuentka K., 13 neT, mocTaBieHa B OT/e/leHIe HEOTIOXKHOI IIOMO-
my JTKD 1o MecTy >kmrenbcTBa ¢ Kanobamy Ha 060MM B HIOKHUX OT-
Jenax >)XMBOTA, BOSHUKIIMMY HaKaHyHe BeuyepoM, nuxopanky no 38 C.
VI3 aHamMHe3a: BpOXK/JjeHHas AuCreHesus roHaj, kapmorun 46XY, pebe-
HOK 3aperucTpMpoOBaH B )XEHCKOM IIacCIIOPTHOM IIofe. B Bospacre 1 I
4M. mpoBefieH 1 atan GpeMMHMUUMPYIOIEN IUIACTUKY, ABYXCTOPOHHAA
roHagakromus B PIIKB. [JanbHeiiniee Habo[eHMe 9HJOKPUHOIOTOM —
no M/>X. B BospacTte 10 neT HayaTa rOpMOHa/lbHasA 3aMeCTUTETbHAs
Tepanmus.

B npuémuom otgenenun npoussefeHo Y3V OMT: nonoctb MaTku
paciimpena 1o 6,5 cM, 1o3aiy MOYeBOT0 Iy3bIps OlIpefenseTcss 06paso-
BaHue 110X67X77MM, C MEJIKOAVCIIEPCHO ABYX(PPaKIVIOHHO B3BECHIO,
V=307 mn. 3aknwodyenne: IXO-KapTUHA COOTBETCTBYET TeMaTOKOb-
ocy.

ITanueHTKa rocuuTanmMsMpoBaHa B oTAencHue xupyprum. IIposepne-
Ha IIOMCKOBas MYHKIMS I'eéMaTOKO/IbIIOCA, COlEPXKMMOIO He II0/TY4eHO.
IIpuHsATO pelieHMe BecTH NALMEeHTKY KOHCEpPBAaTMBHO, Ha3HAYeHa aHTU-
OakTepuanbHasa Tepamus, cnasmomutuku, HIIBC, cuMmnromarmyeckoe
JieYeHue.
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[Tpousseneno Y3V OMT B guHamuKe: ONOCTb MaTKM U HIeiiKa pac-
mpensl 1o 85x82x123mmM. Ilpegnonaraemeiit V cogep>kxuMoro=418 mi.

[To HacTOsIHUIO popuTenell peOeHOK BBINMCAH U3 CTALMOHApa IS
npopomkenys nedenus B PIIKB. PesynbpraTsl maboparopHoro o6cneno-
BaHMA Ha MOMEHT BBINMCKe: neitkonnuTo3 23,5x109/n, CPB 128 mr/mi.

Pe6enok skctpenHo rocnuranusuposan B PIIKB B orpenenne met-
CKOJI TMHEKOJIOTMM, COCTOsIHME 110 3aboneBaHMIo TspKenoe. I1pu ruHeko-
JIOTMYE€CKOM OCMOTpP€ — YPOT€HMUTAIbHBIN CMHYC 3 cTeneHn. Ha BbicoTe
nasblia NajbnupyeTcs obpasosanue Ko 10 cM B AuaMeTpe, TYrO3/1acTu-
4eCKOJ KOHCUCTEHLINM, 60e3HEHHOe, HallpsDKeHHOe (YPUHOIOreMaTo-
Konb1oc). B npuemuom ornenennn OAK (cito): nevikoruros 23,69x109/1,
HeliTpodunes 86,6%, CPB 257 mr/mi. [IpoBefieHa ypeTpoLucTOCKONINA,
IpeHMpOBaHMe Blaraaniia. B mpocseTe MO4eBOro my3blpsl MOYa C MYT-
HOJI NIpYMeChbI0. YCTbe Bjaraauina Oy>KMpOBaHO, YCTAaHOBJIEH KareTep
HenaToHa, BpIEMNIOCh 3T0BOHHOE COfIEP>KMMOE C IPUMECBIO CTapoil
KPOB). B CBA3U ¢ TsKeCTbIO COCTOSHVA II0 OCHOBHOMY 3a00J/IeBaHMUIO,
KIVHMKO-7Ia00paTOPHBIMM JaHHBIMY, Cy6¢deOpuIbHOI TeMIeparypoi
pebeHOK IepeBefieH B OT/ie/IeH)e peaHNMAaly I MHTEHCUBHO Tepamum
I/ IpoBefieHNs MHPY3MOHHON 1 aHTUOaKTepuaapbHOi Tepanuu. B Te-
YyeHNe TepPBbIX CYTOK II0 JPeHaXXY BbIIeNI0ch 0 500 M/ 3710BOHHOIO
reMOpparn4eckoro OT/eIsAeMOro, 3a IOC/IefyIoIye AHM NpeObIBaHUA
B OPMTe — 1100 mn. Ha 4 mocneonepalloHHbIe CYTKM IlepeBefjeHa
B XMpypruueckoe rumHexkonornyeckoe orgenenue PIKD mia mpogomxke-
HU JIeYeHUA.

JJaHHBIM KJIMHMYECKUM C/Iy4aeM Mbl XOTUM IIPOAEMOHCTPUPOBATH
CJIO’)KHOCTD BeJleHNs MallYIeHTOB C IOPOKaMy Pa3BUTHUA SKEHCKUX MOJIO-
BBIX OPTaHOB, HEOOXOVIMOCTh KOMIIJIEKCHOTO BeeHVs TaKMX HallyeH-
TOB yPOJIOTaMM, JE€TCKUMMU TMHEKOIOTaM!, SHTOKPMHOIOTAaMH, 2 TaKXXe
HeoOXOVIMOCTb PeTry/IAPHOTO KOHTPOJIA NaHHBIX NAIIEHTOB BO m30e-
aHye GOpMIUPOBAHNUA BBILICYIIOMSAHY THIX OC/IOXKHEHUIL.
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KnuHuuyeckum cnyyat naumneHTKU € coYeTaHMeM
NeAoOMUOM NULLLEBOAA U NPAMON KULLKMU

Asmoput:

3aiinesa Huka BragumuposHa

Ilepsoiit MI'MY um. MI.M. CeuenoBa Munszapasa Poccun
(CeuyeHoBCKMIT YHUBEPCUTET)

HymuaoBa Anna CepreeBHa

bykosmmnaa Anacracua CepreeBHa

Kusasesa Hatanba AnexkcangpoBHa

PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:

Yynpokoa MaguHa ApceHOBHA — [I.H.M., Ipodeccop
IOTI'Kb nmenu. H.®. ®unaroBa

PHVIMY um. H.W. IIuporosa

JleitomnomMa — 3TO BOOpOKadeCTBEHHAsl OIYXOJIb, BO3HMKAIOLIAsl BCTIET-
CTBMe pa3pacTaHMs Y4aCTKOB SMOPMOHAIbHOI MbILIeYHOI TKaHN. Hau-
6ornee yacroit (60%) MOKanM3auMeNt TeIOMUOM SIB/ISETCS HVDKHSSA TPETh
nMeBofa. JMarnocTrka saTpyjjHeHa B CBA3SK C €€ MEJIEHHBIM POCTOM.
CHYMIITOMOKOMIIZIEKC 3a060/IeBaHNA JOITOe BpeMs COBIAJaeT ¢ TAKOBBIM
1py QYHKIVOHATBHBIX HAPYLIEHVAX XKeTyJOYHO-KIIIeYHOTO TPAKTA.
HeBouka, 16 ner. VI3 aHaMHe3a M3BECTHO, YTO C PaHHEro AETCTBa
6ecroKoAT mepuoaudecKue 3anopsl. B Bospacre 8 ner Haxonwnach Ha
CTAIIMIOHAapHOM JIEYEHUU II0 IOBOAY KOIPOCTa3a, YCTAHOBJIEH AVATHO3
XPOHMYECKNIT [EKOMIIEHCMPOBAHHBIN 3aIlop, Ka/JOBBIM 3aBajl, LONU-
XOCUTMa, BTOPUYHBINI METrapeKTyM, HapY>XXHBbIl IeMOppOIl, TpelNHbI
3aJHETO IIPOXOJa, 9PO3MBHBI pedmokc-a30¢arut. HasnavyeHna puera
U KOHCEpPBAaTMBHasA Tepanusd. B BospacTe 16 jeT rocnmMrannsupoBaHa
B [ITKb nm. H.®. ®unatoBa B CBsI3N ¢ BO3HUKHOBEHMEM Pe3KMX Ooreit
B aHaJIbHOII 00/1aCTH, J/INTEIbHBIX 3a110POB 10 7-10 gHeit. IIpu ocmoTpe
OIpefieNAeTCs IVIOTHBII Ba/IMK B 00/1aCTY 3aJHEIIPOXOLHOTO OTBEPCTIS,
reMOppONIaIbHbIE BEHBI He pacliupeHsbl. IIpu pekTanbHOM MccnenoBa-
HUM T/IbIIMPYeTCsA MHPWIBTPAT IO BCeVl OKPY>KHOCTM aHAJIbHOTO Ka-
Hajla Ha DIy6uHy 5-7 cM. Y3V mpomexHocty 1 MPT opranos manoro
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Tasa: yTOJMIEeHbl CTEHK! AMCTaTbHOTO OTHe/Na IPAMON KUIIKA o 19 MM,
Ha y4acTKe pasMmepamiu 71x43 MM, KpOBOTOK B HUX OIIpefieiAeTcs, C Ha-
AV4yeM B TKaHAX YaCThIX, MEJIKMX MBIIIE€YHBIX COKPAIL|€HMIA, BBIIIE IPs-
Mas KUIIKa [JUaMeTpoM J10 54 MM C IJIOTHBIM cofiep>kuMbIM. KoHcepBa-
TUBHOE JIe4eHNe [0 OYNIEHNIO TOICTO KUK 65110 HeaddeKTUBHO.
HasoxxeHa ByCTBO/NbHAsA KOJIOCTOMA, B3ATa OMOIICUA CTEHKM NPSAMON
KMIIKY, MOPQOIornyeckoe 3aKIdeHre — TyOynspHas afieHoMa IIpsi-
MO KUIIKIL.

B manpHelimeM MamMa cooOIInIa O Ha/IMYUY YaCTON PBOTHI 1 Aucda-
T B TeYeHMe MOCTIeHero roja y pebenka . [Iposegeno ob6cnenosanne:
OII'IC, peHTTeHOKOHTPACTHOE UCC/IefOBaHMe MUIEBOAA U JKEeIy[Ka,
MCKT opraHoB IpyAHOIT KJIeTKI. BpIsB/IeHbI IPU3HaKyU 06'beMHOTO 00-
pasoBaHuA nuuieBoga 94x145mMM, KeyloK pacloIoXKeH Bbllle YPOBHA
nuagpparmbl. BpIIo IPUHATO pelleHNe 0 HeOOXOAMMOCTM BBIIIOTHEHNS
HEPBBIM 3TAllOM 3KCTUPIALMM NUIIEBOAA, YAAJIEHNE ONYXOIN IIPAMON
KUIIKM OTJIOXWUTh. VIHTpaolepallMOHHO ONIpefendeTcsa TpbDKa IMIe-
BOJHOTO OTBepcTysA AmadparMbl 1o 8 cM, OIYXO/Ib INIIEBOfA U Kap-
pun (15x15 cm). BeimonHeHa skcTMpnanys NUINEBOA C €ro MOCIeRy-
Iolllell ITaCTUKOM XKemyakoM. Takxke 6bUTa IpousBefieHa PEBU3US TOI-
CTOJI KMIIKY, TOJIHOCTIONHASA OVMOIICKS IPAMOI KUIIKY, PEKOHCTPYKLMS
CTOMBI.

[TpoBegeHo Mopdonornueckoe ¥ MMMYHOTMCTOXVMUYIECKOE UCCIIef0-
BaHUe NUIEBOfA ¥ OMOICUY IIPAMOIL KUK, II0 Pe3y/IbTaTaM, KOTOPOTo
YCTaHOBJIEH [IMATHO3: JIeIOMUOMA C HU3KOJ Iponu¢epaTBHON aKTUB-
HOCTBIO.

HeopgHoxpaTHbIe TOCINTANN3aLMM OT MOMEHTA OIIEpPaTMBHOIO BMeIla-
Te/IbCTBA 10 18-71eTnA 1A KOHTPONA U OMHAMUKM coCToAHMA. [IpuHATO
pelleHne OTIOKUTh SKCTUPIALMIO IPAMOV KMIIKM, B CBA3M C TpaBMa-
TU3MOM IIepeHeCeHHOI onepanuy 1 HeoOXOAMMOCTBIO YBeIMYEeHNs BOC-
CTAaHOBUTENIBHOTO INepuopa . IlanmeHTKa nmepeseseHa BO B3pOCIYIO CETb.
B Bospacre 19 et et npoussefeHa SKCTUPIALNA IPAMOI KMIIKKA. B Ha-
CTOSIIIMII MOMEHT OHa SBJIAETCA HOCUTENEeM IIOCTOSIHHOI KOJIOCTOMBI,
COCTOSIHUE YIOB/IETBOPUTEIbHOE, OCOOBIX )Xa/100 He NpebABIAET, COL-
aJ/IbHO a[IallTMPOBaHa .

Y maHHOTrO pe6eHKAa OTMEYEHO pefKOoe COYeTaHMe JIeJIOMUOM Mulle-
BOa U NpAMOI KUMIKMU. [JINTENbHBIN U MEIJIEHHBII POCT JIe/IOMUOM,
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CONPOBOXXAAIOINIICA HeCTlenMpUIeCKIMM CUMIITOMaMM, TPYAHOCTY MH-
TepIIpeTali Pe3y/l1bTaTOB MICCIENOBAHMIA, pefiKas BCTPe4aeMOCTb B JleT-
CKOM BO3pacTe — COuYeTaHMe BceX 9TUX (PaKTOPOB M CTANO MPUUMHOIN
MO3JHeN OVArHOCTUKY, YTO B IIOC/IEICTBUIY NIPUBENO K MHBATNAN3ALNI
MMaIllIeHTKI.

KnuHnueckum npumep ANarHOCTUKuU U n1e4eHuna
nauueHTa co CMeLllaHHOM p,ucrel-lesueﬁ roHapg

AsmopuL:

3aiinesa Huka BragumuposHa

[Mepsoiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeuyeHnoBCKMiT YHUBEPCUTET)

Hayunvie pyxosooumenu:

Ajipsan 9nyapn KapeHoBMY — K.M.H., JOLIEHT

Iepsoiit MI'MY um. VI.M. Ceuenosa Munspapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

Hapymenus ¢opmmuposanusa noma (HPII) — cocrosHue, cBA3aHHOE
C K/IMHVKO-OMOXVIMUYECKMMY IIPOSIBICHMSAMYU HECOOTBETCTBMS MEXIY
TeHeTWYeCKVIM, TOHATHBIM 11 (PeHOTUIIMYECKVM II07IOM pebeHKa. [aBHbI
npusHak HOII — aHoManbHOe CTpOeHMe Hapy>KHBIX ITOJIOBBIX OPTaHOB
Y HOBOPOXXJI€HHBIX.

Manpunk, 2,5 roga. IIpn poxxgeHun 6bUI0 OTMEYEHO HEIpaBUIbHOE
CTpOEHME HApPY>XHBIX IIOJIOBBIX OpPraHOB (pacllelVIeHHas MOIIOHKA,
ABYCTOPOHHUII KPUIITOPXM3M, MUKPOIIEHUC), IIOTT B POAVMIBHOM 3aje
He ycTaHOBJIeH. KOHCY/IbTHPOBaH ypoOnIOroM, IIocjie 4ero Ha OCHOBaHNUM
(beHOTUIINYEeCKOTO CTPOEHNA TeHUTA/INI BBICTAB/IeH MYXCKOI NTaCIOpT-
Hb1i To71. [IpoBeneno Y3U: neBoe sim4ko He 0OHApPYXKeHO, IIpaBoe B IIa-
xoBoM KaHane. Kapuortunuposanme — 46 XY. PekoMeH[j0BaHO OTCpO-
YeHHOe XMpypruyeckoe nedeHne. B Bospacte 1,5 neT popurenu cramm
OTMEYaTh yBe/IWYEHME M HaIpsDKeHME IPaBOl IONTOBMHBI MONIOHKI,
II0 IIOBOJY 4ero oOpaTuInch B CTAllIOHAp, Ile BBICTABJICH AMArHO3: BO-
ISIHKa, IaXOBO-MOUIOHOYHasA IpbikKa cipaBa. IIposeneno Y3U: nmpaBoe
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anuko (18x11 MM) B IaxXoBOM KaHajle, JIeBOe He BU3YanM3UPOBAHO.
3a MOUYeBBIM ITy3BIPEM OIIpefe/sieTCsl OKpPYIoe obpasoBaHue, 1Mo ¢op-
Me ToxXo)kee Ha MaTky (6,0x7,0x11,0 mm). Illeitka MaTKy Ha MOMEHT OC-
MOTpa He BU3YalIM3UPYeTCs, NPeAIOoNoXUTe/IbHO UMEITCs iepUBaThl
MronnepoBbIX IpPOTOKOB. OCMOTpEH 3HIOKPMHOJIOIOM, aHaINU3 Kpo-
Bi Ha 17-OH nporecrepon — B npefienax HoMbl. OnpesieieHne TeCTO-
ctepoHa npu ctumynaguu XI'dY — 11,2 umons/n. Hanpasnen B JI'Kb
Ne 9 ym. I'H. Cnepanckoro s o6cnegoBanns u nedeHus. [Ipu nepsuy-
HOM OCMOTPe OTMEYEHO /IBOJICTBEHHOE CTPO€HME HapY>KHBIX II0OJIOBBIX
OpraHoB. MOIIIOHKa 4acTMYHO paclliell/ieHa, IIpaBas II0/I0BMHA MOILIOH-
KJ YBe/IMY€Ha 3a CYeT BOAAHKM, IpbDKU. IIpaBoe AMYKO OCTOBEPHO He
onpepensercs. J/leBoe AMYKO B MOIIOHKe OTCYTCTBYeT. ITonoBoit 4neH
3 M, CKpBIT KOXKell T0OKOBOJT 00/1aCTH ¥ MOIIOHKM, BUPUIN3ALUA CO-
orsetcTByeT III crapum no IIpapep. ITo gaHHBIM ypeTepouucTorpadpum
Ha (OHE YeTKUX, POBHBIX KOHTYPOB MOYEBOIO ITy3bIPs OLpefeseTCs
KOHTPACTUPOBaHMe JOIOTHUTENbHON monoctu (2,0x0,5 cm). Beimonue-
Ha IUICTOYPETPOCUHYCOCKONNA: B 30HE JO/DKEHCTBYIOIETO CEMEHHOTO
Oyropka BXOJ, BO BJIara/IMIIHBII OTPOCTOK YPOT€HUTA/NBHOIO CHHYCa
(pmmHHOM 3 cM), Ha BepXyIIKe LIEVKM BXOA B JepuBaThl MIO/IIepOBBIX
IIPOTOKOB. B pesynbTare A1arHocTI4ecKoil marapocKonuy o6GHapyxeHo,
YTO BHYTpPEHHEe [1aX0BOe KOJIbLIO C/IeBa 3aKPBITO, 3/IEMEHTbI CEMEHHOI'O
KaHaTuKa He npocnexusaiorcs. Ilo cpepHeli MMHNN BU3yanu3upoBaHa
TUIOIUIa3M[pOBaHHAA MaTKa (2 CM.) ¢ MaTOYHOII TPyOoIi c/eBa, KOTopas
3aKaHYMBAETCs UCTeHeTUYHOI ToHamoit (1,5 cM.), MaKpOCKOMMYeCKN
HanoMMHamouaa AMYHKUK. ClpaBa MaxoBbIl KaHa/l OTKPBIT, CEMEHHOI!
KaHaTUK U COCY[ibl IPOXOZAAT B IaXOBBIJ KaHaJI, B IPOKCUMAa/lIbHOM Ya-
CTU CeMABBIHOCAIINII IPOTOK OTKPBIBAETCA B IPOKCUMA/IbHBIN OTHEN
YPOTE€HUTAIbHOT'O CHUHYCA. BBINOHEHO JIallapOCKoNMYecKoe yhaneHue
mepuBaToB MIo/IIepOBBIX IPOTOKOB, IOCTAENHUM 3TallOM IPOM3BefleHa
opxemnekcusa cnpaba. [McTonornyeckas KapTMHa IIpelnapaToB COOTBET-
CTBYeT CTpeK rOHaJie, IMIOIIa3upoBanHHoil MaTke. [ToBTOpHasA rocnu-
TaMM3anusA CIYCTA IO TOfa IO MOBOAY WIEHO-MOLIOHOYHO (OPMBI
runocnaayy. BelnonHeHa aAByxaTanHas ganoyperpomnnactuka. [Tocneo-
HepalYiOHHbIN nepuox 6e3 ocnoxxHeHni. COCTOSHME C MONTOKUTETbHOM
IVMHaMMKOJ, ITaIfeHT BBINVCAH JOMOIA.
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O6I_Lla}1 HAaCTOPOXXEHHOCTDb I OCBEJOMJ/IEHHOCTDb B BOIIPOCE ITALINEHTOB
c HOII cpean aKylmepoOB-TMHEKOIOr I HEOHATO/JIOIOB — KJ/II0Y K CBO€B-
pPEMEHHOMY 06HaPY)K€HI/IIO I[aHHOI?'[ IIaTOJIOTUN N HpaBI/ITIbHOI‘/'[ YCTaHOBKE
ITIaCIIOPTHOTO I10/1A.

KNAMHnYecKkum cnyyailt KOMNapTMeHT CUHAPOMa
nocse octeocuHTesa 6onblebepLoBOii KOCTU
6/10KMPOBAHHDbIM CTEPXKHEM

Asmopuot:

KaBkoBckasa fIna lropeBna

Homupse Mapuna BanepnanosHa

Iepsoiit MI'MY um. VI.M. CeuenoBa MuHszpasa Poccun
(CeveHOBCKMIT YHUBEPCHUTET)

Hayunvie pyxosodumenu:

Ajipsan Inyapyn Kapenosny — K.M.H, [JoneHT

[Tepsoiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeveHoBCkmit YHUBEpCHUTET)

KoMmapTMeHT CMHIPOM — COCTOSIHME, XapaKTepU3yIolleecs MOBbIIEHMN-
eM nopidacuyaabHOrO JJaB/lIeHVsI B OFHOM M/IM HECKOTBKUX YEeTKO OIIpe-
Ie/IeHHbIX KOCTHO-(aclaNbHbIX IIPOCTPAHCTBAX, IPUBOJsALIEe K Hapy-
HIEHNI0 MUKPOLUPKYIATOPHOTO pycia. B pe3ynbraTe TKaHeBON MIIeMUN
MPOMUCXOAUT YCUIEHME OTeKa U 3aMbIKaeTCsA IIOPOYHBI KPYT COCTOSHMA,
CIIOCOOCTBYIOLIETO PasBUTUIO BTOPUYHBIX MUKPOLVPKYIATOPHBIX UH-
¢bapKTOB, a TaK>Ke HEKPO3a HEPBOB ¥ MBIIIII,

16.10.2021 roma ManpyuMK 16 meT 6bUI COMT MOTOLMKIUCTOM, JO-
craBjieH B JIroOepenkyo OOIbHMILY ¢ JUarHo3oM: MHOTOOCKO/IbYATHIN
3aKPBITHII TIePEe/IOM IIPaBOil OO/bIIEOEPIIOBOI KOCTU B HIDKHEN TPeTu
CO CMellleHMeM. 3aKpbITas 4epenHo-Mo3roBad TpaBMa. CoTpsceHue ro-
JIOBHOTO MO3Ta.

B 6onpHMIIe HaIO>KeHa TUIICOBAs JIOHTeTa Ha IIPaBYI0 HIDKHIO KOHed-
HOCTb. Pe6eHOK He ObII TOCINTaMN3MPOBaH.
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17.10.2021 cocTogHue pe6eHKa YXYLIIUIOCh, IIOABUIACH PBOTA, TOLI-
HOTAa. BAJIOCTb, 3aTOPMO>XEHHOCTDb PeYM U JEICTBUIL.

17.10.2021 rociinranusuposad B II'Kb Ne 9 M. I'H. Cniepanckoro.

21.10.2021 6511 IPOBENiEH OCTEOCHHTE3 MIPaBOl H60/IbIIE6ePIIOBOI KO-
CTU GTIOKMPOBAHHBIM CTEPXKHEM.

Yepes nATOYHYIO KOCTb ITpOBefieHa cnila Kupiinepa, CMOHTHPOBaHO
CKeJIeTHOe BBITsDKEeHMe Ha IefInuecKoil cTome. B mpoekium npokcuMarb-
HOro MeTa¢u3a IpaBoit 60bIIe6epIIOBOI KOCTH 10 IIepefjHe — BHYTPeH-
Hell OBEpXHOCTH NPOBefieH pa3pe3 KoXu 10 5 cM. Tymo 1 ocTpo o6Ha-
JK€Ha IOBEPXHOCTb KOCTU, IIMJIOM M CTUJIETOM BBbIIIOTHEHO OTBEpCTHE
B KOPTMKAJIbHOM C/I0€ AMaMeTpoM 11 MM, KaHajl B KOPTMKAJIbHOM CJI0O€
cpopMMpPOBaH B KOCO-HUCXO/ALLEM HAIIPABIEHUN B IIPOKCUMA/IbHBII OT-
7oMOK BBefieH cTep>keHb (Kanmer nuamerpom 8 mm., yimaa 300 mm. bes
Konmadka). ITof KOHTpo/IeM peHTTeHOCKOIMM C IOMOIIbI0 PEeHTTeH-TIPH-
Ile/1a BBIIOJIHEHO JVICTalbHOe (PUKCUpOBaHME 2-ABYMs BUHTAaMU B Iep-
HNEHIVKY/IAPHBIX IITIOCKOCTAX, paHbl YIIMTBI HAINMyXo. JJeMOHTMpPOBaHO
CKeJIeTHOE HaTsKEHME.

B paHHeM IocC/IeomnepanioHHOM Ilepuofie y pebeHKa SApKO BBIpaXKeH
6071eBOVI CMHZIPOM B 00/TaCTY IlepejHell IIOBEPXHOCTY IIPaBOi TOJIEHN, He
KYIMPYeTCs: HAPKOTUYECKMMIY aHA/TbIeTUKaMY, IPOM3BOJHBIMU (eHMII-
nunepuanHa. lumnepectesusa NnpaBoil HIDKHEN KOHEYHOCTH, BBINAJEHMUI
YYBCTBUTE/IBHOCTY ¥ ABUTATE/IbHON aKTUBHOCTHU He BBIABJ/IEHO.

YnbTpasByKkoBas morieporpadusa COCyfoB (apTepuit U BeH) HIDKHMX
KOHEYHOCTell Ha MOMEHT JICCTIeJOBaHMsI yOeIUTENbHBIX 9X0rpapudecKnx
IPU3HAKOB BEHO3HOTO VI apTepuaIbHOTO TpoMbOo3a IpaBoil HIDKHEN KO-
HEYHOCTM He BbIABIeHO. OTMedaeTcsl BbIpaKeHHasA MHQWIbTPALUA MOf-
KO>KHO->KMPOBOJ KJI€TYaTKM ¥ MBIIIL, TOJIeHN IPaBOJl HIDKHEN KOHedY-
HOCTM.

PaHHWIT TOC/IEONePAIVIOHHBIIT IEPVOT, OCTIOXHW/ICA OCTPLIM Myodac-
IVIaTbHBIM KOMITAPTMEHT CHIPOMOM II0C/Ie OCTEOCHHTe3a IIPaBoil 60JIb-
me6epIIoBOil KOCTU OTTOKMPOBAHHBIM CTEPXKHEM.

22.10.2021 ITpu BeinonHeHUM (HACMOTOMMM MBIIII] IIepeHell IPYIIIbI
IIPaBOJi TOJIeHN OB OTMEYEHbI KOXKHBIE IMACTa3bl 1O TPEX CM.

26.10.2021 BBIIIONIHEHA JepPMaTOMHasA ay TOAEPMOIUIACTKA IPaHyIUPY-
IOIMX PaH C UCIIOTIb30BaHNEM CBOOOJHOTO paclelIeHHOTO TPAaHCIIIaH-
TaTa, B3ATOTO C IPAaBOJi FO/IEHN.
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Cpasy ke 1ocsie BHIIOMHEeHN (HacLIOTOMMI MBIIIL] IIepeHeli IPYIIIbI
IPaBOJl TOJIEHN BBIP>KEHHBIIT 00/IeBOI CMHAPOM ObUI KYIMPOBaH.

08.11.2021 Ko>XHbI1 TOKPOB BOCCTAHOBJIEH MMOMHOCTDIO. [lanueHT Bep-
TYKa/IM3VPOBaH Ha KOCTBUIAX 0€3 OIIOpPhI Ha IIPaBYI0 HOTY.

CpaBHeHMe pe3ynbTaToB ONepPaTUBHOrO JIeYeHUA
NaLMeHTOB C MOHOHelponaTueii 1yueBoro Hepea
ATPOreHHOro reHe3a B 3aBUCMMOCTU OT CPOKA
YCTaHOBKM AnarHosa

Asmoput:

Knasesa Haramua AnexkcaHgpoBHa

A6pypaxmanoB Tumyp OHBepoBMY

Mocecosa EBrennsa AnekcaHJpOBHa

KonoBanoBa AHactacua MakcuMoBHa

PHVIMY um. H.W. Iluporosa

3aiinesa Huka BnagumuposHa

[Mepsbiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeuyeHoBCKMiT YHUBEPCUTET)

Hayunvie pyxosooumenu:
CMIIpHOB AeKcaHp AHJpeeBNY
OTI'Kb umenn. H.®. ®umaroBa

JIyyeBas HellpoIaTus — TPEThs IO PAaCIpOCTPaHEHHOCTY MOHOHENPOIIa-
THS HEPBOB BEPXHEN KOHEUYHOCTH Y feTell U MOfPOCTKOB (IIOC/Ie CpefnH-
HOJ1 V1 JIOKTE€BOI1), COCTaB/IA0MIast 8% OT BCeX MOHOHENIPOIIATI! Y IAIlVIeH-
TOB B Bo3pacTe fio 18 nmet. Hanboee yacTo sTa maTtosorus accConunpoBaHa
C TpaBMaTM4ecKoli aruosnorueit. ITo murepaTypHBIM JaHHBIM, 0COOEHHO-
CTBIO IOBpeXZeHNI nepudepryecknx HepBOB SABJISIETCS BHICOKAs 4acTO-
Ta HEYJOBJIETBOPUTE/IbHBIX PE3Y/IbTATOB JIEYEHNA, IPUBOAAIINX K ITIOTEPE
(GYHKLIMM COOTBETCTBYIOLIE) KOHEYHOCTY, CHYDKEHMIO KadeCTBa >KM3HU
U VIHBa/IMGU3alNY, IIO9TOMY paHHASA AMAarHOCTUKA OCTAETCA KIHYEBBIM
ACIIEKTOM OTarOIPUATHOTO UCXOMIA IS TAHHOTO 3a00/IeBaHMUSI.
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[Tanmentka M., 5 net, obparnnace B [JITKBb umenun H.®. ®dunarosa
¢ >)kajo6aMM Ha OTCYTCTBMe pasrubaHs ManblieB IeBOi KMCTu. VI3 aHa-
MHe3a: MecAll Ha3aJ, IpOBOAWIOCH ONEPAaTUBHOE JIeYeHME 3aKPBITOTO
IepesIoMa KOCTell IeBOTO IpefIeybsa B HUDKHEN TPEeTU CO CMeIleHN-
€M OTJIOMKOB, MHTPaMeRY/UIAPHBIN OCTEOCUHTES CIINIIAMI M3 BEPXHETO
3agHero gocryna. [Ipu ¢usmkasbHOM OCMOTpe BBIABIEHO OTCYTCTBIE
pasrubaHNs HanblieB JIEBOJ KMUCTYU, 3HAUNTEbHOE CHYDKEeHMe pasruba-
HIA 7eBoit kuctu. Ha ynprpacoHorpadum: 3afHMiT MeXKKOCTHBI HEPB
NpUJAaBJIeH MeTa//IOPUKCATOPOM. BBIZIO BBIIIOTHEHO CPOYHOE olepa-
TUBHOE BMEIIATe/IbCTBO — YAaJeHMe PUKcaTopa ¢ Le/lblo JIeKOMIIpec-
cun HepBa. OYHKUMOHA/IbHBIE PE3Y/IbTAThI CIYCTs MeCAL] II0C/Ie IPoBe-
IEHHOTO JIeYeHUsI — IIOTHOE BOCCTAHOBJIEHIE PAa3TUOAHNSA JIEBOI KUCTH
u I1I-V manpues, 4acTUIHOE BOCCTAHOB/IEHIE PA3TUOaHsI U OTBEIeHNUs
I manbia.

[Tanment H., 15 ner, obpatuncsa B IT'KD umenn H.®. dunarosa
C QaHAJIOTMYHBIMU >Kaj00aMu 1 aHAMHE30M, HO, B OT/INYNE OT IIEPBOTO
Cy4as, CpOK MOBpPeX/ieHNs cocTassAn 5 net. Ha ynprpaconorpadun:
IIOJIHOE IIOBpeXJeHNe 3aJlHETO MEeXKOCTHOTO HepBa. B cBA3u c Tem,
YTO MBIIIIIBI pa3rubareny najplieB AIUTEIbHOE BpeMs OCTaBalUCh Jie-
HEpBMPOBAaHHBIMY, 0e3 IOAfep>KMBAIOLIell M30TOHNYECKON 3/IeKTPO-
CTUMYJISILIVIV U B CJIE[ICTBIE 9TOTO IIOABEPITINCH HeoOpaTumoii arpodun,
BMelllaTe/IbCTBO Ha HEPBe Ja)ke He paccMaTpuBanock. bria mposefeHa
CYXOXXUJIPHO-MbIIII€YHAs TPAHCIO3ULMA C NEepeK/IIoUYeHNeM J1y4eBOro
crubaTesist KUCTY Ha CYXOXXWUaus obutero pasrubaresns I[I-V nanbues ku-
CTU U CYXOXKW/INA JIVMHHOI TafJOHHOV MBILIIBI Ha CYXOXXWU/INE IJIMHHO-
ro pasrubarens I manbua. PesynbraThl onepaTMBHOTO JIeYeHNS CIYCTS
3 Mecsilla — IOTHOE BOCCTaHOB/IeHNe pasrubanus [-V manbies neBoil
KUCTH.

Takum 06pasoMm, cBOeBpeMeHHasl AMAarHOCTMKa HeMpOIaTuii 3HauM-
TEBHO CHIDKAaeT 00bEéM HeOOXOAMMOro J/Isl BOCCTAHOB/IEHN QYHKIIUU
OIIEePAaTMBHOTO JIEYeHNUs U MPUBOAUT K Ty4IINM (YHKIVIOHATBHBIM pe-
3yabpTaraM B 60jiee KpaTKye CpOKM.
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KnuHuueckum cnyyait neyeHns pebéHka
¢ a3Boi KywunHra nocne yaaneHma onyxonm
IV }Kenypouka

Asmoput:

KonoBanoBa AHactacua MakcuMOBHa

Kusasesa Hatanba AnexkcangpoBHa

IInBanos Tumyp IennagpeBuy

VIBanoB AHfpeil AleKCaHAPOBUY

PHVIMY um. H.W. IIuporosa

IllepmnéBa AHrennua BsayecnaBoBHa

Iepspiit MI'MY um. VI.M. CeuenoBa MuH3zpasa Poccun
(CeveHoBCKMIT YHUBEPCHUTET)

Hayunvie pyxosodumenu:
MopnsuH IlaBen AnekceeBM4 — K.M.H., aCCICTEHT
Mopososckas JI'Kb

S3Ba KymmHra — aTo sA3Ba enyziKa uan 12-Ty IepCTHOI KUIIKY, TPUYN-
HOJ BO3HMKHOBEHMA KOTOPOV ABJIAETCA IOBBILIEHHOE BHYTPUYEPENTHOE
IaBJIeH)E BCIIEACTBME YEPEITHO-MO3IOBOI TPaBMbl, IIEPEHECEHHON Hel-
PpOXMPYPIUYECcKOIi ollepaliuy UM OIYXO/Iy roJIOBHOTO Mo3Ta. OCHOBHOI!
MeXaHM3M Pa3BUTHA JaHHOTO MATONOTMYECKOTO COCTOSIHUA 00YC/IOBIICH
HpPAMON CTUMYALMEN sAfiep OMy>XKIalero HepBa, 4YTO MIPUBOANT K M3-
OBITOYHOI BBIPAOOTKE XKENTYLOYHOIO COKa, I TeM CaMbIM 0Opa30BaHMIO
A3BBL.

[TanmenT A., 7 JIeT, SKCTPEHHO TOCINUTAIN3MPOBaH B Mopo3oBcKyIo
JTI'KB ¢ kn1MHMYecKol KapTUHO >KeTyL04YHO-KUIIEYHOTO KPOBOTEYEHM
(KKK), remopparnueckum LIOKOM (KOXKHbIe IIOKPOBBI OJIeiHbIe, 110 Ha-
3oractpanbHoMy 30HAY (HI'3) ornensemoe mo tumy «kodeitHoi rymm»,
nerreobpasHblit cTyn, Hb 42 r/m). ITo IIKT 10 6aos.

/13 anamHe3a: 14.10.2021 1. pe6eHOK IIpOOIIEPUPOBAH IO IIOBOAY Me-
mymnobmacromsl IV sxermymouka, onyxonb ypaneHa. B mocneoneparyon-
HOM IIepunoje B CBA3N C Pa3BUTNEM OKKJTIO3MIOHHOM rmnpoue(bam/m M-
IVTaHTUPOBaH BeHTpI/IKY}IO-HCPMTOHea}IbeIﬂ IOYHT.
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ITpn moctymnennn soimnonHena GITIC (01.11.2021 r.), Ha KOTOpOIt
BBIABJIEHBI A3BBI TYKOBULBI 12-TH II€PCTHONM KUIIKK II0 IIepefHeil U 3af-
Hell CTeHKaM, pa3Mepamy 20%15 MM 1 6*12 MM — BBIIIOJIHEH XMMIYECKUA
9HJOCKONMYECKUI FeMOCTa3 METOJOM PaCIbIIeHN A ONVCAXapUIHOTO Te-
MOCTaTM4Y€CKOTO IIOPOIIKA Ha MICTOYHNKY KPOBOTEYEHNA.

02.11.2021 r. — penuans kpoBoTteuenuA u3 JKKT. YunreiBas knuamnde-
CKMe JaHHbIe (CTY1T TEMHO-MaIMHOBOTO IIBETa, IO 30HAY OT/e/IsIeMoe I10
TUITYy «KOodeitHol Tymy») nomumo PIOTNIC npuHATO pelleHNe O BBIION-
HEHUY JUATHOCTUYECKOI JaIlapOCKONNUM C 1Ie/IbI0 MCK/II0UEHNA BO3MOX-
HOTO VICTOYHMKA KUIIEYHOTO KPOBOTE€UEHUS B YACTHOCTY U3 AUBEPTUKY-
na Mexxkens. [Tpu peBusnum OPrOIIHOM NOMTOCTY HAaTOJIOTUU HE BbISBJIEHO.
ITo ®I3TIC — BbIAB/IEHBI AKTUBHBIE A3BbI TYKOBULbI ABEHAIATUIIEPCT-
HOJI KUIIKY, C YMEPEHHO aKTMBHBIM KPOBOTeYeHMeM. BpInonHeH koMou-
HUPOBAHHBI reMOCTa3 (MHBEKIVIOHHBIIT, MEXaHUYeCKIUI Y TEPMIYECKIIT).

11.11.2021 r. — mpusnakn penupusa KKK (ctyr mo tumy meneHsr
B o6beMe 1o 370 M., mo HI'3 orgensemoe mo tumy «xogeifHOI TyI»,
B OAK cHmxenne ypoHs Hb no 61 r/n). IIposeneno 9OT]C — Busyanu-
3MpOBaHa 53Ba, IPOU3BefleH KOMOVHMPOBAHHBIN FeMOCTa3.

15.10.2021 r. — B cBasu peunpusupyomummu tedenusam KKK, koro-
pble COIIPOBOXXJAIOTCSI MAaCCUBHBIMU KPOBOIIOTEPSIMU, U HEJOCTATOYHOI
3¢ GeKTMBHOCTDIO 9HJOCKOIMIYECKOT0 FeMOCTa3a ¢ Ieblo IpodUIaKTu-
K1 BOSHMKHOBEHMSI )KMI3HEYTPOXKAIOLIET0 COCTOSAHNA OblIa Mpou3BeieHa
9HI0BACKY/IsIpHast SMOOIM3aLsI JKeTyLOYHO-/IBeHaALIaTUIIEPCTHO apTe-
puM iByMs MuKpocnupansamu. Ha koHTponbHOI aHrnorpadum aprepus
He KOHTPaCTUPYETC.

22.11.2021 r. — Bo306HOB/IeHUE KpoBOTeueHnsl, BoimonHeHa PITIC —
BM3YyaJIM3/[POBAH IIOBEPXHOCTHO PACIIOIOXKEHHBIN MTY/IbCUPYIOIINIL apTe-
PpUaNIbHBIN COCY]] B 30HE PaHee YCTAaHOBJIEHHBIX K/IUIIC C IPM3HAKAMU M-
HMMa/JIbHOTO HEaKTMBHOTO IOATEKAaHNA a0l KpOBU. BBINIOTHEH MHDBEK-
IIMIOHHBIN TeMOCTa3.

23.11.2021 r. mpoBeféH KOHCUINYM, Ha KOTOPOM IIPUHATO PeEllIeHNe
B CBSI3U C IIPOJO/DKAIOLIMMUCA NePUOANYEeCKMMI KPOBOTeUeHUAMY, He-
CMOTpsI Ha BCe IpefIpUHATbIe MYMHUMHBA3/BHble METOMbI IeYeHN BbI-
HIO/THUTD OIIepPaTHBHOE JiedeHe B 00bEMe: TaIlapOTOMMIM, AYOeHOTOMUM
C MpOUIVBaHMeM CTEHKMU IBEHAJIATUIIEPCTHON KUIIKY U TUTVPOBAaHUEM
JKe/TyL0YHO-[JBEHAJaTUIIEPCTHON apTepPUN.
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B nocneonepanuoHHOM nepuone pe6EHOK HaXOAUTCS B TSDKENOM CO-
CTOSIHMY, KOTOpOe O0YCIOB/IEHO OCHOBHBIM 3aboreBaHMeM. [IpusHakoB
npopormxaromerocs JKKK Het. OTmevdaeTcs IonmoXuTe/IbHAS JMHAMUKA.

JlaHHBI KIVHWYECKNIA CIy4all IeMOHCTPUPYET TAXKECTb M HEIIPOTHO-
3MPyeMOCTb K/IMHINYeCKOro TedeHus A3Bbl Kymunra, ocnoxxnénnon KKK,
a TaK)Ke HeOOXOMMOCTb MY/IbTUANCIMIUINHAPHOTO O/IXO/Ia B TAKTIKE €€
JIeYeHN .

PennaHTauMa KOHYMKOB NasbLeB 6e3 BEHO3HbIX
aHacToMO030B Yy pebeHKa

AsmopuL:
JIykbsanoBa I0nmna MuxaiitoBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumernu:
CMIpHOB AeKcaHAp AHJpeeBNY
IOT'Kb umenn. H.®. ®unarosa

TpaBmarudeckue aMIyTanyy IMajiblieB KUCTU M MX CETMEHTOB Yy fleTell
BCTPEYaITCA OTHOCUTEIBHO pefiKo. B cpaBHEHMM O B3POCIIBIMY, Y fleTell
MIMEIOTCSl 3HAYNTE/IbHbIE OTINYMA KaK B OCHOBHBIX MeXaHM3MaX II0/TyYe-
HUA TPABMBb, TaK U B NTOJIXOJAaX K JIE4eHNI0. B TaHHOM K/IMHMYeCKOM IIpK-
Mepe pacCMOTPEH Cydail YCIIEIIHOV PellaHTallMy KOHYMKOB IIajIblieB
IIOC/Ie I/IMTENIbHOTO IIepUOo/ia TEIJIOBOJ aHOKCUH, IIPOM3O0LIeALIeTo 3-3a
HeIIpaBUJIbHO TPAHCIOPTUPOBKY OTYIEHEHHBIX CETMEHTOB.

Manpuuk, 15 j1et, HOIy4nsi TpaBMy TOIIOPOM, B pe3y/lIbTaTe KOTOPOIt
IIpOU30IIe/l TPaBMAaTUYeCKNIT OTPbIB HOrTeBbIX Qananr III n IV mans-
11eB IpaBoil KucTy. IlanyeHT 6bUT HallpaB/ieH B TPaBMIIYHKT II0 MeCTY
JKUTENbCTBA, IJje OTYWICHEHHbIe CETMEHTBI ObIIM (PUKCUPOBAHBI K KOXKe
IPOKCMMaJIbHBIX YacTell ajiblieB yY30BbIMU IIBaMu. Uepes 4 yaca Mab-
41K OBIT JOCTaB/IEH B CTAI[MOHAP, 10 MPUOBITUIO HOTTeBbIe (ananru Oe-
noro usera. [lo Hayana onepanumu nepuoj, Ter10Boi aHOKCUIU COCTABIAT
4 gaca 30 MMHYT. BBIZIO BBIIIOTHEHO CHATHE HA/TOXXE€HHBIX B TPABMITYH-
KTe IIIBOB, ITOC/IE YeTO BU3ya/IM3VpOBaHbI fleeKThl Ha YPOBHE CpeHel
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TpeTu HOrreBbIxX ¢ananr III u IV nanpres. boum npoMapKkupoBaHsl ap-
Tepys M HepB Ha OTYWIEHEHHBIX cerMeHTaX. dparMeHTsI 66N PUKCHPO-
BaHBI K JJOJDKEHCTBYIOIIMM MeCTaM C IOMOIIbI0 META/UIOOCTEOCUHTE3a
VHDBEKIVOHHBIMY UITAMU. BT BBIIIOJIHEH aHACTOMO3 LI€HTPaJIbHOM ap-
TepUV IY/IbIIBI M IIOB HepBa Ha 000VX OTYIEHEHHBIX (pparMeHTax c Io-
MOIIIBIO HepaccachlBaollerocs mosHoro Marepuana 11/0. luamerp Boc-
CTAaHAB/IMBAEMBIX CTPYKTYp cocTaBAn 0,5 MM. BbllloIHeHMe IIBa BeH
ObUIO HEBO3MOXXHBIM M3-3a OTCYTCTBMS UX BM3yanM3aluy Ha JaHHOM
ypoBHe. [l ynydlIeHnss OTTOKa KPOBY OBUIO pellleHO Y/aIUTh HOITe-
Bble IUTACTVHBI PEIIAHTVPOBAHHBIX CETMEHTOB, HAHECTU MUKporepdo-
panyy u HOKpbITh HorreBble noxka I u IV manbiieB MmapneBbIMu canger-
KaMI C FellapyHOM.

E>xemHEBHO OCYILECTB/IAICA KOHTPO/Ib TEMIIEPaTypbl KOHYMKOB IaJIb-
1IeB, B TeYeHMe TPeX MOCIeOoNepalMOHHbIX CYTOK OHa cocTaysana 29°C
Ha 000MX ManbliaX, Ha YeTBePThle 3HaYeHMe MogHs1och 1o 34°C. Ha 14-¢
CYTKM ITallJeHT OBbUI BBIIIVCAH M3 CTAL[VIOHApa, Yepe3 5 Heflellb ObUIN yza-
JIeHBI MeTa/I00CTeOodMKcaTopbl. UyBCTBUTEIBHOCTD IIPY [BYXTOYEYHO
npobe cocTaBuiIa 6 MM.

ITpo6nema peKOHCTPYKLIMM HOTTEBBIX (pajIaHT ITajIbIleB KUCTY Y AeTeil
KpailHe BakHa. Ha mpoTsKeHNM IIMTENTbHOrO BpeMeHM Hamboree pac-
IPOCTPaHEHHBIM METOIOM JIe4eHNs NMOA0OHbBIX AedekToB Ob10 hopMu-
pOBaHMe KyIbTH. DTO CBA3aHO C TEXHUYECKUMMU C/IOKHOCTAMMY OIlepaLiyi,
00YCIIOB/IEHHBIMM OY€Hb MaJIbIM AMaMeTPOM BOCCTAHAB/IVMBAEMBIX CTPYK-
Typ. OBHaKO ¢ pasBUTMEM MUKPOXMPYPIUU CTal0 BO3SMOXXHBIM BOCCTa-
HOBJIEHNE LI€JIOCTHOCTU CTPYKTYpP C IMaMeTPOM MeHee 1MM, a B IIpuBe-
OEHHOM KIMHMYECKOM IIpyUMepe AuMaMeTp cocTabiAn 0,5MM, 4TO fienaeT
BO3MOXHBIM COXPaHATb JUCTaJbHble CETMEHTHI Ia/lblieB. BhINTONTHEHME
IIBa BEeH Ha JJAaHHOM YPOBHE II0 IIPEXHEMY HEBO3MOXXHO, HO METOIVI-
Ka nep¢opanyy HOTTeBOTO JIOKa ¥ HAJIOXKeHMA CaI(eTOK C TellapuHOM
CIIoco6Ha KOMIIEHCHPOBATh BO3HUKAIOIIYI0 BEHO3HYIO HEJIOCTaTOYHOCTb.
CoxpaHeHle KOHYMKOB IaJIblieB KpaliHe Ba)KHO [/A JeTell, TaK KaK HOT-
TeBble (DaTaHTM UTPAIOT 3HAYUTE/IbHYIO PO/Ib B IO3HABAHMM MUpPA U KOH-
TaKTUPOBAHUU C HUM, ABJIAIOTCA «IJIa3aMU PyK».
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OcCnoXXHEeHHbI BbIBUX KOCTel npegnaeyba
y pebeHka

Asmoput:

JIykbanosa I0ma MuxaiitoBHa
Cropuaii Onbra EBrenneBHa
IlTapunosa Cyrauana AHBapoBHa
IInsanos Tumyp IennagbeBuy
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
CMIpHOB AeKcaHAp AHApeeBUY
IOTI'Kb nmenu. H.®. ®unatoBa

BoiBMX — HapylleHMe KOHTPYSHTHOCTU CYCTABHBIX IIOBEPXHOCTEN, KaK
C TIOBpEeX/IeHNMeM KaIlCY/IbHO-CBSI30YHOrO allapara, Tak u 6e3. B psage
C/Iy4aeB MOXKET COIIPOBOXKIATbCA PasBUTUEM OCTIOXHEHUI, OTHO U3 KO-
TOPBIX PaCCMOTPEHO B KIMHUYECKOM IIpUMepe.

Manpuuk, 8 jeT, OIY4M/I TPaBMy BO BpeMsi COPeBHOBAHMII 10 60pb-
6e. Bbu1 B akcTpeHHOM mopsifike HanpasyeH B [IPB mo mMecty >xurenbcTsa.
[Tpu mocTynneHny oTMevamich fepopmanysa 1 60NIe3HEeHHOCTb B 007a-
CTM TIPaBOTO JIOKTEBOTO CYCTaBa, IIpaBas KUCTb 3HAYMTENbHO XOJIOfHEE
neBoit. bpina BeimoHeHa peHTreHorpadus, Ha KOTOPOII OIpefersIcs 3a-
IOHUI BBIBMX KOCTEN IIPABOTO NpEAIUIeYbs. BbI/IO BBHIITOHEHO 3aKphITOE
BIIpaBjieHNe BbiBMXa. KucThb ocraBanaco xonopHoii. Ilo pesynpraram Y3U
cocyfoB Oblla 3amofo3peHa IOCTTPaBMaTH4ecKas aHeBpM3Ma IIPaBOI
IJIeYeBOil apTepuy U nauyeHT Obun HampasieH B @umarockyto IT'KD.
[Tpu nmocrynnennn B 0671aCTV IOPAXKEHHOTO JIOKTEBOTO CYCTaBa OTMeYa-
J1ach CUjIbHAs 60JIb, OTCYTCTBUE OTeKa 11 reMaToMbl. [1y/ibc Ha 1y4eBoit ap-
TE€pUU CIIpaBa He ONPENENANCs, KIUCTh XOIOLHasA, YYBCTBUTENIbHOCTD CO-
xpaHeHa. bruto BeinonHeno Y3JIC cocynioB, B pe3ynbTaTe KOTOPOTO Kpo-
BOTOK PEIMCTPMPOBAJICA B IIPABOIJI IIJIeYeBOi ApTepUy TObKO /10 HUKHEI!
TpeTu Ijevya. B mpaBoii mydeBoll apTepuyu KPOBOTOK He ONpPeZeNsIcs.
B mpaBoii 10KTeBOII apTepUM YAAI0Ch 3aperMCTPUPOBATh HU3KOCKOPOCT-
HOJI KPOBOTOK. B aKCcTpeHHOM Iopsifike Obl/la BBIIIOJTHEHA aHTMorpadus,
Ha KOTOPOJI KPOBOTOK B IIEYEBON apTepUy IMPOCIEXMBAICS 1O 061acTu
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TIOKTEBOIi AMKM, CETh KOJI/IATEPAIbHBIX COCY/IOB paciuupenHas. [lucranb-
Hee JIOKTEBOJ AMKYM KPOBOTOK OIIPEJENANCA TONbKO B TOKTEBON apTePUNL.
Bp1710 BRIMOTHEHO SKCTPEHHOE ONEPAaTUBHOE BMEIIATeNbCTBO. [pyu pesu-
3UM IIJIedeBasd apTepys ¥ BeHa PacIo/araauch 1o 3afHeMeanaabHoOl 1I0-
BEPXHOCTY IIPaBOii IJIEYEBOJ KOCTU, HAXOAACh MHTEPIOHMPOBAaHHBIMU
Y 32)KaThIMM MEX]ly CYCTaBHBIMM ITOBEPXHOCTAMM IIJIEYEBOI U TTOKTEBOA
Kocrell. VIHTpaonepanoHHo, C Je/IMKaTHBIM COXPaHEHNEM OKPY KaIOIINX
TKaHel, ObII IpOM3BeJieH BBIBUX KOCTeil IMpefIUIeybs ¥ yCTpaHEeHa VH-
TEPIO3NLMA COCYJUCTOro My4ka. Yepes 5 MUHYT IOABUIACH OTYET/INBASA
Iy/IbCalyiA Ha JIy4eBOl U JIOKTEBOI apTepUAX B HYDKHEN TPeTU IpepILe-
4bs. Ha MOMEHT OKOHYaHNA Olepalyy IyJbCOBasA BOIHA OTYET/INBAL.
JJaHHBII KIMHUYECKUI CIy4ail JEMOHCTPUPYET OCIOXKHEHME TUIINY-
HOTO BBIBMXA KOCTEil IPeNIiedbs MHTEPIO3ULMEN II7Ie4eBO apTepu,
4TO IIOBJIEK/IO 3HAYUTEIbHOE CHIDKEHJE KPOBOCHAO)KEHN:A ITOPayKeHHO
KOHEYHOCTHU. Brrarogaps cBoeBpeMeHHO IMarHOCTUKE U TPaMOTHO OKa-
3aHHOJ MEUIIVTHCKO IIOMOIIM KPOBOTOK B KOHEYHOCTH IIOTHOCTBIO BOC-
CTaHOBJIEH U B Ia/IbHETIIIIEM O>KI/IaeTCs BOCCTAHOBIIEHNE ee PyHKINN.

M3onnpoBaHHasa IXMHOKOKKOBasA KUCTA
AroguyYHoOM obnacTu y nogpocTKka

Asmoput:

IInsanos Tumyp IennagbeBny
bykopmmna Anacracusa CepreeBHa
Yeunn Ilerp AupgpeeBnd

Kusasesa Haranmna AnrexkcaHgpoBHa
KonoBanoBa Anacracusa MakcuMoBHa
PHVIMY um. H.J. IIuporosa

Hayunvie pyxosodumenu:
TonoBaneB Makcum AnekceeBM4 — K.M.H.
IOT'Kb umenn. H.®. ®unarosa

OXUHOKOKKO3 — 3a6OHeBaHI/I€, BbI3BAHHOE TMYMHOYHOM CTa,I[I/Iei[ pas-
BUTHUA JIEH-TOYHOTO I'€JIbMIHTA pOJia Echinococcus granulosus. Hapasl/[T
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ABNIAETCA IPOMEXYTOYHBIM XO3AMHOM Yy 4e/l0OBeKa, Iopakasd IapeH-
XVMaTO3HbIe OPTaHbl ¥ TOJOBHO MO3I. Ho B pefkmx cly4asx MOXXHO
BCTPETUTH €ro KMCTHI U B PYTYUX OPTaHax, 4YTO CIIOCOOCTBYET IIOCTAHOB-
Ke HEeIIPaBWIbHOTO [VarH03a M JAJIbHENIIETO JICYeHNA.

Manpuuk, 15 y1eT mocTaBieH B OTHeAeHNE HEOT/IOXKHOM M THOMHOM
xupyprun JII'KB Ne 13 1o skcTpeHHbIM oKazaHuAM. IIpu mocrynnenun
COCTOsIHME CpefHeil TspKecTu. VIMeeT ano6sl Ha 06beMHOE 00pa3oBa-
Hule U1 60JIeBbIe OLYLIeH)s B 00IacTy IIPaBOIl ATOUIBL.

/3 anamHe3a 3a60/1eBaHMsA: peOEHOK B 9HAEMUYHOM pailoHe He IIPO-
)usaeT. Co cnoB popureneit, BecHoil 2021 roga 3aMeTU/ yIIOTHEHUE
B 00/1aCTV IIPaBOIl ATOANLBI 6€3 MPOSABIEHNS OTeKa, IuIepeMun u 6o-
JIe3HEHHOCTH, UXOpajgku. [Ipyu moceujeHMM MOMMKIVMHMKY OBLT IIO-
CTaBJIeH MarHo3 «JIumoma IpaBoil sAroguyHoi obmactu». Bpau peko-
MEHJIOBaJI I/IAHOBOE yajeHyue 0Opa3oBaHys, Yero MalyieHT He CHeNal.
Co BpeMeHeM 00pa3oBaHMe YBEINYMBATIOCh B 00beMe, Bce Ooree mpu-
yyHAA HeypoOcTBa. 09.09.2021 pe6eHOK Hayal YYBCTBOBATH JaBSIIYI0
6orb B MecTe yBenudeHus. Beispannasa 6puraga CMII rociimrannsupo-
Bajla MajIbYyKa B CTAIVIOHAP C AMAarHO30M «XOJIO[HBIIT abCIiecc mpaBoii
ATONUYHOI 06aCT».

[Tpy 06BEeKTMBHOM OCMOTpE B CTallIOHape: YBeTNYeHe IPaBOIL Aro-
AMIBI IO CPAaBHEHMIO C JIeBOIL, 6e3 orTeka u rumnepemun. [Ipu manbma-
VM OIYIIAJIOCh 3MACTIYeCKoe 0Opa3oBaHye OKO/MIO 8 CM B AMaMeTpe
r71aikoit cdepudeckoit GpopMmbl, BeI3bIBaOIlee YYBCTBO OOIE3HEHHOCTH
y mogpoctka. Obliee cocTosiHME MTOAPOCTKA He cTpajano. [Iis nomyde-
HYs 6onbLIelt nH$opMaryy Ob110 cienano Y3V mpaBoit ATORUYHOI 06-
7acTH.

Ha V3M B o6mactm mnpaBoil ATOAVIBL IOTOCTb pasMepaMu
100*73%*62 MM C HaIM4y¥eM TOHKOII TPEXC/IOHO KaIICY/Ibl C OTCYTCTBU-
€M B Hell KpOBOTOKa. Pe3ynbrar npepnosnaran Hannm4dye KMCThI SXMHOKOK-
Ka, B CBA3M C 4eM ObITa TOCTaB/IeHa 3a/jaya UCK/IIOUNTh JaHHOe 3aborte-
BaHNe. [IpoBeleHO MAaTONIOro-aHATOMMYECKOe VICC/IeOBaHe OMOTICuii-
HOTO MaTepuana 000l04eK KUCTHI, NOIOTHMUTENIbHO HasHaueHo MPT
MATKMX TKaHeil IpaBoil ArogndHoit obmactu. Pesynbrar MPT mokassr-
BaJI )KUJAKOCTHOE 00pa3oBaHye OKPYITION GOPMBI C TOHKMMU CTEHKaMI,
pasmepom 110*71.6*67.0 mm. Buorncust 060m04€K KUCThI: HA MUKPOCKO-
IYeCKOll KapTIUHe UMEITCsI PparMeHThI CTTOUCTHIX 6a30(MIbHBIX Macc
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C HeOONMBIIMM KOMNYECTBOM NUMQOLUTOB M CKOJIEKCOB 9XMHOKOKKA,
YTO MOATBEPXK/AANIO MapasUTAPHYI0 IPUPOAY KUCThI. Tak Kak Hammu4me
JaHHOTO 00pa3oBaHMsA B ATONUYHOI 00/IACTHU SABISAETCSA BeCbMa PEIKIUM,
6butn nposenenbl KT opranoB 6promiHoi nonoctu 1 MPT ronosHoro
MO3ra /11 HaXOXX/IeHMA KUCT B IaPEHXMMATO3HBIX OPTaHaxX U FOJIOBHOM
mosre. Pesynbratel KT u MPT ne noaTBepanam Hanmdye sXMHOKOKKO-
BbBIX KICT B II€YEHN, JIETKNX 1 TOJIOBHOM MO3TI€.

24.09.21 noppocTKy Obl/Ia IpOBefeHa OIepalysa IO yAaJleHUIo K-
CTO3HOTO oOpasoBaHusA. [Ipum paccMOTpeHUM KHUCTa MMe/la CXOXKECTb
C 9XVMHOKOKKOBOJI; COep)XMMOe Ipo3padHoe, 6e3 Hanu4uus >KUBBIX
Y MepTBBIX 9XMHOKOKKOB. IlocieomepannoHHOe COCTOsiHME pebeHKa
YAOB/IETBOPUTENIBHOE, B CBS3Y C YeM OH ObUI BBIIVCAH.

OTOT KIMHUYECKMII C/ydall AeMOHCTpUpPYyeT KpaliHe aTUIINYHOe
MOJIO>KEHVe 9XMHOKOKKOBOI KUCTBI B 4enoBedeckoM Tene. IIpu aTom
Hnopa’keHye OPraHoOB, MPeAPACIONOKEHHbIX K MHBA3UM MAapasnuTa, oT-
CYTCTBYeT, YTO IpKAaeT CAy4awo elle OONbLIel YHUKAaAbHOCTU. B u-
Teparype ommucaHo 0,5-5,4% cmydaeB 3XMHOKOKKO30B OIIOPHO-/IBMTA-
TEJIbHOTO aIlllapaTa, B O0/IbIIMHCTBE CTy4aeB OHY ABIAIOTCSA BTOPIUY-
HBIMMU IIO OTHOIIECHMIO JIETKUM, II€YCHIN. CI/ITY&HI/IH IIOKa3bIBA€T: 3XU-
HOKOKKOBOe 3abojieBaHMe ClefjyeT y4uThIBaTh npu guddepeHnas-
HOI1 IMAarHOCTUKE KaXK 0l KMCTO3HOI MaccChl B 1100011 aHATOMUYECKOM
JIOKaIN3aIUun.
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KnnHuyeckum cnyyait naymeHTa C TrMraHTCKoun
KUCTO3HOU manbpopmaumuent amumepaTtniyeckmux
COCyAO0B /1eBO NOAMbILIeYHOU obnacTu
CMeEeLUaHHOro TMna

Asmoput:

Ilopryran llonnaa MuxaiinoBHa

IIponnerkuna Kpucrtnna [ImurpueBHa

ViBanoB AHfpeiil AleKcaHpOBUY

3aiinesa Huka BragumuposHa

Iepsoiit MI'MY um. VI.M. Ceuenoa MuHnsppasa Poccun
(CevyeHoBCKMIT YHUBEPCUTET)

Hayunvie pyxosodumenu:

Ilymuxun Bacummii CepreeBud4 — K.M.H., JOLIEHT
IOTI'Kb nm. H.®. ®unarosa

Epoxuna Hagexxmga Onerosna

IOTI'Kb nm. H.®. ®unarosa

JIlumdanrnoma — 9TO CTPYKTYypa, NpefcTaBlIeHHass MHOTOYVICTIEHHBIMU
TOHKOCTEHHBIMM KUCTaMU, 3alIOJIHEHHbIMM uMdoit. ITo obpasoBaHme
¢dbopMmupyercss BO BHYyTpUYTPOOHOM IIepHOfie, B pe3y/IbTaTe HapyIIEHMNs
pasBuTua muMdaraecknx cocypos. ITo kmaccupukany pasindaioT cie-
AyIolye TUIIBL: IPOCTas, KaBePHO3Hasd, KICTO3HAA U CMelllaHHasl.

Knuanueckuin cnyvait manpumka V., 2 g, Iloctymun B [I'KB
uMm. H.®. @unarosa B oTAeneHNe XUPYPIrUy HOBOPOXK/IEHHBIX C JUATHO-
30M: KMCTO3Hast MaTbpopMast TMMQaTiecKux COCYL0B JIeBOI TOAMBI-
IIEYHOI 00/1aCTV CMEIIAHHOTO TUIIa. AHaMHe3 >Xn3Hu: Pe6eHOK OT MaTe-
pu 33 net, ot III 6epemennocTH, oT I CpOUHBIX CAMOCTOSATEIBHBIX POJIOB
Ha 40 Hefierne. AHTEHATaTbHO OBUIO BBIABIEHO KPYITHOE IIOIKO>KHOE 0Opa-
3oBaHue. Bec mpu poxgenun 3640 1, poct 51 cm.

IIpy mepBMYHOM OCMOTpPE B IOAMBIIIEYHON obmactu, CITyCKasACh Ha
HepeHIO OPIOIIHYIO ¥ TPYAHYIO CTEHKY, CIIMHY, OTMEYanoch 00'beMHOe
obpasoBaHnue, pasmepamu 1o 100MM x 200MM X 250MM, 971aCTUIECKOI
KOHCHCTeHLINN, (QIIOKTyUpYIOLIee.
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ITo pesynbraram Y3M u MPT mno nesoit OOKOBOI1 JMHNUM, IOLKOX-
Ho B IDKK omnpenensanoch odyenb 6omblrasi, MHOTOKaMepHasi, KMCTO3Has
CTPYKTYpa.

B Bospacte 11 pHeil peGeHKY BBIIOMHEHA IYHKIMA OOpasoBaHUA.
Bplmn ycTaHOBIIEHBI iBa peHaXka. VI3 muMdaHrnoms! Obl1a 9BaKynpoBa-
Ha >KMJKOCTb, Jjajiee B IOIOCTb OBUT BBEJieH CKIEPO3aHT. B mocneonepa-
IIVIOHHOM IIepuojie pa3Mepbl MMM(GAHTMOMBI 3HAYUTENTBHO YMEHbIINIVCh.
Ha 6 n/o cyTku gpeHaxy ymaneHbl, Ha 7 1/0 CyTKM peOeHOK BbINMCaH
TIOMOJA.

B BospacTe 1 Mec 7H pe6eHOK ObII HOCTaB/IeH OpUragoi CKOpoit Me-
IULMHCKON noMoiy B otaeneHue peanumauyy JI'Kb nm. H.®. Ouna-
ToBa. [Ipy MOCTyI/IeHUM COCTOsIHME MajIbuMKa ObUIO TSKENbIM, B CBSI3U
C TedeHMeM MHQEKIVIOHHOTO IIPOoLecca, KOTOPBI CTajI IPUYMHOI JbIXa-
TEIbHO HETOCTATOYHOCTH, MHTOKCUKALIMM Y SKCUKO3a.

Ha tperuit neHp npeObIBaHMS B OTHE/ICHUV peaHMMALUY, B CBSA3U
C yBe/mueHneM MMMQaHTOMBI B pa3Mepax, IPUHATO pelleHle O ee ape-
HIPOBaHMN. BbIT MpOBefieH CKBO3HOI IpeHaXX B IIPOJOIbHOM Hallpabrie-
HYM, OBbUTO ToydeHo 200 MJI IPO3PAavyHOTo OTHEIAEMOrO C He3HAUUTE Ib-
HBIM IeMOpparndecKuM KoMmoHeHToM. Ha 3 cyTku pebeHOK cTabmmmsu-
POBaH 1 IlepeBefieH B IPOdUIbHOE OT/ieTIeHNE.

YuuTbiBasg coxpaHsoLecs pasMepbl, X 3HAYUTETbHOE KONMMYECTBO
OTZE/IAeMOro II0 IpeHaXKY, COIPOBOXK/alolleecsl CY/IbHON IOTepeit ajb-
OyMuHa, 6110 pelIeHO IPOBECTN pafiNKaIbHOE YaeH)e TUMQPaHTIOMBI.
[Tocne pesexuny, B OCTATOYHON MOMOCTY OBIT OCTaB/IEH CTPAXOBOYHBII
npeHax. TkaHU MMM(aHTMOMBI OTIIPAB/ICHbI Ha IMCTONIOTMYECKOe MCCIe-
TOBaHIe.

B cBsA3M ¢ coxpaHsomuMcs mMMQPOOTHeICHNEM 110 IpeHaXKaM, IIpOoBe-
IEeHO CKJIepO3MpOBaHNe OCTaTOYHON monoctu. HamoxeHa acentmyeckas
IaBsiIasi MOBsI3Ka C PUKcaIyeil STaCTUYHBIM OMHTOM.

[Tpu BeIIIUCKE cOoCTOsiHUME pebeHKa yaoBneTBopuTenbHoe. [Ipu ocmo-
Tpe 4yepe3 1 Mecsl] IPU3HAKOB 06BEMHOr0 00pa3oBaHNs He BBIABJIEHO,
pyber HopMOTpodIIecKmit, KocMeTH4YHbI. PebeHOK mpopomkaer amoy-
JTaTOpPHOE HabJIIofIeH e,

[TauyeHTHI ¢ pasHBIMYU TUIIAMY ¥ BUAAMM TMM(AHTMOM HYXXAAOTCA
B VHJVBY/Iya/IbHOM IIOfIXOJi¢ IIpY BBIOOpE ONTMMA/IbHOI TaKTUKU JIede-
HIIA, YYUTBIBAsA BCEBO3MOXKHBIE PUCKY penyuauBa. llenpio neMoHCTpanum
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TAHHOTO MalLlMeHTa AB/AeTCA: IPefCTaBIeHNe PEeIKOTO CIy4as TMTaHTCKOI
nmuMdaHroMsl TynoBuiia. [losTanHoe IpyMeHeHNe pasINdHbIX METOJ0B
Nle4eHNsT MO3BONMMIO M30eXaTb 0ObeMHOTO OIEPAaTMBHOTO BMeIIATelNb-
CTBa B paHHEM HEOHATAIbHOM II€PYOJie U BBIIIOIHUTD €T0 B OTCPOYEHHOM
nepuoze. [TocnenHee M03BOMIO FOOUTHCA PagyKaIbHOTO YaICHNSA TUM-
(baHIMOMBI TP [JOCTVDKEHUY Y[ OBIETBOPUTEIBHOTO KOCMETHYECKOTO
pes3ynbraTa.

Koraa annapat Unusaposa ctaHOBUTCA
MeTo40M Bblbopa, MU KNIMHUYECKUIA CyYyai
MHO}eCTBEHHOM 3K30CTO3HOM XOHAPOAUCNA3UN

Asmoput:

PoromenkoBa Anekcanapa BnagumuposHa
ITerpamko YibsgHa OgyapgoBHa

PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

Ipuropnes Anexcanap Bnagumuposuy

I'bY3 MOJKTOB, PHVIMY nm. H.I. ITuporosa
Epmos Imutpuit CepreeBu4 — K.M.H., JOIEHT
PHMMY um. H.J. IInporosa

9k30cTo3Hasa xoHApoauciiasusa (9X) — 3To pepkoe (4acTora BCTpeva-
emoctu 1:50 000) ayTOCOMHO-JOMMHAHTHOE 3a00/IeBaHye OIIOPHO-BU-
raTe/IbHOTO alllapara, BbI3biBaeMoe MyTauuaMmu B reHax EXT1 m EXT2
¥ XapaKTepusyloljeecs: Ha/l4mueM MHOXXeCTBEHHBIX TOOpOKaYeCTBEHHBIX
OCTEOXOHZIPOM, BBI3BIBAIOINUX JlepOpMaLN CKe/leTa U HeBpOIlaTUIecKue
IIPOSIBICHNUSA B pe3y/IbTaTe CAABICHUA HEPBHBIX CTPYKTYP.

[Taument K., My»ckoro nosna, 8 jet, IOCTYIWI B IVIAHOBOM IHOpsZKe
B TpaBMarojoro-opromnegundeckoe orgenenne 'bY3 MOJIKTOB 27.06.21.
C IMarHo3oM «3JK30CTO3Has XOHAPOAMCIUIAsVs HomuoccanbHas ¢op-
Ma. KocTHO-XpsIeBble MHO)KeCTBEHHbIE 9K30CTO3bI BEPXHMX VM HIDKHMX
KoHeuHocTell. [ledbopmarys KocTeit mpaBoro npenmaedbs. KoctHo-xpsi-
IIEBOV 3K30CTO3 JIOKTEBON KOCTY MPABOTO NPEAIIEYbs. BRIBUX ronoBKu
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JIy4eBO¥ KOCTM IpaBoro mpeamredbs (D16.2)». [lnarHos ycTaHOB/IEH Ha
OCHOBaHMM aHaMHe3a, OOBEKTUBHOIO OCMOTPA, MONUIIPOEKIIMOHHBIX
pertreHorpamy, KT. Ilo maHHBIM ceMeliHOro aHaMHe3a, JX IepemaeT-
s TI0 IMHVM OTIIA, 3a00jIeBaHMeM CTpajaeT OTel] IalyeHTa 1 6adyka.
B cembe ecTb eme aBa pebeHKa XEHCKOro moma 15 u 18 jietT, y KOTOpbIX
He 3auKcupoBaHbl npossiaeHusa IX. [eHeTndeckoe obcmemoBaHMe He
IPOBOAWIOCH. BriepBble mposiBIeHNsA 3a00/1eBaHNs POJUTENN HalMeHTa
3aMeTWIN B 3-MeCSYHOM BO3pacTe, AuarHo3 DX ObII yCTAHOB/IEH B TOJ.
AHTeHaTa/IbHBII IIEPKOJ, U pa3BUTHUE 10 rofa 6e3 ocobenHocTeit. [To gaH-
HBIM 00BEKTUBHOTO OCMOTPa, PeOEHOK aKTUBHBII, Ka/100 He e bsBIs-
€T, Ha BEPXHUX U HJDKHVUX KOHEYHOCTAX HAO/IONAIOTCA MHOXKECTBEHHbIE
6e360/1e3HEHHbIE 9K30CTO3BI, @ TAK>Ke BhIpaKeHHas gedopmanns mpaBo-
ro IpefIUIeYbs C HapylleHeM MeXaHVKy ABypKeHys. [1o kmaccupukanm
nedopmaruit kocrei npepiieybs npu X MopryH B.A. (1973) nepopma-
s coorBeTcTByeT 111 crenenn (ynpHapHas meBuanmsa Kuctu 6omee 30°
KICTh B CpefiHee MOJIOKeHNe He BBIBOAUTCS, Aedopmalius KocTeil mpes-
IIeYbs], €T0 YKOpoueHue 6ortee 3 cM, pe3Kkoe OrpaHIYeHNe POTALIOHHbBIX
IOBVDKEHMI 32 CYET ITOIHOTO BBIBMXA TOJIOBKY JTY4€BON KOCTU), TI0 KJjIac-
cnpuKanyy BapMaHTOB IOpakeHNs npenrtedbs Masada K. (1989) coor-
BeTCTBYeT THIy 2B (KOCTHO-XpsiljeBble 9K30CTO3bI PACHIONOXKEHbI B INC-
TaJIbHOM OTZie/le JTOKTE€BO KOCTU B COBOKYIIHOCTU C BBIBUXOM T'OJIOBKIU
JTy4eBOV KOCTH).

03.06.21 mpoBefeHa KpaeBas pe3eKLMA JIEBOM JIy4eBOM U JIOKTEBOI
KOCTell C yha/ieHueM KOCTHO-XPAIIEBbIX 3K30CT030B. [lanueHT Bpimmcan
IOMOI1 Ha BOCCTaHOBUTeNbHOE yiedeHre. 06.09.21 manueHT MOBTOPHO ro-
CIIATAIU3UPOBAH [/IA IPOBefeHUA BTOpOro sramna jgedeHusd. 08.09.21 mpo-
U3BeJEeHa KOPPUIMPYIOLIasd OCTEOTOMUA JIOKTEBOM KOCTM C YCTaHOBKOIL
ammapara VnmmsapoBa, KOMOMHVPOBAaHHOTO M3 JIBYX YPECKOCTHBIX MOJY-
JIefl M OJHOTO PENO3UIMOHHO-UKCAIMOHHOTO 37IeMeHTa. Bbibop maHHOTO
MeTofia OOYC/IOBJIEH €ro MMHVMMA/IbHOJM TPaBMAaTMYHOCTBIO, BO3MOXKHO-
CTSIMIU HAIIPaB/IeHHO M3MEHATb IPOCTPAHCTBEHHOE PacIloIoXKeHNe KOCT-
HBIX PparMeHTOB B TPeX IVIOCKOCTSX U YIIPaB/IeHNeM CTeIIeHV KeCTKOCTH
¢dukcanuy ¢pparmenTos. [TanyeHT BBINVCAH JOMOJ U Ha JaHHBIII MOMEHT
C IOJIOKUTE/IbHOM AMHAMMKON eKeHelelNbHO IOCelaeT KOHCY/IbTaTUB-
Hoe otpenenye [BY3 MOJKTOD amsa MOHMTOpMHIra COCTOSIHUSA (PUKCU-
POBaHHBIX KOCTHBIX (PpParMEHTOB ¥ IIPOBEfieHMsA KOPPEKUMM allapara.
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B panpHeineM IUIaHe JIe4eHMs NEepeyIIMHEHNMNE JIOKTEBON KOCTM [IA
yCTpaHeHN:A BbIBMXa TOJIOBKM JTy4a C IOC/IEAYIOMell BOSMOXKHOCTBIO KOP-
PEKILUY YITIOBOIE flepOpMaIyy JTy9eBOI KOCTY ITOCIIE OCTEOTOMIM Ty 4eBOI
KOCTM) B 2-X MeCTax C IToC/Iefyoleit pukcamyeri B anmapare Vnmsaposa.
JJaHHBI KIVMHWYECKUI C/Tydall JeMOHCTPUPYET BO3SMOXXHOCTH YIIyd-
IIEeHMA KavyeCTBa >KM3HU ITAllMeHTOB ¢ DX, 4TO SIB/IAETCS K/II0YEBOJ Le/IbI0
H07{00HOTO OPTONEANYECKOTO JTeYeHNs Ha CeTOHAIIHNI JIeHb.

loe cKkpbiBaeTcA 3XMHOKOKK? KanHunuecknii
CNyyaii aTUNUYHOM NI0KANN3aL MK 3XMHOKOKKO3a
B CKE/ZIeTHOM MbliLuLe

Asmoput:

PoromenkoBa Anekcanapa BnagumuposHa
ITerpamko YibsgHa OgyapgoBHa

PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

YyHpokoBa MaguHa ApceHOBHa — [I.M.H., podeccop
IOTI'Kb um. H.®. ®unaropa

/Kakora [IMmutpuit AHaTOMbeBMY — K.M.H., JOLIEHT
PHMMY um. H.J. IInporosa

HOTI'Kb nmenu. H.®. ®unaroBa

OXMHOKOKKO3 — 300HO3Hasl IPUPOJHO-0YaroBas IapasurapHas 6omes-
HbIO, BbI3bIBaeMasl JIEHTOUHBbIMU 4epBsiMu popa Echinococcus, oTHOCH-
muxcs k orpany Cyclophyllidea, mogcemeiictBy Taeniinae. Ilo paHHBIM
JIUTEPATYPBbl, TOKaMN3aLMs KICTO3HBIX 00pa30BaHMII IPefICTaB/IeHA CIe-
AYIOIIMMU JIOKycaMu: TedeHb (68,8-80%), nerxkue (10-22,4%), ceneseHka
(0,9-8%), ckener (0,2-3%), mouku (0,4-3,7%), mo3r (0,4-1%), cepaeuHas
mbina (0,02-1,1%), 6prommHa (2-5,2%), nogkoxHslit cnoit (1,6%). Buy-
TPUMBIIIIEYHAsI IOKAIM3ALVA 9XMHOKOKKA Yallle BCEro MPeACTaBIIsIeT CO-
6011 «MOM4amMBy0» GOpMy 3ab0IeBaHMs, UMUTUPYA abCIecChl, FeMaTo-
MBI, muMbaTrdeckue MaabGopMalyy, CMHOBUAIbHBIE KIUCTBHI, JIMIIOMBI,
HEKPOTMYECKMe 3/I0Ka4eCTBEHHble HOBOOOPa3OBaHMs MSTKUX TKaHeI,
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9TO BBI3bIBACT TPYAHOCTH B A depeHIanbHOl JUarHOCTUKe U TpebyeT
MEXAVCINUIUIMHAPHOTO MTOXO0fa.

ITanment P., Mmy>kckoro 1mona, 15 jet, IOCTyIuI B OTAeeHE THOMHOM
xupypruu 09.09.21 mo HampaB/IeHMIO U3 IONMKIMHUKM C SUAarHO3OM:
“L02.3 XomopHblit abciiecc mpaBoit AroguyuHoit obmacti’. I1o JaHHBIM aHa-
MHe3a, MalMeHT 3aMeTI1 MOSAB/IeHNe YIVIOTHEHN B IIPaBOIl ATOAUYHON
obyacTy 3a MONArofa Ao IOCTYIUIEHNs B CTallMOHap. 3a 3TO BpeMs 00-
pasoBaHMe yBeINYMIOCh B pasMepax. IIpyu cOope anmpeMmonornieckmx
JAQHHBIX ObIIO BBIACHEHO, YTO IOHOIIA ITOCEIal SHAEMIYHYIO 110 SXMHO-
KOKKO3y Y/IbSHOBCKYIO 007acTb (BcmblKa 3aboneBanus B 2019 romy).
ITo maHHBIM OCMOTpa, COCTOSHIE YOB/IETBOPUTEIbHOE, B JIAT€PaIbHOM
BepXHEM KBaJ[paHTe IIPAaBOil ATOANIIBI OTMeYaeTCs IVIOTHOE, MTOJBIDKHOE,
6e36071e3HeHHOE 0Opa3oBaHue, 6e3 M3MeHeHMIT KoK Hafl HuM. [IpoBenieH
COBMECTHBIII OCMOTp MallMieHTa C 3aBeAYIOLUIM OT/e/IeHleM, IMArHo3 U3-
MeHeH Ha “D21.2 Kucra srogmyHoit o6macti’”. [I1s1 yToYHeHUs AMarHosa
nanyeHTy nposefeHo 10.09.21 monmmmosuimonHoe Y3V (ckaHuMpoBaHue
KOHBeKCHBIM maTuyukoM 4,0 — 8.0 MIi1 u nuuHeltHpIM gaTymMkoMm 8,0 —
14,0 MI1y). B ob6macTu mpaBoii ATOAUIIBI ONpeeNsiiach MOIOCTb pagMepa-
Mmu 100x73x62 MM (06bem 250 Mi1) pacriosiokeHHast Ha ITy6uHe 19 MM oT
KOXXV B TOJIIIe OOJIBIION ATOANIHON MBIIIIIBI, C HA/IMYMeM TOHKOI TpeX-
CTIOJHOII KAIICY/Ibl TOMIIMHOM J10 1,4 MM (ITOXO0XYIO Ha 9XMHOKOKKOBYIO),
OKpY>Kalolllie OTHe/Nbl MBIIIIbI He M3MEHEHbI, NP IIBeTOBOM JOIILIe-
POBCKOM KapTHPOBAaHUM B IOJIOCTM KPOBOTOK He oIpefernsncsa. Pe3ynb-
TaT aHa/IM3a KPOBYM Ha aHTHUTeNa Kaacca IgG k aHTMreHaM SXMHOKOKKA
orpunatenbHblit. [loce HabmOneHNsT 3a MAIMEHTOM U HPOBEIEHNUsI He-
00XO[IIMOTO TpefonepanoHHOro foobcnenoBanns 16.09.21 6pu10 mpo-
BefIeHO IIOJTHOe XMPYPIUYecKoe y/jajeHue KNUCTbI, BU3Ya/JbHO ITOXOXKel
Ha 9XVHOKOKKOBYIO, OCTaTOYHas IIOJIOCTb oOpaborana 70% pacTBOpOM
CIMpTa U JpeHupoBaHa. [Ipy TMCTONMOrMIeCcKOM MCCIefOBaHNY OOHApY-
JKeHbI (PparMeHThl CTEHKM KUCTBI C eAMHUYHBIMU CKonmekcamu. ITpn ru-
CTOJIOTMYECKOM MCC/IeOBaHNM OOHAPYXEeHBbl (PParMeHTbI CTEHKY KJCTHI
C eIMHNYHBIMY CKO/leKcaMy. Ha ocHOBaHMM JaHHBIX aHAMHe3a, OCMOTPa,
Y3U u Xxupypru4eckoro BMeIaTeIbCTBa, MAlMeHT BBIINCAH C 3aK/TI0YN-
TEeTbHBIM [IMarHO30M: “B67.9 DXMHOKOKKO3 [IPYTMX OpPTaHOB M HEYTOY-
HeHHbIT. [Ipy TMcTONMOrMYeCKOM UCCIefoBaHmy 0OHapy>KeHbl pparMeH-
TBI CTEHKV KMCTBI C eHNYHBIMY CKOTIEKCaMMU, YTO SABJISAETCS MOATBEPXK-
HarouM (HaKTOM B II0/Ib3Y 3aK/IIOUYNTENTBHOTO AMATrHO3a [P BBIMMCKE.
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TakuMm 006pa3oM, HaHHBI KIMHUYECKUII CIydYail IOATBEPXKAAET, YTO
9X/MHOKOKKO3 MBIIIEYHO JIOKAIM3ALU IIO-IMPEXXHEMY OCTAeTCA aKTy-
aJIbHOM M TPYAHON WA fuddepeHnnanbHON MarHOCTUKY IIPO6IeMOot,
a 00630p MUTepaTYPHBIX JAHHBIX IIPY ITOATOTOBKE JAHHON PaboOTHI MOKa-
3aJI, YTO ATUIIMYHbIE JIOKA/IM3ALUM S5XMHOKOKKA He MMEIOT JJOCTaTOYHO
OIMCaTeNbHOI 6a3bl Ha CETOHALIHNI JIeHb.

KnuHuueckoe HabnopgeHmne noCcTosiHHOro
HOCUTE/NIbCTBA KMLLEYHOM CTOMbI Y NaLMeHTA
¢ 6onesHblo MNMpunpyHra

Asmoput:

Pomanosa Onbra EBrenbeBna

[Mepspiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeveHoBCKMIT YHUBEpPCHUTET)

Hayunvie pyxosodumernu:

ITnmenosa Eprenns CepreeBHa — K.M.H., JOLIEHT
[Mepsoiit MI'MY um. VI.M. Cedyenoa Munszapasa Poccun
(CeuyeHoBCKMiT YHUBEPCUTET)

OT'KDB 9 nm. I'H. Criepanckoro

Bonesnp [MpmmpyHra — aranmos Kuile4HMKa, IPOABIAeTCA IPU3HAKa-
MM HEIIpOXOAUMOCTH. ENVIHCTBEHHBIN MeTOf jleueHus — yhaneHue araH-
IJIMOHAPHOTIO y4acTKa KMIIKU. VIHorga mepep pafMKaabHOM omnepanyeit
TpeOyeTcs Hallo>KeHJe BpeMEeHHON KMIIIEYHO CTOMBI.

IManuent P. B Teyenme 13 cyTOK moOc/ie poXXAeHUsA OTMedajaach 3a-
Tep>KKa CTy/a, B3AyTHe XMBOTa, ppoTa. [Io MecTy >xuTelnbCTBa Ha/lO>KEeHa
KOJIOCTOMA, OKOHYATe/IbHbII AMarHo3 He 6bU1 copmynuposan. B mocre-
AyoleM pe6EHOK HaXOAWICA B JEeTCKOM AoMe. B 9 jer cran mopomey-
HBIM (OHZA, 3aHMMAIOIIETOCS ITIOMOIIBIO B JICYCHUN JIETeNl C TSKeIbIMU
¢dopmamu 3aboneBanuit. B 2021 rogy no mMecrty >KUTeNbCTBA IPOBELEHO
oOcnenoBaHe — AMAarHOCTMPOBaHA peKTocurMoupHas popma 6omesHu
IpmmnypHra. BeinmonHeHa TpaHCaHa/bHAs Pe3eKIVA araHIIMOHAPHOTO
y4JacTKa ¢ HaJIO)KeHMEM aHaCTOMO3a B aHaJIbHOM KaHarle.
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B Bospacre 9 net Briepsbie noctynua B ITKD Ne 9 nm. I[LH. Cniepancko-
IO 10 XOZIaTaiCTBY GOH/IA [/IA PeIlleHNA BOIIPOCa O 3aKPBITUM KOTTOCTOMBI.

JIMaruos npy MOCTYNJIEHNN: HOCUTENIb KOTTOCTOMBI, COCTOSIHME IOCTIe
omepaumy, JeTCKUil LepeOpaabHblil Mapaany, CMMITOMATHYecKas SIN-
nencysi, Mukpouedanus, arpodus 3pUTENIbHBIX HEPBOB, CrubarenbHas
KOHTPaKTypa KPYIIHbIX CYCTaBOB.

IIpu moctymneHun: rpy6as safiep>kka IICMXO-MOTOPHOTO PasBUTHA
(He cupnT, He pasroBapyBaeT, He OHVMaeT OOpalleHHYI0 peub). MecTHO:
neT/IeBas KoJIocToMa cOpMUpPOBaHa B IIPABBIX OTZAE/NAX SKMBOTA, MPOJIa-
OupyeT Ha 8 cM, Maljepanya KOXI BOKPYT KOJTOCTOMBI BCTI€[ICTBHUE TIOATe-
KaHMA KUIIEYHOTO COZIeP>KMMOTO, YTO BBI3bIBAET IepUOANIecKoe Hecro-
KOVICTBO IalyeHTa (He MCIIOIb30BAINCh Ka/IONPUEMHIKY, IIPOBOJVIACH
cMeHa candeTok Ha ctome). [IprBOAAIIMIT CETMEHT CTOMBI CTEHO3MPOBAH,
PAacIIONIOXKEH HIKE YPOBHSA KOXMU.

BeimonHeHa konocTorpadus. BriaBieHa sajjep>kka KOHTpacTa B Ipu-
BOZALIEM OTHese (4acTUYHAs XPOHMYeCKash HelPOXOAMMOCTD). BiiepBbie
3a 9 /IeT BBINOJIHEHO PEHTI€HOKOHCTPACTHOE MCC/IeOBaHMe MUIleBoa
¥ KeNTyIKa, FACTPOCKOINA — BBIABJIEH TacTPO-330(¢areanbHblil pedIIioKc
(I'9P). Ilpu pentrenorpaduu TazobepeHHBIX CYCTAaBOB OTMEYEH JIM3NUC
00enx rooBoK OepeHHbIX KOCTEll, YTO MCKII0YaI0 BOSMOXXHOCTD IIPO-
Te3UpoBaHMA CYcTaBoB. IlolyuyeHa KOHCY/IbTalMsA Y3KUX CIIELValNCTOB,
HasHauyeHa KOHCepBATMBHaA Tepammsd 1o nosopy I'DP, ckoppuruposana
Tepamnus 10 IOBOJy HEBPOIOTMYECKOTO CTaTyca. BbIomHeHa KOJTOHOCKO-
s ¢ 6MoICKert — MCKIIIoYeHa OCTaTOYHAsA 30Ha araHrmosa. I1pu ocmo-
Tpe aHaJIbHOTO KaHaja — 3yO4aTas IMHUSA YeTKO He BU3YaIM3MPOBaHa,
30Ha aHACTOMO3a CTEHO3MPOBAHa.

3akpbITVe CTOMBI y peOeHKa IpU3HAHO Helle/lecOOOpasHbIM IO He-
CKOTIbKMM TIPMYMHAM: CY>K€HJ€ 30HBbl aHAaCTOMO3a, [INTEIbHOE OTKIIIO-
YeHMe HIDKHUX OTJeNOB KUIIKM, OTCYTCTBME COLManuM3aluy IalyeH-
Ta — HEBO3MOXXHOCTb JieeKalliu 110 MO3bIBY, PUCK 3aTePXKKI CTYIA MIN
Heflep>KaHA KaJla IOC/Ie 3aKPBITHS, HeOOXOAMMOCTD BBIIIOTHEHVIS KIIV3M.
[IpuHATO pelieHMe O PEKOHCTPYKIMY KOTOCTOMBI (YCTpaHEHUY CTEeHO3a
U 3amajieHns MPUBOAALIETO cerMeHTa). Iloce peKOHCTpYKIUM Marepa-
VM KOXKJ BOKPYT CTOMBI He ObI/IO, OTXOX/eHNe CTyIa 6e3 3afiepKeK, Ky-
HpOBaH 60/IEBOI CUH/IPOM.

B pabore akIjeHTMpPOBAHO BHMMaHMe Ha MO3JHE JAarHOCTYKE HEKO-
TOpbIX 3aboneBanuit y pebenka (I'OP, creHo3 cToMbl). PekoHCTpyKIpys
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CTOMBI Y/Iy4IIN/IO Ka4eCTBO XIM3HYU peOeHKa C Ma/UIMATVBHBIM CTAaTyCOM,
0671er4m1o yXof 3a HUM. B JTaHHOM c/Ty4ae HOCUTENbCTBO OCTOSTHHOM KN~
LIIEYHOJT CTOMBI, BEPOATHO, IIPUOPUTETHEe pafiuKaabHOI oneparyn. JIs
IAIMeHTOB C HapylIeHNeM IICUXOMOTOPHOTO Pa3BUTH, IIOPOKAMM pas-
BUTH JKeMyOYHO-KUIIEYHOTO TPaKTa XMPYPrudecKoe jaedeHne JODKHO
OBITH HAaIlpaBJIeHO Ha KyIMpoBaHue 60/, JOCTIDKeHne KoMdopTa pebeH-
Ka J yXa)KMBAIOIIEro 3a HUM IIepCOHaJIA.

CnoxHoctn auddepeHumnanbHOM AUarHOCTUKU
aHaNAacTUYECKOU KPYNHOKNAETOYHOU AMMPOoMbl

Asmopuot:

CkaBpil AHrennsa BnagumuposHa

[Mepsoiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeveHoBCKMIT YHUBEPCHUTET)

Hayunvie pyxosodumenu:

IlTapkoB Cepreit Muxaiiiopmd — JI.M.H., mpodeccop
Mopososckas II'Kb

ITaBnoBa [Jappsa [IMutpueBHa

Mopososckasa JI'Kb

Anammactuyeckass KpynHokiaerouHas nmumdoma (AKKII) — pepkas me-
pudepnueckas T-kneTouHas HexomkkuHckas muMdoma (HXJT). Pacopo-
ctpa"neHHOCTb HXJT y mereit u mogpocTKoB cocrasnsert 0,6-1,5 cnyyas Ha
100 000, cpenn Hux Ha gomo AKKJI npuxopgurcsa 10-12%.

[Taumentka I1., 15 net. VI3 anamHe3a: B okTsa6pe 2016 r mossBvINCh 601
B 00/1acTV IIPABOII MOAB3IOIIHON KOCTH. B HOs16pe mepeneciia OPBYA, mo-
C7le 4ero COXpaHsiics cToiikuit cyodebpumurer. C mexabps mpucoenu-
HIWIVCh Xa/00bI Ha 6011 B 00/1aCTV HYDKHUX OT/ENOB TPYRHON KJIETKM.
Rg-rpadus opranos rpyznHoit knetku 6e3 matonoruu. B OAK: nmosbiiene
COD3 go 33 MM/u4.

B mexabpe 2016 mocTymma B CTallMIOHAP IO MECTY >KUTE/IbCTBA B CBA3Y
¢ HapacTawiuM 60eBbIM cuHIpoMoM. [To manHbIM o6¢cnenoBanus: CPb
10 mr/n, noBsimere COI go 48 MM/4, aHeMus1. B muHaMuke oTMedyanoch
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JanpHelllllee HapacTaHNe MapKepoB BOCHa/leHNnsA. AHa/lIN3bl KPOBM Ha OII-
nopTyHuctundeckue nHexuyn, LE- knetkn, Y3V OPIOIIHOIT TIO/TOCTH, 3a-
OPIOIIVHHOTO IPOCTPAHCTBA, Rg-rpadus opraHoB rpygHOI KIeTKY 1 II0-
ACHUYHO-KPECTI[OBOTO OTHEIOB II03BOHOYHMKA, pobsl Manty u [ICT,
KOHCyIbTauyy ¢rusmarpa, xmpypra- 6es3 maromormu. beira mposeneHa
CTepHaJIbHAsA ITYHKI[VIOHHAsA OMOIICKA KOCTHOTO MO3Ia, IO pe3y/IbTaTaM
KOTOPOJ1 IaHHBIX 32 TeMOOTaCcTO3 He BBIABJIEHO.

B auBape 2017 mosaBuIuch 6011 B IOACHIMYHOM OT/ie/le IO3BOHOYHMKA
n ¢ebpuIbHaAsA TeMIepaTypa, BCISACTBIE YeTO JeBOYKa OblTa Iepesenie-
Ha B JPYTOJl CTallMOHAp C AMarHO30M JIMXOpajiKa HesCHOro reHesa. IIpo-
Bemenbl o6cnenoBanms: OAK- Hb 88,6 r/n. PeBmonpo6si- ACJIO 400AE,
CPb 96 mr/n. Ha MPT kxapTuHa 04aroBoro nopaxeHus KOCTHOI TKaHU
L4 mo3BoHKa ¢ IpM3HAKAMU JeCTPYKIUN U MHPUIbTPALVM IPUIEKAIINX
msArkux TkaHeil. KT moscHUYHOro oT/iena I03BOHOYHMKA- 00 beMHOE 00-
pasoBaHue Tel U AYTOOTPOCTYATHIX 3/1EMEHTOB L4 ¢ MATKOTKaHBIM KOM-
IIOHEHTOM, ITPVM3HAKAMJ MHBA3VM JIeBOJ OOJIBIION TTOSICHMYHON MBIIIIBL,
naronornyecknit epenioM L4 Ha ¢oHe ero pmectpykumu. IIpoBopunach
aHTrb6aKkTepuaabHas u aHanbrerudeckas repanus, [ KC. B cssu ¢ orcyT-
CTBMEM ITOJIOKUTE/IbHON AMHAMMKY MAI[IeHTKa OblIa IepeBeieHa B OTHe-
JieHMe TpaBMaTonoruu u oproneguu Mopososckoii II'Kb.

[Tpu moctynnenuy xano6sl Ha 60111 B 00/1aCTH MTOSICHULIBI, TIOf{B3/]O1II-
HbIX 00macTsx. [Ipu ocMoTpe: 60/1e3HEHHOCTD TP MANbIALNYU B IIPOEK-
LMK OCTUCTBIX OTPOCTKOB L1-L5. CHMIITOM HaTs>KeHM s IIONTOXXUTEIbHBII
crpasa. [To Y3U: axorpadpuyeckue npusHaky o6beMHOT0 0Opa3oBaHMs
B IpoeKuu L4 mo3BoHKa ¢ BbIPa’KeHHOI! IeCTPyKIjyeil IoC/Ie[Hero. YMe-
penHble A ysHble M3MeHeHMs IOsICHNYHO MblIel cieBa. B OAK: Hb
100 /1, RBC- 3.55 x10*%/;1, WBC- 15.04 x10°/11, PLT- 308 x10° /i1, CO3
170 mm/4. CPB 0,12 r/m.

[TaneHTKa KOHCY/IbTMPOBAHA JETCKMM OHKOJIOTOM, PEKOMEHJ0BAHO
nposefieHne Tpenanobuoncuu L4 nossonka. Mopdonornyeckn sepnugu-
nupoBaHa AKKJI, ALK- nosutusHas. C 1enpio cTabummsannm cerMeH-
Ta ObI/Ia BBIIIONIHEHA 3aKPbITasl PEIO3NLMs IAaTONIOTMYECKOTO IepesioMa
Y TPAHCIIEQVIKYIApHasA ¢puKcanys cermeHTa L3- L5. [lanee mamyeHT mpo-
TOJDKII JIedeHle B YCTIOBUAX CIelalN3UPOBAHHOIO CTALlMOHApa.

JJaHHBI KIMHUYECKUIT ClIydail NeMOHCTPUPYeT IpUMeEp CIOKHOCTU
AMArHOCTUKI TaKoro penkoro 3aboneBanus, kak AKKIJL. JecTpykTuBHbIE
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VI3MEHEHNs IT03BOHKA, COIPOBOXX/AONVECs] KIMHUKOI MHPEKIVOHHOTO
3aboneBaHus TPeOYIOT poBeneHNs AU PepeHIIaTbHOTO [UarH03a MeX-
Iy TedeHVeM Hecrenyudeckoro u cnenyduyeckoro (Tybepkymnes u mp.)
OCTEOMUENNTA, JOOPOKaYeCTBEHHOIO 00pa3oBaHusA NIO3BOHKA, 3/I0KaYe-
CTBEHHOTO IIpoliecca M ayTOMMMYHHOro 3aboneBaHmsa. Mopdomornye-
cKast BepruKaIisi [UarHo3a siB/IsIeTCsl BAXHBIM JOIIO/THEHNEM K mabopa-
TOPHOM ¥ MHCTPYMEHTA/IbHO IMAaTHOCTUKE, YTO IT03BO/AET CBOEBPEMEH-
HO BBISIBUTD 3a00JIeBaHMe U HauaTb 3P PeKTUBHOE TeYeHe.

JNlanapocKonuuecKas peseKuusn
LLeHTPaNbHbIX cermeHTOB neuyeHu (S4b,5)
y pebeHKa c renatobnaacromom

Asmopuot:

Cropuaii Onbra EBrenbeBHa
Mumex [Japun ®axegosHa
Menukan Bragumup OBukoBu4
ITuBanos Tumyp lennapbeBuy
JIykbanosa 10ma MuxaiitoBHa
PHVIMY um. H.W. IIuporosa

Hayunvte pyxosooumenu:

Pa6aes laBpuun CaBenbeBuY

HMMUII OTOU nm. Imutpusa Porauesa
Axamapse [Imutpuii I'ypaMoBuY — K.M.H.
HMUIIT JTOW um. Imutpus Porauesa

PapykanbHOe XUpPyprudeckoe BMeIIaTe/IbCTBO-00s3aTe/IbHbII ITAIl JTe-
YeHMsI MAIVEHTOB C Temaro61acToMOl, 00ecrednBaoINii XOpOIne
pesynbpTaTel BbDKMBaeMocTu. Hambosee TeXHMYECKM CIIOXHBIMU M/
yOa/eHNs ABIATCA OIyX0onH, pacrionoxxenHsle B IV, V, VIII (eHTpans-
HBIX) CerMEHTax IedeHN. 3a IOC/IeHION eKaJy BO «B3pOC/IOil» rema-
TOOVIMAPHOI XMPYPIUM HAKOIUICH OIIBIT LIeHTPa/IbHBIX Pe3eKInii mede-
HI, B TOM 4MCJIE U3 TAIIaPOCKOIMYECKOTO JOCTYIA. Y NeTel ONbIT TAKUX
BMeIIAaTe/IbCTB KpaliHe Mal. ITO 0OBACHAETCS aHTPOIOMETPUIECKIMU
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0COOEHHOCTAMM, MajbIM 00beMOM OPIOIIHOI HONOCTU U JUaMeTPOM
COCY/IOB, 3a4aCTyl0 TMTaHTCKMM o6beMoM omyxomu. [IpemmyiiecTBoM
ABJIAETCA COXpaHeHue 6onbliero o6beMa (QYHKIVIOHAJIBHO 3HAYMMOI
IapeHXVMbl. B JaHHOM COOOIIeHNM IpefCTaBIeH C/Iy4ail JIaIapoCKo-
ngeckoit pesekunu S4b, S5 cerMeHTOB y pebeHKa 110 IIOBOAY TemnaTo6-
TTACTOMBI.

Pe6éHOK OT mepBOiI MHOTOIUIORHOV GepemeHHOCTH, Anrap 8/9. Ile-
peHeceHHBIX ollepanmit He 6b110. B Bo3pacte 50 MecALeB MOABMIACD Te-
pronmdeckas psota. Y3V opranos 6promHoi monoctu (OBII) Bnepsbie
BBIABMJIO TIPM3HAKM OYaroBoro obpasoBaHusA nedeHn. B Bospacte 53 me-
csneB, 6onpHOI rocnutanusuposad B HMUIL ITOM um. []. Porauesa.
[To paHHBIM aHaMHe3a, pe3ynbraraM jaaboparopHbix (ypoBeHb ADII
524,81 HI/MJI) PEHTI€HOMOTMYECKNX ¥ MHCTPYMEHTAaIbHBIX METOROB 00-
cnenoBanus (pasmep obpasosanmsa nmo gaHHbiM MCKT: 52x69x66 MM,
MeTacTa30B He BBISAB/ICHO) M ITYHKIMOHHON O6Moncyum peGeHKy yCTaHOB-
JIeH [uarHos: remaro6mactoma S4b, S5 cermenrtoB nedenu PRETEXT III
COEOFOHONOPOVO0. O6beM omyxomnu coctasut 123 mi1. Havata xummore-
panus o nporokony SIOPEL-SR 14 nanueHToB rpynnel CTaHZAPTHOTO
pUCKa.

[IpoBesieHO YeThbIpe 6I0Ka XMMMOTEPAIININ, IIEPEeHeC YIOB/IETBOPUTE/Ib-
Ho. [Tocne aByx Kypcos no ganueiM Y3V OBII 1 MCKT OBII o6pasosa-
HIe YMeHbIIMIoch Ha 31%. [Toce yeTBepTOro 6710Ka 0O6'bEM OIYXO/N CO-
KpallleH Ha 67% OT IepBoHavyaIbHoro. [IpefonepanyonHslit pasmep obpa-
30BaHMA: 32x25x34 MM; 06beM 15 M, POSTEXT IIT COEOFOHONOPOVO.
Yposenb ADII causnics go 40,1 Hr/mit.

OmnepaTvBHOE BMEIIATeIbCTBO: JIAIAPOCKONMYeCcKast 61ICerMeHTIKTO-
M 4b, 5 cermeHTOB nedeHn. [Tocte X0mMeCTIKTOMUY IIpY MHTpaoIepa-
uuoHHoM Y3V ompesienneHbl aHATOMMYECKNE TPAHUIbI Pe3eKIUM: TeBas
nopranbHas ¢uccypa, IpaBas nopraabHas puccypa, BepTUKalIbHas Ipa-
HUIJa — IPOEKLMA IOPTaJbHBIX BOPOT NedyeHN. Pasfenenne napeHXMbI
BJIOTIb OIIpeJie/IeHHBbIX TPaHul] C UCIIO/Ib30BaHueM Y 3-mecTpykropa. VH-
TpanapeHXMMaTO3HO JIUTYPOBAHBI COCYAMCTBIE HOXXKY K 4b 1 5 cermeH-
TaM nedeHn. Bpemsa onepauym cocrasuno: 315 muH. KpoBonoreps: 5 ML
[TocneonepauyonHblii nepuoy 6e3 ocnoxHeHuit. [laryeHnT Habmogancs
B ycnoBuax OPUT 1 cytku. [IpeHax yzaneH Ha 1-e /o cyTku. YpoBeHb
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A®II Ha 8 1/o menb 9,88 Hr/mi. [ucTonornueckn nopTBepxaeHa RO pesex-
nus. ITocneonepanuonnasn xuMuotepanus no nporoxkony SIOPEL-SR Ha-
vaTa Ha 8 11/0 cyTku. Ha MOMeHT HamycaHus paboThbl 6OIBbHOI HAXOJUTCS
TI07] AVHAMMYeCKVM HaO/IIoleH1ieM B TedeHue 5 MeCsIeB.

JJaHHBI KIMHUYECKUI CIaydall JEeMOHCTPUPYET, 4YTO BBIIOIHE-
HYle CTIOXKHBIX pe3eKuMii medeHu (YpOBEHb CIOXKHOCTYU IO KPUTEPUIO
IWATE-7 6annoB, Advanced) M3 MMHMManbHO VHBAa3MBHOTO HOCTYIIA
y BeTell BO3MOXKHO IIPY TIJaTe/IbHOM IOf{60pe MaljueHToB. Perienne o BbI-
MOJIHEHU! OIlepaly U3 JIANIAPOCKOIMYECKOTo JOCTYIa IPUHATO C y4e-
TOM: HeOO/IBIIOro 00'beMa OIyXO/IM, XOPOLIEro OTBETa Ha Ipefonepaly-
OHHYIO XMMMOTEPANNIO, OTCYTCTBUA BOBJIEUEHNs KPYIIHBIX COCYAMUCTBIX
CTPYKTYp II€Y€HU B OIYXOJIEBBIN IPOLECC, OTCYTCTBIE PACIPOCTPAHEHN
BBIIIE ITPOEKIMM ITOPTANbHBIX BOpOT. Heobxomumo nanbHeliiee usyde-
HJe U pa3pabOTKa TOUHBII IIOKa3aHMil K MUHVMA/TIbHO MHBA3UBHBIM pe-
3eKIMAM IeYeH) IIPY ONyXOJIAX IeYeHN Y JeTell.

KnuHnueckum cnyvyam Xxmpyprudeckoro sieyeHms
XOHAPOME3EeHXMMa/IbHOU ramapTOMbl FPyAHOMN
KNeTKU y geten

Asmoput:

Cyxoponbckaa Onbra Bnagummnposna

[Nepsbiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeuyeHoBCKMiT YHUBEPCUTET)

Hayunvie pyxosooumenu:

Tonunun Oner IpuroppeBuy

Mopososckaa JI'Kb

AjipanersiH Makcum Uropesnd — K.m.H., [lomenT
[Nepsbiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeuyeHoBCKMIT YHUBEPCUTET)

Mopososckasa JI'Kb

XoHpoMe3eHXMMaIbHast FaMapToMa IPYJHOI KJIeTKM — pefikoe 1o6po-
KaueCTBEHHOe 3a0ojIieBaHMe, KOTOPOe, KaK IPABUJIO, BBIABIAETCA INPU
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POXXJIEHUY WK Y ieTell paHHero BosdpacTa. OObIYHO B IIPOIiecC BOBJIEKa-
eTCsl OJHO MJIM HEeCKONbKO pebep, 00pasys OLHOCTOPOHHIOK VU IBYX-
CTOPOHHIOI0 MACCY, PACIIOIOKEHHYI0 9KCTpaIlIeBpaibHO. [/ XoHipOoMe-
3€HXVIMAJIbHOJ TaMapTOMbI XapaKTepHO 0ecCMITOMHOe TedeHue Mmoo
»as100bI Ha He3HAYMTe/IbHbIE IbIXaTeTbHbIe HapyIIeHuA. PaHee TaKTVKOM
BBIOOpA IIpY JIeYeHNY Me3eHXVMa/IbHBIX FaMapTOM TPYJHOI KJIeTKN SB-
JISIIOCh pafiKaibHOe yAaleHue HoBooOpa3oBauys. Ha maHHBIT MOMEHT
B MIUPOBOJ JIMTEPATypPe OMMCAHbl KIMHUYECKUE CAydau KOHCEpBATUB-
HOTrO /JI€4YeHUA raMapTOM IIpU OTCYTCTBUM KIMHUYECKUX HpOHB}IeHI/H?I
maHHOro 3aboneBanus. [TomobOHass TakTMKa CBsA3aHa CO CIIOCOOHOCTHIO
raMapToOM ITOABEPraThCsi MHBOJIOLMY TI0 JOCTYDKEHNIO peOeHKa, B Cpefi-
HeM, JIByXJIeTHero Bo3pacTa. [Ipu aToM npoBefieHe OlepaTUBHOTO BMe-
IIaTe/IbCTBA, BKIIOYAIOlee B Ce0s1 pe3eKII0 YIaCTKOB pebep, MMEIOLINX
MAaTO/IOTMYECKYI0 TpaHC(pOpMaLMio, MOXKET IPUBOAUTH K PasBUTHUIO
HanbHelIel fe¢opManyy IpyLHON KJIETKM, Pa3BUTHIO OPTONEANIECKIX
OCJIO>KHEHMIA.

Pe6enox [I., 2r 4Mec, IOCTYIMI B TOpaKaJTbHOE OTHE/NCHME C XKAJIO-
6amy Ha oOpasoBaHMe B OOIACTV T'PYAVMHBI, KOTOpOe 3aMeTM/Ia MaMa.
Ha pentrenorpamme opraHoB I'PYHON KJIE€TKM B IONMKIMHUKE IO Me-
CTY XXKUTENbCTBA OBUIO BBISABJIEHO IIApOBMHOE 0Opa3oBaHMe IPABOTO
remuTopakca. Ilo pesynbraraM KOMIIBIOTEPHON ToMOrpauy OpraHOB
rpyfHOI monocTu orMevanach KT-kapTuHa MHOXeCTBEHHBIX 00beM-
HBIX oOpasoBaHuit pébep, 0OpasoBaHMil MepefHel TPYAHON CTEHKIU.
Pe6eHOK KOHCYIbTMpPOBaH OHKOJIOTOM, BbINONMHeHa 6uoncusa. Mopdo-
JorMyecKkass KapTMHA COOTBETCTBOBAJA TaMapTOMe TPY[HON KIETKN.
YunreiBast 60/b110I 06beM 00pa3oBaHMs, a TAK)Ke BOB/IeYEHHbIE B I1a-
TOJIOTMYECKMIT TIpoLecc pebpa, ObIIO MPUHATO pelleHNe O IPOBeJeHNN
OIlepaTVBHOTO BMeIIaTe/IbCTBA B 00beMe pajiKaIbHOTO Y/ja/lleH s OIy-
XOJIN C TUIACTUYECKON PeKOHCTPYyKIMell pebep, I pelleHnsa BOIpoca
TeXHVK) PEKOHCTPYKTUBHOII olepanyy 6b10 HeOOXOMMO IIPOBeeHe
3I-MopenupoBaHus.

Yepes 2 mecana BO BpeMs IOBTOPHOV TOCHUTAIM3ALVN, YIUTHIBASA
06béMHOe oOpasoBaHue OO/MbLIETO pasMepa B IPaBOM TI'€MUTOpPAKCE,
ObUIO IPUHATO pellleH)e O MPOBENEeHUN NIEPBBIM 3TAIlOM pe3eKLun 06-
pasoBaHNA C yAajneHneM pebep ¥ peKOHCTPYKTUBHOI TOPAKOIIACTUKOM
«KCEHOIlepUKapioM» cIipaBa. [McTomorndeckas KapTuHa pe3elypOBaH-
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HOTO HOBOOOpa3OBaHMA — XOH/[POME3eHXMMajbHas raMapToMa Tpy-
HOJM KIIETKH.

Yepes mecA1 ObIT BBINIOTHEH BTOPOII STAall XMPYPrU4eCKOro BMellla-
TENbCTBAa — pe3eKuyss 06beMHOro obpasoBanus 2,3,4 pebpa ¢ ynaneHueM
3 1 4 pébep ¢ peKOHCTPYKTMBHOII TOpaKOIUIACTHKON creBa. [Tocneomnepa-
IIVIOHHBIII TIEPMOJ, BO BCEX CTy4asiX MPOTEKaI INIAfIKO, 6e3 0COOEHHOCTEI.
Pe6&HOK ObUI BBIIINCAH B Y/[OBIETBOPUTETBHOM COCTOSHNMM IO HabToze-
HII€ II0 MeCTY >KUTE/TbCTBA.

IIpenmcraBneHHbIl KIMHUYECKNI CIy4ail MUHTEPECEH PENKOCThIO OIM-
CaHHOII HO30JIOTHM, a TaK>Ke BBIOPAaHHBIM METONOM XMPYPIUYECKOTO jIe-
YeHMsA UM BAapUMAHTOM TOPAKOIUIACTHKYM OOMIMPHBIX JieeKTOB TPyRHOI
KJICTKM TI0C/Ie Pe3eKInyu pébep MEeCTHBIMU TKaHAMU C MCIOIb30BaHMEM
«KCEHOIIepYKapHa».

OnbIT XMpYypru4eckoro sieyeHnn pebeHkKa
C BPOXKAEHHbIM NOPTOCUCTEMHbBIM LUYHTOM

Asmoput:
TepemnHa AHacTacus AjeKCaHIpPOBHA
PHVIMY um. H.W. IInuporosa

Hayunvie pyxosodumenu:
Bacunbes Kupuna IepmaHoBUY — K.M.H., JOLIEHT
PHUMY um. H.J. IInuporosa

Manbdpopmanyn AbepHeTy (BpO>KIEeHHBIE IIOPTO-CUCTEMHbIE IIYHTBI) —
penKye COCYAVCTbIe aHOMa/IUY Pa3BUTUA, IPUBOASAIIYE K IIOTHOMY VN
JaCTMYHOMY OTBEfIEHMIO IOPTAIbHOTO IIOTOKA KPOBU B CUCTEMHBIII Be-
HO3HBII KPOBOTOK. OCHOBHBIM METOAOM JIeYeHUS JAHHOJ ITaTONOTVUM
ABJIACTCA SH/IOBACKY/IIPHAsA OKK/ITIO3MsA, OJHAKO B HEKOTOPBIX C/Tydasx
VICIIO/Ib30BaHMe JaHHON MeTOAVKY Hed(peKTUBHO, U MALMEeHTY He00Xo-
IMIMO IIpOBefieH)e OTKPBITOrO OIEepPaTVBHOTO BMeLIaTe/IbCTBA. B JaHHOM
COOOLIEHNN IIPeNCTaB/IeH IpUMep XUPYPIrUYecKOro jedeHus peOeHKa
C BPOXK/I€HHBIM ITOPTOCHCTEMHBIM ITYHTOM.
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[Manuent K., Manbuuk 7 net. 3a6ojeBaHme ObIIO BBISBICHO B OKTAOpe
2019 ropma, mocne o6cnenoauus B ®I'BY HMMUIT um.[I.PoraueBa mo Ha-
IpaBJIEHNIO C MeCTa >KUTEIbCTBA, TIOCTAB/IEH AMATrHO3: ITATOTOTMYECKUIT
ITYHT MeXJy BOPOTHOII ¥ HVDKHeI 10j10j BeHamu. TaM >xe mpu nepdy-
3VIOHHOJ ITHeBMOCUMHTUTpaduy OOHApy>KeHbl NMpU3HAKM (QYHKIVIOHM-
pOBaHMA JE€TOYHBIX IIYHTOB. PebeHok 6b11 HanpasneH B PIKD g pans-
Hejilrero o6cneoBanus u nedeHys. [Ipy mocTynieHnn BHO BBIPa>KeHbI
MpOSIBJICHNA [bIXaTeJIbHOM HEeOCTATOYHOCTM, IIOKA3aTeIM caTypaluyn
B npepenax 85-90%. Ilo pesynbraTam Y3-mcciefioBaHMS OINpefenseTcs
aHoManus pa3BuUTHs 6acceitHa BOpOTHOII BeHbl. [Ipu aHrnorpadum: Bo-
pOTHas B€Ha IIpefCTaB/lIeHa OFHUM CTBOJIOM, IEPEXOAAIIMM HEIOCPEN-
CTBEHHO B HIDKHIOIO NIOJIYI0O BEHY ¥ MMEIOIINM aHeBPM3MaTU4YecKoe pac-
IIVIPEHIE, OT KOTOPOTO OTXOASAT BHYTPUIIeYEHOYHbIE BETBM HEOOJIBIIOTO
ouaMeTpa. beln co3BaH KOHCUMINYM, S5HIOBACKY/IAPHAA OKK/IIO3MA LIYHTA
IpU3HAHA TEXHMYECKV HEeBO3MOXKHOIA, IAL[MEHTY OblIa IIOKa3aHa OTKPbI-
Tas OIlepaly- IepeBA3Ka MIyHTa. XOJ, OIlepalyiy: BBIIIOJTHEHA CPEeAVHHASA
nmanaporomus. [y BbIeNeHNs TOPTOKaBaIbHOTO COYCThbs Oblma MOOM-
NMM30BaHa NpaBad Jo/A IeYeH!, HVDKHAA 110/1as BeHa B3ATa Ha TYPHUKET.
[Tpu manpHeiiert MOOMIM3AIVY 7-TO CETMEHTA II0 XOAY HIVDKHEN OO
BeHBI 0OHAPY)XEHO ITOPTOKABAJIbHOE COYCThe Ha YPOBHE IIPABOTO HAZIIO-
yeuyHKkKa. CoycTbe AyaMeTpOM OKOJIO 14 MM B caMOI1 Y3KOI1 4acTy, OKPY-
JKE€HO ITapeHXMMOI1 TeueHy Ha 2/3 okpyxHocTu. [Ipoussefena nepessaska
MOPTOKABa/IbHOTO IIPOTOKA HENTOCPEACTBEHHO Hajl HUYKHEN! 1107101 BEHOIL.
[TocneonepanMOHHBIN IEPUOJ MPOTEKAT I7IafKO. PeOeHOK ObIT BBIICAH
TOMOI1 C yIydllleHreM cOCTOsAHUA. [IpM3sHaky [bIXaTebHOM HEJOCTATOY-
HOCTU KYIIMPOBAHBI.

Henp peMOHCTpanuM-IOKasaTh, YTO BPOXKJEHHBIE NOPTOCUCTEMHBIE
IIYHTBI- pefKasi M C/I0XKHAA MATOJIOTV, Tpebyromas KOMIUIEKCHOTO Aya-
THOCTIYECKOTO U JIe4eOHOTO ITOAXO0/a, IHOIZA C MCIIOIb30BaHVeM HeCTaH-
IApTHBIX METOJIOB.
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JleueHne nepenoma BEHEYHOro OTPOCTKA
JIOKTEBOM KOCTU METO40M apTPOCKONMUUYECKOMU
peno3nummn c 0OCTeOCUHTE3OM

Asmoput:

Tepemmnua AHacTacusa AjeKCaHApPOBHA
bykopmmna Anacracusa CepreeBHa
Yeuun I[I€Tp AHfpeeBny

PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
CemenoB AHppeii BcesonogmoBna
IOTI'Kb nmenu. H.®. ®unaroBa

BeHeyHBIT OTPOCTOK JIOKTEBOI KOCTY SIB/IAETCA OCHOBHBIM CTabOM/IM3a-
TOPOM JIOKTEBOTO CyCTaBa. IlepelloM BEHEYHOrO OTPOCTKa-pefkas, HO
cepbe3Has TPaBMa, KOTOpPas IPY OTCYTCTBUMU JIO/DKHOTO JIEYEHUS MOXKET
IPUBECTY K HAPYLIEHNIO PYHKIMM CycTaBa. JJo HACTOAIEro BpeMeH! I
JIe4eHVs JAHHOI ITATOJIOTMM TPV BO3HMKHOBEHUV INOKA3aHMII K oIlepa-
IIMY Yallle BCETo IPYMEHANIOCh OTKPHITOE ONlepaTHBHOE JIeYeHNe, OTHAKO
B IIOC/IeIHee BpeMs BCe OOJBIIYIO aKTYaTbHOCTb IIPMoOpeTaeT apTPOCKO-
IIYeCKasi PENO3ULIVs IIEPe/IOMOB BEHEYHOTO OTPOCTKA C OCTEOCHHTE3OM.
Ee ocHoBHBIMUI IIpeumMyimecTBaMmy ABIAIOTCA: BO3MOXXHOCTD /TYYIIETO
BY3Ya/IbHOTO KOHTPOJIS NOBPEXAEHMA, Oojlee paHHAA peabulInTanus,
CHIDKEHNE YaCTOTBI MOC/IeONEePALVIOHHBIX OC/IOKHEHUT 1 6ojee BBICO-
Kas BepOATHOCTb BO3Bpara B NMpOoQeCcCUOHAIbHBIN CIIopT. B HacToAmeM
K/IMHIYECKOM pa3bope IpeCTaB/IeH CIyvail OIepaTUBHOTO JIeYeHN pe-
OeHKa C IIepeJIoOMOM BEHEeYHOIO OTPOCTKA JIOKTEBOI KOCTV METOHOM ap-
TPOCKOIMYECKOJ PEIIO3UIINYU C OCTEOCUHTE30M CIIMI[AMI PETPOTPaIHBIM
croco6om.

Manpuuk 13 ner nocrynun B II'Kb nmenn H.®. ®unaTosa ¢ 3akpbl-
TBIM IIePeIOMOM BEHEYHOTO OTPOCTKA IPABOIl JIOKTEBOI KOCTH CO CMe-
meHyeM. Pe6eHOK IONTydnn TpaBMy B pe3y/IbTaTe NafeHNsA Ha IPaBYIo
PYKY, IOC/Ie 4ero y peb6eHKa OTMeJasnch >kanobbl Ha 601 B ob6mactu
IIPaBOTO JIOKTEBOI'O CYCTaBa, OTPaHMYEHME ABVDKEHUI U OTeK 00/1acTu
cycTaBa.
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[Tpu ocMOTpe B OTHENIEHUY ONPeNeNAoTCs OTeK 1 fedopMalys B 00-
JIaCTY TIPABOTO JIOKTEBOTO CYCTaBa, ABVDKEHMUA 3aTPYLHEHBI U pe3Ko 60-
nesHeHHbl. Ha peHTreHOorpaMmax npaBoro JIOKTEBOTO CYCTaBa OIpPeZens-
€TCs TIepe/IoM BEHEYHOI'O OTPOCTKA IIPaBOJ JIOKTEBON KOCTH CO CMelle-
HIJIEM, BU3Ya/IM3MPYeTCA KOCTHAA YacTh (parMeHTa BeHEYHOTO OTPOCTKA.
Ha xommbioTepHO TOMOrpaduy IpaBoro JTOKTEBOTO CyCTaBa OIpefiers-
eTCs1 KOCTHO-XPAIEeBOl (pparMeHT BeHEYHOTO OTPOCTKA JIOKTEBOI KOCTH
pasmepamu 1*1,5 cM B monmoctu cyctaBa. OcTaB/ieHye JaHHOTO (parMeH-
Ta B IIOJIOCTY CYCTaBa B IIEPCIEKTUBE MOITIO IPUBECTY K BOSHUKHOBEHUIO
6710Ka 1 K MmocenyoieMy GopMIpOBaHIIO apTPO3a JTOKTEBOIO CYCTaBa,
BCTIEfICTBME Yero ObUIO NPMHATO pellleHNne O MPOBENeHN OIePaTUBHOTO
BMeIlaTe/IbCTBA.

Pe6eHKy Obla BBIIIOTHEHA apTPOCKOINNS IPABOTO JIOKTEBOTO CYCTaBa,
Ha KOTOPOJI BbISIBIEH CBOOOHBIN KOCTHO-XpsIeBoi pparment 1x1,2 cM,
VMEIILIT 3HAYUTENbHOTO pasMepa XPAILIEBYI0 cocTaBALIYyo. [1pn yua-
neHyn pparMeHTa TaKoli BeIMYMHBI BE/IVK PUCK BOSHUKHOBEHM JJVICKOH-
TPYSHTHOCTY C PUCKOM IOC/IeRYoIero popMupoBaHns apTposa JIOKTe-
BOT'O CYCTaBa, B CBA3M C YeM pelIeHO BBIIIOTHUTD OCTEOCHHTe3 pparMeH-
ta. OCTeoCHHTe3 MPON3BeeH PETPOTPALHBIM CIIOCOOOM Yepe3 ThUIbHYI0
IIOBEPXHOCTb JIOKTE€BOJl KOCTM BO (PparMeHT ABYMsA MeTa/UINYeCKUMMU
cnunamu auamerpom 1,6 M. IlocmeonepanMOHHBIN IepUO MPOTEKA
ITIAJKO.

Ha ¢one mpoBopmmoro nedeHnsa oTMedeH MONOXKUTENbHbIN 3P deKT.
Yepes 5 Hefielb ¢ MOMEHTA Ollepalluyl MeTaTIOPUKCATOPbl ObUIM yHasIe-
HBI. MaJIb4MK BepHYJICA K 3aHATHUAM BO/IEI00/I0M Ha IPOo¢eCcCHOHaTbHOM
YPOBHe IIOCTIe Iepyofja peabIMTALy JJINTEeNbHOCTBIO 3 Mecsana. B Ha-
cTosliee BpeMs y peOeHKa He OTMeYaeTCsi )Kao0, Ha KOHTPOJIbHBIX PeHT-
reHorpaMMaxX OTMEYalTCA HOPMa/IbHOE IIOJIOXKEHNE U CTPYKTYpa BeHed-
HOTO OTPOCTKA, PparMeHT HO/BEPrcsl MOTHOI KOHCOMMAALIVIN.

JJaHHBI KIVMHWYECKNUII TPUMEP AEeMOHCTPUPYET, 4TO apTPOCKOIN-
qge€CKaAa peno3nuyAa ¢ MaJIOVHBa3VIBHBIM pPETPOTrpagHbIM OCTE€OCMHTE3OM
camMm ABIAETCA NEPCIIEKTUBHBIM a/IbTEPHAaTUBHBIM METOOM JI€9€HIA
IIEpEIOMOB BEHEYHOI'O OTPOCTKA JIOKTEBONM KOCTHU Y CIIOPTCMEHOB U MO-
XKeT NMPUMEHAThCA JakKe IPU MablX pasMepax (parMeHTOB BEHEYHOTO
OTPOCTKA.
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CnoxHbiu cnyyai gudpdepeHuymanbHoimt
ANArHOCTUKMU onyxosei n onyxonenogo6Hbix
obpasoBaHuM 061aCcTU KONIEHHOTO CyCTaBa

Asmoput:
YmbixoBa ApnHa MuxaiimoBHa
PHVIMY um. H.W. Iluporosa

Hayunvte pyxosooumenu:
Ceménos Anppeii BcesonomoBnu
IOT'Kb um. H.®. ®unarosa

B ob6macTu Ko/meHHOro cycraBa BO3MOXXHO (DOPMUPOBaHNME Pa3TMIHBIX
OIIYXOJIell ¥ ONyXOJIeNof0OHBIX 00pa3soBaHNIl, MMEIOIUX CXOXYI0 K-
HIYECKYI0 KApTMHY M [€MOHCTPUPYIOIIMX AaHA/JIOTMYHbIe NAaHHBIE MH-
CTPYMEHTA/IbHBIX MCCIefoBaHuil. B psage cinydaeB cnoxxHoctn pndde-
PEHIVIaTIbHOI AMATHOCTUKIU COXPAHSIOTCS BIVIOTh 5O MOP(OIOTIYeCKO
BepuduKanuy 3aboneBaHys, YTO IPECTaBIeHO B JaHHOM KIMHIYeCKOM
pasbope.

Pe6énok 17 ner. B aHamMHe3e mepuopuveckye CIIOHTaHHbIE reMap-
TPO3bI KOJIEHHOTO CYCTaBa ¢ 5 JieT, yacTtoToi 1 pa3 B rop mo 10 set, no
3 pas Brop ¢ 10 mo 17 nmer. HeogHOKpaTHO BBIIONHANNCH PEHTTEHOTPA-
¢buM KOIEeHHOTO CyCTaBa, Ha KOTOPBIX ITATOJIOTMY He OBIJIO BBIABJICHO.
Mexzy anm30oaMy reMapTpO30B OTMeYasICs YMEePeHHbIN 00/1eBOil CUH-
IPOM B 00/1acTy IIPaBOrO KOJIEHHOTO CyCcTaBa 6e3 4eTKO IOKaIM3aLl M.
B Bospacre 17 net o6patunuce B KL ITKB um. H.®. ®unarosa r. Mo-
ckBbl. Ha MPT ot miona 2021 ropa onpepensaoTcs r’MIepPUHTEHCUBHbBIE
nakyHornozfo6OHble yuacTky Ha T2 FatSat pexxume ¢ rMIIOMHTEHCUBHBIMU
CenTaMM, IUIIOMHTEHCUBHBIE TaKYHOIIOZoOHble yyacTky Ha T1 pexxume,
yMepeHHast MHBa3W:A B IPaBYIo OeApeHHYI0 KOCTb B 00/1acTV MeualbHO-
IO MbllIesnKa. JlaHHasg KapTiHa XapaKTepHa /i1 CMHOBMAJIBHOV TeMaHT Y -
oMbl. B centsbpe 2021 ropa pebeHok rocnuranusuposat B 2 x/o II'Kb
uM. H.®. dunarosa.

Ha Y3M mArkux TKaHeil IpaBOro KOJEHHOTO CYCTaBa BbIABJIEHDI
IPU3HAK) MHOXKECTBEHHBIX Pa3HOKa/lIMOepHbIX NTakyH, B pexume LIIK
perucTpupyeTcss BEHO3HbII KPOBOTOK. B Tomme >xuposoro Tena Todda
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BU3Ya/IM3UPYIOTCSI MHOXKECTBEHHBIE M3BUTBIE PACLIMPEHHbIe BEHO3HBIE
cocyznbl. Ha anrnorpadum npaBoit HV>KHeil KOHEYHOCTY B BEHO3HOII (ase
KOHTPACTUPOBAHMA B IIPOEKIVIY IIPABOrO KOJIEHHOTO CYCTaBa OTMEYaloT-
Cs MEIIKOBJIHbIE CKOIUICHN S KOHTPACcTa IO 5-6 MM B iIMaMeTpe.

B cenTs6pe 2021 roga Ha apTPOCKOINM IIPaBOrO KOJIEHHOTO CyCTaBa
B o6nactu Tena fodda, Ha ero MoBepXHOCTY ¥ BHYTPY 0OHAPY>KEHBI MHO-
JKeCTBEHHbIE Y3/Ibl C aJI0Jf ¥ BEeHO3HOJ KPOBBIO, PACIPOCTPAHAIOINECs
Ha KaICy/y CycTaBa I PacloI0KeHHbIe MeX/y BOPCHMHAMM CHOBMAIIb-
HOJI 0007I04YKM, a TaKXe MHBasupymomue m. vastus lateralis n mopkox-
HO->KMPOBYIO K/IETYaTKY 0 CyIpanare/yisipHoi obnactu. [Ipakrudeckn
BO BCEX OT/le/IaX CyCTaBa OOHAPY>KeHbl BOPCUHYATbIE pa3pacTaHUs CU-
HOBMA/IbHBII 000TOYKM >KeITOBATOTO IiBeTa. JacTh JTaKyHOIOZOOHBIX
Y4aCcTKOB HaXOAW/IACh Y MeAUaTIbHOTO Kpasi MeyalIbHOTO Mbllje/Ka Oe-
IPEHHOII KOCTY, OfTHAKO VIHBA3UM HEIIOCPEICTBEHHO B KOCTb OOHapyxe-
HO He ObLIO.

CyuMnTOMaTyKa IOBTOPHBIX CMHOBUTOB XapaKTepHa U /I IINTMEHT-
HOTO BWJUIOHOZY/IAPHOTO CIHOBMTA, OJHAKO Ha PEHTTeHOIPaMMax I1aTo-
JIOTUIN HE 6bI}IO BbISIBJIEHO, B KOJIEHHOM CYCTaB€ OTME€YAIOTCA TaKXKe YSTH)I
C a7Ioit ¥ BeHO3HOV KpoBblo. Heitpodubpoma Oblia McKI0UeHa B CBA3U
C OTCYTCTBUEM HeBpOHOI‘I/I‘{eCKOﬁ CUMIITOMATUKN. HI/IaI‘HO3 CHOBIAJIb-
HOJT CApKOMBI MICK/IIOUEH B CBS3U C HEXapaKTEPHOCTDIO JIOKATbHOI MHBA-
3un 0O6pa3oBaHMUs.

ITo pe3ynbraTaM MCCIe[OBaHMII U IIPOBEIEHHON apTPOCKONNM pebeH-
Ky OBUI ITOCTaBJIeH MPEfBAPUTENbHBIN AMATHO3 CHHOBMA/IbHAS I€MaHIH-
oma. Ha 6morncuio 6111 HanipaB/ieHbl 3 COCYAMUCTBIX 97IeMeHTa 1 3 y4JacT-
Ka CMHOBMAJIbHOJ TKAaHU C BOPCUMHAMU, NTATOJIOTMYECKNIT IIPoLiecc oIpe-
IefleH KaK BOPCUHYATO-Y3€/IKOBbII CUHOBUT. YUYMUTBIBasg OCOOEHHOCTYU
OVOIICMIIHBIX INVIILIOB, YaCTh MaTepyaaa MOIJIAa IOBPESUTHCS, IOITOMY
VIHTepPIPeTHPOBATh 9TY JJAHHBIE CIefyeT C OCTOPOKHOCTBI0. Ha MOMeHT
nyO/nIuKanyuy MaTepuas HallpaB/eH Ha MMMYHOIVMCTOXVIMIYECKOe JICCIe-
IOBaHMe M HAXOAUTCS B pabore.

[IpencraBeHHBIN KIVMHUYIECKMII CTy4ail OTpakaeT TPYRHOCTY Aud-
(depeHIaIbHON IMATHOCTYKY OITyXOJIell ¥ OIyXO/TIeNOofO0OHBIX 06paso-
BaHMII 00/1aCTV KOJIEHHOTO CYCTaBa, IPM3HAKU KOTOPBIX MMEIOT 0o0Iue
4epThl, BIVIOTb 50 MOPOIOrNYeCKOit BepupMKaIM He JAIOL[e BO3MOX-
HOCTM ITIOCTaBUTb OKOHYATEe/IbHBII JVIaTHO3.
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JleueHune NaUMUEHTKU C K/10AKOW,
HeliporeHHbIM MOYEeBbIM Ny3blpem,
Hegep>KaHMEeM MOUMU, yABOEHUEM MATKU
W BNaraamuia

Asmoput:

IlTapunosa CyrauaHa AHBapoBHa
JIykpsanosa I0mna MuxaiitosHa
PHUMY um. H.J. IInuporosa

Hayunvie pyxosodumenu:
ITerpyxuna IOnnsa BnagumMupoBHa — K.M.H.
PHVIMY um. H.W. IInporosa

[Tepcuctupyromas K1oaka — 3TO CI0XKHbBIV BPOXK€HHbII IIOPOK pas-
BATHA MOYEINOJIOBbIX OPraHOB, XapaKTE€PU3YIOWMUICA CIUAHNEM HIDK-
HUX OTHEC/IOB ypeprl, B1arajanimia mn HpHMOI7[ KNIIKIN B C)IMHBIIZ KaHan
WIM TI0JIOCTb, OTKPBIBAIOIAACA C3ay OT KAuTopa. JJlaHHad aHoManusA
LOBOJIBHO pefiKas, 4acToTa BcTpedaeMocT 1:250000 HOBOPOXK/IEHHBIX.
B 35% cnydaeB K/oaka COpoBoX/jaeTcs 06pa3oBaHyeM IUAPOKOIbIIOCA
1 B 50% ypgBoeHMeM BIaraaniia. B Hacroslee BpeMsA IPUYNHON pasBu-
THA KI0aKa/lbHOI ManbGopMalyy ABIAETCA MOMMITUONOTIYECKas Teo-
pusi, ONMpPAIOIIAsCs Ha BO3/JEIICTBUE Pa3HOOOPA3HbBIX BPELHBIX al€HTOB
B KPUTMUYECKVe MepUOAbl pa3BUTUsA SMOPMOHA, B YACTHOCTYU B IIEPUOJ,
OpraHoreHesa.

[TanuenTka A., 16 71eT, Ipy POXXKJEHUM MOCTABEH AMAaTHO3: K/IOaKa.
B mepBble CyTKM KXU3HU IT0 MECTY >KUTEIbCTBA peOeHKY Obl/la Ha/IoXKeHa
KOJIOCTOMa , B BO3pacTe 6 MecsAleB ObIa IPOBefieHa PeKOHCTPYKTYBHAS
onepauus B ITKD nm. @unarosa, rje B fanpHelineM peGeHOK IPOXOANTT
eXerofiHoe obcenoBanne u sranHoe nedeHne. Heoanyc 6p11 chopmu-
POBaH B JO/DKEHCTBYIOLIEM MeCTe, He CTeHO3MPOBaH, I03bIB K Aedeka-
vy coxpaeH. CTyn y pe6eHKa OTMeYajICca CaMOCTOATE/IbHBIN, NMENTNCh
XaI00bl Ha 3aIlOpbl, KaJIOMa3aHusA He Ob10. Pe6EHOK — HOCUTENb IIM-
cTocToMbl. CaMOCTOATETbHO He MOUNM/IACh, CAMOKaTeTepu3ans Obla He
INOCTYIIHA, B CBA3M CO CTpO€HNMeM ypeTpbl. Mouy 3BakyupoBasa uepes
LMICTOCTOMY, OTM€Ya/ioch NMOATeKaHMe MOYM 4Yepe3 LMCTOTOMMUYECKUIA
CBUII IPU HAIlIOJIHEHUM MOY€eBOro myspipA 1o 100 M. ITpu nposenennn
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nucTorpaduy — eMKOCTb MO4eBOro Imy3bipsA 250 my1. Ha peTporpaznHoi
LIUCTOMETPUM OIpefeANcad HeaJallTMPOBAaHHBIV HEPOTeHHBII ModYe-
BOJI Ny3BIPb C YMEPEHHBIM CHIJDKEHMEM pe3epByapHOil (yHKumein —
250 M.

Pe6eHKy ¢ HeilpOreHHBIM MOYEBBIM IY3bIpeM, HOCUTENMIO IIVICTOCTO-
MBI, MOYEBBIM CBHUIIEM C IIe/IbI0 OTBEIEHNUA MOUM OBUIO PEKOMEH/IOBAHO
IpOBeJieHNe OIIePaTUBHOTO JiedyeHNs: GOpMUpPOBaHYe KOHTMHEHTHO Be-
3MKOCTOMBI U3 y4YacTKa KUIIKM (omepaiys MOHTH), YIIMBaHUSA IIEVKU
MOYEeBOrO IIy3bIps, CCeYEeHMe MOYEeBOro CBUIIIA.

boina nposeneHa cpeuHHasA namapoToMus. BoiienieHa nepeHsAsA CTeH-
Ka MO4YeBOro mysblpsA. LlucrocToMmueckuit cBui uccedeH. YpeTpa Ipo-
HINTa, IIepeBA3aHa, OTCeYeHa OT MOYEBOTO Iy3bIps. MOYeTOYHMKM MH-
TybupoBansl katerepamy CH Ne 8, BbIBefieHbI Ha IE€PEJHIOI OPIOLIHYIO
cTeHKy. [ledeKT MOYeBOro Iy3bIpsl YLIAT ABYPSAAHBIM LIBOM. Bbifenen
Y4aCTOK TOHKOJI KMIIKM 3 CM Ha OpbDKelike, n30muposaH. Hamoxxen Mex-
KIIIEYHbIIT 60KOBOJT aHACTOMO3 C TOMOIIIBIO CIIMBAOLIero anmapara. [1o-
CTIefHUIT YKPBIT BTOPbIM PAROM IIBOB. Y4YacTOK KVIIKY PeTyOyIusupo-
BaH, copmuposan Ha Tpybke CH Ne 16. OnuH KoHer chopMUPOBaHHOM
CTOMBI CIIUT NPAMBIM aHAaCTOMO30M C pe3epByapoM. [Jpyroi KoHel| KOH-
TUHEHTHOJI CTOMBI BbIBEJIeH Ha IIePEeIHIOI0 OPIOIIHYIO CTEHKY ¢ GOpMupo-
BaHMeM ITynKa. O6/macTh meiky YKpbITa, 1 pukcuposaH [lepmakorn 5x5¢Mm.
Pana nocnoiino ymura. HamoxeHa nossska.

[Tocne onepanyy namnyeHTka 6su1a nepesefena B OPUT, rae monyyana
aHTUOAKTepMaNIbHYIO, aHTUTUIIEPTEH3UBHYIO, MHQY3MOHHYIO TepaIluio,
9HTepa/NbHYI0 HAarpysKy, 06e36onuBaHye, ObIIa CTUMY/LALVS MOTOPUKI
KMIIEYHMKA; JepuBalysad MOYM IPOMCXOAMIA II0 MOYETOYHMKOBBIM Ka-
TeTepaM ¥ KOHTMHEHTHON cToMe MoHTu. TedeHne nocieomnepanyuoHHOro
IEPUOZia OCTIOXKHM/IOCh CIIA€YHOM KUIIEYHOV HEIPOXOAMMOCTBIO U IIO-
TpeboBao mpoBefeHys Ha 10 11/0 CYyTKM pe/lanapoTOMMy Y IIPOBEfeHN
BUCLIEPO/IN3A.

Pe6eHOK OBIT BBINNCAH JIOMOJ B YHOB/IETBOPUTEIBHOM COCTOSTHUML.
B HacTos11ee BpeMst peOEHOK CYXOil, HAXOAWUTCS Ha ePUOANYECKOIT KaTe-
TepM3aLuy MOYEBOTO ITy3bIps KaTeTepoM Ne 12 kaxk/iple 3 yaca, HOYbIO 6e3
MIOCTOSTHHOTO KaTeTepa.
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HepudepeHumnpoBaHHan
ambpuroHanbHaA capkoma

Asmoput:
AmxaHnoBa 3apunat MaromMegoBHa

Hayunvie pyxosodumenu:
Iepacumenko Viropr Hukomaesuy — K.Mm.H., [loeHT
KIKb

Hennddepenunpopannas sMOpuoHanbHas capkoMa Ie4eHy pefKas 3710-
Ka9eCTBEHHAsA OIIYXO/Jb ME3CHXVIMA/IPHOIO IIPOMCXOXAEHNS, BCTpEYaro-
mjasacsA NPEeUMYILIECTBEHHO B JE€TCKOM BO3PacTe C OAMHAKOBON YaCTOTON
MaJIbYMKOB I €BOYEK.

HeBouka A. 6 et pa3BuBanach 6e3 0COOEHHOCTEN, CEMEIHBII aHa-
MHe3 He orsaroieH.Ilocie TpaBMbl >KMBOTa IOSBUINCH >XKanmoObl Ha
cmabocTh, 60/mM B IPaBOJl MOIOBMHE XKMBOTA. [lanueHT 06paTuics 1o
MecTy >xutenbctBa (. KucimoBopck), rie 6bu1 rocnuranusuposad B XO
11 fanbHerero obcnenosanys. Ilo ganubiM Y3U: gomn. o6pasoBanne
B II€YEHM , OT XMPYPIrUYECKOTo JIe4eHNsI POAUTENN OTKasanuch. [lanee
obparumucy KIKB r. CraBponosns. CocTosiHue: TSXKeIoe, IIPU 0CMOTpe
XVBOTA: pe3Koe BbIOyxaHue redeHy. [lanpmatopro : Iledens: +6, +8,
+6 cM, IUIOTHadA, OKpyI/Ias, 6e300/Ie3HeHHasA, YeTKIMIT KOHTYP, I/IafiKas
IIOBepXHOCTb; Cesne3eHka: He nanpnupyercs. t go 39,2 C Beyepom. KT
¢ xontpactrom OBII, OTTL3BII: nmpexnmonoXxuTenpbHo remarobaacToma
0YaroBoro nopaxeuns, yBenndenne numooysnos OITI n 3BII He BbI-
ABJIEHO. YMepeHHOe CKOIUIEHME XXUIKOCTH 3a MOYEBbIM IIy3bipeM. Y3U
OBII u 3bIl: nHeBMaTHU3an s NeTeNb KUIIEYHNKA PEe3KO yCUIeHa C Ia-
pesom. Tematomeramus, ¢ aud@ysHbBIMM M3MEHEHUAMM IapeHXUMBL
O6pasoBaHie IIpaBoil JOMU IIeYeHY, STUOJIOTHSA He M3BecTHA. JKemqHbli
ny3bIpb ¢ KOHTYpHOI gedpopmanueit. [IDKK ¢ npupdysupivm nsmenenu-
Amy napeHxuMbl. Cele3eHKa He yBelMYeHa, pasMepbl MeHbIIe BO3pacT-
HOJ HOPMBI, C Hajlu4yeM HEOJHOPOJHOCTM 3a CYET TMUIIePIXOTE€HHBIX
CTPYKTYp — KaJbIMHATOB. [IpaBocTOpOoHHAA muenoskrasus. CBoboj-
HOVI )KVJKOCTY 32 MOYEBBIM ITy3bIpeM HeT. PeOeHOK monydan nH}y3moH-
Hy10 U AB-repanuio (Lleprpuakcon), HIIBC.B3sTa KpoBb Ha 9XMHOKOKK
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(omHOKaMepHBIT) — oTpuuaTtenbHo. Bxmounmun Hemoson. YumrteiBas
HOPMaJIbHBII yPOBEHb OHKOMapKepOB, IPU3HaKM BOCHATIeHN — IOBBI-
menye CPDB, neyeHOYHBIX TpaHCaMuHa3 ¥ GepPpUTHHA , IPOKAIBIUTO-
HIH , yckopeHHoe CO3; Y3 OBII, nepesenn JXO-1. B BX kpoBu — no-
Boiiedbl ACT,AJIT,amntasa obmas, o6muit 6enoK cHykeH. B guHaMu-
ke CPB, nerixorurel 1 Hb cHmxarorcs. [Jobasumm okTpeoTnp , nedenum
, edTpuakcoH 3aMeHWnM Ha numnpodnokcanuy, nedenum. Ha done
Koppekyun Ab 1 t. OTMedasncs CBeT/IbI IPOMEXYTOK B TEYEHUY CYTOK.
[TpoBeneHa manapockonus ¢ nocnexyoen 6muoncueit. ITog 9TH npons-
BeJIeHO ITOCTAaHOBKAa TPOAKapoOB, HAJIOXXeH kapOokcumneputoHeyM. [Ipu
peBusuM: 06BeMHOE 06pa3oBaHye 3aHMMaIas 1/2 OPIOIIHOI IT0TOCTH
VCXOpAIlad U3 IpaBoil JONu IledeHu, pasMepaMu 20x15x6 cm.,mopmas-
HO K IlepefjHeii OPIOIIHOI CTeHKe M IOKPBITO CalibHUKOM. [IpousBeneHa
OYHKIUADKUIKOCTY HeT.BblnmonHeHa cpefjHe-CpeiHHASA J1allapOTOMMUSL.
Y3-ckanbliesieM OTHeIVIN NPSAN CalbHMKA OT oOpasoBaHus. [IoBrop-
Has MYHKUMA: )KUJKOCTU HeT. BIMOMHMUIN BCKpbITHE Y3- CKalbIeneM
B obmactu IV, V cermeHTa medeHu, mpu 3TOM BBIZENUIOCH 150 My Te-
MOJIM3MpPOBaHHON KpoBu. O6pasoBaHMe MMeET HO/IbYaTOE CTPOEHME,
a/MacTNYeCKoil KoHcucTeHIuu. [IponsBenena Omoncus ¢ mMOCTaHOBKOI
npenaxa [IBX. B n/o nepuope npogomxkanu BBogutTb Ab c ysennueHuem
nosbl. LluTonornyeckoe uccaeOBaHNe:BCTPEYAIOTCA aTUIIMYHbIE SIIUT.
KJIETKU, PAcCIIOJIOKeHHbIE Pa3pO3HEHHO MU IPYyNIaMM 1O 2-3 KJIEeTKH,
KPYIIHBIX pasMepOB C KPYIIHBIM AAPOM.XPOMATHH pacIpefie/ieH paBHO-
MepHo. [ucTonorndeckoe uccienoBanme: NpusHaky HeguddepeHIpo-
BAaHHOJ 9MOPMOHA/IPHON CapKOMBI IledeH); Heobxonuma aud. amarso-
CTMKA C TeraTo0/1acTOMOIL I MeTacTaTMIeCKUMM OIyXo/siMu. B 11/o me-
puope y pebeHka oTMedanoch ofHOKpaTHO t 1o 39.0 C, Ha3HaueH Oakire-
pason. Ilepesox B OI'IO. IlpoBemeHa KOHCynbTanusA Bpada JIy4eBON
myargocTuky OI'bY «HMUL num. Imutpus Poravesa» M3 P® no gan-
HBIM MaTepuanaM. T.0.,]I0 pesynabTaTaM HPOTOKO/IA TeNEMENUIIMHCKOTO
KOHCMIMYMa y NalueHTKN uMeeT Mmecto HOC nevyenn.

65



TAA3OBCKME YTEHMA - 2021

Pepkoe HOBoOb6pa3soBaHue wewn
y pebéHka aByx net — raHrMmMoHenpobaacrtoma

Asmoput:

IllepnraeBa AHremiHa BayecnaBoBHa
Konosanosa Anacracusa MakcumMoBHa
PHUMY umenu H.J. ITuporosa

Hayunvie pyxosooumenu:
Kyrymes Anekcangp IOppeBUY — K.M.H.
PIKbB

Heitpo6nacTuyeckye ONyXomy CUMIIATUYECKO HEPBHON CHCTEMBl —
OHM 13 HanborIee YacTo BCTPEYAINNXCS SMOPMOHATBHBIX 00pa30BaHMIA
y mofieit. [JaHHas TpyIINa BKI0OYaeT B ce0s HellpoOIacToMy, TaHITIMOHe -
pobracToMy 1 raHIMOHeBpoMY. [aHIIMO6IacCTOMA 3aHMMAET IIPOMEXKY-
TOYHOE MECTO IIO HPI/I‘{I/IHC TOT'O, YTO COCTOUT KaK N3 SPCJII)IX TaHI/IMoumn-
TOB, TaK U 13 He3peJIbIX HePOOIacTOB, YTO 0OYCIaBIMBaeT e€ Heolpefe-
JICHHBIN 37T0KAQ4€CTBEHHBIN ITOTEHIMATI.

JauHbI1 BUf 06pa3oBaHuil BCTpevdaeTcs Besfie, IJie eCTh TKaHU CHMIIa-
TUYECKOI1 HepBHOI cucteMbl. Hanboree yacToit mokaansaryeit siBisiioTCs
OpIoIIHAasl U TPy[HAast MIONOCTH, @ Ha 00/1aCTh TOJIOBBL ¥ LIEV IIPUXOANT-
cs Bcero 1-5% cnydaeB. OpHako, JaHHAsA aHATOMUYeCKas 30Ha AB/IACTCS
Hayubosee C/IOXKHOJ, TaK KaK JMMeeT MHOXKECTBO BaXKHBIX CTPYKTYp Ha
OTPaHMYE€HHOM IIPOCTPAHCTBE.

Manpuuk, 2 roga, 4 mMecaua, B aprycre 2021 roga nocrynun B PIIKB
¢ )xanmobamu Ha 06pa3oBaHue B TOAYETIOCTHON 06/1acTH CreBa.

/13 aHaMHe3a U3BeCTHO, YTO C lekabpst 2020 y marmeHTa 610 3aMede-
HO yBe/IM4YeHue MeifHOro MMM¢Oy3/ia c/ieBa ¢ faTbHENIINM IOCTeIIeHHbIM
yBenudenueM. Ilepen aTuM pebeHOK mepeHéC MHQPEKIMOHHBII MOHOHY-
K1eo03. IIpoBeneHO o6c/IeoBaHMe O MeCTY >KMUTENbCTBA, 3aIIOO3peHa
cocynuctasg Manbpopmanys. [Ipu ocmorpe u Bomonsenuy KT u anru-
orpaduu B OTHENEHUN PEHTTEHOXMPYPIUM JAHHBIX 32 ManbdopManmnio
COCYIOB IONTy4eHO He 6bUT0. [lanyeHT mepeBenéH B OT/e/IeHMe YeMI0CT-
HO-/IMLE€BOV XMPYPIUY IS UCK/TIOYEHMSI HOBOOOpa3oBaHMAL.
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JIoka/bHBII CTATyC: OITyXOJIeBUIHOE 0Opa3oBaHye ClieBa B 00/1acTy Ie-
PelHEro TPeyTro/lbHMKA 1lIey 2X4 cM, IJIOTHOE, C MTATO/IOTMYeCKOM Iy/Ibca-
nueit. be3bomesHeHHO NPy ManbIalM, He CHasHHOE C KOXKel, MajIomo] -
BIDKHOE, 03 IIPU3HAKOB BOCIIA/ICHMSL.

JlaHHbIe KIMHMYECKMX aHAIM30B 0e3 OTKIOHEHMs OT BO3PACTHBIX
HOPM.

3akmouenre Y3V: MHOXecTBeHHble LIeliHble MMMGOY3abl. Maxkcu-
MaJIbHBIN C/IeBa C MHO>KECTBEHHBIMU KajIbLIMHaTaMM 4x3x4 CM.

AOGCOMIOTHBIX MPU3HAKOB, MOATBEP)KAAIOIINX 37T0KaYeCTBEHHOCTD 00-
pasoBaHMsl, IOMYYeHO He OBbIJIO, TO9TOMY PEKOMEH/JOBAHO OIlepPaTHBHOE
BMEIIATeJIbCTBO C PafiKa/JbHBIM yAa/eHueM 00pa3oBaHMs Y HOCIERYI0-
IIVM TYCTOJIOTMYECKIM UCCIETOBaHEM.

IIpu npoBeneHun onepanuu Bolfje/ieH NepefHe- eHbI KOHITIOMepaT
MMM(OY3IOB U YHja/IeH C OTO/IeHIeM BepXHe-TlaTepasbHOro OTAeNna obpa-
30BaHVA, PHIXJIO CIIASTHHOTO C OKpY>XKaloluMy TKaHAMU. [lox ontuyeckum
yBenMdeHneM o6pa3oBaHIe BbIJIeJIEHO Ha IPOTS>KEHNM C KOATY/IALIMIA TN -
TAIOIUX COCY[OB M OT/elIeHNMeM OT COCY[AUCTO-HepBHOro Imyuka (BB,
OCA, 6nyxparommit n [06aBoYHBII HepB). ObpasoBaHue yIaleHO efu-
HBIM 0/I0KOM B KaICyIe.

ITocneonepanoHHbIT IEpUOJ, HAa BTOpble CYTKM OCIIOKHWICA pasBU-
TeM cuHppoma [opHepa creBa.

Ilo rucronmornyeckoMy 3aK/IIOUEHNIO IIOCTAB/IEH AMAarHo3 — CMellaH-
Hasi FaHIIMOHeNpobIacToMa.

OpHako y4MThIBasg IPOMEXKYTOYHYIO 37I0Ka4e€CTBEHHOCTb OIYXOJM,
peOEHOK IepeBei€H B OT/ie/IeHIe XVPYPrIUIecKoll OHKOIOIMH Ha 000 cre-
IoBaHuA U cTafupoBanus Heripobmactomsl. [Tpy Beimonnennu KT u MPT
BCETro Te/la OTJAJICHHBIX METacTa30B OOHapy>keHO He OblIo. B manbHeli-
meM pe6EHKY peKOMEH/IOBAHO AMHAMIYecKoe HaboieH e,

AHaMHe3 1 HeXapaKTepHas K/IMHMKA He MI03BOJIA/IN 3alI0J03PUTD Y I1a-
IVIeHTa Ha/I4ye HelpoOmacTideckort onyxony. Takum o6pa3oM, gaHHas
paboTa HEeMOHCTPUPYET CIOKHOCTh A depeHIanbHO [UarHOCTUKI
00pa3oBaHMIl TOTIOBBI U Liey. B NpuUBefeHHOM CTydae IMOVMCK HaYMHAJICH
C IIPeII0NIOXKEeHNsI O BO3MOXKHOI COCYAMCTON Manb(opMaruy, He UCKITIO-
Yajics AMarHo3 nMMEGOMBI B BULy HEaBHO IIePEHECEHHOTro MHQEKIVOH-
HOTO MOHOHYK/eo03a. Ha mpoBeeHHOM ynbTpa3sByKOBOM MCC/IEOBAHNUM
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OICAHBI yBeINMYeHHbIe TMMQOY3/bl. V] TONTbKO TMCTONOrMYecKoe 3aKIII0-
YeHye IOC/e OIepalyy MO3BOMIO OKOHYATEITbHO IOCTABUTH [IVIaTHO3
CMeILIaHHOJ TaHITIOHEeIPO6/IaCTOMBI.

KnuHunueckum cnyvai.
MaumeHT c cuHapom lonbaeHxapa
M MHOXXeCTBEHHbIMM NOPOKaMM Pa3BUTUA

Asmoput:

bykosmmnaa Anacracua CepreesHa

Moscecsan JIrocune AlikoBHa

Tepemnaa AHacTacus AeKCaHIpPOBHA

Menukan Bragumup OBukoBu4

PHVIMY um.H.J. Iluporosa

3aiinesa Huka BragumuposHa

[Mepsoiit MI'MY um. VI.M. Cedyenoa Munszapasa Poccun
(CeuyeHoBCKMIT YHUBEPCUTET)

Hayunvte pykosooumenu:

Ilymuxun Bacuwmit CepreeBud, K.M.H., JOLEHT
IOTI'Kb nmenu .H.®. dunaroBa

Epoxuna Hagexxpa OneropHa

IOT'Kb umenn .H.®. dunarosa

CunpgpoM Tonbrenxapa (0Kymo-aypukyno-BepredpanbHas IUCIIasus) —
3TO pefKoe HacCIeNACTBEHHOe 3abormeBaHMe (YacTOTAa BCTPEYAEMOCTH
1:3500-5600 HOBOPOX/JICHHBIX), XapaKTepy3yIolleecs: IOPOKaMM Pas3BM-
TUS CTPYKTYP, 0Opa30OBaHHBIX U3 IIEPBOII ¥ BTOPOIT KabepHbIX AT, Ilep-
BOI1 )kabepHOII I1e/y, a TAK)Ke 3a4aTKOB BUCOYHOIT KOCTHL.

Manpuuk, oT MaTepu 36 €T, C OTATOLIEHHBIM aKyIIEPCKO-TVTHEKOIOT A -
YeCKUM U cOMaTn4ecKuM aHaMHe30M. OT 1 6epeMeHHOCTH, IPOTeKaBLIel
Ha QOHe JIeIKOUTYpUM, KaHANT03a. Pospl Ha 38 Hefesle cCaMOIIPON3BO/Ib-
Hble B TOJIOBHOM IIpefjIeXKaHNUM, OKOJ/IOIIOfHbIe BOAbl cBeT/ible. O1eHKa
no mkasne Anrap 8/9, macca tena npu poxpenun 2540 r., gamHa 45 cm.
B popmome 6111 OTMeUeHBI MHOXKECTBEHHBIE CTUTMBI [U33MOPIUOTeHe3a,
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a TaK)Xe YCTaHOBJIEH BPOXX/IEHHBINI IOPOK pasBUTMUA — aTpe3Ns aHyca
(AA), 6e3cBuiieBas popma. B TedeHnN nepBbIX 4aCOB OT MOMEHTA POXK/ie-
HJISL HapacTalu SIBJIEHVS JbIXaTe/IbHOM HeOCTATOYHOCTM — 1-2 6. 1o
mkane CunbBepMaHa.

Hanee nepesegen 8 OPUT II'Kb um. H.®. Ounarosa, ana ganbHeit-
IIETO UCCNIeNOBAHMA U ledeHNsA. Ha MOMeHT moCTyIIeHns COCTOsAHME Ts-
Xeroe, 00yC/IOBIeHHOE BOLHO-3/IEKTPOIMTHBIMY HapyIIeHNsAMY Ha poHe
KUIIEYHOI HelIPOXOAMMOCTH, B cBsA3u ¢ AA. B 1-ble CyTKU >XMU3HU IIPO-
BeJIEHO 9KCTPEHHOE XMPYPrUdecKoe BMEIIATe/bCTBO B 06 beMe — Hajlo-
JKeHMe pa3fe/IbHOI KOTTOCTOMBL. B CBA3M ¢ HanmmumeM MHOXeCTBa CTUTM
IM33MOpUOreHe3a KOHCYIBTVPOBAH TEHETVKOM, IIPOBefleH MUKpOMa-
TPUYHBII XPOMOCOMHBIN aHanus. Ilo pesynbraTaM, KOTOPOTO YCTaHOB-
neH puarHos: «CungpoM [onbaeHxapa, OKy/1o-aypuKyno-BepTedpanbHblil
¢dbopMa ¢ KayfjaIbHOI perpeccueri.

Ha 7-ble cytkn, nepesesien B OIIH u [II'B B Ts>kenoM cocTosHUM, U3-
3a pa3BUTHA MHPEKIMOHHOro ToKcnko3a u IH no 1 ct, 06ycmoBneHHbI-
MM Te€4eHVeM BHYTPUYTPOOHOI ITHEBMOHNY, a TaKXXe HeBPOTOTMYeCKON
CUMIITOMAaTMKOI B BMJE CMHJIPOMA yrHeTeHUs 0e3yClIoBHO-pedeKTop-
HOJI [eATEebHOCTU 3a CUeT TMIOKCUYEeCKM-MIIEeMUYECKOTO MOpakKeHMs
TOJIOBHOTO MO3Ta, Ha (poHe MOp(ODYHKUNOHATBHON HE3PEeNIOCTH, BHY-
TpUyTpo6HOI rUnoTpoduu 2 CT., KOHBIOTAMOHHOM >KeNTyX!. Boimucan
Ha 35 CyTKM )XU3HH, B YJJOBJIETBOPUTETHBHOM COCTOSHMM, HA OCMOTp pea-
TUpYeT aKTUBHO, SHTE€PA/IbHOE IMTaHNE YCBalBaeT.

Ha 2m mecsije xxusHu pebeHok rocnuranusuponat ¢ VIMBII, guarto-
CTMPOBaH ITy3bIPHO-MOYETOYHMKOBDI pedriokc B 06e momoBuHbI 1-06-
Pa3HOII IOYKY, B CBA3M C YeM, IIPOBefieHa IIVICTOCKOMNS C ABYXCTOPOHHUM
BBeJleHIeM 00 beM-00pasyolero BemecTBa. Ha 5 MecsIe >KusHu mpose-
[IeHO OIlepaTMBHOE JIeYeHNe B ITAHOBOM IIOps/iKe B 00beMe LMCTOCKO-
v, DIIVIK (sHpoCcKonmyecKas MOACIN3NCTast MMIUIAHTAIVS KOJUTareHa )
C 2 CTOPOH, BUJI€0aCCUCTMPOBaHHAsA aHOPEKTOIIaCTHKa. B Bospacre 7 Me-
CAleB IIPOM3BEIeHO 3aKpbITUe KUIIeYHOro cBuia. B 11 MecsAleB B CBA3K
¢ peuuausoM [IMP 4-5 crenenu ob6erx IMOYeYHBIX MacC, a TAKXKe JBYX-
KPaTHOTO BBeJieHNsA 00'beMO0Opas3yIoLIero BeljecTBa, a TAKKe CHIDKEeHNe
¢byHKIMy novex, no ganHbiIM DMSA, Ha 56%, IpoBefieHa ypeTepoLCcTo-
HeOVMIUIAHTAIVsA MOYeTOYHMKOB 10 [TonmnraHo-/leagbeTTepy ¢ 2 CTOPOH.
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Y pebenxka guarnoctuposana XbII-2 crenenn (CK® mo ¢popmyne lIBap-
1a 17 M1/MuH), HauyaTa KOHCePBAaTUBHAS Tepamy.

Hannuue cturm ussMbpuorenesa y HOBOPOXKIAEHHOTO SBJISIETCS CUT-
HajJIOM K ITOBBIIIEHHOJ HACTOPOXXEHHOCTM I Bpadell MHOTMX CIEIV-
aJIbHOCTel! (HEOHATOJIOTOB, aKYIIEepOB, IIeAVATPOB ¥ JETCKUX XMPYProB).
BoiABIeHMe MHOXKECTBA CTUT'M — IIOKa3aHue JIsl IpoBefieHusA reHeTu4e-
CKOTO KapTMPOBaHMUA U TLaTe/IbHO AyarHocTuky BITP.

Peakoe HoBoo6pa3oBaHue Lwen
y pe6éHKa ABYyX neT — raHruMoHeipobaacroma

Asmopuot:

IllepmineBa AHrennua BssyecnaBoBHa

[Mepsoiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeveHoBCKMIT YHUBEPCHUTET)

Konosanosa Anactacusa MakcumMoBHa

PHUMY umenn H.M. ITnporosa

Hayunvie pyxosodumenu:
Kyrymes Anekcangp IOppeBUY — K.M.H.
PIKDB

Heitpo6nacTuyeckye ONyXony CUMIIAQTUYECKO) HEPBHON CHCTEMBl —
OftHU VI3 Haybo/Iee 4acTo BCTPEYaoNXCsA SMOPUOHAIbHBIX 00pa3oBaHuI
y nmioneit. [JaHHas rpyIia BKIOYaeT B ce0s HeNIPOo6IacToMy, raHITIOHE -
pobmacToMy ¥ TaHITIMOHeBpoMY. [aHIIMO6TacTOMa 3aHMMAeT IPOMEXKY-
TOYHO€ MECTO II0 IIpUYINHE TOI'O, YTO COCTOUT KaK M3 3p€/IbIX I'aHITINOLIN -
TOB, TaK 1 113 He3pe/IbIX HeilpoO/IacToOB, YTO 0OYC/IaBNIMBAET €€ Heollpesie-
JIEHHBIV 37I0Ka4eCTBEHHBII TOTeHIINal.

JlaHHbBIT BU 06pa3oBaHuil BCTpeyaeTcs Besfe, e eCThb TKaHV CUMIIa-
TUYeCKOV HepBHOII cucTeMbl. Hanboree yacToii mokanusanmeit siBIsoTCsa
OpIOIIHAsA U TPyfHast MONOCTY, @ Ha 00/1aCTh T'OJIOBBL ¥ L€V IIPUXOANT-
ca Bcero 1-5% cnydaeB. OfHaKo, JaHHAasA aHATOMMUYeCKas 30HA ABJIAETCA
Hambosee CIIOKHOJ, TaK KaK VIMeeT MHO)XXeCTBO BaXKHBIX CTPYKTYp Ha
OTPaHMYEHHOM IIPOCTPAHCTBE.
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Manbuuk, 2 ropa, 4 mecana, B asrycre 2021 roga nocrynun B PIKDB
¢ )kanmobamu Ha 06pa3oBaHue B TOAYETIOCTHON 06/1acTH CreBa.

/I3 anaMHe3a M3BeCTHO, YTO ¢ fekabps 2020 y maruenTa 6b110 3aMede-
HO yBe/M4eHue MeifHoro mM¢Ooys/ia cjieBa ¢ JaTbHENIINM IOCTeIIeHHbIM
yBenmudeHneM. [lepen aTum pebeHOK mepeHEC MH(EKIVIOHHbII MOHOHY-
k1eo03. IIpoBeneHo o6cmeoBaHMe MO MeECTY >XKMUTENbCTBA, 3alIOO3peHa
cocynuctas Manbpopmanys. [Ipu ocmorpe u Bomonuenuy KT u anru-
orpaduy B OTAENEHUN PEHTTCHOXVPYPIUM HNAHHBIX 3a Manb(opMaluio
COCYZIOB IOTy4YeHO He Obuto. [lanueHT nepeBei€H B OTHE/NIEHME YeTI0CT-
HO-/IMLeBOVI XVPYPIUY /IS UCK/TIOYEHVsI HOBOOOpa3OBaHMSL.

JIoka/IbHBIN CTaTyC: OITyXOJIeBUIHOe 0Opa3oBaHye ClIeBa B 00/1acTy e-
pefHero TpeyronbHMKa 1en 2x4 cM, IJIOTHOE, C ATOIOTMYEeCKOIl ITy/Ibca-
ueit. be36onesHeHHO NPy MajbIAL[NN, He CIIASHHOE C KOXKEN, MaIONof-
BIDKHOE, 0€3 IPM3HAaKOB BOCIIJIeHNS.

HaHHI)Ie KIIMHNYECKNX aHa/In30B 663 OTKJIOHEHUsA OT BO3paCTHI)IX
HOPM.

3akmoyenre Y3J: MHOXeCTBeHHbIe IIeliHble MMMGOy3nbl. Makcu-
MAaJIbHBIN C/IeBa C MHOXKECTBEHHBIMM KaablIMHATAMU 4X3x4 CM.

AG6COMIOTHBIX TPU3HAKOB, MOATBEPXKAAIIINX 37I0Ka4eCTBEHHOCTD 00-
pa3oBaHMs, IOMYYeHO He OBbIIO, TO9TOMY PEKOMEH/[OBAHO OIlepaTMBHOE
BMEIIATEbCTBO C PAVIKA/TbHBIM yAa/ieHneM 00pa3oBaHUsA U MOCIEYI0-
VM TMCTOJIOTUYECKNUM MCCIIEJOBAHMEM.

IIpn npoBeneHun onepanuy BbIfje/IeH MepeiHe-EeHbI KOHITIOMePaT
mMMQOY3TI0B U YAAJIeH C OTOJIEHNEM BepXHe-JIaTepaJbHOTO OTHena obpa-
30BaHMS, PBIXJIO CIIASHHOTO C OKpY»Karolmymy TKaHAMu. [Tox ontudeckum
yBenM4deHneM oOpa3oBaHIe BbI/IEJIEHO Ha IPOTXKEHNM C KOATY/IALMIA TN -
TAIOLIMX COCY/IOB U OT/eNeHNEM OT COCYAMCTO-HepBHOro myuka (BAB,
OCA, 6nyxxpatoumit u fo6aBoyHbIl HepB). Ob6pa3oBaHye yIaneHO ey-
HBIM 0/IOKOM B KaICyIe.

[TocneonepanoHHbIIT IIepUOL, Ha BTOPble CYTKM OCTIOXXHUIICS Pa3BU-
TreM cuHgpoma [opHepa cnesa.

ITo rucTomornyeckoMy 3aKIOUeHNI0 IOCTAB/IeH JUarHo3 — CMeIlaH-
Hasl TaHI/IMOHepobIacToMa.

OpHako y4MThIBasA IPOMEXKYTOUYHYIO 37I0KaUeCTBEHHOCTb OIYXOJN,
pe6EHOK ITepeBei€H B OT/e/IeHIEe XVPYPIIYecKOoll OHKOIOIMM Ha 000 ce-
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IOBaHuA U cTafupoBanys Heripobmactomsl. [Tpy Beimonnennu KT u MPT
BCETO Te/la OTHAJeHHBIX MEeTacTa3oB 0OHapy>keHO He ObUI0. B mampHeit-
meM pe6EHKY PeKOMEHIOBAHO JIHaMIYeCcKoe HaOIIofieHue.

AHaMHe3 11 HeXapaKTepHas K/IMHUKA He I03BOJIA/IN 3alI0J03PUTD Y 11a-
IVIeHTa Ha/m4ye HelpobmacTideckort onyxony. Takum o6pa3oM, gaHHas
paboTa HEeMOHCTPUPYET CIOKHOCTb AV QepeHIanbHON [UarHOCTUKI
06pa3oBaHMIl TOTIOBBI U IIeN. B pyBeleHHOM CTy4ae ITOVMCK Ha4MHAJICH
C IIPEeII0NIOXKEeHNsI O BO3MOXKHOII COCYAMCTON Manb(opMaruy, He UCKITIO-
JajIcsl AMarHo3 MMMQOMbI B BUAY HelaBHO IIepeHeCeHHOTO MHQEKIINOH-
HOrO MOHOHYK/e03a. Ha mpoBemeHHOM ynbTpa3sByKOBOM MCC/IELOBAHNUM
OIVICaHbI yBeMN4eHHbIe MMMGOY3/bl. V TONMbKO IMCTONMOrMYeCcKoe 3aKIo-
YyeHUe I0CjIe oIlepaluy IO03BOIMIO OKOHYATe/IbHO IOCTaBUTDH AUATHO3
CMeLIaHHOJ TaHITIIOHEePO6/IacCTOMBI.

AemoHcTpauma nayueHTa ¢ PyIbMUHAHTHbIM
Te4yeHMeM HEeKPOTUUYECKOro SHTEPOKOINTA

Asmoput:

lIBanoB AHppeii AlekcaHIpOBNY
Moscecsan /Itocune AliKkoBHa
KonoBanoBa AHactacua MakcuMoBHa
Iloptyran Ilonnaa MuxaiinoBHa
IIponnerknna Kpuctuna [IMurpueBna
PHVIMY um. H.W. IIuporosa

Hayunvte pykosooumenu:

Ilymuxun Bacuwmit CepreeBud — K.M.H., [loeHT
IOTI'Kb nmenu. H.®. ®unaroBa

Epoxuna Hagexxpa OneropHa

IOT'Kb umenn. H.®. ®unarosa

Hekporuueckuit sutepoxonut (HOK)-nanbonee yactass HeoT/o>KHas Ia-
TOJIOTMs1 HOBOPOXK/IEHHBIX, COIPOBOKAI0IIAsCA BHICOKOI 7I€TaTbHOCTHIO
¥y HBa/May3auueit 6onpHbIX. Hanbonee rposubiMu ocnoxxaenysvy HOK
ABJIAIOTCA Nepdopanyst ¥ NEePUTOHUT, MOITOMY YCIleX Je4eHMs TaKuX
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0OIPHBIX BO MHOTOM 3aBVICUT OT CBOEBPEMEHHOI JVarHOCTYKY U Hadala
Tepanum.

PebeHok oT MaTepu 36 et ¢ HacmeaCcTBeHHOI TpoMbodunueir. OT 5 be-
PEMEHHOCTHM, OT 2 NPEXIEBPEMEHHBIX, CaMOIIPOM3BOJIbHBIX PONOB Ha
35 Hepere TecTalUN. B YICTO STOAMYHOM Ipeiexxannu. Anrap 6-7 6a-
noB. Bec npu poxxpennn 2860, poct 51 cM. TsaxKecTb COCTOSAHMA U PO-
xperuu obycnosnena [IH. C poxxpenns Ha CPAP. [lepeBeneH B oTnenenne
peaHMannm 1 MHTEHCUBHOM Tepanny HOBOPOXXIE€HHDIX. B OTHOCNICHNI Ha
VIBJI yepe3 6uHa3a/mpHble KAHIONMN O 9 4acOB >XM3HI, Jja/iee Ha CaMOCTO-
ATE/IbHOM JbIXaHUN. B IMHaMMKe COCTOsAHME CTAOMIN3NPOBAIOCh. DHTe-
paZbHOE KOpMJIEHNE C 1 CYTOK >XM3HIL.

Ha 4 cyTku >xu3HM OTMe4aeTcs pe3Koe yXyZllleHle COCTOAHNA, B3AY-
Tye, 60/Ie3HEHHOCTD JXMBOTA, B CBSI3Y C 4eM IlepeBefieH B OT/e/IeHNe pe-
aHnManuy HoBOopoxpeHHbIX JAI'KD nm. H.®. ®umatosa. [Ipn ocmorpe:
cocTosiHMe TsDKenoe. Pe6eHOK BAbIiL, CTOHET. I10 30HIY OTXORUT OT/ens-
€MO€ KJIIIEYHOTO XapaKTepa C HE3HAYMTE/IbHBIM TeMOPParn4ecKiuM KOM-
noHeHTOM. JKMBOT B3[yT, BBIpa)KeHO 0OJIe3HEHHBIII IIPY ITa/IbIIAIVI, Ha-
IIpsAJKEH. CTY}'I B BUJ€ C/IN3M C KpOBbIO. Ilo OTaHHbIM I/IHCTPYMCHTa}IbeIX
MeTOJI0B MCCIIelOBAHNA OIIpefe/IsII0TCS YPOBHM KMUIKOCTHY B IIeT/ISIX KNI -
KN, OIIpEAEIATCA IIET/IN C ITIHEBMATO30M, B HOpTﬂJIbHOf/I BE€HE€ " B€HaX
neyeHy OOJIbIIOE KOMNYeCTBO ra3a. I1o JaHHBIM 1a60PaTOPHBIX METO/IOB
IMAarHOCTUKY: TpoMboruTonenus 1o 82 1079 1., CHM>KeHue reMornoomHa
co 186 o 139 3a cyTku. PebeHKy Moka3aHo onepaTMBHOE BMEIIATE/IbCTBO
B 9KCTpeHHOM mopsifike. IIpu peBusum OprOIIHOI MOIOCTH ObITIO 0OHA-
PY>KeHO: CyOTOTanbHOE TTOpakeHy e TOHKOJ KUK ¢ MHOXKeCTBEHHBIMU
y4acTKamu npepnepdoparyy, HUCXopsAieil 000Z0YHON KAIIKK [0 yIIa
IPsAMOJ KMIIKY C MHOXXECTBEHHBIMU Iep¢opanysamu. BeimonHeHa pe-
3eKIIVs1 HEKPOTHU3MPOBAHHOI HUCXOJsALIEl 000J0YHON ¥ CUTMOBUIHOI
KVIIKY; BbIBEJjEHA €IOHOCTOMA Ha YPOBHE HEU3MEHEHHOI KUIIKM, pas-
Ie/bHAs MIE0CTOMA Y KOHI[eBas JIeCLIeH/JOCTOMa, JpeHNpOBaHue Opoll-
HOJI IOIOCTH. B moc/meonepalmoHHOM Iepuofie COCTossHMe pebeHKa cTa-
6ummsnposanock. Ilaccaxx BocctaHoBwICA Ha 2 m/o cyTku. Haxopwics
Ha IIO/IHOM HAap€HTEPa/IbHOM IIMTAaHUN B CBA3M C BBICOKOI €I0HOCTOMOM
1 OOJBIIMMY NTOTEpsAMU IO Hell. Yepes 2 Hepenu OBIIO BBIIIOTTHEHA pe-
BU3Ms OPIOIIHOI IOOCTH, CTEHKAa OTK/IIOYEHHON TOHKON KUIIKM BU3Y-
a7IbHO He M3MEHEHa, IepUCTAIbTUPYET, HAJIOXKEH €I0HO-€I0HOAHACTOMO3.
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[Taccaxx mo KuUIIEYHNKY BOCCTAHOBUJICA Ha 3 1/0 CYyTKU. DHTepalbHOE
KOpMJIEHE [TOCTETIEHHO PACUIVPEHO 10 GU3NOTIOTUIECKOI HOPMBI, TTOCTIE
4ero peOeHOK BBIINCAH JJOMOIL B YJOBIETBOPUTEIBHOM COCTOSIHMM. Ye-
pes3 3 Mecslla NOCTYNN/ B IVIAHOBOM IOPAAKE I 3aKPbITUA KUIIEYHON
CTOMBI, BBITIOJTHEHO HaI0>KEeHME IECIIEHI0CUTMOAHACTOMO3a, MJIe0-1JIe0-
aHactoMo3sa. [Taccaxx o KuievYHnKy BOCCTaHOBM/ICA Ha 1 11/0 CyTKM. OH-
TepanbHas Harpy3Ka Hayara Ha 4 11/o cyTku. [locrenenHO 06beM OBefieH
10 GU3NOIOTMYECKOTO ITOCTIe YeTO BBIIMCAH B YIOBIETBOPUTEIBHOM CO-
CTOSTHUML.

PaHHsIs1 IMATHOCTUKA U ONTUMAJIbHBIN BBIOOP /T€UYeHUs [ETSIM C TO-
Ta/JIbHBIM TOPa)KEHMEM KUIIEYHMKA — HeOOXOAMMasi 4acTh BBI3TOPOB-
JIeHNA TalMeHTa. Y4uTbiBasg ¢yrbMyHaHTHoe TedyeHne HOK cmemyer
HeMeJ/ICHHO IOf00paTh COOTBETCTBYIOUIYI0 TAKTUKY XUPYPIUYECKOTO
JIedeHNs1, BK/IIOYAOIYI0 JeKOMIIPeCCcUI0 OPIOIIHOMN ITO/I0CTH, Oaropaps
4eMy U YAaI0Ch JOCTUTHYTb YOBIETBOPUTENIBLHOTO pe3y/brata. PebeHKy
ceifyac 6 MecAIeB, pa3BMBaeTCA 110 BO3PacTy, POAUTENN BBOAAT MPOJYK-
TBI IIPUKOPMA.
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prp,HOCTM ANArHOCTUKU aTUNMUYHOIO
remo/IMTUKO-ypemumnyeCKoro CMHa4poma

Asmopuot:

Aopuesa Kamumna EpmexkoBHa
borayesa Bepa MuxaiitosHa
PHUMY um. H.J. [Inporosa

Hayunvie pyxosodumenu:
JTapuna J/Iro60Bb EBrenpeBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. [Inporosa

ATynuyHbI reMOMUTUKO-ypemudeckuit cuappom (al'YC) — opdannoe
3aboreBaHMe M3 TPYIIBI TPOMOOTMYECKMX MuKpoaHryuomatnit (TMA),
CBSI3aHHOE C T€HETUYECKUM JePeKTOM OeKOB-PeryIsATOpOB aKTUBALN
a/IbTepHAaTMBHOTO IyTU KOMIUIeMeHTa. OTMe4aroTcss pacIpocTpaHEeHHOe
TpoM6006Opa3oBaHme C TPOMOOIUTOIEHNUE MOTPeOIeHNs, TEMOIUTHU-
yecKas aHeMusd, IOMMOPTraHHAs HEZOCTATOYHOCTb, MaHM(eCTUPYIOLast
¢ octporo noyeuHoro nospexenus (OIIIT).

Pe6enok U., 16 neT, 3.12.2020 noctynun B MIATI'KB ¢ nmypueit. Jla-
60paTOpHO: aHeMUs CpefHell TSHKeCTU, TPOMOOLNUTOIEH S, 3HAYNTE/Tb-
Hoe mosbimenue JIJIT (2248 EJl/n). Tlonoxutenbubii adpdext Tepamun
bypocemupom nossomn uckarounth tTnmyHbi ['YC. B nocnepyromem
HapyueHus QyHKIWIT [T0YeK He BBLAB/IEHBL [lmarHoctupoBaHa B12-pe-
¢unurHasn aHemus (ButammH B12 92 HMmonb/n, Meramo6mactel 12-16%).
Kypc numanko6anammHa B fo3e 1000 MI/cyT ¢ TTOZIOXKUTENbHOM JUHAMMUKOI
C IPOJJOJ/DKEHMEM Tepanuy aMOy1aToOpHO.

10.01.2021 moctymmn 8 OPUT MJIT'KD c¢ >xanob6amu Ha pBOTY ¢ IIpo-
KIIKaMJ KpOBY, KpoBoxapKaHbe. OcTpas Xupyprudeckas HaTonIorus uc-
KmodeHa. JIabopaTopHO: aHeMMsI CpefHell TSDKeCTH, TPOMOOIIMTOIIeH N,
He3HAYMTeIbHBII eiikonuTo3. Ha KOMIBIOTEpHOI TOMOTpaMMe OpPTaHOB
rpypHoit knetkn (KT OI'K) nmpusHaky MaccuMBHOI NPaBOCTOPOHHE MH-
¢bwibTpanny, egHNYHbIe POKYChI MHOWIBTPALI IeBOI HVDKHEI! JIOMN.
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[Tposenen muddepeHIanbHbIl AMAarHO3 MeXAY MHQEKIVOHHBIM IPO-
1IeCCOM ¥ BHYTPM/IETOUYHBIM KpoBoTeueHMeM. SpO2 93%, Havyara mon-
nepxxka O2 5 y/MuH. JJaHHbBIe Tab0PaTOPHO-MHCTPYMEHTA/IbHBIX 00CIe-
TNOBaHMII He COOTBETCTBYIOT TUIMYHON NHeBMOHMM. Ceponmormieckui
aHa/IM3 VICK/TIOYVJI aTUIIMYHYI0 THEBMOHMIO.

O6muit aHam3 Mmoum: nporewHypusa 0,6 I/CyT, MaKporeMarypus
0e3 ImpM3HAKOB MHQEKUMM — IIPU3HAKM MHTEPCTULMAIBHOTO Hedpu-
Ta. XpoHndeckas 6one3np nmovek 2 cragyy (CK® 71 mn/mnu/1,73 MA2).
C3 u C4 KOMIIOHEHTHI KOMIUIEMEHTA B IIpefieniax pedepeHCHbIX 3HAYeHMIA.

Vckmouensr: BUUY-undexums, cucteMHas KpacHas BOT4aHKa (OTpH-
naTe/bHble aHTUTeNa K AByxcrmpanbroit JHK), AHIJA-Backynuts (cuH-
npoM Iyamacuepa, MUKpOCKOIIMYECKNIT TIOTMAHTYINT).

17.01 puarHocTMpOBaH reModaronuTapHbiit cuHapoMm (dbepputnx
828 mxr/m, Tpurmuuepunst 2,56 mmons/m, JIAT 1601 ENI/n). Ha KT OTK ot
18.01 — mporpeccus paHee ONMCAHHBIX U3MEHEHMIA, IBYCTOPOHHUIL I'1-
nporopakc. C y4eToM IpoOrpeccupoBaHus TPOMOOINTONECHUN Y aHEMUU
22.01 mncxmovyanuch 3aboneBanus us rpynnsl TMA (ADAMTS-13 otpu-
L[aTe/IbHbIE).

25.01 B 5:00 ycuneHue ofbIIIKY, HanbHeNIIee CHVDKEHE CaTypaLuin,
HaBA3YMBBIN KallleJIb C TeMOPparm4eckoi MoKpoToii. Ha pentrenorpam-
Me OI'K otek nmerkux. VI3-3a HapacTaHUsA AbIXaTeIbHON U CEPHEYHO-CO-
CYOVICTOI HelOCTaTOYHOCTU IlepeBefeH Ha VIBJI c >kecTkuMu mapame-
tpamu. [Ipy mHTYOanmm Havamach Opagukapaus fo 35/MuH, fecaTy-
pauusa fo 30%. PeanumanoHHble MEpONPUATHUSA NPOBEEHbl YCIEUIHO.
B 14:30 3admxcupoBaHa )X1u3Heyrpokaroas 6pagKapans ¢ epexonom
B acucronuio. Hauata pacmnpennasa CJIP, yepes 30 MuH anekTpuiecKkas
akTMBHOCTb Muokapaa Ha IKI' orcyrcryeT. B 15:00 KoHCTaTMpOBaHa
CMEPTbD.

Ha ayroncum: B jIerkux, IovKax, IOIKETYJOYHOMN JKelese, Cele3eHKe
MHO)XeCTBEHHbIe HEKPO3bl, TPOMO03 MeNKMX coCymoB. Mopdonornye-
CKOJ1 OCHOBOJI matonoruyu siBsiercsi TMA. YuuTsiBasi KIMHUKO-abopa-
TOpPHBIE U TaTOMOp¢OIOorMyecKye JaHHble, AuarHocTuposal al'yYC.

Atunnusbiit I'YC saBiseTcsa AMarHo3oM MCKIIOYEHM:, KOTOPBI cTa-
BUTCS TIOC/IEe OIPOBEPXKEHMs psAfja ayTOMMMYHHBIX UM MH(EKLIMOHHBIX
3aboneBanuit. [Ipy coueTaHNM IPOrpecCUPYIOLINX TEMOTUTIYECKOI aHe-
muy, Tpombonyronenuy u OIIII, B ToM 4ncie B cocTaBe MOMMOPTraHHOM
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HEQOCTATOYHOCTH, CTOUT IIOMHUTDH O ,I[aHHOf/I HO30JI10TUM, KOTOpas I104-
TBEPKOAETCA HAJININIEM ,ue(beKTa CUCTEMbBI KOMIVZIEMEHTA.

enyaouHoe KpoBoTeueHue y pebEHKa
¢ MynbTUdOKaNnbHbIM AMMaHrno-
3HAOTE/IMOMATO30M C TpombouuTOoneHuemn

AsmopuoL:

Ao6pynaeBa Auurta PycranoBHa
IlonoBa AHacracusa AeKkcaHApOBHA
HemcBepupnse Muxaun Em3apueBna
PHVIMY um. H.W. IInporosa

Hayunvie pyxosodumenu:
JlTapuna JIro60Bb EBrenreBHa — K.M.H., JOLIEHT
Mopososckasa JI'Kb, PHUMY um. H.J. Iluporosa

MynbrudokanbHblil MMMPaHTMO9HAOTEIMOMATO3 ¢ TPOMOOLNTONEHNE
(MJIT) — BpoxpéHHas ROoOpOKadeCTBEHHAs COCYAMUCTas aHOMalus,
IPOSIBIIAIOIAACS Yalle BCero AuQQysHbIM NOPaXKEHNEM COCYIOB KOXIL,
JKEYyIOYHO-KUIIEYHOTO TPaKTa, a TakKe AIPYrUxX opraHos. Hepenko 3a-
OoneBaHMe CONPOBOXKAACTCSA TPOMOOIVITONICHMET M OCTIOXKHAETCS dKe-
NTyNOYHO-KUIIEYHBIM KpoBOTedeHMeM. IlaTomormsa BrepBble OIMCaHa
B 2004 ropny, kak o6pa3oBaHue, XapaKTepusyolieecs: MyIbTU(POKaTbHOIN
nponudepanyeir MMMPaTNIecKoro sHAoTenusA. B murepaType M3BeCTHO
oxoro 30 cryuaes MJIT.

CnoxxHocTpb guddepeHanbHON JUATHOCTUKY COCYAMCTBIX aHOMa-
I SIB/ISI€TCS AKTYa/IbHOI IPO6/IeMOIt ITTaHNPOBAHMS TAKTUKIA JICUEH ST
VI AMHAMIYECKOTO HaOTIOeHs.

[Taumentka M., 2 roga 3 Mmecsina, B ceHTsi6pe 2021 I. rocnuTanusm-
poOBaHa B OTHENeHMe HEOTIOXHON abmomuuanbHoil xupyprun MITKB
C JKeJTy[JOYHBIM KpPOBOTEYEHMEM, MTOCTTeMOPpPArnyeckoil aHemueil (re-
MOrmo6uH-60 1/, 3pUTpOLUTHI-2,98 MIH/MKI), TPOMOOILMTOIEHNE
(49 ThIc/MKIT). VI3BECTHO, YTO B BO3pACTe OKOJIO 2 MecsilieB MaMa pe6EéHKa
HEOTHOKPAaTHO OTMeYaJIa MOsIBIeHNe IIPOXKMIOK KPOBY IIPY CPBITMBAHNUI,
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a Tak>)Ke 4€pHbIii cTYIIL. B utorre 2019 r. mocje n1aHOBOro 0cMOTpa Iefuarpa
pebenok 6b1 rocnutanusuposat B ITKB um. Bamsesoit. IIpu o6¢cneno-
BaHMM BbIsAB/IeHa aHemus Hb-73 1/, Tpombonyronenus 1o 36 ThIC/MKII.
[Tocne cTabummsanyuy cocTostHus, B aBrycte 2019 ropa, 6p1a Harpas/eHa
B HMMUII M. [Imutpus Poradesa mia goo6cnenosanns. Ilo pesynpraram
aHaMHe3a, KIMHIYeCKOTO OCMOTPA, TaOOPATOPHBIX U MTHCTPYMEHTa/IbHBIX
TAHHBIX, TYICTONIOTMYECKOTO ¥ MIMMYHOIMCTOXUMMUYECKOTO MCCTIeNOBaHNA
OuonTara CIM3MUCTON XemyaKa 1 Koxxu 6b1 guarnoctuposad MJIT. Vuu-
LMMPOBAHA TEPANNA CUPOIUMYCOM B fo3e 0,5 MI/CyT. ¢ IOTOXUTE/IbHBIM
a¢ddexToM B Buie HOBBILIIEHUA KOMUIecTBa TpoMOounToB (134 ThIC/MKI),
KyIIMPOBaHMsA KpOBOTedeHNA. [y nmpopuaakTuky O6aKTepuanbHBIX OC-
JIO>KHEHMII Ha3Ha4eH KO-TPUMOKCA30/ B MPOUIAKTUYECKON fo3e 5 mr/
KT 3 pasa B HefIeNIo.

Bo BpeMms HacTosIIell TOCIUTAIN3ALN COCTOSIHIE peOEHKa TsKeNoe,
00YC/IOB/IEHO MPOJODKAIOIVIMCS JKeTyLOYHO-KUIIEYHbBIM KPOBOTEYECHN -
eM 1 TsDKertoit aHemyelt. 1o pesynpraTam 0630pHOI peHTreHOrpaduy op-
raHOB OPIOLITHO ITOTIOCTY, SHOCKONVIM IIPU3HAKM Iepdopanyn A3BBI Ke-
Nypka. BeimonHeHa jmanmaporoMus, ymBaHue sA3BeHHoro jgedekra. IIpo-
Be[leHa 3aMeCTUTe/NbHasA TPaHCPY3Usd SPUTPOLUTAPHOI B3BECHIO, TPOM-
OOKOHIIEHTPaTOM, CBEXe3aMOPOXKEHHOJI IUIa3MOlf; aHTMKOAry/IsAHTHAs
Tepanusa renmapuaoM 10 Ep/kr/4gac, 3aTeM 3HOKCallapMHOM HaTpUA B [j03€
115 ME/kr 1 p. B cyT, a Tak)Ke MHQY3MOHHAs, aHTUOAKTepUATbHAA U CUM-
ITOMAaTUYeCKas TepaIm.

C IONOXXNUTENbHON AMHAMMKON (KYNMpPOBAaHBI KPOBOTEUEHME U aHe-
MUsI) B YHOBJIETBOPUTEIPHOM COCTOSHMY BBINVICAHA IIOf HaOMOneHMe
reMaToJIOra OTZEIeHN JHEBHOTO CTalllOHapa IeMaTONIOIMYecKOro ¥ OH-
konnornyeckoro npodunsa PIIKDB, a Taioke neguarpa u Xxupypra o MecTy
JKUTEIbCTBA.

IIpencraBneHHOEe ONMMCAaHME MALMEHTA MMeET HAayYHO-IPAKTUIECKYIO
LIEHHOCTD BCIEICTBME PEJKOCTY IATONOTUN, TPYJHOCTY €€ NMaTHOCTUKIL
Otuorponnas Tepanys MJIT u e€ mpomgo/DKUTENbHOCTD He pa3paboTaHBL
[To nMeromMMCs KIVMHWYECKMM TaHHBIM JIedeHue CUpOIMMycoM addek-
TUBHO, TaK KakK IIpernapar o0/1afaeT aHTUAHTYOTeHHBIM JIe/ICTBUEM, CHU-
as 9KCIpeccuio GakTopa pocTa sHAOTeNMA cocyoB. KaooueBywo porb
B IMATHOCTVIKE COCYAMUCTBIX AaHOMAJIMIT UTpaeT OUMOICHS C MMMYHOTUCTO-
XMMUYECKUM UCCIElOBAHNEM.
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CnoHTaHHOEe HeTpaBMaTUUYEeCKOe BHYTPUMO3rosoe
KpoBousnusaHue y pebeHKa Kak maHudecrauma
OCTPOro NPOMUENOLUTAaPHOrO 1IeKO3a

Asmoput:

Ao6perenéBa [Inana [IMutpueBna
AitpemupoBa Aiizanar Xusac6ekoBHa
TonoBko Emm3asera [IMutpueBHa
PHVIMY um. H.W. IIuporosa

Hayunuvie pyxosodumenu:
JlTapuna J/Iro60Bb EBrenreBHa — K.M.H., JOLIEHT
Mopososckasa JI'Kb, PHUMY um. H.J. Iluporosa

Ocrpolit npomuenonuTapuslit neiikos (OITI) — pepkas popma ocTporo
muenongHoro neriko3a (OMJI), cocraBnser 5-10% Bcex cmydaeB OMJI
y meteit. Benyiee nposBpieRne — KOXXHO-CIM3NUCTBIN TeMOpparndecKuii
CUHZIPOM, KOTOPBI/I MOXeT OBICTPO IIPMBECTM K Pa3BUTUIO JKVM3HEHHO
OITACHBIX KPOBOTEYEHMIL.

[Taumentka A., 5 et 11 Mecses, OT BTOPOi 6epeMEeHHOCTH, IEPBBIX
ponoB B CpOK. PasBuBanmach 1 pocia COOTBETCTBEHHO Bo3spacty. Hacen-
CTBEHHOCTb: OTSATOIeHA CaXapHBIM J1abeTOM II0 OTIIOBCKOI ITHWUMA.

/I3 anaMHe3a: B TeueHVe Helenn y pebeHKa OTMeYanoch MOsBICHNE
CUHSKOB Ha HOTrax 0e3 TpaBMBI, CYXOCTb, TPEIIMHBI 1 KPOBOTOYMBOCTD
ry6. 29.09.21 nogpem TeMiepaTypsl Tena 1o 39C°, BAIOCTD, CHIDKEHE
alIeTNTa, )KaXK/a, IPOBOAIACE )KapoIloHIDKatomas tepanusa Hypode-
HoM. 02.10.2021 ocMoTpeHa NeguaTpoM, IPOJO/KEHO JedYeHNe loMa.
B HOub ¢ 02.10 Ha 03.10 Bo BpemMA CHa BO3HUKIIO 3aTPYIHEHHOE JbIXa-
HJle, JUCTOHNYECKasl YCTAHOBKA PYK, Ha IIOIBITKM MaTepy pasOymuTh
peb6énka peakuys orcyrcrBopana. Beissana BCMII, ycraHOBIeHa -
nepriamkemMus — riaokosa 21,1 mmonb/n. JleBouka focTaBieHa B OTfe-
nenune peanumanuy MIT'KD ¢ guarnosom «luneprinkemmnyeckas Koma.
OPBU».

IIpy mocTynneHun: COCTOAHME KPaliHE TAXKENOoe, aTOHUYECKasd KOMa.
[ITkanma xomel I'tasro (ILIKT) 6. KoxxHble TOKPOBHI 671eAHbIE, SKXVIMO3bI Ha
KOHEYHOCTAX, KPOBOTOUMBOCTb C/IM3NUCTBIX, TeMOpparnyeckue KOpKM Ha
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ry6ax. [Ipixanue: VIBJI, aycKy/mbTaTMBHO-XECTKOE, 113 BEPXHUX JIbIXaTe/Ib-
HBIX ITyTell reMopparudeckoe otaensemoe. YCC 141/muH.

Beimonnena kommbioTepHass Tomorpagusa (KT) romoBHoro mosra
C BHYTPMBEHHBIM KOHTPAacTUPOBaHMEM: BHYTPMMO3TOBasA TeMaToma Te-
MEHHOJI OJIN € IIPOPBIBOM B XKeTyL04KOBYI0 cucteMy. CybapaxHoupjaib-
HOe KpoBousnusAHMe cneba. CMelleHNMe CPeIMHHBIX CTPYKTYp BIIpaBo.
IIpu3Haky oTeKa rojIOBHOTO MO3Ta C KayJa/lbHOM AMCIOKalLMeil MUHJA-
JIMH MO3)Ke4Ka.

JTabopatopho: anemus I crenenn, rpombonmronenns 9x10*9/m; ru-
KJMPOBAHHBIII TeMOIrTIo6MH 5,5% (HopMa); runopubprnorenemus 0,81 r/i;
IPOTPOMOVHOBBIN MHAEKC 47%. broxuMms KpoBM: IMIIONPOTEMHEMUH,
runoanpOymuaemust, C-peakTUBHBIIL 6ok 22,8 MI/II.

BoinonHeHbl KOppeKIuA IeMOoCTa3a, TaMIIOHa/ia IOJIOCTU HOCa, pOTO-
IJIOTKM, YCTAaHOBKA [JaTuMKa IapeHXMMAaTO3HOTO M3MEPEHMs BHyTpUue-
penHoro pasnenusi (BUIT). TuddepeniyanpHpiil [uarHo3 mpOBOIVIICS
MeX[y 1e0I0TOM Ipo/depaTBHOrO 3a60/1eBaHNA KPOBETBOPEHNUA I CH-
CTeMHBIM BOCIIQ/INTETbHBIM OTBETOM. BBIITO/THeHA ITyHKIIMOHHAs OMOTICHA
KOCTHOT'O MO3ra.

C 03.10 o 06.10 cocrosiHMe KpaitHe TspKenmoe, IIKI 3, BYI 91-
105 MM pt. cT. Temnepatypa: 35,3 C°. HCC: 156 yn/muH. Tenmatomeranms
+3 cm. JlaboparopHo: aHemus Il cTeneHu, neiikonuTO3, TPOMOOILMTOIE-
HI, BbIpaXXKeHHAs TUIIOKOATYy/IANMA. buoxuMusa KpoBu: laKTaTnernipo-
reHasa 3409 En/n, anpda-ammunasza 1046 En/n, numasza 2050 En/n, a3ore-
musa. PasButue cunpgpoma nommopraHHoi HegocrarouHoctu (CITIOH).
Jleyenne: pecnupaTopHas, Ba3olpeccOpHas MOJMEP)KKa; CeflaHanresusd,
H(}Y3MOHHAs, aHTMOAKTepyaIbHasA, aHTUCEKPETOPHAsl, aHTUTUIIePTEH-
3MBHas, JerUgpaTaliOHHas, TeNaTONPOTeKTOPHAs, 3aMeCTUTeNbHas I10-
YeyHas Tepanuim.

Ha ocHOBaHUM JaHHBIX 00C/IEOBAHVA AUATHOCTHPOBAH: OCTPBIIL IPO-
MMETOLUTAPHBIN JIENKO3. PelenneM KOHCHIMYMa OT MPOBEIEHUA XMUMII-
OTepaluy pelleHo Bo3fep)KaTbcs. HecMOTps Ha NMPOBOAMMYIO TepaIuio
Habmonanacek nporpeccusa CITOH. 07.10.3admkcupoBaHa 0CTaHOBKa cep-
IeqHolt iesiTennbHOCTU. CepfiedHo-IeroyHas peannManys He 3¢ ¢dexTus-
Ha. KoHcTatupoBaHa 6moorndeckast CMepTb.

OcHoBHOII IpM4MHOIL paHHel cMepTy y nanueHTos ¢ OIUI asnseTca
BHYTPMMO3IOBO€ KPOBOTEUYEHNE, BbI3BAHHOE XapaKTE€PHOJ Koaryjoma-
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THUEN, 9TO NPENATCTBYET CBOEBPEMEHHOMY IIPMMEHEHNIO TEPANNM TPaH-
CPeTUHOEBO KIUC/TOTOI.

Peakoe reHeTnuecKkoe 3abonesaHue:
cuHppom dpeit3epa Yy HOBOPOXKAEHHOIO

Asmoput:

basaeBa Anrennna MuxaiinosHa

Eppkuna Enena AnekceeBHa

[TpuBoOMKCKMIL NCCIEOBATENbCKNI MEAVIIVIHCKII YHUBEPCUTET

Hayunvie pyxosooumenu:
HoBononbuesa Exarepnna lenHagbeBHa — J.M.H., JOI[€HT
[TpuBO/DKCKMIT MCCTIEOBATENbCKII MEAVIIIHCKII YHUBEPCUTET

Beegenne u axkryanpbHOCTb. CuHApoM Ppeiisepa — BpoXK[eHHas IaTo-
norus, BbIsBaHHasA MyTrauusamu reHoB FRAS 1 n FRAS 2, sxmovaromas
accouyuanyio akpoganyaabHbIX, YPOT€HUTATIbHBIX aHOMA/INIL ¥ KPUIITO-
¢dranpm. YacToTa BIABIEHNS HaHHOI IaTOMOrMY 4 CTy4asi Ha 1 MUWUIMOH
HOBOPOXKIEHHBIX 1 OJVH c/Ty4aii Ha 10 ThIC. MEpTBOPOX/IeHHBIX. TuIl Ha-
CNIe[IOBaHMsA CMHJIPOMa — ayTOCOMHO-pelleCCUBHBIN. Yalle BcTpedaeTcs
Yy HeTeil, pO>KIeHHbIX B OJIM3KOPOJICTBEHHBIX OpaKax.

Marepuaisl 1 MeTozbL. IIpoBeneH 06'beKTUBHBIN OCMOTP HOBOPOXK/IeH-
HOTO C PeJIKOJI TeHeTNYeCKOJ IIAaTOJIOTHeN U aHa/IN3 UCTOPUM OOTIe3HN.

Pesynprarbl. Ilaumentka P, gocrasirena mo CMII u3 popmnbHOro
InoMa Ha 9-J1 leHb )XU3HY B OTHe/IeHlie HOBOPOXIEHHbBIX U HeJOHOLIEeH-
Hbix pereit IBY3 HO “HOJIKDB” V3 aHamHe3a M3BeCTHO, 4TO peOeHOK
oT 4 6epeMeHHOCT), | CTPEeMUTENbHBIX POJOB B TOJOBHOM IIpefIeXKa-
HUMY, 3 IpenbIayIIye 6epeMeHHOCTY — HeBbIHAIIMBaHMe. MaTb Ha ydeTe
B )KEHCKOJI KOHCY/IbTalIM} He COCTOSI/IA, CEMEIIHBIN aHaMHe3 He MI3BeCTEH.
Bec npu poxxgennn 3100 1., gauHa Tena 52 cM. OneHKa Mo 1Kajae Anrap
8/8. CocrosiHue Npy pOXKZGHUU TsDKeNoe, 00YCIOBIEHO BbBISBICHHBIMU
MHOXECTBEHHbIMM BPOXXIEHHbIMM IOPOKaMM Pa3BUTUA: CUHIAKTUINA
CTOII ¥ KMCTEN, OTCYTCTBME IPABOM IVIA3HOM IIEIN Y IPAaBOro CIyXOBO-
O NPOXOJIa, YIIHbIE PAKOBMHBI JVICTUIIMYHO HU3KO PACIIONIOKEHDI, Yepell
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axpouedanpHoI GopMbl, runeprpodus KuTopa. B pognome ayamonoru-
YeCKUI CKPMHUHT He IIPOIIA, pe3y/lIbTaT HEOHATaIbHOIO CKPMHMHIA —
COMHUTE/IbHBIIT — MOTPaHNYHbIIT ypoBeHb 17-OH nporecrepoHna.

B cranvonape mia upjeHTU(MKALUY DAaHHOTO BPOXKJEHHOTO TeHe-
TUYECKOTO CUMHJIpOMa OBUIO IIPOBEEHO KOMIUIEKCHOE OOc/IeoBaHue.
[To nasHaueHuto odranpmornora nposenena KT mpasoit op6uter: mpa-
BO€ IJIa3HOe SI0/I0KO COCTOUT M3 ABYX CPOCIIVXCSA YacTell ¢ OTCYTCTBYEM
XpycTanuka B o6oux, Mukpodransm. KoHcynpranyusa oTOpMHOTapUHIO-
Jlora — BPOX/IEHHbIE IIOPOKM Pa3BUTUA BHYTPEHHETO U CPeJHEro yxa.
OcMOTpeHa TMHEKO/IOrOM: Hapy>kKHbIe ITOJIOBbIe OpraHbl ChOpPMUPOBAHEI
HEIpaBWIbHO, BUPWIN3ALVA KIUTOPA, OOJIbIINE TI0/I0BbIe I'yOBl MOIIOH-
KOOOpasHble, CKIai4aThle, ypOreHUTATbHBII CUHYC, II0TI0BOE Pa3BUTHE 110
Tannep 2. IIpoBefieHa KOHCYIbTALIMA T€HETUKA, MUCC/IENOBAH KApMOTUIT —
46XX. Y3W opraHoB 3a0pIOLIMHHOTO IIPOCTPAHCTBA JI OPTaHOB MAjIOro
Tasa — TUIOIUIa3Vs IPaBOVl IOYKM, AMYHMKM He auddepeHIMpyroTCs,
BO3MOJKEeH I'MAPOKOJIBIIOC. B OMoXuMym KpoBy — 371eKTPOIUTHBI COCTAB
¥ YPOBEHb IJIIOKO3bI KpOBU 6e3 maronorny; yposenb 17-OH nporectepo-
Ha B HOpMe.

ITocne nposenenus auddepeHnanbHON AMATHOCTUKY BPOXK/IEHHOI
AMCOYHKIMY KOPBI HAJIIOYE€YHMKOB, CMHApPOMa Aniepa, cuHapoma Ppeit-
3epa U JIPYTUX eHeTHYecKuX 3a00/IeBaHMil 10 COBOKYITHOCTY ITOPOKOB,
(dbeHOTUIIYeCKMX IIPOSIBICHNIT U JaHHBIX IA00PaTOPHO-MHCTPYMEHTA/Ib-
HBIX MCC/IeOBAHMII OBUI BHICTAB/IEH OKOHYATE/IbHbII AMArHO3: CUHAPOM
Dpeiisepa.

BriBop. Ha nmpumepe BaHHOTO KIMHNYECKOTO C/Iy4as OTYET/INBO IOJ-
TBEP>KAAETCA 3HAYMMOCTD IIPE€HATAIbHON JUATHOCTUKY BPOXXIEHHBIX I10-
POKOB pasBUTHSA ¥ KOHTPOJIS BeieHNst OepeMeHHOCTI. MaTtepu, nMerole
OTATOLIEHHBIIT aKyLIePCKIII aHaMHe3, IPY IVTAHVPOBAaHUY OepeMeHHOCTH
IO/DKHBL IIPOXOAUTD pacIipeHHOe 00C/IeoBaHMe C I[eIbi0 BBIABICHVA
daxTopoB pucka. Ha cerogHANIHMIT TeHb MeIVKO-TeHeTUYeCKOe KOHCYIIb-
TUpOBaHye — 3T0 Hanboee 3P PeKTUBHBIN MeTO OOHAPYKEHUS U IIpef-
YIpexX[eHNA POXKIeHNA ieTell C BpOXKJeHHbIMY TIOPOKaMU PasBUTHAL.

VrnopupoBaHre BO3SMOXXHOCTI BO3HMKHOBEHUs JaKe TAKUX PEAKUX,
Kak cuHApoM Dpeitdepa, reHeTH4eCKNX 3a00MeBaHMIL, IPUBOAUT K PO-
JKIEHUIO fleTell C TSDKEIbIMM, Pe3KO CHIDKAIOIIMMY KadyecTBO KU3HU I10-
pOKaMI pasBUTUAL.
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CNoXKHbl AUarHos:
6onesHb LLerpeHa y pebeHka

Asmopuot:

bacpko Enena ViIBanoBHa

Kneuyan CBetnnana ViBanoBHa

MuHckas ob6macTHas [eTCKas KIMHUYeCKas 60IbHIIIA

Hayunvie pyxosodumenu:

JTazapuuk Virops Bukroposmd — K.M.H.

MuHckas obmacTHasd geTcKas KInHudeckas 601bHuIa

Py6an Anna IlerpoBHa — K.M.H., JOLIEHT

Benopycckas MeguIMHCKasA akajeMius NOC/IeAUITIOMHOTO 00pa3oBaHms

bonesup Illerpena (BI) wim nepBuunblit cuagpom lllerpena- cucrem-
Hoe 3a0071eBaHIIe HEeM3BECTHOI 3TUOIOI NN, OCHOBY KOTOPOTO COCTABIIAET
XPOHMYECKUI ay TOMMMYHHBII, TMMQonponudepaTBHBII IpoLecc B ce-
KpeTHUPYIOLIVX SIUTeINAIbHBIX XKeJle3aX C Pa3BUTHMEM ITIapEeHXMMAaTO3HOTO
CHaiafileHNTa C KCepOCTOMMEN U CYXOTO KePAaTOKOHbIOHKTMBUTA C TUIIO/IA-
KpUMMUeIL.

B merckom Bospacte BIII BcTpedaeTcsa KpaiiHe pefKo, SIULeMIOIOTH-
JecKIe VICCTIeJOBAaHN OTCYTCTBYIOT, KpUTEPUM AVATHOCTHKM He pa3pabo-
TaHbl. PaHHAA BepuduKanuA JyarHosa I03BojsieT 060CHOBATh IpUMeHe-
HlIe IMMYHOCYIIPECCUBHOJ TepaIuy B ie01oTe 3a00/1eBaHNsA, MUHIMM3Y-
poBatb ocnoxxHeHus Bl u, Kak cnefcTBre — MHBaINAN3ALNIO.

JleBouka B Bo3pacte 16 net neperecna nadexknuo COVID-19, nocrne
KYIIMPOBaHMs KOTOPOIT y peOeHKa COXpaHs/MICh M3MEHEHUsA B aHa/IN3e
KpoBH B Bufie yckopenHoro CO3 fio 47 MM\4ac, citycTs Tpu Mecsla nos-
BYJIVCb >KaJIOObI Ha TOJIOBOKPY>KEHMS, BANOCTD, C1a00CTb, 03HOOBL, ITOBBI-
IIeHue TeMIeparypsl 1o 37,8 oC, 60mu B HOTax, TpeMOp BEepXHMX KOHed-
HOCTel1, MblileyHast cmabocTs. Ha yposue LIPB nuarHos He ycTaHOBIIEH.
B PHIIII pgeTckoil reMaTo/norny, OHKOJIOTMN ¥ MMMYHOJIOTUM IIPOBEEH
KOMIUIEKCHBIVI CKPVHVIHT, BBIIIOJTHEHA MyeIorpaMMa, mmMonpommdepa-
TUBHbIe 3a00/meBannsa ObM MckaodeHsl, BIII He guarHOCTMpOBaHa, pe-
0eHOK HalpaBJieH B KapAMOPEBMaTOJIOTYeCcKOe OT/iesieHrie MMHCKOII 06-
JIACTHOVI e TCKOTI K/IMHNYIeCKOol1 60/mbHMIBL. [Ipy HoCcTymeHnm cocTosiHme
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TsDKeJIoe, BhIpa)KeHa VHTOKCUKALMA, MbIIIeYHast CTaboCTb, TPEMOp PYK,
HOL, MUAITuY, apTpanruu, geHoMeH PeilHO KucTeil, «MpPaMOPHOCTb»
KOXXV HOT, TY/IOBMIILA, PO3€0JIONO00HbIe BBIChINAHM Ha criHe. CyXocTh
C/IM3MCTOI MONIOCTY PTa, A3BIKA, MUHUMATbHOE KOMNYECTBO CBOOONHOI
CITIOHBI, Xe/IUT. B cBIBOpOTKe KpOBY 0OHAPY>KEHbI PE3KO IIOJIOKNTETbHBIE
TEeCTHI Ha crenuduryecKue aHTMHYKIeapHble anTuTena: SS-A, Ro-52, SS-B.
ITpu Y3U ¢ useTtHoI! gomeporpadueil CTIOHHBIX Xe/le3 — KapTHHA CHa-
TMaJleHNTa, YYaCTKM CHVDKEHHOI 3XOT€HHOCTU B YepeJOBaHMM C OYaraMu
YCUIEHHOM BacKyIApM3aluy; oOHapy)XeHbl OBOMIHBIE THUIIO3XOT€HHbIE
YYacCTKV OJHOPOJHOI CTPYKTYphl. B BHICOKMX KOHILIEHTPALIMAX BbIABIEH
peBmaroupHelit paktop (PD): ot 105 go 136 ME/m; runiepripoTenHeMmst
1o 95 r/n ¢ runeprammarno6ynuHemueit 1o 40,2 /1, TPOMOOIUTONEHNS
97x109/n. Kpuorno6ynuHel B KpoBU He OOHapyXeHbI. DJIeKTPOHENpo-
Myorpagus — CHIDKeH)Me CYMMapHOU O0VMO03/IeKTPUYeCKOll aKTMBHOCTYU
IVCTA/IbHBIX MBIIII BePXHMX ¥ HIDKHUX KOHeuHocTeil. OdranbMocko-
IVA: MapKepHbIe IIPU3HAKM «CYXOrO I7Ia3a». BMOIICKA CITIOHHBIX JKeses:
TYICTOIOTMYeCKYe IPU3HAKM MMQOIUIa3MalleTapHOll BOCIIA/INTETbHON
VMHQVIBTPALVIIL.

Vcnonpsosansl kputepun BIII (SICCA 2012 r.), ycTaHOBJIEH AMarHO3:
Bonesus lllerpena, cepono3nTuBHbIi BapuaHT 1o PO, ANA (SS-A, Ro-52,
SS-B), akTMBHOCTD 2-3 cTeneHy; MoMMHeliponaTudecknit cuagpom. Crap-
TOBas TepanusA NPefHN307M0HOM 120 MI/CyTKM BHYTPUMBEHHO, METOTPEK-
caToM 15 MI/Hefleni0 BHYTpUMbIIIEYHO He uMena sddexTa. [Ipumenena
Iy/IbC-Tepanyus METUIIPESHU30IOHOM B CUHXPOHM3ALUM C Tepamnmein
BHYTPUBEHHBIM MMMYHOITIOOYIMHOM (OKTaram), K JIeYeHVIO ITOAK/II0YEH
nuknodocdan 200 mr 1 pas B geHb Ne 4, satem 200 Mr 1 pa3 B Heferno
Ne 4, MeTM/ITIpETHU30/IOH BHYTpPb 16 MI. Yepes Tpu MecALla aKTUBHOM ITPO-
TYBOBOCIA/INTE/IBHOI Tepamyy TOCTUTHYTA KIMHUKO-TabopaTopHas pe-
muccus: CO9 11 mm/4ac, Tpombounter 200x109/1, PO 60 ME/m1, 061imii
6ernok 67 r/11, KymipoBaH 607IeBOJ CUHAPOM, JeBOYKA COLMAIbHO a/jallTH-
poBaHa, ceba caMOOOCTy>KMBaeT, MUHVMA/IBHO BBIpa)KeHa KCePOCTOMISA
I TUTIOTAKPUMUAL.

Cnydait ykasbiBaeT Ha TpygHOCTYU paHHeit guarHoctuku BII y pereii,
CBOEBPEMEHHAA IMAarHOCTMKA U aJleKBaTHAA Tepalusa IPUBOAUT K II0JIO-
XUTeTbHOMY 3((eKTy 1 3HAUMTENbHO YIydlIaeT KadyecTBO XKM3HM IIa-
LIM€HTOB.
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HoaynapHbiii cknepos npu 6one3Hu XoaKKMHA
I1IB ctaguun ¢ nopaxkeHnem ammeaTtmyeckmnx
Yy3/10B U ceneseHKu

Asmoput:

bypkosa Kpuctuna IennagbeBHa
Komnkosa Mapus AneKkcaHpOBHA
PHVIMY umenn H.J. Iluporosa

Hayunvie pyxosooumenu:
JlTapuna J/Irvo60Bb EBrenpeBHa — K.M.H., JOLIEHT
Mopososckasa JI'Kb, PHUMY um. H.J. Iluporosa

JIumpoma Xomxknua (JIX) — 3TO 3710KaueCTBEHHOE OIyXOJlIeBOE 3a-
6oneBaHme MUMPATHIECKON CUCTEMBI C KJIIOHaAbHOI mponudeparueir
B-kjeTok 3apopplieBbIX LeHTPoB muMdoysnos. JIX saHuMaeT 5 MecTo
II0 YaCTOTe Cpely 37I0KaueCTBeHHBIX 00pa30BaHuIl y ieTeil ¥ COCTABIIA-
eT 5-7% B CTPYKType OHKOJIOTMYeCKUX 3a00/1eBaHNIA.

[MTanment M., 7 net, 3ab6omen 18.04.21, mossBMICA pefKMil CyXoil Ka-
IIeJTb, TIO/Ty4asl CUMIITOMATIYeCcKoe Ie4eHe, B BedepHee BpeMs HabIo-
Ta/loch MOBbIIeHNe TeMIlepaTypbl 1o 37,5 C, KyIMpoBalIoch CaMOCTOs-
TeNbHO. 27.04.21 Ha peHTTeHOTPpaMMe OPraHOB IPYAHOI K/IETKY BbIABIIE-
HO pacllMpeHye CpefoCTeHN s, CIAaBJIeHNs] Tpaxen ¥ ITTaBHBIX OPOHXOB.
KoHCynbTHpOBaH OHKOJIOTOM JIeTCKOV HMOJKIVHUKYU U ObUI HalpaBJeH
Ha rocnutanusanuo B Mopososckyto II'Kb.

IIpn nmocrynnenun 28.04.21: cocTosiHMe TsKeNloe, NUTaHNME IIOHU-
KeHHoe, TemrepaTypa 37 C, BBIHY)XIE€HHOe IIONIOXeHue, Cups, Omefn-
HOCTb KOXXHBIX ITOKPOBOB. IlanbnupoBanichk MHOXXeCTBEHHbIE MeEJIKKe
IIOTHBIe Oe300/1e3HeHHble epudepudeckue 1/y 5o 1 cM — 3agHeres-
Hble, IOAMBIIIEYHbIE, [TaXOBble; NepeHenleiHble 1O 2-3 CM, BU3Yalu-
3MPOBAJICS KOHIIOMEPAT HAJK/TIOUYMYHBIX MMMQAaTHIecKnx ys3nos (1/y)
cneBa 4-6 ¢cM ¢ BBIOYXAIOUVIM MATKOTKAaHHBIM KOMIIOHEHTOM, BeHO3HaA
ceTb Ha rpyau. [IpIxaHue >KeCTKOe, OfBIIIKA, CYXO¥i Kallle/Ib, TaXUKapAys,
renarociuieHoMeranus. JlabopaTtopHo: jerkas aHeMmusi, aOCOIOTHBIN
HeliTpo¢uies, OTHOCUTE/NbHAA TUMQOIEHNUA, TPOMOOIMTO3, MOHOLIN-
TO3, TUII0A/ILOYMIHEMNS, NTOBBILIeHNEe (EPMEHTOB IIeYeHN Y MapKepoB

85



TAA3OBCKME YTEHMA - 2021

Bocnanenus. O6uapyxensl [JHK Bupyca Omureitna-bapp, mpocroro
repreca 6 tTumma u MukpoopranmsMmbl Neisseria subflava, Streptococcus
mitis. MuenorpamMma: 67acTHbIe K/I€TKM, HEMTpodues, armasus Bcex
KJIETOK 9PUTPONTHOTO POCTKA, YBeTMYCHNE JISIKO-9pUTPOOIacTIYeCKO-
ro orHomeHusA. Y3V — remarocnieHoMeranus, yBelndeHyue HaJKIo-
YIYHBIX JI/Y C BYX CTOPOH C CTPYKTYPHBIMM MI3MEHEHUAMM ITapeHXUMBIL.
ITo panubiM KT opraHoB IpygHOI ONOCTY: IOpaXKeHMe MejuacTVHaIb-
HBIX, IIPUKOPHEBBIX, HATKIIOUNYHBIX /1/y, C IPU3HAKaMU KPUTUIECKOTO
CY)XeHMs IIPOCBeTa Tpaxeu M KPYNHbIX OpoHxoB. O4yaroBoe yIjIOTHe-
HMe JIeTOYHOM TKaHu B S10 mpaBoro 1erkoro — BTOPUYHOE [TOpa’keHue.
Cy>keHue IIpocBeTa NpaBoit m1ederonoBHoll BeHsl. [lo ganubM KT op-
raHOB OpIOIIHOJ ITOJIOCTY: TeNaTOCIIEHOMETasl, BbIpaKeHHas JIUM-
dazseHonaTysA y BOPOT Ie€YeHY, Cee3eHKY, IaparacTpanbHo. [Ipikns-
HEHHOe JCCIefjloBaHMe OMOICUMITHOrO MaTepuana — Kiaaccudeckas JIX,
HOJY/ISIPHBII CKIEPO3.

29.04.21 B ycnoBuax OPUT onepanysa — skcTuprnanysa HagKIoOuNY-
HBIX /1/y C/leBa. YUMTBbIBAs JUHAMUKY yBeIMYEeHUA pa3sMepoB obOpasoBa-
HUA B CPEIOCTEHUN, KPUTUIECKOe Cy>KeHNe IPOCBeTa Tpaxen U KpyI-
HBIX OpOHXO0B, peOeHKY ObII Ha3Ha4eH IPeIHM30/I0H 60 MI/M.KB, IIVIK/IO-
¢docdan 200mr/M2 B/B 3a 1 yac B 1 u 2 JHU C LeNb0 pegyKuuy obbema
onyxonu. beisa nposefieHa MHPY3MOHHAsA, aHTUOAKTepyaNTbHAst M AHTU-
MukoTndeckas repanus. C 06.05.21 6pl1a HayaTa Tepanus 110 IPOTOKOITY
GPOH-HD-2003, TepaneBtnueckas rpynmna 3 ( 2 kypca OEPA + 4 xypca
COPDAC). Hauaro npoBezenue 6moka OEPA Ne 1 — jneyeHne mepenec
YIOOB/IETBOPUTEIBHO.

PebeHOK ObIT BBIMNCAH U3 CTAlJIOHAapa IIOC/e JeYeHNUs MepBUYHON
ONyXOoMM — PpajiuKanbHOe, HemonHoe. IIposenenHoe ommcanue wui-
JTIOCTpUpYeT OBICTpOe paspuTue 3aboneBaHuA, MaHU(eCTUpOBaBIIee
KalllIeM, ¥ II0Ka3bIBaeT HeOOXOAMMOCTb OHKOIOTMYECKOI HaCTOPO)KeH-
HOCTU Bpadvell.
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KnuHuueckum cnyyait couetaHua tybepkynésa
um BUM-uHpeKuum y pebeHka

Asmopuot:
brikoB Bacunuit MuxainoBmy

Hayunvie pyxosodumenu:

IOcy6oBa Anna HukomaeBHa — K.M.H., JOIIEHT
Kucenesmmu Onbra KoncraHTMHOBHA — K.M.H., TOIIEHT
PHVMY um. H.J. IInuporosa

Mapumk 11 jet, )Kutenb Y30eKucTaHa, U3 KOHTaKTa C MaTepblo, yMepIei
oT TybepKyresa, medmicsa B TyOepKy/lIe3sHOM CTAaIMIOHape C AMarHO30M:
BUY-undexnus, cragusa 4B, pasa nporpeccupoBanms BHe APT.

Ty6epkynes MHOXeCTBEHHBIX TOKaaM3anuit: MunmapHbIi TybepKyes
nerknx, ¢pasa nHPuibTpanym. TBITIY ¢ 2x ctopon. Tybepkyne3 opraHos
6promHoit monoctu: TBBJIY, akTuBHasA ¢asa; TyOepKkyne3 KUIIEYHMKA,
OpromuHel, canbanka. MBT(-).

3aboeBaHMe BBIABICHO 10 OOpAIeHNIO 32 MEANIMHCKOJ ITOMOLIBIO.
YKano6s! Ha c1abocTb, 601 B XXUBOTE, IO beMbl TeMIIEPaTypHl 70 38,5,
TOLIHOTY, PBOTY. Bbla mpoBefeHa [guMarHocTUyecKkas /alapoCKOnus,
anImeHfPKTOMUA, Ouoncusa mMM¢oysia, IpeHrpoBaHye OPIONIHON II0-
nocTu. B omepanyoHHOM Matepmane — OOJIbIIOE KOMMYECTBO I'PaHY-
JIeM ¢ BBIpa>KeHHOM TMM(OTUCTNONNTAPHOI NHPIMIbTpaLUelt ¢ IIpuMe-
CbI0 TUTAHTCKUX MHOTOSA/IEPHBIX KJIE€TOK, YaCTMYHO C O4araMy HeKposa
B IIEHTpe.

Ha KT OBII xapTuHa pasnmmuToro NepUTOHNUTA CIEIVPIIECKOrO reHe-
3a, BbIpaKeHHON MMM(OaTeHOIaTNM C IeHTPANTbHBIM PacHajioM B NTUM-
doysnax n GopMupoBaHMeM MHOTOKAMEPHBIX >KUKOCTHBIX IIOJIOCTEN
OPIOIIHO IOTOCTY ¥ 3a0PIOIITHHOTO IIPOCTPAHCTBA.

Ha KT OT'K xapTuHa COOTBETCTBYET T€HEPaTM30BAHHOMY, IUCCEMM-
HUPOBAHHOMY, MEIKOOYarOBOMY IOPa’KeHUIO JIETKMX Ha BCeM IPOTsIKe-
HU, BBIPKEHHOII TeHePaI30BaHHOI TuMbaieHOIaTU .

[Tpu mpoBeneHMM MMMYHOAVATHOCTUKY — OTPUIjaTe/IbHbIE Pe3y/bTa-
TBI Ha Ipo6Oy ManTy 2 TE n npo6y ¢ ATP.

87



TAA3OBCKME YTEHMA - 2021

[Tpu mocTymnieHny B TyOepKY/Ie3HBII CTAlMOHAP COCTOSIHUE TSDKENOe.
KoyxHble IOKpOBBI XXeNTYIIHbIe, cKaepbl uKTepuyHble. [IXKK Bbiparkena
n36piToyHO. OTMevaeTcsi mepudepndeckas monmajeHonarus. [IpixaHme
Be3MKy/ApHoe. ToHbI ceppila AcHble, putMuyuHble, YCC 114. JKusor B3ayT,
6e360mesHeHHbIIL. [TledeHb BBICTYIIaeT Ha 2 CM M3-TIOJ peOepHOI TYTHL.

B OAK — aHemus, coBUT /lefiKonMTapHOI GOPMYIIBI BIeBO, MuMorre-
Hus, yckopenne COJ.

B BAK: noBeblleHye ypoBHA obliero 6yimpyouHa 3a c4eT IpsMOro,
nosbimenne yposua AJIT n ACT.

T-SPOT.TB — monoXuTeIbHbII pe3ybTar.

KoHcynprupoBaH MHQEKIVOHNCTOM —BIIepBble BbIsABIeHa BIY-mH-
dexuA B cTaiuu TAXKENIOTro MMMYHOAepuInTA.

Hasnaueno neuenne no I PXT B kombyHaumy — n3oHnasuy, pudamnm-
IIVIH, IMpasyHaMug, aMukanyH. APT: abakaBup, aMuBupeH, apaBupeHs.

[TepeHOCHMOCTD HeYJOB/IETBOPUTENbHAs (pasBUTHE >KeNTYXM, OMIN-
pyOuHemMMs 3a cuer mpsamort ¢paxuyy, pepMeHTeMUM), ObIIO pelreHo
BO3JIeP>KaTbCsl OT pa3BePTHIBAHVA IPOTUBOTYOEPKY/Ie3HOI TepaIi.

VccnepoBanue kynprypsl MBT MeTonoM 6MONIOrmyecKux MUKpOYN-
noB — o6Hapy>xeHa M.tuberculosis complex, BoisBnena MJIY (ycroirun-
BBIX K M30HUA3U/Y U pUPAMINLINHY).

B cBsasu ¢ aTuM pebenok nepeseneH Ha [VPXT ¢asa unreHcuBHas: Lix
PASAmEZ, 3atem ¢asa npopomkenus ¢ 4 ITTIT: Lfx PASEZ.

3a BpeMs Jle4eHNUsA OTMeuyeHa IO/IOKUTe/IbHAsA AMHAMMKA B T€YEeHUU
Tybepkynesa m BUY-mHpexuym: mcye3nym CUMIITOMBI VHTOKCUKALUM,
npubasu B Bece 14 kr., Ha KT OI'K oTMevaeTcs momoxXuTebHas AUHAMU-
Ka B BUJIe YACTUMYHOTO PacCachlBaHMA JUCCEMUHAINN B JIETKUX U YMEHb-
IIEHNY pasMepOB BHYTPUTPYAHBIX mMdarndeckux ysnos. CocTosHme
VIMMYHHOTO CTaTyca C IOIOXXWUTEIbHOI JUHAMIKOI 110 aOCOTIOTHBIM I10-
Kas3aTesAM.

Juarnos npu Beinucke: BUY-undexrus, cragus 4B.

Ty6epkynes MHO>XecTBeHHBIX nokamusanuit: TBIJIY 6ponxomynbmo-
HaJIHOVI TpymNIIbl c/ieBa B ¢ase kanpryHanuu. TBBJIY ¢ase ymmorHenns
u xanpryHanuu. MBT(-). IA rpynma J1V.

JJaHHBI IpyMep JeMOHCTPUPYET B3aIMHOE YTsDKe/leH1e TybepKyesa
u BUY-nudexunn.
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FeHeTMYEeCKMUI CKPUHUHT KaK OCHOBaA
NPodUNAKTUKN NEPBUYHDBIX KAPANOMMONATUN.
OnucaHune KAMHUYECKOro Cly4ana cemeiHOMU
KapaMomuonatum

Asmop:
Bappanan fna TurpanoHa
MI'Y um. M.B. JlomoHOCOBa

IlepByyHble KapAMOMMONIATUY B NeJUATPUM — ITO PefiKue FeHeTUIeCcK
00YCIIOB/IEHHbIE TTATOIOTUM CePAEeYHON MBI 0 18 net. Pacpocrpa-
HEHHOCTb 3TUX IIATONIOIUI HeBelIuKa M cocrtaBnder 1,1-1,5 cimydaeB Ha
100 000. [1] HecMoTpss Ha OTHOCUTENTBHO HEBBICOKYIO PACIPOCTpPaHEH-
HOCTb, KapAMOMUOIIATUMN ABJIAITCA BIENAOLIENICA IPUINHON CMEPTHO-
cTu u 3aboneBaeMocTu fieteit. [JunaranonHas kapauomuonats (50-60%
KIVHIYeCKUX CIy4aeB) [1]aBsgercs Hambomee pacpoCTpaHEeHHON Kap-
TVIOMMOIIATHEN CPENV JETeN N0 IOAPOCTKOBOTO BO3pacTa, lajiee CIefyIoT
runeprpodudeckas Kappuomyonatys (0komo 40% KIMHMYECKUX CIyda-
eB) [1], HEeKOMIIAKTHBI MUOKap], IEBOTO >KeNMy/o4uKa (0K0/Io 5% KIMHU-
YeCKUX c/y4aeB) [1] M pecTpUKTUMBHASA KapAMOMMONIATHS. APUTMOT€HHAS
OUCIUIA31A IIPaBOTO JKeMyJouKa AMATHOCTUPYeTCA M03XKe, B IIOJPOCTKO-
BOM Bo3pacre. JledeHne 0ObBIYHO COOTBETCTBYET KIMHNYECKUM PEKOMEH-
JaLyAM JUIs B3POC/IBIX MAIVIEHTOB, 110 JIEYEHNI0 KOTOPbIX MMeeTcsl 60/Ib-
1lle JaHHBIX BBUJY OO/BIIOrO AMAarHOCTMPOBaHMS 3aboneBaHus u Hoee
BBIPDOKEHHOJ CUMIITOMATVKY, OfHAKO B JIETCKOJ IpaKkTHKe TpebOyercs
paspaboTka Oojee YeTKMX ITOKA3aHUI /I MMIUIAHTALMU UMIUTAHTHUPYe-
MOTO KapauoBepTrepa-gedubdpumisropa.

OcHOBOJT TPOMMIAKTUKY IIEPBUYHBIX KapAVOMUOIATHI, KaK U IPYTUX
TeHeTWYeCKNX 3a00/IeBaHmil, ABJIAETCA IUIAHMPOBAHUE NETOPOXKIEHMA
Y yIydlIeHNe cpefbl oOMTaHNSA dermoBeKa. [10aToMy MeAuKo-reHeTmde-
CKOe KOHCYJIbTMPOBaHMe Ype3BbIYaliHO BaXXHO KakK IIpefyIlpefuTe/lbHas
Mepa B KOHKPETHOM ceMbe. Llenb aHHOI CTaTby — ONMCaHMeE KIMHUYe-
ckoro crnyvas B PI'BY «HMUILL TIIM», feMOHCTpUPYIOIeTro Hac/lefoBa-
HJle MYTaHTHBIX TeHOB 1 KapTUHY pa3BUTHA 3a00IeBaHNUA.

Cembst M. mpefcTaBiIAeT KapTUHY CEMENTHOM (POPMBI HEKOMIIAKTHOTO
MJOKapyia IeBOTo >Kelnynodka. IIpobannom sABsieTcs JO4b, ee PORUTENN
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00a ABJIAITCA HOCUTE/ISIMY MYTaHTHBIX T€HOB, aCCOLIMMPOBAHHBIX C pas-
BUTVEM HEKOMITAKTHOTO MMOKapJa JIEBOT0 XKelyfouka. MaTb — HocuTenb
MyTaHTHOro reHa TPMI1 c nmokanmsanueit 15922 1 ayTOCOMHO-/IOMM-
HaHTHBIM TUIIOM Hac/le[OBaHM:A, KOTOPBIN acCOUMMUPOBAH C pa3sBUTHEM
rUnepTpodUIecKoNi, AVIATALMOHHON KapAMOMMOIIATHI, HEKOMIIAKT-
HOTO MJOKapfja JIeBOTro >Kelmyfodka. [2] OTern, — HOCKUTENIb MYTaHTHOTO
reHa LDB3 ¢ mokammsanmeit 10g23.2, TakKe ¢ ayTOCOMHO-OMVHAHTHBIM
TUIIOM HaC/Ie[JOBaHNsA, aCCOLMMPOBAH C Pa3BUTHIEM TUIEPTPOPUIECKOI
Y AVJIATAallMOHHONM KapAMOMMOIIATHII, HEKOMIIAKTHOTO MMOKapfa JIeBOro
Xenmyrodka u Muo¢ubpusipHoit muonarueit. [3] MaTb u ortel; He uMenn
KaKMx-1160 cMMIITOMOB 3abormeBaHus. B cembe 1Ba peberka — mpobOaHs
M ee cecTpa, 06e — HOCUTEIbHMIBI MyTaHTHbIX TeHoB TPM1 u LDB3.
Terst oTua ymeprna B 37 net ¢ (ds «amnaTanmoHHass KapAMOMUOLATI»),
ee J0Yb yMepJia B BO3pacTe 7 MecsleB OT 3a00/IeBaHusA cepala (A1artos
HEU3BECTEH).

[Tpo6ang M. 2011 roma poXKpeHUs, po>KIeHa BTOPOI U3 [ABONHM Ha
CpOKe 32 HeflenM Iy TeM KeCapeBOro ce4eHns. [Inarnos: KapayuoMmuomnaTus,
HEKOMITaKTHBIII MUOKapJ IeBOTO >KeMy04Ka, ceMeliHas Gopma, TeHeTu-
YecK) feTepMMHMpOBaHHasA: MyTanusa B reHe TPM1,LDB3. Hapymenns
pUTMa cephla M IPOBOAMMOCTY: NMapuuanbHbll cuHapoM WPW, cympa-
BEHTPUKY/ISApHAsA 3KcTpacuctonus. Ilpomanc MuTpajabHOro KiamaHa,
XCH IIA ct. ®K II mo NYHA. B Bospacre 4 MecsitieB 6bI1a TOCIIUTAIU3N-
pOBaHa C KIMHUKOI [JbIXaTe/IbHOI HEOCTaTOYHOCTH, OblIa 3aII0J03peHa
KMII. Ilo mannbIM nposefeHHON IJxoKI: gumaTanmsa momocTell ceppla
(KIOP JDK 24 mm), camwkenue @B no 40%. B «<HMMUI] 3nopoBbs feTeit»
Habmopaerca ¢ 2012 ropa, Kyja MOCTYIWIA B TSXKEIOM COCTOSTHMM, II0
maHHbIM Ox0KI: mumatanusa nesoro xemypouka a/c 33/21 mm, ®B JDK
no Cumncony 50%; no ganHpIM OKI' — mapuuanbHbIil CUHAPOM NPeX-
IIeBPeMEHHOTO BO30Y>K/IE€HMs >KeyJ0YKOB, HapYIIeHUe PeIlojIspU3alyiiL.
OCHOBHBIMM Ha3HayaeMbIMI Iperaparamy ObUIM B mepuop ¢ 2012 mop
2016 ropbl OBIIV JUTOKCUH, KAHOTEH, BEPOIIIPOH, KYpaHTUI. B okTsa6pe
2016 roga o ganHbIM MPT: mpusHaky HEKOMIIAKTHOTO MMOKapfa C Cja-
OOBBIPO)KEHHBIM MCTOHYEHVEM HEKOMIIAKTHOTO CJIOSl U CHVDKEHMEM €ro
cokparutenbHoit aktuBHOCTHU (OB 43,8%). B dpeBpane 2020 ropa mo fau-
HbIM OX0KI: HEKOMITAaKTHBIIT MUOKAP IO HIDKHEN, 3a/jHeil, 3aiHe-00KO-
BOJI CTeHKaM MefIManbHOTO U allMKaTbHOTO CerMeHTa.
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Cectpa npobaHfia, poXk[ieHHas NepBOJ U3 IBOJHY MMeeT HeCKOIbKO
npyroit pmarHos: «Kappmommonarysi, NOBbILIEHHas TPabeKyIApHOCTb
JIEBOTO JKETyloYKa, ceMeifHasA ¢opMma, TeHeTHYeCKM JleTepMUHIPOBaH-
Has: MyTanusa B reHe TPM1,LDB3. Hapymenne npoBoauMocTu ceppua:
IapIUaTbHbIN (PeHOMEH IPeX/IeBPEMEHHOTO BO30YKIIeHMA JKeMy/I0YKOB.
XCHIIA ct1., K II mo NYHA».

B 2016 rony 6b710 IPOBENEHO MONEKY/ISPHO-TeHETUIECKOe TeCTUPO-
BaHUe CeMbl, IJje ObUIN BBIABJIEHBI MYTAIVIY, YTO IIOB/IEK/IO 3a 0001 00-
clefloBaHMe MaTepy ¥ OTIja MAIIMEeHTOK: Y MaTepy, KaK U y CeCTpbl Ipo-
6aH/a, BbIAB/IEHA MOBBIIIEHHOCTb TPabEKYIAPHOCTD JIEBOTO JKEMYH0UKa,
y OTL]Ja — HEKOMIIaKTHBIJI MUOKapJ| JIEBOTO JKeMyfouKa. Pogurensam 6b110
Ha3HaueHO HaO/MofeHNe Y KapAMOo/Iora, YTO MOf4epKMBaeT BaKHOCTD re-
HETUYECKOTO CKPMHIUHIA CEMBU B CTy4YaeB BbIAB/IEHMA HAC/IENCTBEHHOTO
3a00/IeBaHNA: TIO3BOJIAET BBIABUTH OECCUMIITOMHBIX IALMEHTOB 1 B3ATb
UIX TIOJ} KOHTPOJIb.

Ha cerognsammnmit feHb OCHOBHBIMM LI€/IAMYM TePaNyy KapAMOMMOIIa-
TUIL ABNAIOTCA: YMEHbUIEHNE CHMIITOMOB CEPHEYHON HEeJOCTaTOYHOCTH
u npodmnaktuka BCC, HO Tepanus u XMpypruueckoe jedeHye He CIIO-
COOHBI NOB/IMATh Ha TeHeTHdYecKuil ¢axrop. JJake Takue HOBbBIE Tap-
T€HTHbIE IIpeIlapaThbl, HaXOAAILIMECHA Ha Pa3HbIX 3dTallaX MCCAENOBaHNA,
kak Mavacampten u CK-3773274 (CK-274) — uHrMOUTOpPBI CepHeYHOI
AT®asp1, Omecamtiv mecarbil — cenexTuBHBII akTMBaTOP CEpAEIHOrO
MMO31Ha, 00/TaIal0T IMIIb «IIOAEPKMBAIOIIVM Ie/ICTBUEM» 1 He CIIOC00-
HBI «IIOJIHOCTDHIO BBIIEYNTD» MAI[ieHTa. [4]

Hosejimum HampapjieHMeM B JI€4€HUM KapAMOMMUONATUIl SABJAET-
cAd PefaKTUPOBaHME I'€HOMA: MIMEHHO 3TOT METOJ CIIOCOOeH IpPMBECTU
K «/3/Ie4MBaHMIO» ManyeHTa. OOuH 13 MEeTOJOB PellaKTUPOBaHUA — 3TO
texHonorua CRISPR/Cas9. Kaul et al. [5] ommcamn ycnemHyo Koppek-
o mytanuu MYBPC3 B onoBbIxX KieTKax 4esnoBeka. I ycTpaHeHus
MYTal[M} y T€TePO3UTOT OBUIN MCKYCCTBEHHO CO3[JaHbl PeKOMOVHAHTHAA
suponykneasa u pPHK c¢ coorsercpyromeit JJTHK, koTopsle 3atem 6bu1n
MUKpPOMHDBEKIVPOBAHbL. B pesynbrare mpopenanHoil paboTel 66,7 % ro-
MO3UTOTHBIX (opM He MMemu MyTanyu B rene MYBPC3. Onnako B 24 %
cmy4yaeB OBUIO OTMEYEHO NpOsABJIEHME MO3anIu3Ma, a y 9,3 % coxpaHu-
7ach MyTalus B 1[€/IEBOM I'€He.
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TakuMm 06pasoM, Ha CErOJHAIIHMII JIeHb CaMbIM IJIABHBIM 3BEHOM
NpoUIAKTUKA HacTefyeMbIX KapAMOMMOIATHI, KaK ¥ JPYTUX TeHeTH-
JecKuX 3a00JIeBaHMIl, ABIACTCS MEAMKO-TeHeTUIeCKOe KOHCYIbTUPOBa-
HIIe, CHOCOOCTBYIOIIEe He TOJIbKO BBISBIEHNIO HAac/IefyeMoro 3abonesa-
HVS, HO U TOf00PY afeKBaTHON Tepammu: GeHOTUIINYeCKIT TpOoduIb
KapAMOMMOIIATHUI 3aBYICUT HE CTOTIBKO BHEITHMX (PaKTOPOB, OKa3bIBAIO-
VX BO3ZeEICTBIE Ha IPOTpeccupoBaHe 3a00/IeBaHMs, CKOIbKO OT Te-
HEeTUYeCKOro npoduia manyeHTa. Hoseiime MeTORbI ne4eHNs, TaKue
KaK JICIONb30BaHUe a/IocTepudeckux MHrnburopos ATdassl, cemex-
TUBHOTO aKTMBATOPa pefaKTpOoBaHNe TeHOMAa OTKPOeT HOBbIe BO3MOX-
HOCTV He TOJIBKO J/IA JIe4eHNS, HO U [/ MpefyNpeXAeHNsA PasBUTHA
3aboneBaHuA.

KnuHuyeckum cnyyait BEHUNIbHOMU
CNOHAUNOApPTPONATUM

Asmoput:
lanmmnsosa Xamimkat AXMegoBHaA
PHUMY um. H.J. [Inporosa

Hayunvie pyxosodumenu:
®omunbix Mapusa BragumuposHa
PHMMY um. H.J. IInporosa

CHoHAMIoapTpONaTUY — IPYIIA BOCIAIUTE/IbHBIX 3a00/IeBaHNIT COey-
HUTE/IbHON TKaHU € TIOpaKeHMeM IT03BOHOYHIKA, KPeCT[0BO-TI0AB3/O01I-
HBIX U IepudepuuecKrx CyCTaBOB. XapaKTepu3yeTcss MaJIOCUMITOMHBIM
TeYeHMeM, OTCYTCTBUEM ClelnPUIecKuX KpUTepyueB, OTCYTCTBYE ITOBBI-
meHus yposHsa PO.

MoxeT OBITH CBSI3aH C KUIIEYHBIMU MHDEKIVAMU, YPETPUTOM, Te-
HEeTUYeCKON IpefpacronoxeHHocToo (Hammune Ar HLAB27). B rpyn-
ny 3ab60/eBaHMIl BXOAUT AHKWIOSUPYIOLINIT CIIOHAMINT, PeaKTUBHBIN
apTpUT, ICOPUATUYECKNIT apTPUT, SHTEpONATNIeCKMil apTpuT (Ha (oHe
6onesnu Kpona), neguddepenmposannspiit ciongunoaptput. Hemgud-
(bepeHIMPOBaHHDI I0BEHVWIbHBI CIIOHAVIOAPTPUT Yallle BCTPeYaeTCs
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y Ma/lb4MKOB 7-16 7eT. [lumarHos BbICTaB/IsAeTCA HAa OCHOBAHMM OJHOTO
U3 KpUTepyeB: CUHOBUT MM 6O/ B CIIMHE BOCIIA/IMTEIBHOTO XapaKTepa
B COYETAHUN C OFHMM WK ABYMSA KPUTEPUAMU: CeMeNHbIl aHAMHe3, T1CO-
puas, 6onesubp KpoHa, anpreHnpymomye 601 B KpecTiie, SHTeH3VOIaTs,
OCTpOIT AMapeeil Ha MeHee 4eM 3a MeCALl 0 HacTYIUIeHMA 3a00/IeBaHus,
ypeTpurt, cakponent. IIpogo/mknuTenbHOCTD 3a001eBaHNs He MeHee 6 He-
enb — 3 Mec.

B panpHeiieM B 60NBIIMHCTBE Cy4aeB Pa3BUBAECTCSA aHKMIO3UPYIO-
I CIIOH/IU/IOAPTPUT.

Knunndeckuii cnyyvaii:

Manbuuk, 8 net. HacmencTBeHHOCTD He oTsAroleHa. 3abomen ocTpo,
4yepes HefleNIo Moc/e MepeHeceHHoN ocTpo auapen. [loguanacey Temre-
parypa o 39-40*C, npucoenuHmIach 601b B IeBOM KOJIEHHOM U IPaBOM
Ta300e[peHHOM CyCTaBe, OTpaHM4YeHNs ABIbKeHUsA. HeogHokpaTHO 06-
CIefloBaH B TeyeHMe 3 Mec HabmofieHns. B nepByto Heperto 3aboneBanms
II0 IaHHBIM JIA0OPATOPHOI AMATHOCTUKN: KIVHUYIECKIUII aHaIN3 KPOBU:
nevikouutsl 14,8 *1079/1, H 67%; CPB 199 Mr//1; IOBBIIIEHBI ITPOKaIb-
nuToHVH, D-dimer, dpubpnnoreH, peppuTrH. YpoBeHb peBMaTOMJHOTO
¢dakropa -N. AT k 6aKTepyaAM KUIIEYHO-MH(PEKI[MOHHOI IPYIIIBL: yMe-
penHoe nosbimenye TMTpoB Ig G x AT Shigella Flexneri VI. Ha 2-3 Hepe-
e 3a007IeBaHNA: COXPAHA/ICA HENTPODUIbHBII JISMIKOIINTO3, YCKOpEeHIe
CO3, nosniienne CPB, peppurtnna, D-dimer, IgA. Yposenn peBmaro-
upHoro ¢akrop -N. AT x AT K canbpMOHe/IaM, LINTe/IIaM, BO30yauTe-
1M OprotHoro Trda He o6HapyxeHsl. KT OBIT — BrisiBIeHb! MHGUID-
TPAaTMBHO-BOCIA/INTe/IbHbIE VIBMEHEHNsI B 00JIaCTU MI€0CAKPaTbHOTO
COYIEeHeHNUs CIIpaBa M Tela NMOAB3AouIHON KocTtu cinpaBa. MPT TBC
¥ TIOAICHMYHOV 00/1aCTM — KapTMHA OCTPOTO IPAaBOCTOPOHHETO CaKpo-
mwienta ¢ gudPysHbIM 0TEKOM KOCTHOTO MO3Ta IIpaBoii 60KOBOI Mac-
Cbl KpecCTIia, MPaBol MOAB3JOLIHON KOCTU U (opMUpOBaHMEM HaTed-
HIKa KIepefiu OT COYNEHEHNs, IPAaBOCTOPOHHMII PeaKTUBHBIN apTPUT.
Ha ¢one mpoBoamMoli Tepanuy KynupoBaHMe ITUXOPafKy, 00/IeBoro
Y CYCTaBHOTO cHHJpoMa. Yepes 2 Mec oc/Ie Havyasa 3a00/1eBaHyA: BU3Y-
aJIbHO CYCTaBBl He M3MEHeHbI, IBIDKEHM B IIOTHOM 06beMme, 6e3607e3-
HeHHble. JlabopaTopHble faHHbIe: noBbieHne CPB, IgA, IgG, IgE. MPT:
COXpaHAEeTCA KapTUHA paHee BBIABJIEHHBIX CTPYKTYPHBIX M3MEHEHMIA
npasoro KIIC u npasoil nofiB3gOMIHOI KOCTU. YMEPEHHO BbIpa>k€HHBII
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cunoBuut npasoro TbC. MPT — npusHaku perpecca BOCHanauTeTbHBIX
VI3MEHEHUIT B IIO/IOCTY MaJjIoro Ta3a. Pe6eHKky BpicTaBeH fuarnos: I0se-
HUJIbHASA CIIOHAM/IOAPTPONATISA, IPABOCTOPOHHMI CaKPOUIENT, aKTUB-
HOCTbB 1-2. Pentrenonormyeckas cragusa 2, HO 2.

JJaHHBI KIMHWYECKNUI CIy4all JEMOHCTPUPYET TPYLHOCTM [IMArHO-
CTUKM IOBEHVIbHON CIIOHAN/IOAPTPOIIATUN. HeO6XO)II/IMbIM ABIACTCA
IIMTENbHOE Hab/MoeH e 3a ITAI[VIEHTOM, IIOBTOPHbIE Ta00paTOpPHbIE Y VH-
CTpyMeHTa/IbHble uccnefoBanms. [Tocie kynupoBaHys 601€BOro CUHAPO-
Ma M TIpeKpaieHnsa GpeOpMabHOI MMXOPaKM BOCTIAUTENbHBIN IpoLecc
COXpaHsAeT aKTUBHOCTb ¥ 6€3 COOTBETCTBYIOIIETO JIeUEHNS MOXKET ObITh
IPUYMHOV MHBAUVU3UPYIOIINX U3MEHEHNIA CYCTaBOB.

MynbTUCUCTEMHDBIN BOCNANUTE/IbHBIN CUHAPOM,
aCCOLMMPOBAHHbIA C HOBOW KOPOHABUPYCHOM
uHpeKuymen

Asmoput:

I'ypxeeBa Muppa Onerosna
Ucakos Vckangep Kannb6exosuu
ConeBa Anacracus ViropeBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
Jlapuna JIro60Bb EBrenreBHa — K.M.H., JOLEHT
Mopososckasa JI'Kb, PHUMY um. H.J. Iluporosa

AKTyanbHOCTb. My/IBTUCUCTEMHBIN BOCIIA/IUTENbHBI CUHPOM Y JeTel
(MIS, MIS-C, MIS-A) — 310 Ts1Kenmoe ocnokHenne tedernuss COVID-19,
XapaKTepusylolleecs CIeAyIOI UMY KPUTePUAMN: BO3PACT 10 19 1eT, mnxo-
panxa 6oree 3 HHeil, KTMHMYECKNe IPUSHAKY IIOpaXeHMs Ooriee 2 cucTeM
OpTaHOB, IOBBILIEHHbIE MapKepbl BOCIIAJIEHNUA, OTCYTCTBME JPYTUX MU-
KPOOHBIX IPUYNH BOCIajIeHNs, ffokasaTenbcTBa nHpekuym SARS-CoV-2.

Oco6bl1it nHTEpec npeacTapsieT TOT $GakT, uTo MIS nMeer nepexpect-
Hble 4epThl ¢ 60e3Hblo KaBacaku, cMHApPOMOM aKTMBaIuy Makpogaros,
9TO TpebyeT IpOBeeH A TIaTeTbHOI A1 PepeHIIaTbHOI AMaTHOCTUKIL.
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[Manuent M., 17 net, noctynun B Mopososckyto II'Kb 13.10.20 c xa-
n06aMu Ha OTCYTCTBME YYBCTBUTE/IbBHOCTY B IIPABOJi CTOIIE, TOJIEHY, 60N
B IIpaBOM Oefipe, TUXOPaZIKy, PBOTY U AMAPEIO.

B centsa6pe 2020 roga mepenec COVID-19. 3a6onen 05.10.20 ¢ noBbI-
meHus TeMueparypsl fio 38.5°C 6es kaTapanbHbIX siBreHuit. 10.10 obpa-
IJaJICSA B TUIATHBII LIEHTP, 651710 BbinoiHeHo KT opraHoB rpyaHOI KIeTKH,
IpOBeJieH OCMOTp IeanaTpa, HasHadeH Lledexcum. 11.10 mossBUINCH CUM-
IITOMBI CKJIEPUTA, XeJINTa, Ha pOHe mpueMa aHTMOMOTIKA OHOKpaTHas
PBOTa M JBaKADI )KUAKMIL cTYI 6e3 mpuMeceit. Beaepom 12.10.20 pebeHok
HavaJI )KaJIoBaThCA Ha 601N, a 3aTeM ITOTEPI0 YYBCTBUTE/IBHOCTY B IIPABOIA
Hore. bout rocnirammsnposal 6puragorr CMII.

IIpy mocTyIeHun: Ha TY/IOBUILE CKY/IHAsA IATHUCTAA CBIIIb, CKIEPUT,
XeWINT, TACTO3HOCTD JINLA, IIpaBas TO/IeHb OTEYHA, XOJIOGHAas I1a/IbIIaTOP-
HO, Ha TbUIPHOJ IIOBEPXHOCTY IIPaBOJ CTOIBI IATHUCTAA CbIlb. OTCYT-
CTBYeT ITy/IbCallMsl B IIPABOJT IIOJJKOJIEHHON 00/1acTH, Ha THUIBHO ITOBEPX-
HOCTM CTOIBI. TOHBI cep/ilja IPUITyIIEHbI.

13.10.20 npoBeziero Y3 u KT cocyfoB HIDKHUX KOHEUHOCTEN HMK-
HUX KOHEYHOCTeN C BHYTPUBEHHBIM KOHTPACTMPOBAaHNMEM — IIPU3HAKU
IPaBOCTOPOHHETO apTepPUaIbHOTO OKKJIIO3MOHHOTO 1Ie0(dheMOpasIbHOTO
TpoMmb03a. OcTpas apTepuanbHasi HeTOCTaTOYHOCTD 11 B.

Y3U nodex ¢ pyHKIMOHANIBHON HATPY3KOI — 9XoNnpusHaku gudpdys-
HBIX 3MEeHEHMNII TapEeHXMMbI I1I04eK, TEHJeHIINA K CHIDKEHNIO MHIeKca I1e-
pudepruecKoro COnpoTUBIIEHN, INETTOKATNKOIKTa3 s CIIpaBa.

OKI' — ynnnnenne nnatepsana QT.

9x0KI' — Hebonburas pgunatanys neoro xenynouka (JDK), dpaxums
BpIOpoca (OB) — 52%.

JTaboparopro: B OAK — npusHaky Bocranenns; [I-numep — 4 Mr/i;
Mo4eBMHa — 26,3 MMonb/n; kpeatunnn — 273,89 mxmonn/n; ACT —
139 EN/m; AJIT — 55,5 EIN/m; JIOAT — 733 EN/m, TT'T- 91 EN/n; gucnporen-
HeMmusi; cHIDKeHue nportenHoB S, C; KOK (ot 15.10)-23220 E[l/.

13.10.20 nmpoBeneHa TpOMO3MOOTIIKTOMYSI U3 IIOfIB3/JOLIHBIX 1 OepeH-
Hoti aprepuit. [Tanuent nepesenen B OPVT. Hauara tepanus: [lekcamera-
3oHOM 20 mr/2,12m2; BBUT 0,5 rpamm/kr; [enapun 20 Ex/xr/4ac.

15.10.20 9x0-KTI Tpexmepnas: tpom6 B JDK.

16.10.20 B KOHTPOJIbHOM KOaryJiorpaMMe NOCTUTHYTO LielIeBOE€ 3Ha-
gyenue runoxoarynauyyu — 0.71 E/Mn npyu yBenuyeHun JO3bI TelapuHa
37 En/xr/4gac. Ha 9x0-KI: 2 Tpomba B JDK.

95



TAA3OBCKME YTEHMA - 2021

19.10.20 cmeHa Tepanuy Ha HU3KOMOJIEKY/IAPHbIE TelIapMHbI B Pa30BOII
mose 130 EJI/xr ¢ jocTiokeHneM 1ieneBOI TMIIOKOATY AL,

26.10.20 mono>xuTenbHbIN 9P PeKT aHTUKOATY/LIHTHOI Tepanuy. JXo-
KT: musuc rpomb6a, yBennuenne OB no 69%.

Ha ¢one nmpoBoayuMoil Tepanmmy — IOJOKUTENbHAs AUHAMUKA, TO-
CTUTHYTBI 3HaYeHVA Ta00OpaTOPHBIX ITOKa3aTesell B mpefenax pedepeHc-
HBIX 3HAUEHNII, TPOMOBI B apTepusAX IIPaBoJl HIDKHEJ KOHEYHOCTH yHarte-
HBI, B cepale — nusuposansl. [lanuent spimucan 30.10.2020.

B xaramHese cocTosHMe pebeHKa OCTaBa/lIOCh YIOBIETBOPUTEIbHbIM,
IOJTyYasa TePANNi0 HU3KOMOJIEKYIAPHBIM Te€lIapUMHOM B TedyeHue 2,5 Me-
CALIEB.

3akmouenne. OnucaHne JaHHOTO KIMHUYECKOTO CIy4as JEeMOHCTpU-
pyeT BaXHOCTb NPOMUIAKTUKA ¥ CBOEBPEMEHHON AMAaTHOCTUKI U JIede-
HuA COVID-19 y mereii A CHUKeHMS PUCKOB Pa3BUTHA TAKUX TAXKEIbIX
OCIOXXHeHu, kak MIS.

Onyxonb Bunbmca y geBo4YKku 4 net, oCNoKHEeHHasA
CUHAPOMOM CUMHYCOMAANbHOM 06CTPYKLUUU

Asmoput:

Honuuk Enusasera lIBaHoBHaA
Vimmenenxas Codpsa KupmioBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
JTapuna JIro608b EBrenreBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.J. IInporosa

Omnyxonp BumbMmca — ato Hambosnee yacToe 370KadecTBEHHOE 3MOpH-
OHa/IbHOE HOBOOOpa3OBaHNe MOYKM Yy JieTell, 3aHMMaeT BTOPOE MeCTO
Cpefiyl 37I0Ka4eCTBEHHBIX OITyXO/Ieil 3a0PIOIIMHHOTO IPOCTPAHCTBA U MO-
XKET OC/IOXKHUTBCA PEKOIl IeYeHOUHOJ BEHOOK/IIO3MOHHOI 00JIe3HbIO.
[IpyurHa cMHApPOMA CMHYCOMIATBHON OOCTPYKIMY — TOKCHYECKoe Io-
BpeX/jeHMe TeYeHOYHBIX CHHYCOU/IAIbHBIX KAaIIM/IAPOB, KOTOPast IPUBO-
IUT K 0OCTPYKIIMM MaJIbIX BEH ITeYeHM.
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IeBouka, 4 roma 4 Mecslla, Haxomuiaachb Ha nedyenunm B MIT'KDB
€29.04.21 mo 24.06.21. C 28.04.21 mosABMUINCH pe3Kue 60N B )KUBOTE U Off-
HOKpaTHas PBOTA, 3a 2 Hele/MN JO 9TOr0 OTel] OOHAPYXXWI YIIOTHEHME
U yBe/IM4YeHNE Pa3MePOB XKMBOTA € Tpu3HaKaMy acuMMeTpun. [1o pesyb-
tataM KT opraHoB rpygHoit KJIeTK) 1 OPIOIIHON IIOJIOCTH, aMOy/IaTOpPHO
BBISIB/ICHO MaCCUBHOEe HOBOOOpa3oBaHMe NMPaBOro 3a0PIOIIMHHOIO IIPO-
CTPaHCTBA, OIYXO/Ib IPABOJl IOYKM ¥ IIPABOrO HAJIIOYEYHMKA, MeTac-
Tasbl B erkux. 29.04.2021 rocnuranusuposana B MJII'KB B otnenenne
onkonorvu. Ha Y3/ opraHoB 6proIIHOI TOOCTH 1 3a0PIONIMHHOTO IPO-
CTPaHCTBa — COMMUHOE 0Opa3oBaHue pasmepoM 126x131MM HEOTHOPOS -
Hoe 3a cyeT KucTo3Horo kommnoHeHTa. [lo KT rpygnoit nonoctu: ruppo-
TOPAKC JIEBOTO JIETKOTO O 5MM, «MO3alYHAsI»IIHEBMaTU3aLVsA JIETOYHON
tKaHu. J/TaboparopHo: runoxpomuas aHemus II crenenn (Hb 81 r/n), ram-
Ma-rayTammitTpancdepasa (192 EJI/m).06.05.21 6bi1a BBIIOTHEHA ITyHK-
VA IPaBoOJ IUVIEBPAIBHONM MOJIOCTH C 3BAKyalMell )XUAKOCTU. Y UNThIBAA
TaHHBIE Ty4eBOil BU3yanu3anyy (TOTalbHOE 3aMelljeH)e IPaBoil MOYKMI
OITYXOJIEBOI TKaHBIO KVICTO3HO-COMUTHON CTPYKTYPHI 6€3 IpU3HAKOB Ha-
nUYnA B CTPYKTYpe OIYXONM Ka/bIIVHATOB, 3HAYMTE/IbHbIE METACTa3bl
JIeTKMX), ObIa MCKIIOYeHa HelpoOracToMa 3a0pIOLIHHOTO HPOCTpPaH-
CTBa U IIOCTABJIeH AMarHo3: He¢pobmacToma IV crenenu crpasa. Pebenky
Ha3Ha4eH Kypc MpeoNepaliOHHOI XMMUOTepanuu 1o nporokony SIOP-
Umbrella2016. Ha 54 meHb rocrmMtanusanum cOCTOsiHME pebeHKa cTabu-
N3UPOBANIOCh. IlaleHTKy BbIINCann U3 OTHeIeHNA KIMHNYIECKO OHKO-
JIOTMM Ha IIePephIB CO CIeLVa/TbHbIM JIeYeHNEM.

01.07.21 6buta mpoBeneHa HedbpsKkTOMMs mpaBoit mouku u 12.01.21
Ouoricus 1eBoro yrerkoro. 17.08.21 moBTOpHasi I/IAaHOBAs TOCIMATATN3ALINS
B MJITKDB. Tsxxenoe coctossHue 00yCIOB/IEHO alIasyeli ocie npefornepa-
uyoHHol xumuorepanuu. Ilo pesynpraram Y3U ot 04.09.21 — remnaroc-
wieHoMeraus (mpasast oyt 121MM, neBast jorst 78MM), actut o 800mi,
rugporopakc 7o 180ma cupasa u mo 50mn cnesa. 06.09.21 oTpuiiarenbHas
AVHAMIMKa: )KUAKOCTh B OpronrHoit monoctu HapactaeT. [To KT rpynnoii
HONIOCTY: 2-X CTOPOHHMII TUIPOTOPAKC, IMAPONEPUKap/. 3aMeTHOE II0-
BBILIIEHVE MAcChl Tela pebeHKa, 13-3a 3a/Iep>XKKU XXUJKOCTU C pa3BUTUEM
IIOJIOCTHBIX OTEKOB. ITo pesynbraTam smacToMeTpuy e4eHn HabmoaeTcs
nuppos nedenn (F4 mo mkane METAVIR). YunTsiBas TspKenmoe cocTos-
HIle pebeHKa, IIPUHATO pelleHNe O CTapTe HMaTOTeHeTUYEeCKON TepaIuy
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BEHOOK/TIO3VIOHHOJ 0O0JIe3HM C IapajUle/IbHBIM MCKIIOYEHNMEM ayTOUM-
MYHHOTO /1 BUPYCHOTO TeTIaTITOB, MMEIOIINX CXOXKYI0 CUMIITOMATUKY (V1C-
K/To4YeHbl). [IpoBoAMIach aHTUKOATY/ISHTAsI Tepanus U 3aMeCTUTe/IbHAS
tepanus (femapuu 10 ME/kr/49ac, Auturpom6ms 30 ME/kr B/B).

Ha ¢one maroreHeTnyeckoit Tepanuu IJIUTENTBHOCTHIO 6 HEMENb CO-
CTOsIHYE MAIIVIEHTKY CTabMIn3nupoBanoch. 24.09.21 pe6GeHOK BBINMCAH 13
OTHOCIIECHNA KJIMHIYIECKOI OHKOIOTUI B YAOBIE€TBOPUTENDPHOM COCTOAHMM.
Taxkum 06pa30M, Ba>XXHO OTMETUTD, YTO TE€palMA OHKOJTOTMYIECKUX ITal-
€HTOB TpeOyeT KOMIIEKCHOTO IIOAXO/a, B TOM YMC/Ie [/IA JIe4eHus BO3-
HYIKAIOLIVX OC/IOXKHEHMII, TAKUX KaK BEHOOK/TIO3MIOHHAs 00JIe3Hb IIEYEH.

CuHgpom Mapwanna (PFAPA) y 6ausHeuoB

Asmopuot:

IynaeBa Exatepuna ViBaHoBHa

Henaprosuy Vipuna AHTOHOBHA

Tono6opogpko Hukonait Bragumuposany

Benopycckas MegmImHCKas akafieMys IOCTIeUITIOMHOTO 0Opa3oBaHys

Hayunvie pyxosodumenu:
IToukaiino Anekceii CepreeBu4 — K.M.H., JOLCHT
Benopycckas MeguimHcKas akafieMys IOCTIeUITIOMHOTO 0Opa3oBaHys

Cunppom PFAPA, cunnpom Mapmamna (CM) npencrasisieT co6oit ayTo-
BOCITA/INTE/IbHBIN CUH/IPOM, TIPOSB/IAIOIINIICA CTEPEOTUITHBIMY SIU30AMU
JIMXOpafKy IMPONO/DKUTENbHOCTDIO OT 2 [0 7 [HEN, BOSHUKAOIIVMI Yepes
OTHOCUTENIbHO PEry/IApHbIe IPOMEXYTKM BPEMEHN, ¥ COIPOBOXK/JAIOI VMM -
A1 GapyMHTUTOM, LIeJHBIM MMdaIeHNTOM U ahTO3HBIM cToMaTiToM. OffHO-
KpaTHOE BBeJIeHNe ITPEHI30/I0HA B T03¢e 1 MI/KT OBICTPO CHIDKAET IMXOPaj-
KY ¥ MO>KET VICIIO/Ib30BaThCs B Ka4eCTBE AMAaTHOCTIYECKOTO MHCTPYMEHTA.
Hesouku JI. u K., nBoitHA, pogunuck Ha 33 Hefene recTanuy C Mac-
coit 2000 u 1450 1, ouenkoii o nrkasie Anrap 3/VIBJI. B pannem u po-
IIKOJIBHOM Bo3pacTe yacto 6onmenu (10-12 OP, 5-6 otnuros, 3-4 ToH3MI-
JuTa B TOf). 4 pasa OBUIM TOCIUTATN3NPOBAHBI II0 TOBOAY ITHEBMOHUIL,
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2 pasa — ¢ muenoHe¢ppurom. Habnoganich MMMYHONIOTOM, IIepBUYHBII
VIMMYHOZeUIINAT UCKITIOYEH.

B HOs16pe 2020 1. (Bo3pacT feTeit — 6 /1eT) poAUTENN 0OPATUINCD K Tie-
AMaTpy ¢ xamobamu Ha nobilIeHye TeMuepatypsl y JI. go 39°C. Temmne-
parypa (t°C) camxanacp Ha 4-5 gacos nocne npuema HIIBC. IIpu ocmo-
Tpe BBLABJIEH Ha/leT Ha MUHJA/IMHAX, 00jiee BBIPaKeH C OJ{HOV CTOPOHHI,
yBe/I4eHue IeitHbIX mMdoysnos fo 1-1,5 cm. JlaboparopHo: B 061eM
aHa/mM3e KpoBU JIefiKonuThl 15,9 * 109/71, manodkosepHble HENTPOPIIIbI
11%, CO3 39 mm/4. O61mui1 aHanmm3 Moy 6€3 IaTOIOIUNL.

Ananorumysble snu3onsl (eOpMIbHON TUXOPAagKU C TOH3VIIUTOM
¥ 1IeiiHBIM M aeHUTOM Habmogamice y J1. B TedeH1e NOCTIefHNX 4 Me-
CAILeB C MHTepBaoM 5-6 Hefienb. [Ipy KaXk1oM ann3ofe 0TMedasIcs 1eiiKo-
LIUTO3 C MAJI0YKOSA/IEPHBIM CABUTOM 1 YckopeHHoe COJ, CPb 22-35 mr/m.
[Toces Ha ¢ropy ¢ MUHIAIMH POCTa He Aajl. BHe nuxopajgku MsMeHeHUI
B aHa/M3ax He ObUTO. JIedeHVe MPeXXHMX SMM30[0B: aMOKCUIVIJUINH, Lie-
bypOoKCUM, KIapUTPOMULIVH, TIPY 3TOM B Te€YeHMe 5 JHeil COXpaHsIach
t°C 39°C.

C IMarHOCTMYECKOJ IIe/Nbl0 peOeHKy ObI HasHa4eH OfHOKPATHBIN
IIepOpajIbHBIN NpUeM IpefHN30/10Ha B Jo3e 1 MI/KI. B Teyenue 4 yacos
nocse npuema t°C HOpMaaM30BalaCh ¥ He IOGHMMAIACh TIOBTOPHO; Ha-
JIeT Ha MUHJA/IVHAX, MIEHbI TMMQpaIeHUT NCYe3/N B TeYeHue 2 CYTOK.
Ha ocHOBaHUM KOMIITEKCa KpUTepyeB peOeHKy ObUI BHICTAB/IEH IMArHO3
«cuHppoM PFAPA, HenonHas ¢popmanr.

B mexabpe 2020 r. o6paTuucs ¢ xxanobamu Ha t°C>39°C, TOH3UITUTOM,
mweitHbIM MuMdaneHuToM y K. (BToporo pebeHka 13 ABoitHM). AHAIOTNY-
HO IIO3UTMBHOII OblTa mpoba ¢ npepHusonoHoM (t°C HopManusoBanach
B TeYeHJe HeCKOJIbKVIX 4acoB IOC/Ie ITpyeMa 11 6o/iee He MOBBIIIAIACD).

I[Tepuon HabmoneHNA 3a MALMEHTaMy COCTaB/sAeT 14 Mecsnes. Onn3o-
JIbI HOBTOPSUIVICh ¥ 00eMX JIeBOYeK C IIePUOANTIHOCTBIO 6-8 Heflelb, INXO-
pajika KyIupoBanach B iepBble CYTKM MOC/Ie NpyeMa IpefHn3onona. Of-
HaKo yepe3 6 MecsAlleB MHTePBaI MEX/y NPUCTYIaMM HayasI IIOCTETIEHHO
cokpamarbcs o 3-4 Hepernb. COBMECTHO C POAUTENAMM ObUIO IPUHATO
pellieHNe IPeKPaTUTh IpueM MpefHN30/10Ha. JacToTa 3MM30[0B BEpHY-
JIach K UCXOJHOMY YPOBHIO, @ B [Ja/IbHeJIIIIeM UHTepBajl MeX/y IIPUCTYIIa-
MU IIOCTENIeHHO YBe/IN4MBAJICA, COCTaBUB 12 Heflenb Iepef MOCIeAHUM Ha
HAHHBII MOMEHT 3I30/I0M.
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B maHHON K/IMHMYECKON CUTyalMM HpefcTaBsAeT MHTepec HMpaKTu-
Jecky ofHOBpeMeHHas MaHmpecranyss CM y oboux feTeit U3 JBOVIHM,
a TaKKe MIEHTUYHOCTb TeueHMs 3a00jieBaHVA y HUX: HemonHas ¢gopma
CHHApOMa (3MM30[bI HEe COMPOBOXK/AAIOTCS aTO3HBIM CTOMATUTOM), CO-
KpallleHJe IHTepPBaJIOB MEX/Y IPUCTyNaMy Ha (OHe IpyeMa IpeTHN30-
TIOHa, YBe/IM4YeHe NHTEePBajIa ITOC/Ie eT0 OTMEHBDI.

CM sBnsercs 3aboneBaHMeM ¢ 671arOIpUATHBIM IIPOTHO30M, perpecc
3MU30[0B IMXOPaIKi HAacTymaeT B cpefHeM K 10 rogam. CBoeBpeMeHHas
AMAaTHOCTMKA CMHAPOMa IIO3BOJIAET M30eXaTh HEOOOCHOBAaHHON aHTHU-
OMOTMKOTEpanuy ¥ MHOTOKPAaTHBIX MHBA3MBHBIX 00C/IeJOBAHMIL, YTO CY-
I[eCTBEHHO B/IMsIeT Ha Ka4eCTBO >KM3HU CEMbBIL.

MynbTndoKanbHbI NeMUYecKkuin
MHAPKT roIOBHOro mosra y pebeHka
cV tTunom aptepuuta Takasacy

AsmopuL:

IynaeBa Exatepuna ViBaHoBHa

Tono6oponbko Hukomnait Bragumuposiya

Benopycckas MegMImHCKas akafieMys IOCTIeUITIOMHOTO 00pa3oBaHNs
Hecreposuy I0mna Bukroposna

3apenkasa Enena MuxaiimoBHa

3aBaga Auna HukomaeBHa

4-51 TOpOJCKas ieTCKast KIMHMYecKas 00IbHNUIIA

Hayunvie pyxosodumenu:
HenaproBud lipuHa AHTOHOBHA — K.M.H., JOLI€HT
Benopycckas MegmImHCKas akafieMys IOCTeUITIOMHOTO 00pa3oBaHNA

Aptepunt Takascy (AT) — XpoHMYeCcKMil TpaHy/IeMaTO3HbBI/ BacKy-
JIUT KPYIHBIX COCY[OB, IPEUMYIIECTBEHHO IOPAXKAKOIINUI a0pTy U eé
OCHOBHbIe BeTBU. BocmasieHue COCyIOB BbI3BIBAaeT apTepuasbHbINA CTe-
HO3, OKKJIIO3MIO, JUIaTaluio uau ¢GopMuUpoBaHMe aHeBpU3M. VIspect-
HO, YTO MMEHHO V THUIl 3a00jeBaHUA ABIAETCA Hambosee TSKETbIM
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I XapaKTepyu3yeTcsi OOJIBIION IUIOMANbI0 OpaXKeHus apTepuit. Pacmpo-
crpanenHocTb AT B EBpone cocrasnser 0,4-1,5 ciry4daeB Ha 1 MyH. Boreror
MpEeMYIEeCTBEHHO /INLja JKEHCKOTO 11071a B BodpacTe 11-30 ner.

HeBouka [I., 13 ner. ITocTymmna B cranyoHap ¢ >kajmobaMy Ha Cia-
00CTb, CHIDKEHNE allIIeTUTA, TOIOBOKPY KEeHIe, TIEPUOANIeCKOe OHEMEeHIIe
BEPXHUX ¥ HVDKHUX KOHEYHOCTEN!, IIOTEPI0 Macchl Tena (5 Kr) B TedeHue
nocnenHux 6 mecsnes. IIpyu 0OBEeKTMBHOM OCMOTpe He OIpeferisiniach
IIy/IbCallA Ha COCYJaX BEPXHMX KOHEYHOCTEN; PasHULIA B CUCTONNYECKOM
AJl Mmexpy pykamy >10 MM.pT.CT. AyCKYZIbTaTUBHO OIpefeNsA/ICcA IpyOblit
COCYAMCTBI LIIYM HaJi COHHBIMM apTepysMu 1 OprourHoit aopToit. /Tabo-
paropHo: nejikoruTel — 10,2 109/1, CO9 — 65 MM/4, C-peakTuBHBIII Oe-
nok —123,5 mr/n, peppurnr — 193,5 Mxr/m; nporennypus — 1 r/n. Ilpu
KT-anrmorpadmm: nupkynspHoe yTo/IeHNe CTeHOK OpaxuoriedanbHOro
CTBOJIa, 00eMX MOAKIIOYMYHBIX ¥ OOILIVIX COHHBIX apTepuil; Cy)KeHMe Ipo-
CBeTa OOIINMX COHHBIX apTEePUIt, OKK/TIO3MsI IIPABOIT IIOKTIOYIYHON 1 06e-
VX TI03BOHOYHBIX apTepuil; UUPKYIAPHOE YTOJIIEHNE CTEHKM TPYJHOIO
V1 OPIOIIHOTO OTHE/IOB A0PTHI O MH(PPApPEeHATbHOTO OT/ie/Ia; HUTEBYU/HBIN
IIPOCBET YPEBHOTO CTBOJIA; Cy>KEeHNe IIPOCBETa BepXHell OpbDKeeyHOI ap-
TE€PUN CIIpaBa, HUTEBUJIHAA IOYeYHAsA apTepus ClIeBa; 3aK/II0YeHNe: He-
crienduyecknit aoproaprepunt Takascy V Tuna; nimemmdeckue u3MeHe-
HHA JIEBOV ITIOYKM.

Ha ¢one neyenusa (MMMyHOCYIpecCMBHOe JiedeHMe: JeKCaMeTa3OH
Y METOTpEeKCaT; IPOPUIAKTIKA TPOMOOTHUYECKIX OCIOXKHEHMIL: PppaKcu-
IapyH) OTMeYaeTcsl MOJIOKNUTeNbHas maboparopHas anHamyka: CO9 —
3 MMm/4, C-peaKTUBHBIN 6enok — 0,5 mr/im. Ha 18-e cyTKu nedeHus y [l
PasBWINCh CYHOpPOTY (3alpOKMABIBaHME TOJIOBBI, L[MAHO3 HOCOIyOHOTO
TPEYTO/IbHIKA, IIEHNCTOe OT/le/iIeMOe M30 PTa); IMPUCTYI AIUICA OKOJIO
3 MMHYT U 3aBePIIWICA CAMOCTOATENbHO. Yepes 10 MUHYT — reHepanmnso-
BaHHbBIE TOHMKO-K/IOHNYECKIE CY/JOPOIY pa3BUINCDH IIOBTOPHO, KYyIIMPOBa-
HBI iMa3ernaMoM. B TeueHne 9aca pasBUIOCH ellle 2 3M1307a TOHNKO-KIIO-
HIYECKUX MPUCTYIIOB C POKATbHBIM KOMIIOHEHTOM, CKIIOHHBIX K CTaTycC-
HOMY TeueHMI0. PebeHok nepeBeneH Ha VIBJI B IpUHYAUTENTBHOM peXnMe,
cefjanysi — TUTpoBaHyeM TromneHTtana. [Ipu MPT ronosroro mosra (B atu
e CYTKM): TpoMO03 JIeBOJ BHYTPEHHEN COHHON apTepuy, IpOKCUMalb-
HOJI YaCTY JIeBOYI 3a/{Hell MO3TOBOJ apTepuy; My/IbTU(OKATbHBII VIIIEMU-
4eCKMi1 MTH(PAPKT TOJIOBHOTO MO3Ia B IIPABOM Y JIEBOM ITOTYLIAPYIL.
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Yepes 2 cyTOK JjeBOUKa IlepeBefieHa Ha CIIOHTAaHHOe AbixaHye. Ha done
IpyueMa JeBeTHpaleTamMa CyflOPOrM He MOBTOPSUINCD, COXPAHAJICA JIETKUI
JIeBOCTOPOHHMII remunapes. Jl. BollcaHa Ha 42-e CyTKI C PeKOMeHalueit
IPONO/DKUTD JIeYeHNe MeTUIIPeSHNU30NMOHOM (1 MI/KI/CyT), MeToTpeKca-
toM (10 Mr/m2/Her), GpaKkCUIaPUHOM.

IIpn ocmoTpe Yepes 2 MecAla — 049aroBOi HEBPOIOTMYECKON CHMIITO-
MatuKy y pebenka He BbLiBieHo. [Ipu MPT ormevannch moctuniemmye-
CKJe M3MeHeH: TOJIOBHOT'O MO3Ta, CGOPMIPOBAaHbI MHO>KECTBEHHbIE COCY-
JUCThIE KOJTATEPA/IN B 30HE MOPAXKEHM .

Knmundeckuit cmydaii oTpakaeT ckKIoHHOCTb AT K mporpeccupyromemy
TEYEeHUIO, BOSHUKHOBEHNIO HOBBIX COCYIUCTBIX TIOPAXKEHMIA, [laXKe KOT/A KiIn-
HIMYecKas KapTUHA U JIAOOpAaTOpHbIe MOKA3aTe/My YKasbIBAIOT HA PEMIUCCHIO.
HecmoTpss Ha mpoBOAMMYIO MMMYHOCYIIPECCUBHYIO TEpAIIO, IaTOIOIMde-
CKUIA TIPOLIecC OBICTPO IPOrPeCcCUPOBAI C pa3BUTIEM >KIBHEYTPOXKAIOLETO OC-
TIO>KHEHVA — VHCY/IbTA, BBISBAHHOTO MIIEMIYECKIIM OTEKOM FOJIOBHOTO MO3Ta.

CuHnpgpom SAPHO y nogpocTtKa

Asmoput:

IynaeBa Exarepuna ViBanoBHa

HenaproBuy llpuHa AHTOHOBHA

Bopanosa Onbra BragumuposHa

Benopycckas MeguIHCKasA akajeMus NOCIeAUITIOMHOTO 00pa3oBaHns
JIazapuuk Viropp BukropoBuy

MuHckas 06acTHas JeTcKasi KIMHIYecKas 60/1pHuIa

Hayunvie pyxosooumenu:
Ilouxkaiino Anekceit CepreeBud — K.M.H., JOIIEHT
Benopycckas MeguIHCKasA akajeMus NOCIeAUITIOMHOTO 00pa3oBaHms

Cunppom SAPHO (axponum or CuHoBuTa, AKHe, [TycTynesa, [unepocro-
3an OcTuTa) — ayToBOCNaNINTENIbHOE 3a00/IeBaHMe, XapaKTepH3yIolleecs
coyeTaHMeM MOpaKeHNA KOXKU ¥ XPOHNYECKOTO OCTEOMMENTNTA.
Manpuuk K., 13 net. O6patunics x oproneny ¢ >kanobamu Ha 6071b B Jie-
BOM T'OJICHOCTOITHOM CyCTaBe B TedeHMe 2 Mec (CHayasa Ipy Harpyske,
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II03)Ke — HOYBIO U B IIOKOe), cyOdebpumreT B Tedenue 3 Hel. OObek-
TVBHO: JIEBbIJI TOJIEHOCTOIIHBI CYCTaB OTe4eH, Majblanysa 6ole3HeHHa,
0071acTb HAPY>KHOII JIOBIKKY — C IUIIepeMueil, MeCTHOII TUIIepTepMuet,
crubanue/pasrnbanye B CycTaBe OrPaHNYECHBI, HAPY>KHAsS Y BHYTPEHHSAA
potaumsa sarpyzaHensl. [Ipu Y3V crom: mogocTpelit apTpUT 1€BOTO TroJIe-
HOCTOIHOro cycraBa. [Ipy MPT roneHOCTONHBIX CycTaBoOB: B 00/IacTH
AVCTAIBHBIX S1M(U30B KOCTEN 060MX rOJICHOCTOIIHBIX CYCTaBOB (IIpaBast
u 7ieBasd M/6eplioBble KOCTH, IIpaBas 6/6eprioBas KOCTb) BOMMU3M POCTKO-
BBIX 30H Ha (OHe TpabeKyIAPHOIO OTeKa OIpeHeIAITCA OCTeOMUTIIe-
CKJe Y4YacTKM, BBIIIOJTHEHHbIE HEOJHOPOAHBIM MATKOTKAaHHBIM (Omyke
K KUIKOCTHOMY) COREP>KUMBIM pasMepaMu okono 20*15%13 mm — B rte-
BOIT M/6ep1joBoil KOCTH, OKO/Io 10 MM B [uaMeTpe — B ImpaBoit M/6ep-
IIOBOJI KOCTY M B IpaBoil 6/6eprioBoit koctu. IIpu KT romenocronHbix
CYCTaBOB OIIPEefe/IAIOTCA PasHOKaMMOepHbIe OCTEONMUTUYECKYIe YIACTKIA,
BBITTOJTHEHHBIE HEO[HOPOITHBIM MATKOTKAHHBIM COfIEPXXVMIMbIM C Kpalrda-
Toit Kanbiudukanyeit (cekBecrponono6uoit). [Ipu octeocuuuTurpadmmn:
HaKOIl/IeHVe KOHTPAcTa B BUJIe 30H, COOTBETCTBYIOUINX MeTasmudusam
6/6epIOBBIX KOCTeIT, @ TAK)Ke MHTPACYCTAaBHO B KJIMTHOBVMIHO-IUIIOCHEBBIX
067acTAX OOBIINX HajIbIleB 00ENX CTOII U IUTIOCHO-(aTaHTOBOM CYCTaBe
60MBIIOTO ITa/Iblja IPaBOl CTOIBI; Hamndye GOKYCOB 0CTE0OIaCTIIeCKON
aKTVBHOCTY B JIUCTAJIbHBIX MeTasnmuusax ob6enx M/6epIioBBIX KOCTel
Y B QaHAJIOTMYHOI 30He 6/6epIi0BOIl IPaBOJi, COBNAAIONINX C yYaCTKAMU
paspeskeHuA U IeCTPYKIMM IO TUITY OCTEO/IN3NCA; KAPTUHA B [IO/Ib3Y MIPO-
IOJDKAIOIIETOCsT OCTeoreHe3a, 6e3 MPU3HAKOB, TUIINYHBIX J/Is IepBUYHO-
TO VIV BTOPUYHOTO 37I0Ka4eCTBEHHOTO OCTE06/TaCTNIeCKOr0 MOPasKeHNS;
MI3BMEHEHNsI MajobepLoBbIX 1 6/6epLoBOil KOCTell ClIpaBa CMEIIAaHHOTO
xapakrepa (0CTe00/1aCTOMUTNYIECKOT0); apTPO30-apTPUTHBIE VISMEHEHVS
IUCTAIBHBIX CYCTaBOB CTOIL [VcTOMOrM4Yeckoe 3aKmoyeHue: GpparMeHThl
KOCTHOJI TKaHM ¢ BKPAIUICHHBIMI MEJIKMMM y4acTKaMu Ipoydepupyo-
I[ero TMaJMHOBOTO XPsAIla, OYaraMy pernapaTMBHOTO OCTeOTeHe3a, pas-
pactanusaMyu ¢GUOPO3HOI TKAaHM C OYAroOBOV BOCIIAMTEIbHON MHQUIIb-
Tpauyer; Mopdonornyeckas KapTuHa BOCIAIUTE/IbHBIX 1 PelapaTUBHBIX
VM3MEHEHNII B KOCTHO TKaHIL.

B nunammke yepes 6 mMec mpu KT roneHOCTONHBIX CYCTaBOB: IOJIO-
KUTeNbHAsA AMHAMMKA 32 CYET YMEHBILIEHNA pa3MepoB YYacTKOB, 04aroB
OCTeO/M3M1Ca, 60JIbLIIel BHIPAXEHHOCTH HepUOKaIbHON CKIePOTIYECKOIt
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peakumy; KapTMHa B IIO/Ib3Y MY/IbTU(OKATbHOIO XPOHUYECKOTO OCTe-
omyermta. OfHAKO MOABMINCH OOMU B TPYJHOM OT/e/le IO3BOHOYHMKA
B TIOKO€, B IIOJIO’KEHMM JIeXKa, TPV IIUTETbHOM CHUIEHWUN; CTalu Pe3Ko
00/Ie3HEeHHBI Kallle/lb, YMXaHue, IIy6okuit BoX. OObeKTUBHO: yBem4eH
rpynHoi kudos. IIpy MPT nossoHouHMKa: cHYDKeHa BbicoTa Th 4 — Ha %,
Th5 — na %, Th8 — Ha % c BbIpa>keHHOIT 30HOII TPaOEKY/ISIPHOTO OTeKa;
naronornyeckue nepenomsl Ten Th4 mossonka 3 ct1, Th5 mossonka 2 cr,
Th 8 mo3BoHKa 1 cT; 30HBI TPabEKy/IAPHOTO OTeKa B KOCTAX Tasa C/ieBa Ha
ypOBHe 1eBoro Y-06pasHOTro XpAIlia, BeposTHee, BOCIIATNTETLHOTO reHesa.
JluarHos: XxpOHMYeCKMil pelyAVBUPYIOINIT MYIbTU(OKATBHBI OCTEO-
muemnt (SAPHO-cunaapoMm) ¢ mopaskeHneM rpyHbIX IO3BOHKOB, VICTa/Ib-
Horo smudu3a mpaBoit 6/6epiioBoIl 1 1eBOIT M/OEpLIOBOI KOCTH, Srudu3sa
[IHa JIeBOJI BEPT/IYXKHOII BraguHbl. [latomormyeckue nmepenoms Ten Th4,
Th5, Th8. Haznauen npuem HIIBC, mpemapatoB kanbiius 1 Butammsa D.

MHGapKT roI0BHOro MO3ra U IeKapPCTBEHHbIN renaTuT
y pebeHka c 6onesHbio Mona-Moiia

Asmoput:

JynaeBa Exatepuna ViBanoBHa

HenaproBuy llpnHa AHTOHOBHA

Benopycckas MenuimHcKas akafeMus IOCTIeNUITIOMHOTO 0Opa3oBaHys
Iy6onenosa Mapus AnexkcaHgpoBHa

JTazapuux Vrops Buxkroposuy

I'yapino Bukropusa CepreesHa

MuHckas obmacTHas geTcKas KIMHudeckas 601bHnIa

Hayunvie pyxosodumernu:

ITouxkaiino Anekceit CepreeBud — K.M.H., JOIIEHT

Toro6opogbpko Hukonait BraguMmupoBud — K.M.H., JOIIEHT
Benopycckas MegmimHcKas akafeMys IOCTeUITIOMHOTO 0Opa3oBaHys

Bonesup Moitsa-Moiiss — pepkoe XpoHNYecKoe LiepeOpoBacKy/sIpHOe 3a-
OorneBaHe, XapaKTepy3yIolieecs IIOCTEIIEHHO IIPOrPeCcCUPYIONIVIM CYKe-
HIJIeM IIPOCBeTa BHYTPUYEPEITHbIX CErMEHTOB BHYTPeHHNX COHHBIX (BCA)
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¥ Ha4aJIbHBIX CETMEHTOB MIePeJHNX U CpefHIX MO3ToBbIX apTepuit (CMA)
C pasBUTHEM CEeTU MEKUX COCYAMCTBIX aHaCTOMO30B. HapyiieHne kpo-
BOCHA0XeHVs IIPUBOAUT K Pa3BUTHUIO UIIEMIYECKOTO ¥ TeMOPpParniecKo-
r0 VIHCY/IbTOB B COOTBETCTBYIOUIMX OacceilHaxX, 0OyC/IOBIMBasA Pa3HOO-
OpasHble HeBPOJIOTMYeCKye HapYLIeH V.

Manbuuk /1., 8 71eT, ¢ )kanmo6aMu Ha cmaboCThb B JIEBOIL pyKe B TeUeHMe
3-X #Heli, He MOT KOHTPOIMPOBATh ABVKEHNSA JIEBOV PYKOIl, POHSAII IIPef-
MeTbl. AHaMHes: 6ojeeT caxapHbIM AuabeToMm 1 Tuma ¢ 4-x neT, 3abore-
BaHIe KOHTPOIMPYETCSA HEOCTATOYHO (HEOJHOKPATHO IOCINUTAIN3UPO-
BaJICA C KeTOALMT030M), 32 MECAI] 10 TOCIMTAIN3ALUI — 3IIM30[, Pe3KOI
TOJIOBHOJ 601N, OMHOKpAaTHAs pPBOTA, CIlyTaHHasA pedb. OObeKTUBHO: 3a-
TOPMO>KEH, peyb 3aMefiIeHa, OlleHKa Mo Iikaje KoM [71asro — 13 6asos.
[Tnoxo 3akMypuBaeT JIeBblil I71a3, IerKas aCMMMeTpUA OCKasla, CITTaXKeH-
HOCTb JIEBOJ HOCOT'YOHOII CK/Taiky. B 71eBOTI pyke pe3Ko CHYDKeHa MbIIey-
Has cuIa, pedieKcbl — KpaiiHe HUSKMe.

JTaboparopHo mpy mocryrteHnu: obmmit 6emok 52 r/n, pH — 7,24,
ACT — 47 en/n, AJIT — 73 en/nm, AYTB — 16,6 ¢, rmroko3a — 29,9 MMOJIb/ 11,
B MOYe — IJII0K033, KeToHOBbIe Tena. IIpu MPT: uutoTokcmdecknit oTex
KOPBI 11 CyOKOPTMKA/IBHO B IOOHOI ¥ TEMEHHOM JOJIAX IIPaBOTO MOJTyIIa-
P C MHO>KeCTBEHHBIMY MeJIKMMY TOIIMOP(HBIMM OYaraMy Ba3oreHHO-
ro OTeKa U I7T1M03a B Oe/IOM BelleCTBe JIOOHOII JOMM ¥ TOJIOBKE XBOCTA-
TOTO S/[pa; MHOXKECTBEHHbIE Me/IKMe ITOMMMOp¢HBIe OYary Ba3oreHHOTo
OTeKa U I/I103a B KOPKOBO-IIOAKOPKOBBIX Y4acTKaX U TOJIOBKE XBOCTATOTO
Afjpa 7IeBOr0 IOMyIIapyA MO3Ta C €JUHNYHBIMYU O4araMy LIMTOTOKCHYe-
CKOTO OTeKa 5 MM B [juaMeTpe 6e3 reMOpparn4eckoro KOMIIOHEHTa; He-
paBHOMepHOe cTeHo3upoBaHue obernx BCA ¢ BbIpa)KeHHBIM CHIDKEHUEM
curHanma ot BetBelr o6enx CMA; MPT-npusnakn 6onesnu Moiis-Moiis
C OCTPO-TIOOCTPOII niieMuelt B 6accerine mpasoit CMA u mogocTpo-xpo-
HIYeCKOII uieMueit B 6acceiite nesoit CMA.

Ha 11 cyrxu npu Y3U 1 MPT oTMeueHo yBenmueHne rnedeHu (+3 cm)
C BBIp@XEHHBIMM JUPPY3HBIMM VI3SMEHEHUAMY; HeOOIbIIOe KOMNIECTBO
KUJKOCTY B OPIOIIHOI U TJIEBPa/IbHBIX MOJIOCTAX; B JMHAMMKE Pa3Mephl
nedeHy HapacTamu (+7 cM). JlabopaTopHo: HapacTaHMe aKTUBHOCTI TPaH-
camunas (AJIT — 170-259 en/n, ACT — 170-379 en/n), TeHAeHIMUA K TU-
nonpoterHemuu (61 r/m), AYTB ratio — 0,63-0,72, mpusHaKy I'MIIePKOATy-
NAUMU B Koarynorpamme (aHTUTpoMOuH 3 — 134%, nporens C — 196%,
MNpOTEUH S cBo6OIHbBIT — 129%), IJIVKMPOBAHHBIN reMoryioous — 8,2%.
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OnmacToMeTpus Ie4eHM He BBIABMIA NpU3HaKoB (ubposa. ITomywan
nedeHne: ppaKCUNIApUH, aCIMPUH, HOBOpamuy, neBeMmup. [Tocime oTMeHbI
acnypyHa Ipy KOHTponbHOM Y3Vl — neuyeHb HOpMa/IbHBIX Pa3MepPOB, Off-
HOPOJHOJ 9XOCTPYKTYPbI, CHVYDKEHIE aKTUBHOCTY TpaHcamuHas (AJIT —
58 en/n, ACT — 55 en/m). B nuHaMuke — B /1€BOJT BepXHeil KOHEYHOCTH
HOSIBM/IACH CMJIA B IIPOKCYMA/IBHOM OTJIe/Ie, MBIIIEYHBIl TOHYC ITOBBILIEH,
COXpaHAeTCs MATO/IOTMYecKas ycTaHoBKa neBoil kuctu. Ilpn MPT uepes
1 mec: uHGpapKTBI Mo3Ta B OacceiiHe obenx CMA B cTajyy HEIOTHOTO
paspelieHus ¢ aTpoGUIeCKUMY IIMO3HBIMYU M3MEHEHUAMI.

YcraHoB/IeH iyarHo3: 6one3Hb Moiisa-Moiis, reHepanu3oBaHHast BacKy-
nonarus ¢ nHGAPKTOM TOIOBHOTO Mo3ra B 6accerine mpaBoit CMA u yieBoii
CMA. JleBOCTOpOHHIII TeMUITape3 IPEUMYLIECTBEHHO B PyKe, IPO30IIapes
creBa. CaxapHbiii jyabet 1 Tma. Tokcuyeckoe HopaskeHe TeYeH ) ¢ KapTu-
HOJI IpYTMX HapyIleHui nedeHn. J/IekapCTBEHHDI TemaTuT (IPedIIonoXKu-
TE/IbHO — aLleTM/ICATINIVIIOBASA KUCTIOTA); OOKMIAET ONePaTVBHOTO JIEYEHVIS.

KnunHnueckuin cnyyan noparkeHusa Koctem
CBOAa Yepena B BUAe NOHYMKOB B COMETAHUM
C XPYNKOCTbIO KocTel y pebeHKa

Asmoput:

IynaeBa Exatepuna ViBaHoBHa

lanameBckaa Anma AnekcaHApPOBHA

Bopanosa Onbra BnagumuposHa

Benopycckas MegmImHCKas akafeMys IOCTeUITIOMHOTO 0Opa3oBaHNs
®ypceBuy VipyHa AHTOHOBHA

3aiines IMutpuii Bragumuposuy

MuHckas o6macTHad geTcKas KInHudeckas 601bHuIa

Hayunvie pyxosodumenu:
IToukaiino Anekceii CepreeBU4 — K.M.H., JOLCHT
Benopycckas MegmimHcKas akafeMys IOCTeUITIOMHOTO 0Opa3oBaHN

[TopakeHme KOCTeil CBOJA dYepema B BUJe IOHYMKOB B COYETaHUM
C XPYIKOCTBIO KOCTe/l — 3TO ayTOCOMHO-JJOMIHAHTHOE TeHeTIYeCKOe
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3aboeBaHNe, XapaKTepyu3ylolieecsi HU3KOI MMHEpPATbHON IIOTHOCTHIO
KOCTell, MHOXXE€CTBEHHBIMI IIepe/IoMaMy, HaYMHAKIIVMUCA B NETCTBE,
I CKJIEpOTUYeCKMMY 00pa3oBaHysAMMU B GOpMe IIOHYMKOB B KOCTAX depe-
na. PacnpoctpaneHHOCTD B Mupe — <1/1000000.

Manpuuk I1., 5 ner. AHamMHes: OT 6 GepeMeHHOCTH, 2 CPOYHBIX POJIOB.
Ha nepsoM ropy passusacs 6e3 0coOeHHOCTe, B BO3pacTe 1 rojia motepsin
CO3HAaHME BO BPEM: aKTMBHONM WUIPHL. B manbHelieM popuTeny oTMedasnn
Pe3KMil IU1a4 C MaHO30M U IOCTIEAYIOLIell ITOTepell CO3HaHMA Ha HECKOJIb-
KO MUHYT 4-5 pa3 B rofj IT0c/Ie JaKe HE3HAYMUTENbHOTO BO3/IENICTBIA Ha CIIN-
Hy BO BpeMs [BIDKEHM:, UTPHL, IIpM NMogbeMe Ha pyku B3pocibiM. Ilocre
IPBDKKA C HEBBICOKOTO TYPHMKA, CITyCKa C TOPKM — BbIpaKeHHas c1abocTh
B HIDKHMX KOHEYHOCTAX B TedeHre 30-40 MuHYyT. B 3 roga pebeHok Havasn
YKaJI0BaTbCsI Ha OOMN B CIVHe, WA CIIMHY IIPY XOfib0e, Kalllle, IepecTas
OeraTb M IpBITaTh, CTA/I M30eraTh aKTUBHBIX Urp. OTMeYamuch SMMU307bI
ocTpoii 3aziep>kku Moun. OTel; pebeHKa IepeHec 0Koto 50 IepenoMoB B Te-
JeHye KU3HM, Y 6a0YLIKY 110 0TIy — 60JIbIIIOE KOTIMYECTBO IIePEIOMOB.

OO0 beKTUBHO: Z-score B COOTBETCTBUMU C Kputepusimu BO3: mmmna
Tena/Bo3pact -1,21 SD, oTMedaoTcss MHOXKeCTBEHHbIE BPOXKIeHHbIE 0CO-
OeHHOCTH pasBUTMA: CMeIlleHNe TPAHNIIBI POCTa BOJIOC, TUIIEPTPUXO3 PYK
VI CITHBI, OBOJIOCEHNE B NTAXOBOIl 00/1aCTY, KPbUIOBU/IHBIE JIOTIATKMY, IIN-
pOKas Tpy#Has K/IeTKa, BalbrycHas AedopManysa HIDKHUX KOHEUHOCTeT],
KIMHOBUMIHASA feopMariys 4-5 manblieB cTon. J/ITabopaTopHO: IjeoYHas
docdarasa (IIP) — 461-782 en/n B fuHAMUKe 32 HECKONIBKO JIET, KUC-
nas pocdarasa 7,2 en/n, BetaCrosslaps — 1,16 Hr/mi1, OCTeOKanbUMH —
47,13 ur/mn. IIpu MPT nosBoHOYHMKA: OCTEACTBMA KOMIPECCHOHHBIX
nepenomoB ten C7, Th2-9, Th 12. [Tpu peHTreHOBCKOI ZeHCUTOMETPUY —
CHIDKEHME MUHEPa/JbHOM IUVIOTHOCTYM KOCTM B IIOACHUYHOM OT[esle IIO-
3BoHOYHMKaA (Z-score -4,2 SD). YcraHOBIEH AUarHo3: CUCTEMHBI OCTe-
OIIOpO3 HEYTOYHEHHON 3TNONOrMy. MHOXeCTBEHHbIE KOMIIPECCMOHHbBIE
medopMayuy NO3BOHKOB. IlapoKcu3MabHble COCTOSHUA B BUJie PecIn-
paTopHO-addeKTMBHBIX IMPUCTYIOB Ha (oHe AUPY3HOI IMMpaMUTHON
CHMMIITOMAaTMKM pe€3U/lyalbHOro reHesa. IIpoBeeHO IOTHOIK30MHOE
CEKBEHMPOBaHMe: BblABIeHa MyTanusa B reHe SGMS2 B rereposurornom
COCTOAHMY (COOTBETCTBYET ONVMCAHHOMY B HAay4HOII IUTepaType 3aborne-
BaHmio «[lopaxkenme cBofia yepena B BUJie IIOHYMKOB C XPYIIKOCTBIO KO-
cTeit c- mm 6e3 CoHANNIOMeTadM3apHOI ANCIIIA3UN» ).

107



TAA3OBCKME YTEHMA - 2021

C y4eTOM OTpMILATe/IbHOI AMHAMUKY (IIporpeccupoBaHye KOMIIpec-
CUOHHBIX fedopmanuii Mo3BOHKOB, cHibKeHne MIIK mo gaHHBIM feHCH-
TOMETPUM B JVHAMIUKE, YCUIeHe 60IeBOro CMHAPOMa) HAavaTo jiedeHne
6ucdocdonaramn (mammapoHosas kucinora). ITocme 2 KypcoB jedeHMs
60mM B CIMHE KyIVPOBAINCh, MATbuMK Hadan Oerarh, IPMHIMATD y4a-
CTM€ B aKTUBHDBIX UT'PAX, OTMEYAECTCA POCT AEHCUTOMETPUIECKUX ITOKA-
3arejieil B UHAMIKe, IPOIO/DKAET KypcoBoe edeHne bucochonaramu,
IperaparaMy KaabUusa 1 BUTaMuHa D.

CuHpgpom Mpaaepa-Bunnum y pebeHka
6 mecaues

Asmopuot:

IynaeBa Exarepuna ViBaHoBHa

HenaproBuy lipuHa AHTOHOBHA

Benopycckas MeguImHCKas akafieMys IOCTIeUIIOMHOTO 00pa3oBaHNs
3aropckas TarbaHa BragumuposHa

Iy6oBux Onbra MuxaitnoBHa

Tuxonosen Mapuna IOppreBHa

MuHckas 067acTHas AeTcKask KIMHYecKas 60/1pHuIa

Hayunvie pyxosodumenu:

Iloukaiino Anekceit CepreeBu4 — K.M.H., JOIIEHT

Benopycckas MegyuIHCKas akajeMus HOC/IeAUITIOMHOT0 00pa3oBaHus
JTaszapuuk Virops BUKropoBn4 — K.M.H.

MuHckas obnacTHas feTckas KIMHI4YecKas 00/IbHNIIA

Cunppom Ilpagepa-Bumam — MynbTUCHCTEMHOE TeHeTHdYecKoe 3aborte-
BaHMe, Pa3sBUBAIOIIEECA B pe3ynbTaTe HEJOCTaTOYHON SKCIIPECCUM yHAC-
JIefOBaHHBIX OT OTLja MMIIPMHTUMHIOBBIX T€HOB Ha XpoMocome 15q11-ql3.
B mMnapmendecTBe 14 [eTell XapaKTepHa BblpaKeHHasA MbIII€YHAsA TUIIOTO-
HIsA, cmaboe cocaHye, ¢ KOTOPbIM CBS3aHBI TPYJHOCTYU TPV KOPMJIEHU,
¢ 2 netr — rumnepgarus, MOpOUIHOe OXVpeHNe, 3aJepXKKa POCTa, CI0XK-
HOCTY B OOy4eHMU U IOBe[eHNY, HApYIIeHN AbIXaHVs BO CHe, CKO/INO3,
octeonopos. Yacrora Bctpedaemoctt — 1: 25000-10000 HOBOPOXJ€HHBIX.
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HeBouka B., 6,5 MecAlleB ocTynnaa B HEBPONIOTMYECKOe OT/e/IeHNe
B CBA3U C 33JIep>KKOJl MOTOPHOTO Pa3BUTHA: CAMOCTOATEIbHbIN TOBOPOT
TO/IOBBI HAaOOK C 25 IHell, MOIBITKY (POKYCHMPOBATh B3IVIAL C 2 MECSIEB,
ynbIOKa B 5 Mecsnes. B 6,5 Mecsnes pukcupyeT B3IVIAL Ha JIMLIE B3POCIO-
ro, He TIPOCTIEXXMBAET 32 IBVDKYIMMUCA IpeaMeTamu. VIHTepecyerca sap-
KMMM UTPYLIKaMy, 3aXBaTbIBAET B PYKY, I€PEKIafIbIBA€T U3 PYKU B PYKY.
He rynut, pegkue ronocosble peakuuyu. He geMOHCTpupyeT KOMIUIEKC
OXMBJ/IeHU. [lep>XUT Tro/IoBY B IOJIOXKEHUM Ha XKMBOTE OKOJIO 2X MUHYT.
3aKk/o4eHNe HeBpoJIora: HapylleHle MOTOPHOTO Pa3BUTUA C BbIPaKeH-
HO 11 Py3HOI MBIIIEYHOII TUITOTOHMEN U OyIbOapHBIMU HaPYIIEHUAMU
(BBIpa)KEHHBIMU B HEOHATAIbHOM IIepUOJie) BCIEACTBE ITePUHATATBHOTO
nopaxenns [THC.

JloHowmeHHas neBo4Ka OT 311 6epeMeHHOCTM (1- CaMOIPON3BOIBHBII
abopT, 2 — J[IeBOYKA, 3[I0POBa), 2X CPOYHBIX PONOB B ATOAMYHOM Ipef-
JIeKaHUM IIyTeM KecapeBa cedeHNs. B TedeHme Bcelt 6epeMeHHOCTI MaTh
oTMedasa cjabble LIeBeeHNs IUIOf1A, B 34 Hell — MHOTOBOJVE. Y a/JbHUX
POZICTBEHHMKOB I10 JIMHNM OTI}A €CTh PeOEHOK CO CIIMHAIBbHO MBIIIEYHON
arpocdumeit 1 Tuma.

Macca Tena nipu poxxgennu 2710 1, yinHa Tema 52 ¢M, OKPY>KHOCTb I'o-
noBBI 36 cM, rpyan — 30 cm. Onenka no mkasne Anrap 8/8 6amios. C 1-ro
IHS XKU3HU TsDKeJasi IbIXaTe/lbHask HeJOCTaTOYHOCTh, HeCTaOWIbHAS Te-
MOfIMHaMUKa, 4T0 HoTpeboBano VIBJI 4 cyToK, KapAMOTOHMYECKON HOK-
Oep>KKu. AHeMM4YecKUilI CUHApoOM KymnupoBaH mnepenusanuem OMOJIT.
C poXxpeHMs OTMeYanach I'MIIOT€PMMUSA, BbIpaKeHHAsl MbIIIeYHas TUIO-
TOHVS ¥ CHVDKEHHbIe pedIeKChl, TOPY3OHTA/IbHbIN HUCTArM, IJIaBAIOLIe
r1asHble 1610ky. CIIOHTaHHBIX JIBVDKEHMIT He ObUIO, peOeHOK He Ia-
KaJl, He u3gaBa 3BykoB. O6pamany Ha ceb6s1 BHUMaHMe MHO>KeCTBEHHbIE
BPO>KIEeHHbIe 0COOCHHOCTY pasBUTHA: CaHa/IeBUIHAS LIe/Ib 00eVX CTOT,
roTuyeckoe He0O, MUKPOPETPOTHATHA, MEIKUII POT, MeJIKMe ITTa3HbIe
II[e/IV, HACeYKV Ha MOYKaX 000X yIIIell.

Kopmnenne 30H710Boe 10 3 Hefjenb, K 2 MecALlaM IIOCTeIIeHHO IiepeBe-
IeHa Ha KopMiieHMte u3 6y Tbutouky. CocaHye Mefi/IeHHOe, MaJIblil pa3oBBIi
o6beM nuranus. B macce nmpubasiser. C 10XXKM KOpMIIeHNME € 4 MecslieB
Man03QGeKTUBHO, IPeJI0>KeHbI BCIIOMOTaTe/IbHbIE TEXHUKI KOPM/ICHUA.

Y3V ronoBHOro Mo3ra Ipy poXxieHUN: NpU3HaKu Mopdo-(yHKumo-
HaJIbHON He3penocTu. Y3V cepalia: BpOXX/IEHHBIN IIOPOK Ceppalia: fedexT
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MEXIIpe[CEpAHON MEePErOpONKN MHOXKECTBEHHBII C JI€BO-TIPAaBbIM ILIYH-
TOM; JUCQYHKIMA TPUKyCIUAaIbHOro Kiaamana. 99T B 1 MecAl;: gomu-
HUPYeT pery/spHas TeTa-aKTMBHOCTb HU3KO aMIUIMTYAbL, & u [P- ax-
TUBHOCTH C/1ab0 BBIpaXKeHBI. JIeKTpoHeiipoMuorpadusa B 3 Mecsiia: 3a-
MHTEPECOBAHHOCTD HaJICETMEHTapHbIX CTPYKTyp. MPT ronosnoro mosra
Yl II03BOHOYHNKA: pacIIVpeHNe Hapy)XHOTo CybapaxXHOMHATIBbHOTO IIpO-
CTPAHCTBA, MpU3HaKy Hespenoctu. Onpenenen Kapuorum: 46XX. More-
Ky/sipHO-umroreHeTndeckuit ananu3a (FISH) nopreepaun cunnpom Ilpa-
nepa-Bum.

[TnanupyeTcsa MeXIMCIMIUIMHAPHOE BefieHNe B. (memmatp, HeBpoIIor,
SHIOKPUHOJIOL, METONIOL, OpTOIe, TeHeTukK, Aedekronor). Poputenim
PEKOMEH[IOBAaHO ME[MKO-TeHeTHIeCKOe KOHCY/IbTUPOBaHMe NP IUIAHU-
POBaHMM TTOCTIEAYIOMNX OepeMeHHOCTel.

femonakpua y aeso4ku 13 ner:
KAMHUYECKUI cnyyan

Asmoput:
Eropckasa Anacracua TumodeeBHa
IIpuBODKCKMIL MCCIEROBATENbCKNI MEIULIMHCKIUI YHUBEPCUTET

Hayunvie pyxosodumenu:

3acteno Enena CepreeBHa — K.M.H., JOLIEHT

IIpuBoOMKCKNIT MCCIENOBAaTETbCKII MEFUIIMHCKNI YHUBEPCUTET
Cnupuna CernaHa AjleKceeBHa

HeTckas ropopackas knnHndeckas 6ompHuna Ne 1 ITprokckoro paitona
r. Hmwkuero Hosropopa

AxryanbHocTb. [emonakpus (I7I) — penxast maTonorus, ZoOpOKadeCcTBEH-
HasA IpU OTCYTCTBUM aHATOMUYECKOTO, BOCIIAIUTENIbHOIO, COCYAMUCTOTrO,
TPaBMaTUYECKOTO, MEAVMKAMEHTO3HOTO F€HEe3a.
Henp. IlpepcraButh knyandeckuii cnydaii 71 y nepouxn 13 yer.
Omnucanne xnuumdeckoro cmydad. [esouka C., 13 jmeT mocrynmia
B JleTcKyI0 ropofckyo KamHndecKyto 6ompHuny Ne 1 Hipkxero Hosro-
pona ¢ kanmobamMy Ha KPOBSHMCTbIE BBIJIEIEHNA U3 T7Ia3, HOCA, IOTEPIo
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cosnanus. [laruentka ot II 6epemenHocTH, II cBOeBpeMeHHBIX CaMOCTO-
ATENbHBIX pofoB. IIpy poxxpgeHun Mmacca Tenma 3900 1, mo mikase Amrap
8/9 6annoB. B Bo3pacTe 9 /€T y [1eBOYKM COTPsICEHVE TOTIOBHOIO MO3Ta
(TM); Ha MarHUTHO-pe3oHaHCHON ToMorpaduu (MPT) BbisABIEeHO paciim-
peHue cybapaxHOMIA/IBHOTO IIPOCTPAHCTBA. B nocnenyomem Habmofanmm
3MM30/Ibl IOTEPU CO3HAHMS, Yallle BHE JJOMa, CBA3aHbI co cTpeccoM. Ha-
CTIeICTBEHHOCTD OTATOILIEHA: Y MaTepy oOMOpokiu. BupmeoanekrposHiie-
danorpadusa (BO3AI): epuanynas guddysHas snmmentudopMHas aKTUB-
HOCTb. B 13 net 1 pas/2 pua I'JI, yepes mMecsl, pasBuIoCh KpOBOTE€YEHME
U3 HOCa.

OOBEKTUBHO COCTOSIHIE CPEeHENT TSHKeCTH; KOXKa YMCTast, JUCTATbHBIII
TUIEPIUAPO3; SA3BIK OONOXKEH CepbIM HajleTOM. AyCKY/IbTaTMBHO JibIXa-
HIe Be3UKY/IApHOe, YacToTa AbixaHuA 18 ya./mMuH. ToHbI ceppla scCHBIe,
PUTMMYHBIE, YaCTOTa CepAeYHbIX cokpameHnit 80 ya./MuH. ApTepuab-
Hoe paByeHye 110/70 mum pr.cT. ITo ocTanbHBIM OpraHaM u cucreMam 6e3
naronoruy. ITokasarenmy o6iero, 6¥OXMMIYECKOTO aHAIN3 KPOBU, KOa-
Ty/IoTpaMMabl B IIpefie/iax BO3pacTHOM HOpMbL. O¢dTasbMOCKaHMpOBaHe
BBISIBUJIO TIOMYTHEHME CTEK/JIOBUIHBIX Te/l. YIbTPasByKOBOE JICC/IENIOBa-
HIe C/Ie3HBIX Kele3, ucciefioBanne rnasHoro gHa, MPT u MP anruorpa-
¢usa I'M 6e3 matonorvn. Ilpu MPT opraHoB manmoro Tasa ob6Hapy>keHa
CeyIOBUMIHAS MaTKa. JleBOYka IPOKOHCYIBTMpOBaHa O(TaZbMOIOTOM,
B guarHose: I'Jl, ycuieHre BEHO3HOIO PUCYHKa HIDKHUX BeK, IIPUBBIYHOE
n36bITOYHOE HanpspkeHue akkomopanuu (ITVMHA) rnas; otopuHonapus-
ronoroM (JIOP): 3aKk/m04umI XpOHNYIECKOTO TOHSW/IIUTA BHE 00OCTPEHNS;
TUHEKOJIOTOM: BTOpUYHasA aMeHopes (kapmotun 46, XX). [Inarnos: uau-
onmarnyeckas IJI (MIJI). IIMHA rnas. AMeHopus BropudHasa. XpoHude-
CKMIT TOH3VWJUIUT BHE 000CTpeHNs. DNUIeNCUs?

WIJI aBndeTcs gyarHo3oM McKmwodyeHusA. IIpu guarHocTuYeckoM Io-
VICKe HY)KHO VICK/IIOYMTD: CUCTeMHBbIe (KOaryJIoIaTuy, aHeMMsl, JKeITyXa,
HapYIIEeHNA BereTaTVBHO HEPBHO CYCTEMBI), COCYAVCThIE 3a00IeBaHMIA
(rumepToHuMs, reMopparnyeckas TelTeaHIMIKTa3Ns M IypIypa, BapuKo3-
HOE pacllIMpeHNe COCYJOB Ce3HOTO alllapara ¥ KOHbIOHKTUBBI, TeMaH-
TYIOMBI, MEHVHIMOMA C/IE3HOTO MeIIKa), BUKapHble MEHCTPYallu, TPaB-
MaTU4ecKuii, MH(EKIVOHHBII, ICUXOIOIMYeCKIIL, IeKapCTBEHHBI TeHe3.
UTTI TpebyeT [uHaMUYeCKOTO HAOIOfEHNS, IOCKO/IBKY SIB/ISETCS CaMoO-
orpaHn4MBampllelica naronorueit. JleBouke mokasaHa BIJI, cyrodnoe
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MOHUTOPUPOBAHME 3/EKTPOKAPAVMOIPAMMBI J/IA YTOUYHEHM STUOJIOTYMN
0OMOPOKOB.

BriBoppl. [IpencTaBien crydas peKo BCTpPeYaloLeiics MaTomorus —
WUITL y peBouknu 13 nert. I/l TpebyeT mpoBefeHnsa KOMIUIEKCHOTO 00CTTe-
JIOBaHNA IS MCK/TIOUEHN S CUCTEMHBIX, COCYAMCTBIX, OPTraHNYIeCKNX U UH-
deximoHHBIX 3abomeBanmit. TakTMKa BefieHMs MAIVIEHTKN 3aK/II0YaeTCs
B uHaMm4eckoM Habmoerny 7], a TakKe [UarHOCTVKA HapyLIeHUs CO-
3HaHUA.

Octpbint uneopemopanbHblii pnebotrpomb603
KaK KIMHMYecKaa maHudectaumna BpoXKAEHHOM
TpoMmbodpuraum y nogpoctka

Asmopuot:
3apsixTta Buktopua BukroposHa
MornopeyHeHCKas LieHTpajibHasA palloHHasA OONTbHUIIA

Hayunvie pyxosodumenu:
Py6an Anna IleTpoBHa — K.M.H., JOLIEHT
Benopycckas MegmimHCKas akafeMys IOCTeUITIOMHOTO 0Opa3oBaHys

®ne6oTpom603, mmm TpoM603 rrybokux BeH (TI'B) — 3aboneBanne, mpo-
ABJIAIONIeecs OKK/TI03Mel pocseTa cocyaa Tpombom. TT'B moxeT ocmox-
HUTbHCA TPOMO0IMOOIIETT TIeTOYHOIT apTepuyl ¢ HeOIaronpuATHBIM UCXO-
moM. B merckom 1 noppoctkoBoM Bospacte TI'B BcTpeuaeTcs kpaiiHe pef-
KO. BO3MOXHBIM TpUTTEpPOM 3a60/IeBaHNsA MOXET OBITh HAaC/IeCTBEHHbBIE
HapYIIEHNs CBePThIBAIOIIEl CCTEMBI, a TAKOKe IlepeHeceHHas KOPOHABU-
pycHas nHpeKIus.

[Mannment P, 13 e, 24.08.2021 o6paTnics B prieMHOE OT/eeHIE IeT-
CKoi1 60nbHUIBI I. Monogedyno MuHcKoit o6acTu ¢ kanobamu Ha 607Ib
B JIEBOJI HOT€, NTOBbIIIeHNe TeMneparypsl Tena o 39.0°C. Co cnos nauu-
€HTA, >KaI00bI IOABM/INCD Ha (POHE ITOJTHOTO 3[I0POBbs HAKAHYHE YTPOM.
TpaBMy, nogHATHE TAXKECTU, Ype3MEPHbIE CHOPTUBHBIE HATPY3KU, 31N-
307IbI KOHTAaKTa ¢ OOMeBUIMMY WK NTUYHO nepeHeceHHoro COVID-19
orpunjaer. HacnencTBeHHBIT aHaMHe3 IO TpoM0o3aM He OTATOLIEH.
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OcMoTpeH BpauoM-XUPYProM, TOKAIbHBIN CTaTyC: He MOXKeT HaCTYyNIUTh
Ha JIeBYIO HOTY, B 00/1acTy rojieHy u 6eipa — 60Ie3HEHHOCTD IIPY ITajib-
Haluu, yMEepPeHHbI OTeK, He3HauMTe/IbHAsA TunepeMusa Koxu. JBuxe-
HJIS B JIEBOM KOJIGHHOM CYCTaBe OrpaHN4eHbl, 0oesHeHHBL. [Tybe B a-
XOBOJI 00/1acTy, IOAKO/NICHHO fIMKe, 00/IacTVi BHYTPEHHErO MBIIIe/IKa
Y ThI/Ia JIEBOJL CTOIIBI OIIpefie/isieTCA. AHTMOHEBPOTUYECKUX PAaCCTPOIICTB
CO CTOPOHBI ITAJIbLIEB JIEBO CTONBI HET. [oCIUTaNN3NpPOBaH B XUPYPIHU-
YyecKoe OTJie/IeHMe B COCTOSIHUM CpefiHell CTeIleHM TsXKeCTU ¢ AMarHo-
3om: Tpom603 r1y60KMX BeH 1eBoit koHedHOCTN? [lo pesynbTaTtaM ymb-
TpasByKoBoro uccnegoanus (Y3V) n xomnbooTepHoi ToMorpadum —
TpoM0O03 TPYNIbl BeH /IeBOro Oenpa 06e3 NPU3HAKOB peKaHATM3ALVMN.
B ananm3ax KpoBU IpU MOCTYIUICHUM: JIEHIKOLUTO3 C HENTpouiIe3om,
nosbieHHblll CPb, peskoe nosblenne KoHnenTpanuu D-gumepa. Me-
TOfaMy TabopaTopHOro mccnenoBanus uckmodens:: COVID-19, antu-
dochonmunupHelit cuHApoM, JlelijeHOBCKas MyTauus reHa ¢axkropa V,
MyTtanys B reHe nporpombuHa PRT (G20210A), BBIABIEHO CHVDKEHME
aKTVBHOCTY IpoTenHa S. KOHCY/IbTMPOBAaH COCYAMCTBIM XUPYProM 00-
TTACTHOTO YPOBHS, IBaXK/IbI IPOBE/IEHO TeIEMENMIIMHCKOE KOHCYIbTUPO-
BaHMe CIIEIVIa/MCTOM IO TpoM603aM, KIMHNYECKOI TeMOCTa3NOIOT N
u remopeonoruu PHIIL meTckoit OHKOMIOTUY, T€MaTOMIOIUN Y UMMYHO-
norvu (JOTN).

ITo pesynprataM IIpOBeNE€HHBIX OOC/IEOBAaHUII ¥ KOHCY/IbTALINIL
CIeLMa/lXCTOB BbICTaB/IEH 3aK/IIOUNUTE/IbHBIN Anarnos: [logocTpslit uneo-
bemopanbHbI Prie60TpoM603 creBa 6e3 proTaryuy (001as, BHyTPeHHSS
Yl Hapy>kHasl IO/|B3IOLIHbIe BeHbI). BpoxkenHas Tpombodunms, cHuKe-
HIe aKTUBHOCTU ITpoTenHa S 34%.

ITo moBORY OCHOBHOTO 3a00/IeBaHSI Ha CTALYIOHAPHOM 3TaIle peOeHOK
TIOJTyYaJI TepaINIo aHTUKOATY/LAHTaMY (O3Bl TOZOOPaHbI ITOJ KOHTPOJIeM
aHTU-Xa aKTMBHOCTYU renapuHa): pparmmu 5000ME x 2 pasa/cyrtku, 3a-
teM (ppaxcunapyH o 3800ME 2 03! yrpowm, 1 f03a BedepoMm.

IToppocrok 04.10.2021 B yBOB/IETBOPUTENIBHOM COCTOSHUM BBIIVICAH
Ha aMOY/IaTOpPHBIN STAall HOJ HAOTIOleHMe I'eMaTojora M COCYAMCTOTO
XUpPYpra ¢ peKOMeHAAUMAMU: IPOJO/DKUTh IepOpalbHYI0 aHTUKOAry-
JSIHTHYIO Tepanuio (puBapokcaban 20 Mr X 1 p/CyTKu HIUTENbHO), KOH-
Tpoib Y3V yepe3 3 Mecslja; HOLIEHNME /TACTUYHOTO TPUKOTAXKa; 130eraTh
TSDKENTbIX (PM3MYeCcKMX HArpy3ok M TpaBM. [lanyeHT mocTaBieH Ha ydeT
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B PHIII] IOTY, pekoMeHnoBaHo odopMIeHVe MHBATUJHOCTU B CBS3U
C Ha/IM41eM BPO>KAEHHOTO AeduinTa IpoTenHa S.

Knuanyeckuit ciyvait [JeMOHCTPUPYET Ba)KHOCTb MEXKJUCLIMUILIN-
HAapHOTO IoAxoaa (y4yacTye XMpypros, eAMaTpoB, FeMaTONIOrOB, Bpavei
(GYHKIVOHATBHO ¥ Ta00paTOPHON AMATHOCTMKM, B TOM YNC/IE Y3KUX
CIIeLIMAIVICTOB YIPEX/IeHNI 3 U 4-T0 YpOBHeil) K BEJJeHNIO Ial[ieHTa UL
CBOEBPEMEHHOII [MarHOCTUKI PEeJKOr0 HACTIeCTBEHHOIO 3a00jeBaHMA
U TIOZIepP>KaHM YI0B/IeTBOPUTE/ILHOTO KauecTBa KM3HM MTOJJPOCTKA.

KAMHMYecKkum cnyyail metacraTtmuecKkom
anbBeoNApPHOUN pabagomunocapKombli

Asmopuot:

3opuna Mapus AHapeeBHa
Macnénkona Enena Baneppresna
PHMMY um. H.J. IInporosa

Hayunvie pyxosodumenu:
Tuxonosa Mapuna BaneppreBHa
HMMUI ITOU nm. Imutpusa Porauesa

AxtyanbpHOCTb. Pabgommocapkoma (PMC) — omyxonmp MATKMX TKaHell,
cocTaB/AeT 5% CIy4aeB BCeX 3/10KaUeCTBEHHBIX HOBOOOpa3OBaHUI y fie-
teit. [Iporuos 3aboneBaHys BO MHOTOM 3aBUCHUT OT CBOEBPEMEHHOII MO-
CTaHOBKMY IMarHo3a 1 0O'beKTUBHOI MHTEPIIPETAL[MY Pe3y/IbTaTOB TUCTO-
JIOTMYECKOTO U IIUTOTeHeTUYeCKOTOo MccaegqoBanma. HacTosmmit KiauHu-
YeCKMI C/Iy4all JEMOHCTPUPYET BaXXHOCTb KOMIIIEKCHOTO IOAXO0Ma K Be-
nIeHuio manueHTos ¢ PMC.

Omnmcanue KIMHNYECKOTO CTyYasi. Manbyuuk, 6 j1et, ot 1 6epeMeHHOCTH,
1 cpouHBIX pOfioB. YTpo3a npepbiBanud B 1 Tpumectpe. Bec 3200 k1, poct
50 cm. Obparwicsa B MOMMKIMHUKY 1O M/ B CBSA3M C TPaBMOJI HIDKHEN
KOHeYHOCTH (1moaBepHy I Hory). ITo pesynpraram Y3V o6HapyskeHO 06pa-
30BaHMe MATKUX TKaHel 27x41 MM cIipaBa OT aXMJIZIOBa CYXOXXM/IuUs, pac-
IleHeHHOe KakK remMaroMa. Yepes 14 Heil Ha KOHTPOIBHOM OCMOTpe OBLIO
BBISBJIEHO YBeIMYEHE OKPY>KHOCTH JIEBOM rolieHn 1o 210 MM, B HVDKHEN
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TPeTV TOJIEHU IajIbIIMPOBAJIOCh IUIOTHOE MAaJIONIOfIBIDKHOE 00OpasoBa-
HIIe, B CBSI3Y C YeM ManyeHT 0bUl rocimTamisyposa. 1o ganueiv MCKT
OIpeNe/sNCh IPU3HAKY MYIbTU(OKATBHBIX M3MEHEHUI MATKUX TKaHei
06enx rojeHell, MHO)KeCTBEHHBIE Y3/I0Bble 00pa3oBaHMs B 00OMX JIETKIX,
KICTO3HO-COMHOE 00pa3oBaHe IeBOJI IOYKN. B pe3ynbraTe OTKpBITOM
OMOIICHY OITYyXO/IM JIEBOJL TOJICHN 10 TAHHBIM IVICTOJIOTMYECKOTO MCCIeHo-
BaHMA OBUI YCTAaHOBJIEH IarHo3 «9MoOpronanbHas PMCy». OgHako B x071e
IIpoBENEHNA LUTOICHETUYIECKOTO MCCIENOBAaHMA B OIIYXOJ/IEBBIX KJIETKaX
Oblta oOHapy>KeHa TpaHCIOKanus ydactka 13ql4 (mepecTpolika reHa
FOXO1), xapakrepHas ajis 6oee HeOIaronpuATHON 110 IPOTHO3Y a/lbBe-
onspHoit PMC (aPMC). Yepes 20 gHelt cOITacCHO epeCMOTPY TUCTOIOTH -
YeCKOr0 Marepuaaa ¥ MHCTPYMEHTa/IbHOMY OOC/Ie[IOBAaHMIO YCTAHOBJICH
mmnarnos3: «aPMC neBoit ronenn. MeracTatudeckoe MOpaskeHMe MATKUX
TKaHell 3a0pIOLIMHHOTO IPOCTPAHCTBA, IepefHell TPYAHOI CTeHKY, IUIe-
4a, NIeTKuX, pernoHapHeix n1/y. T2N1IM1. Cragua IV no IRS». B Teuenne
4 MecaleB IPOBOAWIACH XuMMOTepanusA 1o mporokory CWS-2009 mo
cxeme CEVAIE. Ormeyanach NMONMOXUTeNbHAsA JUHAMMUKA B BUJIE YMEHb-
meHNsA o6’beMa OIyXOJIeBbIX OYAroB B IIOUKe U JieBoil roeHu. I[TpoBeneHa
pesexuya nodku. Ilocie 3 KypcoB XMMMOTEpanuy BBIIIONIHEHO YAa/IeHUE
OCTaBIINXCA 04aroB rojnenu. Hasnauena IIpOTUBOpENAMBHAA TEpAIINA 110
cxeme VIT. Yepes 14 nHell 10 JaHHBIM MHCTPYMEHTATbHOTO MCCIEOBaHMS
OTMeYeHa Iporpeccus 3aboneBaHusA. B pamkax KoHCcWIMyMa ObUIO Ipu-
HATO pellleHMe IepeBecTy Mall¥eHTa Ha METPOHOMHYIO TePAINIo: BIHO-
penbbuH, nuknopocdamup. IlyreM cekBeHMpOBaHMA HOBOTO IOKOMEHNUA
(NGS) BoisiBneHBI pefikye MyTanyy: ammmidukanys renoB GLI1 u CDK4.
Ha ocHOBaHUM MO/TyYeHHBIX pe3y/NbTaTOB MALMEHTY Ha3HaYeHa Teparus
C IIpYIMEHeHMeM TapreTHoOro npenapata [Tan6ounkmm6. B Hactosmee Bpe-
Ms1 peGeHOK XXVB, HaO/TIOfjae TCAA IIOIOXKUTE/IbHAS TMHAMIIKA.

3akmouenne. Y manyeHToB ¢ aPMC, oco6eHHO IIpy HaIM4My Mera-
CTa30B, HAOMIONAETCA HU3KMII YPOBEHb TPEX/IETHEl BBDKVMBAEMOCTH —
37%. Ilpm mocTaHOBKE [MarHos3a TOJIBKO Ha OCHOBAHMUM PEe3YyNbTATOB
TYICTOIOTMYECKOTO UCC/IeNoBanmA B 14% cirydaeB onmMOOYHO yCTaHABIIN-
BaeTcCAa HPYFOﬁ THUII, 9TO CMJIbHO BIMAET Ha TaKTUKY BEOCHNA ITAlJVIEHTA
M OporHo3. JJaHHBIN KIMHMYECKUI CTydail JeMOHCTPUPYET BaXKHOCTb
CBOEBPEMEHHOTO IIPOBEJIEHMA IIUTOTE€HETUYECKOTO MCCIElOBAaHMUA [iId
OLIEHKM CTaTyca OIyXojeBO} TpaHcnokanuyu. OmpeneneHne MyTanuii
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nocpenctBoM NGS oTKpbIBaeT HOBbIe BOSMOXXHOCTH K IIPMMEHEHNIO Tap-
reTHOI Tepanun. Takum 06pa3oM, KOMITTIEKCHBIN MTOAXO] K AMAaTHOCTHYe-
CKOMY ITOVCKY II03BOJIsIeT YCTAHOBUTD KOPPEKTHBII AMArHO3 1 MOK00paTh
Han6osee MOAXOMAIIYIO TAKTUKY BeleHVs IallJieHTa, IIOBBICUB IIPOLIEHT
BBDKVMBAEMOCTIL.

Cnyuaii BUCLEepanbHOro eMMaHno3a
y pebeHKa nocne noceweHua Kpbima

Asmoput:

Kprokosa JIro608p BukTopoBHa
ITpimaesa Exarepuua IOpreBHa
JInneB AnekcaHgp AnekceeBUY
PHVIMY um. H.J. IIuporosa

Hayunvie pyxosodumernu:

Caiipyrmun Myxamman A61yn¢gpapuToBUd — K.M.H., JOIICHT
3BepeBa Hagexxga HukonaesHa — K.M.H., JOI[EHT

PHVIMY um. H.W. IIuporosa

JleiimMaHno3 — o6nMMraTHas TPAaHCMMCCUBHAS MHQEKIVS, 09ary KOTo-
pOJt CBsI3aHBI C IEPEHOCYMKOM — MOCKMTaMU. 3aboneBaHMe OCTaéTCs
OpeMeHeM B psifie TPONMYECKNX 1 CyOTponyecKux cTpas. B Poccun nme-
I0TCs apeasbl MOCKMTOB B pecrrybmke Kppiv 1 Ha CeBeprom Kabkase,
TaM K€ PerMCTPUPYIOTCS eUHIYHbIE CTydayu 3a00/IeBaHNIi JIefIIMaHO-
3oM. CymecTBYIOT 3 KIMHMYecKre GOpMbI JIeMIIMAaHN03a: KOKHAs, KOX-
HO-C/IM3MUCTasg M BucLepanbHad. [locnenHas ABnsgeTca caMoOil OIACHOM
B CBSI3U C JIMTEIbHBIM IIPOIPEAMEHTHBIM Te€4eHeM, TelaToCIIeHoMeTa-
Nvel, NTAaHIUTOIIEHNeN ¥ HEMMHYEMOJ CMepPThIO B OTCYTCTBUM crenuu-
YECKOV TepaIlunn.

ITaumenrt I1. 9 net, npoxxuBatomuii B I. JIumnenk, netom 2020 I. oTAbIXA
B Kpbimy (r. fInTa), mocemjan npupogHble 30HBI, OTMeYasl YKYCbl HACEKO-
MbIX. B Mae 2021 r. nosBumuch cy6debpunpHas TeMiieparypa, cabocTs,
nepronnyeckye 60N B KMBOTe, pBOTa, apTpanruu. Habmopancs no me-
CTY >KUTeNbCTBA, Ipu Y3V o6HapyskeHa crileHOMeranus. B TeyeHne neta
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OTMeYasach IepUOANYecKas IMXOpajKa, Ipy 0OC/IefOBaHMY BbIsABICHA
naHuuronenus. 27.08.21 6bI1 OCMOTpPEH reMaTo/IOrOM U TOCIUTATN3UPO-
BaH B TSDKEJIOM COCTOSIHUM B IeTCKYyI0 OonbHuiy r. JIumenxa. Ilomygan
aHTUOAKTepMATbHYIO TEpaIluio, BHYTPUBEHHbII MMMYyHOIToOymuH. He-
CMOTps Ha JIedeHNe, 3ab0jIeBaHe IIPOrPecCHpOBaIO C HapacTaHVeM MH-
TOKCUKALVY, IUTONEHNM U remnarociuieHoMeranuu. Ilpu mccnegoBanun
KOCTHOTO MO3ra reMo6/1acto3 ObUI UCKIIOYeH. B cBA3M ¢ oO6HapyXeHu-
€M B CBIBOPOTKE MapK€poB BacCKyIMTOB (peBMaToMpaHbIN daxTop, AHD,
AHIJA), pebeHOK 6bLI IepeBefieH B peBMaTo/Iorndeckoe otaenenne Ha-
L[MIOHA/IbHOTO IIeHTPa 3[J0pOBbs JieTell I. MOCKBBL.

[Tpu ob6¢cnenoBanuu B HMMUL] 3] peBmaTudeckie 3a6omeBanmst ObUIn
ucKmo4eHsl. 13.09.21 naunueHTy IpoBeficHa IOBTOPHAsA ITyHKIVA KOCTHO-
ro mMosra. [Ipu ucciegoBanuy MaskoB ObIIM OOHAPYKEHBI IPOMACTUTOTHI
Leishmania spp. YunTbiBasd HmaHHbBIE TMCTOJIOTMYECKOTO VCC/IENOBAHUA,
3MU/IEMUONOTNYECKNIT aHAMHe3 U KIMHMYECKYI0 KapTHHY, YCTaHOBJIEH
AMarHo3 BUCIepanbHblil neimManno3. C 30.09.21 Hauara Tepanus amdo-
tepunmHoM B (0,7 mr/kr/cyT). Ha ¢oHe BBefeHNA mpenapaTra caMOdYyB-
CTBUE YXYALINIOCH, 1 7.10.21 pebeHOK nepeBefeH B POccHiicKyIo 1eTCKYI0
K/IVHIYECKYI0 O0IbHMILY.

IIpy mocTynneHnn COCTOSAHME TSKENOE: afVIHAMUYHBIN, alllIeTUT OT-
cyrcrsyeT, t 370C, me4eHb +6 cM, ceneseHka +12 cm, Ha Y3U: renmaroc-
IJIeHOMeTas, pacmupenne v. portae. B remorpamme: Hb 85 r/n, RBC
3,5x1012/n, PLT 133%x109/m, WBC 2,1x109/1, NEU 28%, LYM 47%). boina
HavaTa Tepamys TUIIOCOMaIbHBIM aMpoTepuiHoM B o cxeme: 3 Mr/kr

CyT. 1-6, 14, 21 menb. C 15.10.21 (8 meHb Tepanuy) OTMeYaIach IIOMIO-
JKUTeNbHAs IMHAMUKA: CAMOYYBCTBME YIY4IIMU/IOCh, TeMIlepaTypa Tenla
HOpPMa/N30BaNach, YMEHbIINUINCh pa3Mepbl MeYeHN U CeNIe3eHKH, Yayd-
IIVIVCD TabOpaTOPHBIE IIOKa3aTeIl.

Mpr nccnegosanu Merofom IIIP mrasMy KpoBy nanyeHTa BO BpeMs
VI TIOC/Ie OKOHYAHUA Kypca JedeHNs: B 00enx mpobax oOHapy XMBaICh
IOHK n PHK neitumannit. O6napysxenne PHK morno cBuperenscTBoBarh
0 MeTabOoIMYeCKOI AKTUBHOCTY BO3OYIUTENSA, HO, YIUTBIBAs JUIUTETbHDIIA
nepuoy, BeIBefieHMs aM(oTepyuIHa, TOBTOPHBIN KYPC STMOTPOITHOI Te-
paluy penieHo He IPOBOAUTb M IPOBECTV KOHTPOIbHOE MCCIElOBaHMe
yepe3 3 MmecAna. B ynoBneTBOpUTENTPHOM COCTOAHMM BBINMCAH JOMOIJA,
B HAacCTOsIIee BpeMs IIPOfIO/DKAeTCsA Hab/MoIeHNe 32 PeOeHKOM.
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JJaHHBI KIMHUYECKNIL CITy4all IPO/IeMOHCTPUPOBAL CIOKHOCTU [AMa-
THOCTMKY JaKe IPY TUIIMYHOI KIVMHINYECKOI KapTUHe U Ha/IN4IMM SMN/Jie-
MMOJIOTMYeCcKOro aHaMHe3a. HecMoTps Ha To, 4To 60/biast yactb Poccun
He SABJIAETCS SHAEMUYHOI 110 JeMINIMAaHNO03Y, Bpad JO/IKEH IOMHUTB O CY-
I[eCTBOBAHNY IIPUPOJHBIX 09aroB 3TOi MH(EKIVM B HAlllell CTpaHe.

Abcuecc KOpHA aopTbl KaK NpoaBaeHue
NOCTCEeNTUUYECKOro 3HAOKapAuTa y pebeHKa
paHHero Bo3pacra

Asmopuot:

Kyuyk Beponnka AHppeeBHa

Kneuyan CBernana ViBaHoBHa

MuHckas 06/1acTHas JeTcKas KIMHudeckas 60/IbHIIA

Hayunvie pyxosodumenu:

Py6an Anna IlerpoBHa — K.M.H., JOIIEHT

JTazapuuk Virops BUKTOpoBmY — K.M.H., JOLlEHT
MuHckas o6macTHas geTcKas KIMHIYecKas 60/1pHNII

VHbeKoHHBI SHOKapAUT — ocobast popMa cerncuca ¢ T0Kaau3ary-
eil Impoljecca B KJIAIIAHHOM aIlIapare, eperopoJoYHOM U/ MYpasb-
HOM SHJOKape€, ¢ BO3MOXXHBIM IIOPpa’K€HVEM MarucTpajabHbIX COCYIOB,
VIMIIJITAHTYPOBAHHBIX YCTPOJICTB. Y NAaljMeHTOB PaHHETO BO3PAcTa JaHHOE
3abo0/eBaHNe BCTPEYAETCS PEKO, CIydan abcliecca KOpHA aOPThI ABJIAOT-
Cs1 Ka3ayCTUYeCKUMIL.

Manpunk A., Bospact 1 rog 10 mecsnes, moctTynua B MUHCKY0 06-
NaCTHYIO J[ieTCKylo KauHudeckyo 6ompHuny (MOJIKB) ¢ sxamobamn
Ha OTeK J HarHOeHMe B 00/lacTy /IeBOro KOMEeHHOro cycrasa. [ocmmra-
MU3MPOBAH B Xupyprudeckoe orfenenue. Ha ¢one Tepanuu nedorax-
CYMOM IOSBIWINCH ITAHAPUIUI HA YKa3aTe/IbHOM IIajblie JIeBOM PYKU
u pypyHKy1 Hoca. CocTosiHYME peOeHKa OCTeIeHHO YXY/IIanoch — BbI-
pa’KeHHasA MHTOKCUKausA, GpeOpuIbHasA TMXOpajgKa, 3SHAYMTe/IbHbIE V3-
MeHEHIs B aHa/IM3aX KPOBM BOCHANMTEIbHOTO XapakTepa. BoimomHeHa
peHTI‘eHOFpa(I)I/IH OpraHOB I‘py,l[HOf;[ KJIETK!, BbIABUBIIAA ITHEBMOHNIO.
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I[To pesynbraram ynbprpasBykosoro ucciegosanus (Y3U) cepaa — ce-
Hapamys JIUCTKOB IepuKappa M AUCYHKIMS MUTPATbHOTO KJIalaHa
B BUJe CTaOMIbHON KJIAllaHHOJ perypruTauyy. BpIcTaBieH AMarHos:
CeICHC, cenTuKommeMmdeckas ¢opma. IIpoBeeHO ycuaeHue aHTH-
OaKTepManbHON Tepammy, COCTOSIHNME Ma/b4MKa CTaOMIN3MPOBaIOCh.
[To HacTOAHMIO poxuTesneil Ha 18-e CyTKM rocmmrammsanuu pebeHOK
ObUI BBIMCAH JIOMONM B V[IOBJIETBOPUTENBHOM COCTOssHMM. ORHAKO,
yepe3 HeNeN0 MalbuMK OBUI HOCTaBIeH OpUrafoil CKOpOi IIOMOIIN
B MOJIKD c >xanob6amu Ha BeIpa>keHHbIE CTTab0CTb, OIIETHOCTD KOXKHBIX
IIOKPOBOB, OTKa3 OT €fibl, pBOTY, TaxMKapauio. Boinonueno Y3U cepaua,
oOHapyXuBIllee ITOIOCTHOE 0OpasoBaHMe HEYCTAaHOBIEHHON HPUPOZbI
B ITOJIOCTH 7IeBOro npepcepausa. CocTosHue pebeHKa YXYAIIanoch, pas-
BUJICSL TUIIOBOJIEMIYECKMIT IIIOK, YTO IOTPeOOBasIo IepeBosa B OTHere-
HIe peaHNMalMy ¢ mocnenyomel tpancnopruposkol B PHIIL neTckoit
XUPYPIUH, Te Y peOeHKa BO3HMKIIA OpafiuKapays ¢ pesKuUM NafieHueM
CUCTEMHOTO apTepMaNbHOTO [aBJIeHUsA U MCYEe3HOBEHMEM IIyJbca Ha
LleHTpa/lbHbIX apTepuAx. [IpoBefien pAf peaHMMalMOHHBIX MEPOIpUA-
T C TOCTEAYIOIMM OIl€PAaTUBHBIM JIeYeHMEM: XUPYPIrudecKas caHalusa
abcrjecca KOpHSA aOPTHI, IACTMKA aHEBPU3MBI KOPHS aOPTHI Y BOCXOJ -
el AOpThI, PEeBU3Ns aTPUOBEHTPUKYIIAPHBIX KJIallaHOB, GOpMUpOBa-
HIle XUPYPrU4ecKoro gedekra MeXIIpefcepAHOI eperopoaku. B supy
HU3KOJ COKPAaTUTETbHON QYHKIIMM MUOKapAa 000UX XKeTy[OUYKOB IpU-
HATO pellleHNe O IepeBofie pebeHKa Ha SKCTPAKOPIIOPaIbHYI0 MeMOpaH-
Hylo okcureHanyio (OKMO) ¢ kapAMOTOHMYECKO, Ba3ONpPeCCOPHON
u BonemMudecko nopgpepxkamu. lexanronanus IKMO BpimonHeHa Ha
5-e CyTKM, OJHOBPEMEHHO HayaTO MPOBeJjeHNe 3aMeCTUTEIbHOI IToYey-
HoU Tepanuu. Yepes 15 cyTok pe6eHOK B CTaOM/IBHOM COCTOSIHUM Iiepe-
BefleH B KapIMOXUPYypruueckoe oThenenne, Ha 25-e cytku — B MOJIKB.
JInarnos mpu IepeBofie: NMEPBUYHBIN IOCTCENTUYECKMUII SHIOKAPAUT,
abcrjecc KOpHs aopThl ¢ GopMMUpOBaHUEM JIOXKHON aHeBpu3Mbl. Hepo-
CTAaTOYHOCTb ATPMOBEHTPOUKY/IAPHBIX K/IAIIaHOB 3-4 CTelleH!, a0pTalb-
HOTO KjamaHa 1-2 creneHu. B kaTaMHe3e — y peGeHKa UCK/ITIOUEH UM-
MYHO[epUIIUT, B HACTOSIINIT MOMEHT HAaXORUTCSA IIOf, AVHAMMUYECKUM
HaO/TofieHVIeM KapAyo/Iora, pa3BUBaeTCs COITIACHO BO3PacCTYy.
[Tomo6HbBIE CTyyay MOCTCENTIYECKOTO IHAOKAPAUTA ¢ POPMMUPOBAHN-
eM abciiecca KOpHsI a0PThI y pebeHKa paHHero BO3pacTa B OTeYeCTBEHHOI
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JIUTEepaType paHee ONMMCAHbI He Obu1N. KnyHudecknit mpumep geMOHCTpH-
pyeT OBICTpOe pa3BUTHe HApPYIIEHMII BUTAIbHBIX (PYHKLMII OpraHusMa,
NOTPeOOBABIINX IPOBEEHNS SKCTPEHHOTO KapAVOXMPYPIUIecKOro BMe-
IIaTeIbCTBA, @ TAK)Ke IPYMeHeHNs BIiepBble B Peciy6nuke benmapycp Ho-
BOTO BBICOKOTEXHONIOTMYHOro Metopa nedennsd (OKMO), 4To mosBonnio
COXpaHI/ITb JKMN3HDb ITallIeHTAa.

KnuHuueckum cnyyait 6onesHn Kaacaku
C pa3sBUTUEM FTMTAHTCKUX aHEBPU3M KOPOHAPHbIX
apTepuii U UMMYHOPE3UCTEHTHbIM TeYEeHUeMmM

Asmopuot:

JIaBpoBa [lapbs AnekcaHpOBHA
Manrornaa Mapuna CepreeBHa
MartBeepa ExaTepiina AHTOHOBHA
PHUMY um. H.J. IInuporosa

Hayunvie pyxosodumenu:
Jlapuna JIro60Bp EBreHpeBHa — K.M.H., JOLIEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

Bonesup KaBacaku (BK) — 3T0 ocTpoe cucremHoe 3aboneBaHme opra-
HI3Ma, IIOpa)kalolllee B OCHOBHOM CpeJHIe U MeJIK/e apTepui, KOTOpoe
NpOSBIAETCA B BUJE [eCTPYKTUBHO-IPOMM(EpaTNBHOIO BACKYIUTA.
EnuHCTBeHHBIM ITaTOTeHeTYeCKIM criocoboM nedenns bK saBnsercs BBe-
JleHVe BHYTPUBEHHOTro MMMyHorno6ynuaa (BBUI'), npuMenenne kotopo-
ro 0OBIYHO IPUBOAUT K OBICTPOMY CHIDKEHMIO TeMIIepaTyphl Tela 1 HOp-
Masn3anyy 1abopaTOPHBIX MOKasaTeneil BOCTIANNTENbHON aKTMBHOCTH,
a TaKoKe IpefyNpexTaeT pasBUTHe NMOPakeHMA KOPOHAPHBIX apTepuit.
OpHako B cTyyae MMMYHOpesUCTeHTHoro TedeHus BK >xemaemoro ymyy-
meHus nocie seefeHnsa BBYI He HacTynaer.

[Tanment 1., 3 ropa, o6paTuica B CTallMOHAp C XanobaMy Ha IMX0-
PajKy 1o 39, CKIepUT, XeJINT, yBelnndeHye TIeBOTo HIetHOro muMdoysia.
TocMTanuanpoBaH ¢ AMAarHO30M OCTpasA PeCIMpaTOpHas BUPYCHAS VH-
ek, KOHBIOHKTUBUT. [lo/Tydasn cTamyoHapHOe JIeYeHNe B TeYeHUN
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4-x pHeit 6e3 addexra. [TosBMIaCH MeNKOTOYEUHAsl ChIIb Ha CIIMHE,
ATORMIAX TTOCTIe MpueMa npenaparos. C nogospennem Ha BK 6bu1 me-
pesesien B MJIT'KDB. IIpu nocrynnenun: cocTossHue — TsAXKeNoe, TeMIle-
paTypa Tena 39 C, BbIpa>KeHHbBIN XeJ/INT, UHBEKLMA COCYIOB CKIIEp, 3€B
TUIepeMIpPOBaH, A3bIK KpacHbIL. MuHpammuel yBenndens! (II cTenens).
[leitHble MuMdaTndecKue y3/Ibl yBelINYeHBI B MIEMHOI TPYIIe CIeBa 10
0,7 cM, MenkoTo4eYHas ChINb Ha CIMHE U Arofuiax. JlaboparopHo: yBe-
nnyeHne 3HadeHnA IgG, IgM, IgA, C-peakTuBHOro 6€/Ka, IeMKOLUTO3,
TpoMbountos. [Tpn nposegennu sxokapauorpadun (3XO-KI'): ymepen-
Has AymaTanua o6enx KOpOHApHBIX apTepuil. Bl BbICTaB/IeH AMArHos:
Bonesup KaBacaky, monHaa ¢opma. JleueHre IpoBOAMIOCH YeIOBeYe-
ckuM HopManbHbIM BBUI us pacyera 2 r/Kr/Kypc u aneTuacaanuio-
BOJI KUCNIOTOI 13 pacyeTa 80 MI/KI/CYT, remapuH B/B KPYIJIOCYTOYHO
45 ep/xr/4ac. YumuTpiBas COXpaHsAIOWYIOCA (eOpUIbHYI0 TUXOPAIKY,
pebenky Obu1 OBTOpHO BBefileH BBUI' m3 pacuera 2r/kr. B gunamuke
1o gaHHbIM DXO-KI' oTmMedanoch yxyjlieHne T0KaJIbHOTO CTaTyca: I'M-
TaHTCKME aHEBPU3MBbI JIEBOM U IIPABOV KOPOHAPHBIX apTepuUil, ABIeHNA
nepuKapjuTa.

Y4uThIBas pe3NCTEHTHOE TedeHye 0OIe3HN, COXPAHAIUIYIOC JINXO-
PajKy, 1abopaTOpHO — BOCHA/INTENIbHYIO AKTUBHOCTD B aHAIM3aX KPOBY,
a TaKXXe OTPULATENbHYI0 AMHAMMKY 110 faHHbIM DXO-KI, 6p110 npuns-
TO pellleHNe Ha4aTb Tepanuio MHI1M6uTopaMu GpakTopa HEKpo3a OIyXonn
anpda (PHO-a) — 6bu1 BBefeH aTanepuent 0,4 Mr/Kr 2 pasa B HeZIeio,
nopgkoxHo. Ha ¢done Tepamum orMedasnach MONOXUTeIbHAA AMHAMMKA:
KYIMPOBAaJIach IMXOPaJKa, OTCYTCTBOBAa/Ia BOCIAINTE/NIbHAA aKTUBHOCTD
B KPOBM, HO TPOMOOIINTO3 NO-TIpesKHeMYy coxpaHsics. [To nanubM 9XO-
KT ceppua: coxpaHAIUCh TUTAaHTCKIE AaHEBPU3MBI, AABJICHN IIepUKapauTa
C TIOJIOXXUTENbHOI JUHAMUKOI. Pe6eHOK OBl CTaOMIM3NPOBAH U BBIIN-
CaH IOMOJ C Ha3HaY€eHMEM JINTE/IbHOM Tepaluy aHTUKOATyIAHTaMU, aH-
THArperaHTaMy, JUypeTUKaMM, UHTMONTOpaMy aHIMOTeH3VHIIpeBpalla-
follero GepMeHTa.

JJaHHBI KIMHUYECKUI cly4ail JeMOHCTpupyeT penkyio ¢opmy BK
C UMMYHOPE3JUCTEHTHBIM Te4YeHJEM U ee YCIeLIHOoe jledeHle C IIpUMeHe-
HueM nHru6utopoB PHO-a, a Takxe HEOOXOAMMOCTD JIUTEIbHON aHTH-
KOAry/LIHTHOM Tepanuy Ipy 0Opa3oBaHMM TUTAHTCKMX aHEBPU3M.
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KnuHuuyeckum cnyyait BHe3anHom ceppeyHoit
cmepTn y pebeHKa ¢ CMHKoONaibHbIMM
COCTOAHUAMM KapAUOreHHOro reHesa

Asmoput:
JIamyk Anekceli AleKcaHpOBNY
Benopycckuii rocynapcTBeHHbIT MEAULIVMHCKNI YHUBEPCUTET

Hayunvte pyxosooumenu:

Py6an Anna IlerpoBHa — K.M.H., JOLIEHT

benopycckas MegyIHCKasA akajeMus NOCIeAUITIOMHOTO 00pa3oBaHms
Kagoukmu Buranmit OneroBmua

Pecriy6nmkaHCKIIT HAYYHO-IIPAKTUYECKII EHTP e TCKOM XUPYPIUn

Cunkonanbuble coctossaMs (CC) ABMAIOTCA NMPeIUKTOPaMy BHE3aITHOM
ceppeunoit cmept (BCC). VIx ¢u3monornyeckyro OCHOBY COCTaBIIseT
IpexOfAIas MOTepsl CO3HAHUA C KOHBY/IbCYBHBIM KOMIIOHEHTOM BCIIef-
CTBMe OOIIell TMIIOKCUM ¥ Iunonepdysuy TOTOBHOIO MO3Ta 13-3a BHe-
3aITHON OCTaHOBKM KpoBoobOpamenus (BOK). Haubonpmryio omacHOCTb
npepctasisaoT aputMmorenHsle CC (puck BCC mocne pasButus anmso-
na — 18-30% B TedyeHMe OJHOTO Tofa).

IManuent /1., 8 meT. B anamuese ¢ 4,5 y1eT nepuognIecKye Mn304bl Bs-
JIOCTYU ¥ TIOTEPU CO3HAHUSA, U3PefiKa COMPOBOXK/AIOIIUECS CY[OPOraMIL.
ITo pesynbTaTaM HEOJHOKPATHBIX 97eKTposHuedanorpaduit (33I) snm-
AKTUBHOCTDb He BblAB/IeHa, DJI-MOHUTOPUHT He nposefieH. Ilo gaHHBIM
XOJITePOBCKOTO MOHUTOpMpoBaHusA (XM) HapylleHus puT™Ma U IpPOBO-
OVIMOCTY He BBISIBJIEHBI. 3akmioueHue kapguosora: «[lapokcusmanbHoe
COCTOsIHME IIO TUIY JJINTEIbHBIX CUHKOIAJIbHBIX 3MN30[0B, BEPOATHO
KapAMOTeHHOJ 3TMOJIOTMY C KOHBY/IbCUBHBIM KOMIOHeHTOM». Habmo-
Jajcsl y HeBpojora ¢ AuarHo3oM: «CyJOpOXHBI CMHIPOM», HOTydas
IPOTUBOCYAOPOXKHYIO TEPAINIO, OTHAKO XapaKTep U YaCTOTA IPUCTYIIOB
He MEHSINCD.

01.06.2021 oce ¢pusmueckoro (3aHATHE TAHLAMY) ¥ SMOLIVOHAIBHO-
ro (IIOoTepsiI PIOK3aK) HAIIPsDKEHNs BHE3AITHO MTOTEPS/I CO3HAHME C OCTa-
HOBKOJI JIBIXaHUSA U CepAEYHOI AeATeNbHOCTU. Bri3BaHa Gpurajja cKopoii
nomMomy, mnposefieHa anekrpokapamorpadpusa (IKI), mo pesynpraTam
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KOTOpOJI BbIsIBIeHa monuMop¢Has >xenypoukoBas taxukappusa (IDKT)
tuna «IIupyat» ¢ Tpanchopmanmeir B PuOPWIIALMIO >KeTYHOYKOB
U OCTaHOBKY ceppilia. HayaThl peaHMMaIIOHHbIE MEPOIPUATHA C YCIIeNI-
HBIM BOCCTAQHOBJICHVIEM CEPHEYHOI HeATeTbHOCTU. Pe6EHOK mocTaBiIeH
B OTJie/IeHJe peaHMMaluy MeJuaTPUIecKOro CTaliOHapa B COCTOSAHMUM
KOMBI ¢ guarHo3oM: «CocrosiHMe nocse cygopor. Knuumdeckas cMeprs.
Panumii nocrpeanumannoHsbiit nepuon». OKI' 1 XM B guHaMuke —
NPU3HAKY 3/IEKTPUYECKON HeCTaOWIBHOCTM MMOKapaa (Taxmkapaus
C YacTO¥ MOTMMOPQHON XKeTyJOUYKOBO IKCTPACUCTONNEN, YITMHEHUE
QTc (mo 649Mc), anm3oxbl OpagMKapauy, Mpexosiiee YKOpodeHre NH-
tepBana PQ, HapyueHue npouecco penonspusanyu). [lomydan xom-
IUIEKCHYI0 aHTHapuTMudeckymo (AAT), kapanomeTabonndeckyo, IpoTu-
BOCYLOPOXKHYI0, HEJIPOIIPOTEKTOPHYIO Tepaluio, HO BbIBECTU 13 KOMBI
pe6éHka He ypmanmocb. OKOHUATeNbHBIN AMarHos «Jucmerabommyeckas
(MuTOXOHApMaNbHaA?) sHLEANTONATN C JTAKTAT-ALUI030M U MHCY/Ib-
tonopo6HbpIMY smm3onamu (MELAS?). CynoposkHbli cuHApOM (Kynupo-
BaH). d1mm3oy HeaddektusHOro Kposoobpamenusa (IDKT) ¢ ycrnemnsim
BOCCTAHOBJIEHNEM CepAedHOI ieATenbHOCTY. COCTOsAHNEe NOC/Ie KINHY-
4yecKoil cMepTi. AHOKCHUYeCKOe IOBpeXKJeHue rolmoBHoro mMosra. Iloct-
peanumanuonHas 6onessb. CIIOH (xynmpoBaH): 0TeK TOJIOBHOTO MO3T4a,
JH 2, CH 1, ocTpoe moveyHoe MoOBpeX/eHME, TaCTPOMHTECTUHAIbHAA
HeJOCTaTOYHOCTb». IlepeBefi€H B Ma/UIMaTUBHYIO IPYIITy HaOTIOfEHN,
nucMeTabonmdeckas sHijedanonatus reHeTMKaMM He IIOATBEpKAeHa.
datanpHbI Mcxof Yepes 3 Mecsana. PogHble pe6€HKa IMPOIIIN KOMIIEKC-
HOe Kap/yonorndyeckoe obcnegoBanme. Y Matepy BbIsABIEH MPEXOMAIINI
CYMUQT, eit ycTaHOB/IEH MMIUIAHTUPYEMbII KapayuoBepTep-neduopui-
nsrop (MK).

Kimmandecknit cydait JeMOHCTpUpPYeT HeOOXOAVIMOCTD IIPYIMEHEHM
6onee MHPOPMATUBHBIX METOLOB MOHUTOPUHTA CEPHEYHON JIeATe/TbHO-
ctu. B cmyyae nopospenns Ha xappuorenHele CC BosmoxkHocTelt OKI
U Taxke JIUTeTbHOT0 XM HELOCTaTOYHO, TpeOyeTcs IMPOO/KUTETbHDII
SKI-MOHUTOPMHT TOCPEACTBOM UMILIAHTYPYEMOTO IIeT/IEBOTO perucrpa-
topa. [TanyeHTaM C IepBUYHBIMY S/TEKTPUIECKUMY 3a00/IeBaHNAMM Cepi-
11a, ocobenHo nepeHecmnx BOK mmm xmmHuYeckyo cMepthb, Hambornee
a¢dexTuBHBIM MeTOtoM TpodunakTiky BCC nokasaHsl cBOeBpeMeHHas
AAT u/vnu ummnanranus VK],
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Cnyvaii nnactuyeckoro 6poHxuTa
Y Manbyuka 2 ner

Asmopuot:
JIosuikass AHacTacusa AJIeKCaHpPOBHA
Benopycckas MeguimHCKas akafeMyus IOCTIeUIIOMHOTO 0Opa3oBaHys

Hayunvie pyxosodumenu:
Py6an Anna IlerpoBHa — K.M.H., JOIIEHT
Benopycckas MenuimHcKas akafeMus IOCTIeNUIVIOMHOTO 0Opa3oBaHys

AxTtyanbHOCTb. [TnacTryecknit OpOHXUT ABIAETCA PEAKUM ITYTbMOHOJIO-
TMYecKyM 3ab0jIeBaHMeM 1 XapakTepusyeTcs GopMupoBaHueM B OpOHXax
CJIETIKOB, CIIOCOOCTBYIOIVX PasBUTHIO OOTYpalyy AbIXaTeNbHBIX ITyTel
BIUIOTDH [IO Pa3BUTHA aTenekTa3os. CIenky Mo KOHCUCTEHIMM HAllOMJHA-
I0T pe3VHY, MOTYT OTXOAMUTD IIPY Kalll/Ie, OTXapKUBATbCs MIN 0OHAPYKU-
BaTbCsI B IPOCBeTe OPOHXOB NP MPOBEAEHNY OPOHXOCKOIINY VTN XUPYP-
TMYECKON OIepaLuL.

OmnucaHue KIMHNYECKOTO Cay4das. PeOeHOK, MabuMK 2-X JIeT, ITOCTY-
mu B Y3 «3-51 TOPOACKas ieTckasi KImHu4Yeckass 6onpHuIa r. MmHCKa»
¢ >kajo6aMy Ha Kallelb U yYallleHHOe JibIXaHye ¢ ayuarHozoM «ITommcer-
MeHTapHas IeBOCTOPOHHSA TIHeBMOHUSA B S1, $3-5, TSOKEMON cTenenn Ts-
)KecTy, ocTpoe TedeHue, [JHO. Hapymenne BeHTMIALNMM HIVDKHEN [OMU
JIEBOTO JIETKOTO, BO3MOXXHO aCIIMPALIOHHOTO T€HE3a».

ITpoBenieH KOMIUIEKC TabOPAaTOPHBIX M MHCTPYMEHTA/TBHBIX 00CIIe-
TOBAHUN, ITO3BONMMBIINI VICK/IIOYNTD MATONOIUIO CEPREYHO-COCYAUCTON
CUCTEMBI, HVDKHMX [bIXaTe/lIbHBIX ITyTE€M BOCIAIUTE/IPHOTO XapaKTepa,
a TaK>Ke a/JIepronaToIOTHIO.

Amnanus KpoBu Ha IPOKaabIUTOHMH — 0,4 HT/M71 (HOpMa).

C-peaxTuBHBIIT 6€0K B KpoBM 6,5 Mr/11 (HOpMa).

Metogom VIOA co cnmm3MCTONM HOCOIJIOTKY BBISIBJIEH aHTUTEH ajleHO-
BHIpYCa.

Kposp VIOA Ha xmamMupum u MUKOIJIA3Mbl ITHEBMOHUM — OTPULA-
TelbHas.

Kposb VIQA Ha Sars-CoV-2 — oTpunjaTenbHasi.

124

CEKILIMA IEJVATPU S

AHanus KpoBu Ha 00Ut U crenuduyecKue MMMYyHOrTOOyIHbL E —
HOpMa.

Honmnep-axokapauorpadusa: DyHKIMOHMpYIOIlee OBaJTbHOE OKHO
(MUKpPOIIYHT).

PentreHorpa¢usa opraHoB IpyZHOI K/I€TKM B IIPSAMOIL M JIeBOJ 6OKO-
BOJI MIPOEKIVISIX: PEHTTEHONOIMYeCKasi KapTUHA TIeBOCTOPOHHET BepXHe-
IOTIeBOJI ITHEBMOHNY C IIpM3HAKaMI HapyLIEHHOJ OpOHXMAIbHON ITPOXO-
numocTy. KoMmmprotepHas Tomorpadusi OpraHoB IPYHON KITeTKI: aTeyIeK-
Ta3 S3 cnesa.

BpoHxockomnusi: I7IaBHBIL /1eBbII OpOHX OTedYeH, MIEePEMUPOBaH,
BepXHeJ[0/IeBOII OpPOHX C/IeBa ITOTHOCTHIO OOTYpUPOBaH OerecbIMy Macca-
M1, KOTOpbIe 3aXBayeHbl IMIIIaMI 1 YAaieHbl. TPVDKbI BBITOTTHEH JTaBaXX
BepXHeJ[0/IeBOro OpoHXa cjleBa. B3sAT oceB MPOMBIBHBIX BOJ, BBIIIO/THEHA
Omoricus CMM3UCTON 060/I0YKM OPOHXA U3 00/IACTU OTXOXKEHUS A3bIYKO-
BOT'O CETMEHTA.

Pe3ynbTaThl NaTOMOrOTMICTONIOINYECKOTO UCC/IENOBAHMA CIIeNKOB. Ma-
KpPOCKOIIM4YecKy: 3 TpybdaTble 00pa3oBaHMA Ceporo IBeTa ¢ O1eCKOM
3%0,5; 0,7*0,5; 0,6*0,5 cM ¢ IIpocBeTOM B IIEHTpe, MPOIYyCKAIoIMe 30H]
0,2 cM. MUKpOCKOIIMYeCcKy: Marepuan npencTaBneH GpubépuHOM co CKo-
IJICHUSIMY K/TeTOYHBIX 37IeMEHTOB (/MMQOIUTDI, CETMEHTOsIIepHbIe TIeli-
KOL[UTBI, leCKBaMVMPOBAaHHbIe K/IETKV 3MNUTeNNsI). 3aKI0ueHe: KapTiHa
MOXXeT OBITh XapaKTepHa [/Isl ITTACTUYIECKOTO OpPOHXMUTA.

Ha ¢done xommexcHoit Tepanun: anTibakTepuanpHoi (edrprakcon
BHYTPMBEHHO ¥ a3UTPOMMLMH II€POPATbHO), MYKOIUTMYECKOil (aie-
TWILMCTENH MePOPaNbHO, MHTAnAuuu ¢ 3% pacTBOPOM HATpUs XIOpHU-
a), IPOTMBOBOCIA/INTENbHON (IIPegHN300H 1MI/KI/CyT IepopanbHO),
IOCTYPA/IbHBI IpeHaX ¢ BUOpOMaccakeM, a TaKKe ABYX JiedeOHO-aMa-
THOCTMYECKMX OPOHXOCKONMII ITAIVIEHTY BOCCTAHOBJIEHA IPOXOAVMOCTb
IbIXaTe/NTbHBIX ITyTell. MalbuuK BBIINCAH U3 CTALMIOHAPa B YIOB/IETBOPH-
TebHOM cocTossHMM. Ha amOynaTopHOM 3Tame Oblna IPOJO/DKEHa Mpo-
TUBOBOCIIA/INTE/IbHAS TEPAIIVISI IPEJHI30TIOHOM C ITOCTEIIEHHO OTMEHOI
B Te4eHNN IBYX Hefenb. Karamues yepes 1 ro: peluinBoB He OTMEYEHO.

O6c¢yxpenne. [IpencTaBIeHHBII CTy4ail TOKa3bIBaeT HEOOXOAVMOCTD
IpOBefieHNs] JMAaTHOCTIYEeCKOI OpoHXOCKoImy /st AuddepeHnnanbHOI
AMATHOCTUKY JIETOYHOJ ITaTOJIOTUY B PaHHEM JIeTCKOM BO3pacTe IIpyU Ha-
N4V IPU3HAKOB HapYILIeHVs] OpPOHXMAIbHOI IIPOXOAVIMOCTI.
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3axmovenne. [Inactuyecknit GpOHXUT MOXKeT OKasarbcs Oonee pac-
IPOCTPaHEHHBIM 3a00JIeBaHNeM, YeM coo01aeTcs, 4To Tpebyer nHdop-
MVPOBAHHOCTY MEFUIMHCKOTO COO0OMIeCTBA 1 HACTOPOXXEHHOCTH B €T0
JMAarHOCTHKE.

KnuHuueckum cnyyait $oKanbHOU CTPYKTYPHOM
anuaencumn y pebeHkKa, acccouMMpoBaHHOMU

¢ GOKaNbHOM KOPTUKAZIbHOM aucnnasuei

B AONO/IHUTE/NIbHOU MOTOPHOM 30He (SMA)

Asmopuot:

JIykamesa Annexcanppa JIMutpueBHa
lBanoBa Anna BanepneBHa
ApanumoBa Hapexxma CepreeBHa
JKynmuna lOnusa CepreeBna

PHUMY um. H.J. IInporosa

Hayunvie pyxosooumenu:
Xonuu Anekceit ATeKCaHAPOBUY — J.M.H., mpodeccop
PHVIMY um. H.W. TIuporosa

Llenpio paboThl OBUIO OMNNCaHME KIMHMYECKOTO Crydas (POKaIbHOM
CTPYKTYPHOI SIIMIETICUN Y pebeHKa, IIPMYMHOI KOTOPOI ABIANIOCH Ha/lU-
yie pokanbHOI KOpTUKanbHOU aucriasun IIb tuna B jononHuTebHOM
MOTOPHOJ 30HE, I IEMOHCTPALMA XapaKTePHOM KIMHUYECKON KapTUHbI
IPUCTYIIOB, COIMACYIOIIENCA C pe3ynbTaTaMu Bueo IDII-MOHUTOpUHTra
Y JAaHHBIMU HelpoBU3yanusauuu. B sToMm HabmrofleHUn 4eTKye CeMyo-
TIOTMYeCKMe IPUSHAKM NIPUCTYIIOB ¥ DII-KapTuHa IIOMOI/IN OIPEe/INTh
aHaTOMMYECKYIO JIOKA/IN3AIIMIO SIMJIEIITOTeHHON 30HbI, pa3paboTaTh TaK-
TUKY XVMPYPIU4YecKOro jiedeHNs C XOPOIIVM IIPOTHO30M IIOJTHOTO 130aB-
TIeHNA OT MPUCTYNOB. Y manuenTta ®. B Bo3pacTe 2 JIeT BlIEpBble BO3SHMK-
NI TTAPOKCU3MAJIbHbIE COCTOAHNA B BUJI€ BEPCUM TOJIOBbI U I71a3 BIIPABO,
TOHMYECKOTO HANPsDKEHNA B IIPAaBOJ KOHEYHOCTYU U aBTOMaTU3MOB B JIe-
BOif. Pe6eHOK ObUI rocnmranusupoBaH, B CTalMlOHape Oblla Has3Hadve-
Ha MPOTVBOIMIWIENTNYECKasA Tepamys (KOHBY/IEKC), KOTOpas OKa3anach
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HeahPeKTUBHOI — IIOCTIe BBIMCKM YaCTOTa HMPUCTYIIOB YBETUINIOCD.
[Tpu nmoBTOpHOII rocimramusanyy 61 IpoBefeH Byugeo 93 —MoHuTO-
PVIHT, B XOfie KOTOPOTO OBUIN 3aperiCcTPUPOBaHbI (OKATbHbIE TOHNYECKIe
IPUCTYTIBI: JUCTOHMYECKAsA YCTAHOBKA U MEIKOPAa3MAallNCThle KIOHNYe-
CKMe TMOJeprMBaHMsA IPABbIX KOHEYHOCTEN YKa3bIBaIOT Ha IPOMCXOXK/[e-
HIIe TIPUCTYIIOB U3 JIEBOTO MOYIIApysA, a Ha4asIo IPUCTYIIOB C IO3HO-TO-
HIYECKOI YCTAaHOBKM B BUJie (QUIYPbI «3Be3bl» — Ha VHUIMAIbHBINA
oYar B JIONOTHUTENbHON MoTOpHOI 30He (SMA). IIpu anamse 33T 06-
Hapy>XeHa smIenTi¢OopMHas aKTUBHOCTD B JIEBOJI TOOHO-IIEHTPATbHO
obrmacty Ha (pOHe PErMOHAPHOTO 3aMeNJIeHNUA, a TaKXKe VHUIMAIbHBIN
aKILeHT MKTalIbHBIX DJI-IaTTepHOB B 3TOI Xe 30He. CeMuonOrua mpu-
CTYNOB U flaHHBle aHa/mm3a D3I MO3BONMAIT ¢ OONMBIION BEPOATHOCTHIO
IpefIoaraTh Halyu4ye SIMIeNTOTeHHOTO CYOCTpaTa B JOIIOTHUTEIbHO
MOTOPHOII 30He /ieBoro nonymapus. beuta Beimonnena MPT ronosnoro
Mosra, obHapyxeHns! npusHaku OKJJ B neBoit SMA. HeBponornyeckux
HapYLIEeHUT U 3alepXKKV pasBUTHA OOHapy>xeHo He 6bUTo. Tak Kak Io-
pakeHNe He 3aTparuBajao PyHKIVOHA/IBHO 3HAYVMMBIX 30H KOPBI I MOITIO
OBbITb MOJBEP>KEHO TOTANbHOI pe3eKluy, a 3aboneBaHye MPOrpeccupo-
Balo Ha (oHe apmMakoTepanyy ¢ BO3SMOXXHBIM HOC/IEAYIOUIVIM Pa3BU-
TYIEM HEBPOJIOTMYECKOTO ¥ KOTHUTMBHOTO YXYALIEHV:, Obl/Ia IpOBefeHa
ollepanys IO yAAJEeHUIO IIOPOKa Pa3BUTHA JIEBOV JIOOHOI HOMU C IpU-
MeHEHIeM MUKPOXUPYPIUYecKOoil TeXHUKY M MHTPaolepal[IOHHON Hell-
ponaBuranuy. [ucronormyecku 6sima Bepuduimposana OKJI IIb tuma.
[TocneonepaMoHHBII EPUOR MpoTeKan 6e3 ocmoxkHeHuil. PekoMeH0-
BaHbl KOHTponb MPT 1 Bupeo-939I' MonuTOpMHI 4Yepes 3 Mecsla, Mpo-
IO/DKeHMe aHTUAIIVIENITIYeCKOI Tepamuy (Tomypamart, gpeHobapouran).
Ha maHHBII MOMEHT ITOC/Ie OIlepaluy y HalyeHTa PUCTYIIOB He Hab/o-
manock (ucxoxn Engel 1a). ®K]I -mopox pasBuTHA rOIOBHOTO MO3TIa, KO-
TOPBII 4aCTO IpPOSB/IAETCA B JIETCTBE Y MIPUBOAUT K Pa3BUTHUIO (apMa-
KOPe3UCTeHTHOI 3MWIencun. B ciydae, ecmu OTCYyTCTBYeT BOBJIEYEHUE
(YHKLIMOHATBHO 3HAYMMBIX Y4aCTKOB KOPBI, PEKOMEHAYETCs] TOTaIbHAs
pesexnysa OKJI /11 BOSMOXXHOCTY IOMTHOTO 1M30aBIeHNA OT HPUCTYIIOB.
JJaHHBII KIMHUYECKUI CIydYall JeMOHCTPUPYET Ba)KHOCTh BUje0-IOII
MOHMUTOPMHIA B AMATrHOCTUKE SMNUJIENITOT€HHON 30HBI II0 COBOKYITHOCTH
XapaKTepHON CeMUOJIOTUY MIPUCTYTIA U JIOKA/IN3ALUY SIIeNTN(OPMHON
aKTMBHOCTU Ha III, moATBepXAeHHbIe IaHHbIMM HellpOBM3yanM3alun.
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Pe3eKIMOHHYIO OLEPALNIO CTIEAYeT IPOBOAUTH KaK MOXKHO paHbIile, TaK
Kak 0OJIbIIIOe YMCTIO TPUCTYIIOB ¥ paHHss MaHuecTanys 3a001eBaHms
SIBJISTIOTCS IPEAUKTOPAMI ITUTEIBHOTO HeOIarOIpysITHOTO BO3AECTBIS
ammIenTiOPMHOI aKTUBHOCTY HA MHTAKTHBIE YIACTKM KOPbI TOJIOBHO-
O MO3Ta, YTO B IIOC/IEACTBIUY MOXKET IIPUBECTH K Pa3BUTHUIO SIMTIENITIYE-
cKoi sHIIeasonaTum.

KnunHuuyeckum cnyyait HeoHaTasibHOMU
aNNOUMMYHHOI TpombouuToneHn4YecKkom

nypnypb!

Asmoput:

MamenoBa Tasarronbp Maxup Kei3bl
MuxaiinoBckasa AnHa CepreeBHa
Kpymnnckasa JImmsa borganosna
PHUMY um. H.J. IInuporosa

Hayunvie pyxosodumenu:
Jlapuna JIro60Bp EBreHpeBHa — K.M.H., JOLIEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

Beenenne. HeonaranpHas a/yIoMMMYHHas TPOMOOIVITOIIEHNYeCKast Iyp-
nypa (AUTII) BcrpedaeTrcsa ¢ 4yactoToir 1:2000-3000 HOBOPO>KIZEHHBIX
¥ CBs3aHa ¢ HecoBmazieHreM HPA-anTureHa mioga u MaTepu, KOrja TpoM-
OoLMTHI IJIOfIA, TPOHMKasl Yepe3 deTomaleHTapHbIi 6apbep, MPUBOAT
K 00pa3oBaHMIO aHTUTEN NPOTUB A/UIOAHTUTEHA, OTCYTCTBYIOIIETO Ha
TPOMOOLIMTAX MaTepy, HO IKCIIPECCUPOBAHHOTO HAa TPOMOOIUTAX IIOfA
Y1 OTILIA, YTO IPUBOAUT K JeCTPYKLMYU TPOMOOLMTOB IIOfA.
AxrtyanbHocThb. TpoMbounToneHus Bcrpedaercs y 35% JeTeil, Haxo-
OSIUXCS Ha JiedeHuu B oTHeneHusix HeoHaronoruu. AVITII mpencras-
nseT coboil CepbesHYI0 IpoO/IeMy U3-3a pUCKa PasBUTYUS KPOBOWSINU-
STHUIL TUTOfa VT HOBOPOXKIEHHOTO, B TOM YIC/Ie B TOJIOBHOI MO3T, 4TO
IPUBOJUT K OC/IOXKHEHUSIM CO CTOPOHBI LIeHTPAIbHOM HEPBHOI CUCTEMBI
(HTHC). IMopaxenus >xe IIHC B HeoHaTa/IbHOM IIepUOLie INAUPYIOT Cpe-
IV IPUYUH VHBAMNAN3AUY 1 cMepTHOCTH. OCHOBHAS TepaneBTIYeCKas
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TaKTMKa — BBefIeHle BHYTPUBEHHOro MMMYyHormoOynuHa (BBUT), mexa-
HM3M JIeVICTBMsI KOTOPbIX — Ookana Fc-perenTopoB KIeTOK peTHKYIo-
SHZIOTE/IMAIbHO CUCTEMBI.

Onncanme xnmHMyeckoro cimyvas. Ilamment M. poxpen 29.06.21.
B Bospacte 1,5 CyTOK rocmranmsupoBaH ¢ IpU3HAKaMy reMopparmde-
ckoro cuHppoMa. PebeHOK poxkieH oT Martepn 28 jet, 2 6epeMeHHOCTb,
2 ponpl (1 6epeMeHHOCTb — MaJIb4MK 6 JIeT, 370poB), APGAR 8/9. Yepes
3-4 Jaca nosIBMIACh IeTeXyuanbHas Chillb, B BO3pacTe 46 yacoB Habmofa-
JINCh OFHOKpaTHble cypoporu. Jlabopatopro ot 30.06.21: TpOMOOIUTHI
31 Thic/MKII, THTIIOKOATyAnyA. IIpoBeeHa TpaHchy3nua TpOMOOKOHIIEH-
Tpara.

HCT or 01.07.21: cMelleHKe CpeIMHHBIX CTPYKTYP BNeBO. B mpoekun
BJMCOYHOII JJONN CIIpaBa y4acTOK pasMepamy 71¥21*15 MM IOBBIIIEHHONI
axoreHHOCTH. [Iuddepeniypoka 60p0o3[, U3BUINH He IIPOCIEKIBAETCS.

KT or 01.07.21: npusHakyu ABYCTOPOHHUX CYOIYypalIbHBIX IeMaTOM,
cybapaxHOMJaIbHOE KPOBOM3/IVISHME, B IIPABOJl TEMEHHOI Jl0/e He JC-
K/I104eHO Hamnume 30Hbl nmemun. 02.07.21 nposefieHa SKCTpEeHHaA oOlle-
panusa — TpemaHalys Yepera ¢ yhajaeHeM OCTpoll cyf0ypanbHOI rema-
TOMBI.

JTabopatopho 03.07.21 noarBepxaeH auarno3 AVTII — tutp antuTen
Bbille 1:64. B cBA3U cO CHIDKeHMEM IUype3a U BHICOKMMM II0Ka3aTeIsaMu
azoTeMuy, ObIIO IPUHATO pelleHye OTIOXUTb Tepanuio BBUT po Hop-
Ma/IM3alyM [IoKasareielt a3oTucroro oomena. [IposefieHa myibc-Tepanmns
IeKkcaMeTasoHoM KypcoM 6 nHeit. Tepammsa BBV kypcoBoit fo30it 2 r/Kr
¢ 08.07.21 mo 11.07.21.

MPT ot 12.07.21: Mc4e3sHOBEHMeE NTOIIEPEYHOI AUCTOKALUY, YMEHbIIIe-
HJIe 06'beMa CyOfypaIbHO TeMaTOMBI IIPaBO¥l TEMEHHOI 00/1acTI.

Habmropanace mono>xnurenbHas MHAMMKA B BYJie HOBBIIICHM alllle-
TUTA ¥ Habopa Macchl. YIYYIINICS HEBPOJIOTMYECKUII CTATYC, CMHAPOM
BO30YX/IeHUA M TPOMOOLMTONIEHNMs KYNVPOBaHBL. PeGeHOK BbINVICaH
23.07.21 B yOOBIETBOPUTEIBHOM COCTOSTHUM.

3akmouenue. CBoeBpeMeHHasA IOCTAaHOBKA [MarHosa U OIpeferne-
HUe JlaJIbHeNIell TaKTUKYU ABIATCA KIOYEBBIMU IMO3ULUAMU B Jie-
yeHN. BepoATHOCTh pasBUTHUA aUIOMMMYHHOJ TPOMOOIUMTOIEHUN
y crlepmymoliero pebeHka B TaHHOI ceMbe cocTaBisAeT 75%. Bo Bpemsa
6epeMeHHOCTH, HauMHasA ¢ 20 Hefeny, MaTepy pebeHKa peKOMEH/JOBAaHO
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VICC/Ie[lOBAaTh YPOBEHb aHTUTPOMOOLMTAPHBIX aHTUTE M IPU MX Ha-
a4Yumn eXxeHenenbHo nonydatb BBUI B codeTaHMy ¢ MpegHN30/I0OHOM.
Puck BHyTpu4epenHoro KpoBousNMAHMA IPU TAKOM IOAXOJe CHIDKAeT-
Cs1 B HECKOJIbKO pas.

OnbIT NocneaoBaTe/IbHOM TPAHCNIAHTALUM NOYKU

M reMmono3TUYECKMUX CTBO/IOBbIX KNETOK Y NaLUEHTKU
C NepBUYHBIM UMMYHOAEePULUTOM U TEPMUHANBHOM
NoYeyHoOM He[0CTaTOUYHOCTbIO

Asmopuot:
Mepkymos Anekceii IOpbeBuy
PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

Illep6una Auna IOppeBHa — f1.M.H., mpodeccop
Kan Hemnu IOpbeBHa — K.M.H.

HMMUMI OTOU nm. Imutpusa Porauesa

ITepBuunble nMMmyHogeduumtsl (ITV]]) — aTo pasHOpopHas rpymma re-
HeTUYeCKUX 3a00/IeBaHMiT, CBA3AHHBIX C eeKTaMy Pas3INIHbIX 3BeHbEB
VMMMYHUTETA, COIPOBOXAAIOUIVXCA pa3BUTHMEM MH(EKIIMOHHBIX OC/IOX-
HEHMI U HeOOPaTVMBIM ITOPaXKEHNEM Pa3INYHBIX OPTaHOB, B T.4. i TI0YEK.
BK-Bupyc — mnpencTaBuTeNb TPYIIbI IOIMOMAaBUPYCOB, BbI3bIBAIOLINIL
TSDKENTYI0 He(pOHaTUI0 Y MMMYHOKOMIIPOMETMPOBAHHBIX IAI[IEHTOB.
[Tpu Heob6xXopMMOCTY TpaHCIUTaHTal MK TOYKM BK-nHpexusa ocnoxuser
BefleHMe TaKIX MallJIieHTOB BCIENICTBIE HEBO3MOXKHOCTI MCIIOMb30BAHMS
K/IaCCMYECKUX IIPOTOKO/IOB MMMYHOCYTIPECCUM, UCIIOb30BaHME KOTOPOIA
NpUBOAUT K mporpeccuposanuio BK Bupemun. OcobeHHO 3TO aKTyasb-
HO Yy IIAIMEHTOB C MmopakeHueM novek Ha ¢one ITM]]. Tpancrmanranys
reMonoaTnyeckux ctBonoBbix Knetok (TTCK), xoTh u compsikeHa C BbI-
COKVIMU PpUCKaMU, ABISAETCS OJHUM 13 HEMHOTUX CPe[CTB IMKBUAALINYI
MMMYHOJIOTMYECKOTO HedeKTa, HO OHA 3a4acTyl0 HEBO3MOXKHA Y IaIy-
€HTOB C IIOYEeYHOJ HELOCTaTOYHOCTbIO IV cTamgmm m3-3a BBICOKOI Hed-
POTOKCMYHOCTM IOATOTOBUTEIBHON Tepamuy (KOHAVIMOHMPOBAHMS).
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Hamu npefcTasieH yHUKa/NIbHBI KIMHUYECKUIT CITy4ail MOCTeN0BaTeNb-
Hoti TpaHcitanTauyy nouky ¥ ['CK oT popcTBeHHOTO TanjiongeHTUYHOTO
TOHOpA.

[Taumentka I, 2010 r.p.,c paHHero Bo3pacTa HAOMIOAIACh C CUMIITO-
MaMI TPEXPOCTKOBOJ IIMTONEHMM M XPOHMYECKOTO BOCHAIEHM, C IIO-
paxxenem ITHC, xoxu, cyctaBob. B 3 rofia ¢ moMouipi0 MOIEKyIApHO-Te-
HeTUYeCKMX MeTO[0B BblsABIeHb MyTanuy B reHax USP43 u DNASEII,
B TOMO3UTOTHOM COCTOSIHMM, Ha OCHOBAaHUMU 4YeTO YCTAHOBJ/IEH AMArHO3
uHTepeponnaTy I Tumna.

Ha ¢one Tepanum pykcomutnHub60M Oblna JOCTUTHYTa BpeMeHHas
peMuccus, OfHaKo B 9 jieT, Ha (poHe IMPOTrpecCUBHBIX IPU3HAKOB IIOpa-
JKeHVsI TTOYeK, [0 JAaHHBIM OMOIICUM yCTaHOB/IeH guarHo3 BK Bupyc-ac-
COIVMpOBaHHON Hedpomaruy. bbIla HavyaTa IPOTMBOBMPYCHAsA Tepa-
st cupodoBUPOM, C MUHMMAIBHBIM CHVDKEHVEM KOIMITHOCTM BUPYCa.
Ha doHe fanpHeiiiero nporpeccupoBaHus IOYEYHOI ¥ KOCTHOMO3TOBOIA
HeJI0CTaTOYHOCTY, OTCYTCTBM KOHTPOJIS HaJ, OCHOBHBIM 3a00JIeBaHNeM
IPUHATO pelleHye O IOC/ef0BaTeNbHO TPAHCIUIAHTALIMMY ITIOYKY VI TeMO-
MOSTUYECKNX CTBOJIOBBIX KJIETOK OT OTHOTO JIOHOpPA — MaMbl AI[IeHTKI.

ITocre mpepTpaHCIIAHTALMOHHON TOATOTOBKYM B BUJie TPEXKpPATHO-
ro BBeleHNs ajleMTy3ymaba Oblyla IpOBefjeHa TPAHCIUIAHTAlMs IOYKI,
Ha +3 JeHb JOCTUTHYTAa HOPMalusalys IOYEYHbIX ITOKasaTenein. Yepes
15 mHel:, TIOC/Ie OTIOTHUTE/IBHOTO KOHAUIVIOHMPOBAHNA B 00beMe Tpe-
ocynbdana, prymapabuna, arrama, uKnodpocdana u puTykcumaba mpo-
BefeHa nmposefeHa TTCK. Ha ¢one coxpaHeHMs BBICOKOV KONMUITHOCTU
BK-Bupyca Bo3oOHOBIeHa Tepanus cupodosupoM. Ha +4 mecsr mocie
TI'CK mocTurHyTo CHM>KeHMe KOIMITHOCTHU /10 46 KONMii/M/I KpOBH, CO-
XpaHATaCh TPeXpOCTKOBasA I'MIIOPYHKIMs TpaHCIUIaHTaTa. C Lenbio ee
KOMIIEHCAIIVIJ TIPOBeJieHa JIONOMHUTENIbHAA MHQY3MA Me3eHXMMaIbHbIX
K7IeToK 1 crerueudeckux T-muMdoLnnuTOB OT HOHOPA, C JATbHENIINM
CHIDKEHMeM KONVITHOCTY BUPYCa I yTydlleHneM QyHKIUY TpaHCIUIAaHTa-
ta. Ha +9 meca1n — orcyrcrBue aHemuu, Helitponienuy, BK-Bupyc B kpo-
BU — OTCYTCTBYeT, KOHCTaTVpOBaHa HOpMa/bHas QYHKIVA TPaHCIUIAH-
TUPOBaHHOM ITOYKIL.

BeneHne mainueHTOB ¢ NEPBUYHBIMYM MMMYHOAeDUIIUTAMM OCTAET-
cs1 607mbLION MpOO/IEeMOiT M3-3a OTCYTCTBMSA CIEIUUYECKOl Tepanuu
U TPYAHOCTEl KOHTPOJIA MHOTOUMCIEHHBIX OCTIOXKHEHMIA, B T. Y. TSAXKEe/IbIX
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MO/IMOPTaHHBIX NOpaKeHMIl. [IaHHBIN KIMHUYECKUIA C/Ty4dall aKLeHTUPY-
€T BHIUMaHMe Ha IPEMMYIIeCTBEe YKa3aHHOM CTPAaTerMy — OTCYTCTBUA
HeoOXO[IMOCTY VIMMYHOCYIIPeCCHH I IPefOTBPAIeHUsA OTTOP)KEHMS
TPaHCIUIAHTATa ITOYKY 13-3a HAIMYMA y MMALMEHTa JOHOPCKOIO KpOBET-
BOPEHNA, PE3YNbTATOM YE€T0 CTAHOBUTCSA CHIDKEHME PYUCKA PasBUTHA BO3-
MO>KHBIX OCJIOKHEHUI MeTOoja.

[eTcKnii MynbTUCUCTEMHbI BOCNANIUTENbHbIN
CUHAPOM Y AeTel U NoAPOCTKOB, aCCOLMMPOBAHHDbIN
C HOBOI KOPOHABUPYCHOU UHEKLMEN

Asmoput:

MuxaijinoBa Anekcangpa BnagumuposHa
Enurapsaun Aprem Viropesuy

PHUMY um H.W. IIuporosa

Hayunvie pyxosodumernu:
Jlapuna JIro608b EBrenneBHa — K.M.H., JOLIEHT
Mopososckas II'Kb, PHYIMY nm. H.W. IInporosa

MynbrucrcTeMHbIT BocnammTenbHbiil cuappom (MCBC) y mereit u nop-
pocTKOB, accoruupoBanHbiii ¢ COVID-19 — 3aboneBaHue, mpoTeKaroliee
noz; Mackamu 6onesnu KaBacaky 1 CMH/IpoMa TOKCUYECKOTO II0Ka cTadu-
JIOKOKKOBOJI 11 CTPENTOKOKKOBOM 3TUOIOTUM.

Henblo ABIseTCs JeMOHCTpalys MalleHTKy, nepeHecuieit MCBC, o3-
HaKOMJIEHMe C K/IMHIYECKOI KapTUHOI 3a00/IeBaHNA U IPUHIUIIAMU JIe-
YeHNs.

HeBouka mectu net, 20.03.21 noctynuina B JKI'b Cearoro Bragumupa
¢ >karobaMu Ha 607Ib B XXMBOTE, PBOTY, €{IHIYHbIE BBICHIIIAHNS Ha )XIBO-
Te U cnuHe, muxopagky o 40C B Teyenne 5 gueir. [lepesenena B MII'Kb
C IMarHO30M CIIM3VCTO-KOXHBII TMMQOHOAYIAPHBIT cuHapoM. V3 aHa-
MHe3a M3BECTHO, YTO MecCsl Hasaj Bcs ceMbsi mepebonena COVID-19.
IIpy moCTynneHnn COCTOSIHME TSXKE/IOE 3a CYeT BBIPAXKEHHOTO CHHJIPO-
Ma MHTOKCUKAIIVN, TNXOPAKI, TEHACHIIUY K apTepUaIbHOI TUIIOTEH3UN
(B mprémuom otnenenue Al = 90/60 MM pT. CT.).
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JTabopaTopHO: NOBBIIIeHMe YpOBHA MapkepoB BocmaneHus (CPb
225,3 Mr/n, npokanbUUTOHUH 19,14 HI/M), CepoIornMYecKyie JaHHbIE 3a
HIepeHeCeHHYI0 KOpOoHaBypycHYyo nHekuumio IgG 71,96 En/min), npusHaku
xoarynonaruy (D-gumepsr 4,33 mr/n). B pesynbrare o6cnenoBanus BbIsAB-
JIeHbI IPU3HAKY MYOKapuaabHoli gyicyHKym (mosbimieHie NT-proBNP
8353 ur/n), mo manHbIM DXO-KI' dppaxmms BeiOpoca 1eBOro emymouka
48%, cHVDKeHMe ero II00aNnbHO COKpAaTUMOCTH, epukapaut. Habmona-
JIUCh CYMIITOMBI HEZOCTATOYHOCTY KPOBOOOpAIeHNsI — TelaTOCIIeHO-
MeTrajius, TUIpOIIePUTOHEYM, a/IbBEOJIAPHBIN OTEK IeTKUX, ABYCTOPOHHUII
rupporopakc. [TpusHaky nmoyeuHot AuchyHKuy — azoremus, sudpdys-
Hble 3MEHEHMs IIOYeYHOJ MapeHXUMBbI 110 JaHHbIM Y3V [IpixaTenbHas
HeJoCTaTOYHOCTb — pO2 — 57,5 MM PT CT, MeTabOMMIecKnit alumos.
OTMedanoch HapacTaHUe HeBPOIOTMYECKOM CUMITOMATUKM (PUTMHOCTD
3aTBUIOYHBIX MBIIIII, JIe30PMEHTALVs), JIA VICKIIOUeHns HeliponHpex-
IV TIPOBEieHbl KOMIIbIOTepHas ToMorpadus ronosHoro mosra (KT I'M)
¥ CIIMHHO-Mo3roBas ImyHKiys (CMII), mo JaHHBIM KOTOPBIX CTPYKTYp-
Has nartosiorud Bewjectsa I'M He BbiABieHa, unuTo3s (0,014 10A6/n). IIITP
JIMKBOPA OTPUIIATE/IeH, CEPO3HbINI MEHMHIUT paclieHeH KaK IIPOsBIeHKe
OCHOBHOTO 3a00/1eBaHyA. MHOXeCTBeHHbIe CYOKOHBIOKTVBMATIbHbBIE KPO-
BOM3/IMAHNUA 000X I71a3.

IIpoBenena maTtoreHeTuyeckast Tepamus AeKcameTasoHoM 20 Mr/m2,
AQHTUKOATY/IAHTHAA TepanusA: ganTenapud Harpua 150 EJl/xr. Hasnauen
VIMMYHOJZleTIpecCaHT (peKOMOVMHAHTHOE TI'yMaHM3MPOBAaHHOE MOHOKJIO-
HaJIbHOE AHTUTENO K Y€IOBEYECKOMY PpeLeNTOpy MHTepleiiKuHa-6 U3
HoAK/Iacca UMMYHOII06ymnHoB IgG) — 8 mr/kr B/B. B cBA3U ¢ coxpaHsB-
1Ieiics IMXopafkoit — npenHusonoH 0,5 mr/kr/ B/B. Ha ¢oHe Tepamun
OTMeYasach ONOXKNUTeIbHASA KIVHUKO-Tab0paTOpHast JHAMMKA, perpecc
NMMXOpPafIKy, ChIIN, BOCIIAJIUTENbHON aKTUBHOCTI.

07.04.2021 pe6GEHOK BBIMVICAH JOMOIL B YIOBIETBOPUTEIBHOM COCTOSI-
HUM C peKOMEH/JaLMAMY JIe9eHNA — aHTUArperaHTHasA Tepalis, MHIMOu-
TOPBI MPOTOHHON IIOMIIBI, IPEAHMU3O0IOH 15 Mr 1p/m, mpenaparhbl Kanus,
Ka/lbLVsA, CIIMPOHONMAKTOH. Yepe3 Mecsl pe6EHOK IUIAHOBO TOCHUTAIIN-
3MPOBaH B OTJiejIeHlle peBMAaTOJIOTUM B YAOBIETBOPUTETbHOM COCTOSHIY
11 HAOMIOfieHN sl Y KOPPEeKIUY TepaIvi.

VccnenoBanys IOKa3pIBAIOT, YTO OOJIbILEI 4acTU HeTell U MOAPOCT-
KOB He CBOJICTBEeHHO TsDKenoe TedeHnne COVID-19, no MCBC asnsercsa
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TPO3HBIM, HMOTEHUNATbHO (aTaJbHBIM OC/IOXKHEHNEM KOPOHAaBMPYCHOM
nHpekyy. Pa3bop KaKZOro KIMHMYECKOTO CTydas BaKeH IJIs CBOEB-
PEMEHHOTO BBIABJIEHMs IATONOrNY, AUdQepeHIaTbHOM AUAaTHOCTUKM,
olpefieNieHNs IMArHOCTUYECKUX KPUTEPUEB U COBEPIIEHCTBOBAHMA MIPO-
TOKOJIOB JIe4eHN s 3a00/IeBaHNA.

MocTKoBMAHBbIN NepuKapauanbHbInA
BbINOT y pebeHKa

AsmopuL:
MorytHoBa Hapexxpga ®égopoBHa
PHVIMY um. H.W. IIuporosa

Hayunvte pykosooumenu:
Pycunosa [Iuna CepreeBHa — K.M.H., JOLIEHT
OTTI Ne 133

Beenmenue.

ITo ompenenennto HalMoHaIbHOTO MHCTUTYTA 340POBbA U YIyYLIEHUs
mepuiyHckoit omouy (NICE), mOCTKOBUAHBIN CMHAPOM — 3TO CUM-
HTOMBI, [IPOFO/DKAIONINECS VTN Pa3BUBAIOLINECS TIOCTIE OCTPOIl MHpeEK-
iy COVID-19 u KoTopbie Heb3s1 00BSICHUTD aTbTePHATUBHBIM [MarHO-
30M. [IoCTKOBMIHEBIN CMHAPOM MOXXET 3aTparnBaTh MHOXXECTBO OPTaHOB
Y BAVATD Ha LIe/IbII PsAJi CUCTEM.

Ha ceropHsmHMI eHb HeT 00111eil CTaTUCTUKY OCTIOKHEHUIT CO CTOPO-
HBI CEPEYHO-COCYAUCTON CUCTEMBI Y IETEN.

ITo gannbiM “University of Texas Health Science Center at San Antonio’
90% peTelt MPOLUIM SXOKapAMOTPaMMY, TaK KaK y HUX HaO/Mofamich ce-
pbe3Hble cepAeYHble OCTOKHEHN .

Bo BcemmpHoMm >xyprane kmmHudecknx cinydaes (WJCC) 6bura omy-
O/IMKOBaHBI CTAaTbhs, I7ie OBUIM YKa3aHBI C/IeAyIONIVe HVQPHI: Y AeTeil 4acTo
HaO/mIoamnch KapauoreHuniin mok (53%), usmenennst KT (27%), muc-
¢byHKIMA MyoKapya (52%) u gytatanys KopoHapHoit aprepyun (15%).

B Poccun HeT 0duumaabHOTO perucTpa e TCKUX OC/IOKHEHUI OCTKO-
BUJTHOTO CMHAPOMA Ha JAHHBI MOMEHT.

3]
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OcHOBHa#A 4acThb.

IManment P. BospacT 13 net, B Havyane aBrycta 2021 rofa mpepmosno-
JKUTENbHO IIEPEHOC HOBYI0 KOpOHaBMpYcHYW uHpeknuio COVID-19.
B octpeiit mepuop 6onmesHp He OblIa MOATBEpK/ieHa 1abOPaTOPHBIMU
aHanmu3amu. PebGeHok B mepuop 3aboneBanusi Haxopmics B Kacmmiicke,
e 6oneny HOBOV KopoHaBMpycHoit MHpexueit COVID-19 6abymika
U Jepylika manyeHrta. Pe6eHok 3ab6omenn oCTpo, ¢ MOBBILIEHNEM TeMIIe-
parypsl 390C B Teuenue 3-4 nueir. [legyatp ocMoTpern pebeHka Ha 3 jeHb
3aboreBaHNs, HA3HAYM/I aHTUOAKTepHaIbHYIO Tepanuoo. Kpome cummnro-
MOB MHTOKCUKALIMM, OTMeYaTach KpaTKOBpeMeHHas aHOCMUA.

Yepes 14 gHell Tocyie NepeHeceHHO MHQeKIN Y peOeHKa IOABUINCH
OTeK) B IIepMOPOUTAIbHOI 00/IACTY B YTPEHHYE Yachl, KOTOPbIe B AMHA-
MUKM pacIpOCTPaHUINCh Ha IPABYI0 BEPXHIOI0 KOHEYHOCTb.

28.09.21 manmeHT BuepBble obpartmics Kk mneguarpy I'BY3 «[TTI
Ne 133 JI3M» mocye Bo3palleHus U3 Apyroro pernoxa. Ilanmenry npose-
IeHBI JOIOTHUTE/IbHbIE 00C/IETOBAHNA: OCMOTP Y3KUMMU CIIEIIVa/IICTaMI,
3a60p KpOBY Ha OIpefie/ieHNe TUTPOB aHTuTeN MetofoM VIDA K Bupycy
SARS-CoV-2.

ITo pesynbraram VI®A Ig G k Bupycy SARS-CoV-2 o6Hapy>keHbI BbI-
COKNe TUTPBL aHTUTeN — 75,59 ef/M, 4TO CBUIETENIbCTBYET O IepeHe-
CEeHHOI NHEeKIIVN.

ITo pesynpratam 9xoKI y manmenTa saperucTpupoBaH BBINOT B I1O-
TOCThb NepuKappa 3.6-4 MM, Kap/IO/IOTOM BBICTaB/IEH IMAarHO3 IepuKap-
INT.

[TanmeHT OBIT HAaIIpaB/IeH Ha TOCIMUTANIN3ALMIO B OT/eIeHIe KapAyo-
noruu KATIO OTKB um. 3.A. BanuisieBoit, rie 6b11i IpOBUAEHBI OO
HUTEIbHbIE VICCIeIOBAHN 1 Ha3HAUYeHa ITaTOreHeTnyeckas Tepamnms.

Boinucan B yZOBIETBOPUTETbHOM CTOSTHUY, NIPU3HAKY IepUKaAPANUTA
Ky POBaHBbI.

B I'BY3 «[TTI Ne 133 JI3M» peGeHOK IOCTaB/IeH Ha AVICIAHCEPHBIN
y4eT KapAyoora u nefuarpa.

3aK/I04eHne.

1. IlepyiaTpamM HEOOXOAMMO CIEOBATh YTBEP>KAEHHBIM aITOPUTMaM,
METOAMYECKMM PeKOMEHIALVAM JJi1 CBOeBPEMEHHO [MarHOCTUKM 3a-
00/eBaHNA Y OCIOKHEHUI.
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2. Heo6xoauMo paccMOTpeThb JaHHBIE TETCKUX MEIMIVHCKMX YIPexK-
meHmit Poccum 1 co3maHmMsa perucTpa, BbIABIEHHBIX IIOCTKOBUIHBIX OC-
TIOXKHEHUI Y JieTelt.

3. HyxHo pa3paboTaTb MpefuKTOPbI paHHE! JUarHOCTUKI OC/IOXHe-
HMIT TT0CTIe HOBOJI KOpoHaBypycHol ndeknuyu COVID-19.

TpyAHOCTU ANArHOCTUKU CUCTEMHDbIX
3aboneBaHuU coegUHUTENIbHOWU TKaHU

AsmopuL:

MocecoBa EBrenus AnekcaHgpoBHa
Apanosa Bukropusa Bragumuposna
®epoposa EmnsaBera VIBaHoBHa
Knasesa Haranusa AnekcaHgpoBHa
PHVIMY um. H.J. IIuporosa

Hayunvte pyxosooumenu:
JTapuna JIro60Bb EBrenreBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

[Tpobnemsl puddepeHIanbHOM [UATHOCTUKY CUCTEMHBIX MOPa’KeHUI
COENVMHUTEIBHOI TKaH!U 3aHMMAIOT 0c000€ MeCTO B MEMIIVIHE U He Tepsi-
I0T CBOEJT aKTya/IbHOCTM. HaIl manmeHT HOCTYNNI ¢ Ipu3HaKaMy MaHU-
dbecTalym reMopparn4eckoro BaCKy/ImTa, Ho B IpOLiecce CTALIOHAPHOTO
¥ aMOY/IaTOPHOTO HAO/TIOEeH NS TOSIBU/IACh HOBAs CMMIITOMATMKa, PACIly-
puBLIasA Kpyr aud¢epeHnnanbHON AMAaTHOCTUKA M MOCTaBMBIIAsA M3HA-
Ja/IbHBIII AMATHO3 II0f] COMHEHME.

IOHomIa, 17 71eT, rocnuTanusupoBaH ¢ TeMOPPATNYeCcKUM CUHIPOMOM
(chIIb Ha HIDKHUX KOHEYHOCTSIX U SATOAMIIAX), XKa/mobamu Ha 060/b, OTed-
HOCTb B KOJIEHHBIX CyCTaBax; Ha 6071b B anuractpuu. CUMIITOMBI pasBu-
nuch Ha one Tederust OPBIL.

JlabopaTopHO: JEMKOINTO3, IMOBbIIeHNEe ypoBHSA C-peakTVBHOTO
6enka (CPB); HesHauMTe/IbHAS IPOTEUHYPUs, MUKporeMarypus. B cps-
31 C aOJOMUHAIbHBIM CUHJPOMOM, IIPOBEJEHBl 330(aroracTpocKo-
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ms — OOHapy>KeH aHTPa/IbHBIN TacTPUT; KOJTOHOCKONMA C OMOIICHeit
IIS1 UCK/TIOUeHM S BOCTIATUTEIbHBIX 3a60/1eBanmit KuieyHnka. Ha ocHo-
BaHMM IPOBEIECHHOTO 00C/IeJOBaHNA AIMAaTHOCTUPOBaHA KOXXHO-CYCTaB-
Hasg popMa reMopparmdeckoro Backynurta. HasHaueHa Tepanus npegHm-
30JI0HOM, CynbdacamasHOM — OTMeYeHO ynyuineHue. amee meuncs
aMOy/1aTOpHO.

Yepes Tpy MecsIla mocie NOCTENEHHON OTMEHBI Tepanuy, Ha (oHe
OPBM y pebeHka cHOBa HOABWIACH CHIIIb Ha HJDKHUX KOHEYHOCTSX.
Co c/10B manMeHTa, B TeYeHMe MecsIa ero 6ecrokomnm 6071e3HeHHOCTD
B 00/TaCTV CYXOXKIINIL ¥ MBIIIL], I€PMATNT B ITaxoBoit o6mactu. ITpn oc-
MoOTpe: 60/Ie3HEHHOCTD B 00TaCTV aXM/IIOBA CYXOXKVIINA U JTyde3arsAcT-
HOTO CyCTaBa CIIpaBa, B 00/1aCTU CBA3KM HAaJKOJIEHHMKA C [BYX CTOPOH,
a Tax)Ke I'MIIepeMUsA M IIeTyIleHre B 0671acTU MaXOBBIX CKIAOK U MO-
IOHKM. [IMarHOCTMPOBAHO 0OOCTpeHNe XPOHMIECKON 3K3eMbl, Ha3Ha-
YeHa IPOTMBOANIEpruYecKas ¥ MeCTHasA IPOTMBOBOCIAINTENbHASA Te-
panus. B cBasu ¢ mporennypueit (fo 0,8 r/11), KOHCYIBTUPOBAH Hedpo-
JIOTOM — JINaTHOCTUPOBAH HePUT NPV TeMOPPATNIeCKOM BaCKY/INTe.

[TosiBeHMe 60Me3HEHHOCT B 0OTACTI CYXOXKVIINIL ¥ MBIIIILL, 000CTpe-
HJI€ 5K3€Mbl, B COYETaHUM C NPU3HAKAMM TeMOPParn4ecKoro BacKyImTa
noTpeb6oBany MCKIoYeHna 6onesHn bexdyera, B CBA3M ¢ YeM IPOBEJEHO
reHeTI4YecKoe VCCIefioBaHye 1 0OHapy>KeH XapaKTepHblit Mapkep — HLA
B5 anTures.

JTabopaTopHO 3a BpeMs HaOIIOfEHNS B KPOBYU COXPAHSIVICD JICKOIV-
TO3 1 ToBbIeHNe yposHA CPDB; remarypus. B 6uonTare To/nCTOI KUIIKM
OOHapYy>KeHbl peaKTMBHbIE U3MeHeHMsA. Tak Kak KpuTepues s 60/1e3Hn
bBexuyeTa 0ka3amoch HEJOCTATOYHO, HA OCHOBAHUM KIMHMKO-aHAMHECTH-
JeCKMX JJAHHBIX U Pe3y/IbTaTOB 00CIe0BaHNA BeyIleil ITaTOMoTIel Mpu-
3HAaH IeMOPPATMYECKUIT BaCKYIUT C PELUVBYPYIOLINM Te4eHueM, a 60-
nesHb bexyera mpuobperna craryc BeposATHOIL. [TanueHTy Ha3HaueHa UM-
MYHOCYIpeccCUBHaA ¥ HepPOIPOTEKTUBHASA TEPANNA C MONOXKUTETbHbIM
addexTom; pebeHOK BBIIIMCAH JOMOII ITOJ HabI0IeHNe TIefuaTpa.

[TommMopdHOCTD KIMHIYIECKMX IIPOsABIEHNMI 3a60/1eBaHNIiT MMMYHHOI
CUCTEMBI M YacTask CXOXKECTb CYMITOMATVKM CO3JAIOT CIOXKHOCTDb Jud-
depeHIIanbHON [UarHOCTUKY. [IpefcTaBIeHHbI KIMHNYECKUI IpUMep
IIOKa3bIBaeT HeOOXOAMMOCTD JaIbHEIIET0 M3y4eHUA STON TPYIIIB HO30-
JIOTMIA, @ TaK>Ke Pa3pabOTKM HOBBIX IIOAXO/OB K TOCTAHOBKE AMarHO3a.
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KnuHnueckoe HabnoaeHne nauumeHTa
C KOMOMHUPOBaAHHbLIM BPOXKAEHHbIM
NOPOKOM CcepAua U BPOXKAEHHbIMMU
AedeKTamm cucteMbl remocTasa

Asmoput:

Mpbimknna Exatepuna BragumuposHa
Iepacumosa IOmua AngpeeBHa
PHUMY umenn H.M. ITnporosa

Hayunvie pyxosodumenu:
JlTapuna J/Iro60Bb EBrenneBHa — K.M.H., JOLIEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

[TanyeHTHl ¢ TPOTE3MPOBAaHHBIMYU KIallaHAMI Cepilla HY>KJAeTcs B IO-
CTOSTHHOM TIpyieMe OpabHbIX aHTuKoarynaHToB (OAK). ITomimopdusm
renoB CYP2C9*2 n VKORCI Bcrpedarorca y 18,9% nonynanun. Hocu-
TEeNbCTBO JAHHBIX MyTalMil B 72% BIUAIOT Ha obecledyeHue ONTUMAIb-
HOTO YPOBHS I'MIIOKOAry/Anuu. Vicronb3oBaHue BOSMOXKHOCTEN MHANBY -
IyanbHON (apMaKOTeHeTUKU MPOPIMIAKTUPYeT PUCK 6ecCMMITOMHOTO
nosbintennsa MHO>4 u ykopaunBaloT BpeMs nof6opa npenapara.

Manbuuk K. 17 net.

/I3 aHaMHe3a M3BECTHO, YTO pe0EHOK POAWICS C BPOXKIAEHHBIM IOPO-
koM ceppna (BIIC) — cTeHO03 aopThl, MUTpaIbHasA HEZOCTATOYHOCTD. Ha-
CNIe[ICTBEHHOCTD: He OTATOIIleHa.

2004r — BBINIOTHEHA TPAHCTIOMJHApHast 0a//IOHHAs Ba/IbBY/IOIIACTH -
Ka K/IallaHHOTO CT€HO3a a0PTHI.

2007r — mpoBefieHO MpoTe3upoBaHue MuTpanbHoro kmamana (MK)
MeXaHMYECKMM IIPOTE30M, OTKPBITasgd KOMUCCYPOTOMMSA aOPTaTbHOTO
kmanaHa (AK).

2009t — mosBWINCH 60N B IPABOJL HOTE, OTMEYEHO aCMMETPUYHOEe
pasBuUTHe HOT (IIpaBasg HOra KOpode U TOHbIIe yeBoli). [Ipu KoHCynbTa-
yuu B HII CCX BbIAB/IeHA IOCTTpaBMaTHYeCKasA OKK/II031A IIPABOIL OJ-
B3/IOILHON apTepUIL.

2011r — BBIIOTHEHO A0PTO-0efpeHHOe LIYHTMPOBaHNE CIIpaBa.

2019-2020r — ycyry6ummch »*ano0bl Ha yTOM/IAEMOCTbD, OJbILIKY.
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B deBpane u mae 2020 T TPYOIKABI IPOBOAVIINCH OIEPALIUY IO KOPPeK-
uuu BIIC mexannyeckumu mporesamu. Kaxxzblil pa3 0TMe4annch OCIOX-
HEeHMA: cepfiedHas HeJOCTaTOYHOCTD, OT€K IOIOBHOTO MO3Ta, BereTalun
Ha MUTpPa/JIbHOM IIPOTe3€, IPaBOCTOPOHHMII TUAPOTOPAKC, TeMaToOMa Cpe-
LOCTEHNA JIEBOM IUIEBPA/IbHON IIOJIOCTU, IIPABOCTOPOHHUI T€MATOPAKC,
IBYCTOPOHH:ASA THEBMOHM, HapyLIEHNEe PUTMa.

18.06.2020r BBINONMHEHA MMIUIAHTALMA OBYXKaMEPHOTO 3J€KTpOKap-
OUOCTUMYILATOPA.

B HOsA6pe 2020r mepeHec MTHEBMOHMIO.

11.12.2020 pebGenox rocmuramu3upoBan B Mopososckyo [I'Kb
B OPUIT B cBA3K C OfIBILIKOIA, YAIylLIbeM, IIIAaHO30M.

ONMpeMNONIOTMYECKNI aHaMHe3: DBbiabimenpl aHTuTena kK IgG
k COVID-19.

[TanyeHT MOCTOAHHO MOTyYasl Tepanyuio aHTarOHKCcTaMu BuTaMmnHa K.

[Tpu o6cnemoBanmm:

KT: MaccuBHBIe 30HBI KOHCOMMAALMY B 00OUX JIETKUX, OOJbIIe CIeBa
¢ 06'beMHBIM YMeHbIIIeH)eM JIEBOTO JIETKOTO U IIPABOJ BepXHel! TOIM.

9XO-KI" mpusHaKky CHMKEeHUs ITI06aIbHON COKPATUMOCTM JIEBOTO XKe-
nynouka (JIK), punaranus JDK. Ymepennsiit crenos MK. @B 29% (Teich),
32% (Simpson).

Koarynorpamma: ITTB 71,3¢, 11%, MHO 5,89, TB 6o1nee 300c, ypoBeHb
¢ubpunorena 4,62 r/n

IIpoBopuaach KOMIIZIEKCHAs Tepalys IO IOBOAY IHEBMOHUIL.

[Tpn tepanuu BapgpapuHOM, TUTPOBaHME O3Bl He HaBano 3(PQeKToB.
ITpoBeseHa cMeHa Tepanuy Ha remapuH. IIpy renetmdeckoM mucciefoBa-
HUM TIOATBEp>KJeHa TOMO3UTOTHAsi MyTalus TeHa MHIMOUTOpa aKTUBa-
topa m1asmyHoreHa (PAI-1), rereposurornas Myrauys reHos ¢puOpuHo-
reda-raMmma (FGG), unroxpoma P450 (CYP2C9*2), smokcuppenyKTasbl
ButamrHa K (VKORCI). IIpunsaTo perieHne o cMeHe Tepanuu Ha HU3KO-
MOJIEKY/IAPHBIII rellapyH, Iofo0paHa j03a.

s MATKDB pebenok Bbimmcan 14.04.2021 B ymOBIETBOPUTEILHOM
COCTOAHMM Ha Tepanuu fanbrenapuHom Harpusa 200 EJI/kr n/k gBa pasa
B JIeHb II0J, KOHTPOJIeM aHTU-Xa-aKTUBHOCTY C LieJIeBbIMM 3HAYEeHUAMU
0,5-1,2 ME/my1.

BriBOpA: onycaHue allKeHTa IOATBEPKIAET, 4YTO IPOBEEHE TeHe T Ye-
cKoro TecTupobanyuA HaMyTauuy reHoB CYP2C9*2 u VKORCI1 onpaspano
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y HalMeHTOB, HY>XJAIOLUXCA B JIUTENTbHOM IIpYieMe aHTUKOATY/IAHTOB
¥l BOSMO>KHO VIMEIOIVIX HAaC/IeACTBEHHYI0 TPOMOODIINIO, I MOXET 3Ha-
YUTETbHO CHIDKATh pUcKM mpoBefieHuA Tepanuu OAK.

CnoxHbiu cnyyai guddepeHuymanbHoim
AWarHOCTUKMU rMnornnKopaxmm B NpaKTUKe
Bpaya-negmatpa

Asmoput:
Ilonosa Anacracus IlaBnoBHa
Mopososckas [II'Kb

Hayunvte pykosooumenu:
Paxannuna AHTOHMHA AHATONIbEeBHA
Mopososckag II'Kb

Ivmornukopaxusa — CHIDKEHMeE I/IIOKO3Bl B IMKBOPE MeHee 2,2 MMOJIb/II,
KOTOpO€ CBA3aHO C HapyLIeHMEM TPAHCIOPTa IMIOKO3bI, YBEIMYEeHNEM
IJIMKOMUTUYECKON aKTMBHOCTY WM TOTpebnenneM. [IpudnHoi runorm-
KOpaxmy MOXeT SIBIATbCA OaKTepyasIbHbII MEHVHINT, peXXe MUKOTUYe-
ckoe 1 mporosoitHoe nopaxenue IIHC, nepBuiHble 1 MeTacTaTM4ecKue
OIIyXO/M, CyDapaxHOMaIbHble KPOBOVM3IUAHYIA.

ITanueHT 6 1etT, U3BECTHO, 4TO ¢ 1.06.21 mogBUINCH >KanoObl Ha To-
NOBHYI0 607b, pBOTY. COCTOSIHME OBIIO paclieHeHO, KaK OCTPBIN ITaHK-
peaTut, mojaydaja CUMITOMAaTHYecKoe jedeHue. B cBA3M ¢ yxyjlleHueM
COCTOSIHUA B BUJI€ YCUIEHMs TOJIOBHON OO/MM, y4allleHNs SIU30/J0B PBO-
TBI, HAPYIIEHNs 3peHNA OBbUI TOCINUTANMN3MPOBAH B PallOHHYIO OOIBHUILY
¢ puarHo3oM MeHMHIUT. ITo KT I'M: npusnaku rugpouedanmvm. [Tposo-
AWIach Tepamys aleTa3oNnaMUoM, IeTpPUaKCOHOM, HEeKCaMeTa30HOM.
15.06.21 6b11 BhimycaH ¢ ynydmenneM. C 20.06.21 HapacTaHye TOIOBHOI
607u, aTaKTUYeCKOro cuHgpoma, rocnnranusuposan 8 MIT'KB. KT I'M:
TPUBEHTPUKY/SIPHAs BEHTPUKYIOMETanus, pacllypeHye cybapaxHou-
manpHBIX mpocTpaHcTB. MPT I'M: mpusHakyu apaXHOMAMTA, yBenude-
HIle pa3MepoB CTBO/Ia Mo3ra. B nmmukBope 1uto3 26/3 Mk, 6enox 0,9 1/,
rmoko3a 0,93 MMonb/n. YYuThIBasg MeJIIEHHOE IOCTENEHHOE PasBUTHE
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CUMIITOMOB, 00I11eMO3TOBYI0, MEHJHT€a/IbHYI0 I OYarOBYI0 CUMIITOMATH-
KY, BBIp@)K€HHO€ CHIDKEHUe ITIIOKO3BI TMKBOPa, OTCYTCTBUE 3¢ deKTa OT
paHee IPOBOAVIMOIL TePANNM 3aMOf03PEHO TeueHue MOfOCTPOro Tybep-
KY/Ie3HOTO MEHMHIUTA. DMIMPUYEecKy OblIa HayaTa Tepamusa aMMKaI-
HOM, VH(]Y3MOHHAs ¥ aHTUIMIIEPTeH3UBHasA (alleTas3oNnaMMf) Tepamus.
B mporecce o6cnenoBanus MCKI0YeH GaKTepuaabHbIA, IPUOKOBBI, BU-
pycHbIii MeHnHrUT. ITo pesynbraTam nomHoro GprusmaTpudeckoro obce-
IOBaHUSA TaHHBIX 32 cneuI/I(bMtIeCKMIZ npoliecc He nony4deHo. Knmunueckn
HapacTaay SABJIeHNA BHYTPUUYEPEITHON TUIepPTeH3MM, IOTpeOoBaBIIIe
YCTaHOB/IEHM HApY>KHOTO BEHTPUKY/IAPHOro fpeHaxa. ITo pesynbraTam
moM6banpHOI TyHKIMK OT 1.07.21 runmornukopaxust 0,7 MMOJIb/JI, IIUTO3
48/3 (mumdountos 56,3%, MoHounTo3 37,5%, MOHOHYK/Ieapsl 94%). boirta
IpOBefieHa CMeHa aHTMOaKTepUaNbHON Tepanuy Ha nuHe3onup u Iede-
VM, Ha )OHe Yero oTMeyanach KpaTKOBPeMeHHOe MOBBIIIEH)E ITTIOKO3bI
nmukBopa. Ilo pesynbraram nmosropHoro MPT I'M 15.07.21 orpuiarens-
Has [MHaMJKa — HapacTaHMe 4)C/Ia ¥ pa3MepoB (OKYCOB HAKOIIICHMS
KOHTPACTHOTO IIpernapara 1o Xofy 60po3z MOTyLIapuii, B LVCTePHAIb-
HbIX ITPOCTPAaHCTBAX, BOCHAJINTE/IbHbIE N3MEHEHA O60}IO‘-I€K CIIMHHOTIO
MO3Ta B BUJie UX YTOJILEHNA U CIIaeqHoro nporecca. Koncummymom 6611
3aI0fj03peH HeoITacTUIecKuii npouecc, 20.07.2021 BbInonHeHa Ouomncus
obpasoBaHuA T0OHOI JOMM TOIOBHOTO Mosra. Ilo pesymbratam ructo-
JIOTMYECKOTO MCC/IelOBaHNsA — acTPOLMTApHas IJIMOMa BBICOKOII CTelle-
HU 37I0KauecTBeHHOCTH. [IpyHMMas BO BHMMaHue HelPOBU3YyaIM3aliuIo,
Pes3y/nbTaThl IUCTONOTMYECKOTO MCC/IEOBAHNA IMArHOCTYPOBAHA TIMOMa
CTBOJIa TOJIOBHOTO MO3Ta C JIEITOMEHMHIea/IbHbIMU MeTacTazamy, WHO
grade IV. [IpoBefieHO BEHTPUKY/IONIEPUTOHEAIbHOE IIYHTVPOBaHNe, a-
IIVIEHT HaIpaBJieH B efilepa/IbHbII LIeHTP A1 IPOBeieH s TapaIe/IbHOM
JTy4€BOVL VI XMMMOTEPAIINIL.

[IpencraBneHHOe HAOMONEHIe — CIIOXKHBIN CITy4ail JUarHOCTUKY Me-
tacrarudeckoro nopaxenusa IJHC y pebeHka ¢ KIMHIYECKOI KapTIHON
Te€YeHNA IMOJOCTPOr0 MEHMHINTA. HPI/I Be€OCHNN ITAaOMEHTOB C TMIIOIIN-
KOanI/IeI;I Ba>XHO IIOMHUTDH, 4YTO HpI/I‘{I/IHOIZ MOJXET ABIATbCA MHTCHCUB-
HOe MeTaboNMM3MpOoBaHNe ITIOKO3bl KJIeTKaMJ OITYXOJIel, B CBA3M C 4eM
HeoOXOoMMO pacmmpATh AnddepeHnranbHO-IUarHOCTUYeCKNUIT  KPYT,
BK/IIOYAs B HETO KaK MH(QEKIVIOHHbIe IPUYNHBI, TAK U HEOIUIACTUIeCKUI
nporiecc.
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fI3BeHHbIN KONUT y pebeHKa ¢ ycnewwHou
TpaHCcNaHTauue neyeHn

Asmopuot:

IToxsamena Ilomnua IOpreBHa
bamapuna Tatbana CepreeBHa
Tuxonosckuii Ilapen AngpeeBny
PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:
Jlapuna JIro60Bb EBreHbeBHa — K.M.H, JOLIEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

Ilo maHHBIM IUTEpPATYphl OCTPO€ OTTOP)KEHME TPAHCIIAHTAaTa IIeYeHN
BCTpeYaeTCsA NPUMEPHO Y TPETH PELMIINEHTOB B T€YEHNE 3 MECALEB I0-
cie onepauuu. JJaHHbBIE MUPOBOJ CTaTUCTUKM YKa3blBalOT Ha CPENHION0
BbDKMBaeMOCTb 90% peLuNnMeHTOB B TedeHue l-ro roga, 50-75% — Ha
IPOTSDKEHUM 5 JIeT Moc/e TpaHCIUIAaHTaluy. BocmanuTenpHble 3abore-
BaHVA KMIIEYHVKA JOCTaTOYHO TPYLHO AVATHOCTMPOBATDH B CBA3M C OT-
CYTCTBYMEM IIaTOTHOMOHMYHBIX CUMIITOMOB M YCTAHOBJIEHHBIX CTaH/Ap-
TOB IMAaTHOCTMKI. [JaHHOE OIMcaHMe NEeMOHCTPUPYeET YCIEIIHbIN CIIydail
TPAHCIUTAaHTAL[UY TIeYeHN Y TPYSHOTO peO€HKa, a TakKe TPYRHOCTU AM-
aTHOCTUKM U TepallMy A3BEHHOTO KOJINUTa, BEPOATHO Pa3BUBLIETOCA Ha
($hoHe UMMYHOCYIIPECCUBHOM TepaIN.

Manpuuk H., 8 1eT, oT mepBoit 6epeMeHHOCTH, IPOTEKABIIEN C yTPO30il
IpeppIBaHNA Ha 7, 11 HefenAx recTaliuy, EpBbIX CPOYHBIX POLOB. B BO3-
pacTe 3 MecsleB ObUIa IPOBeleHA POACTBEHHAs TPAHCIUIAHTAIVS Iede-
HJ II0 IIOBOAY BTOPUYHOTO OMIMApPHOTO LVPPO3a BCIEACTBYE aTpe3uy
KemueBbIBOAAMUX myTeit. 01.04.2020 BO3HUK/IN >Kao0bI Ha 60N B XKN-
BOTE, PBOTY, peOEHOK OBUI TOCINTAIN3MPOBAH B XMPYPruUiecKoe OTxere-
Hue MJITKD ¢ nopospenneM Ha Cllae4HyI0 KMIIEYHYIO HEIIPOXOAMMOCTD.
[Tpu o6¢cnenoBanuy uarHo3 He 661 nopTBepkAéH. C 2020 roma Habmo-
maetcsa B orgenenue racrposnTeponorun PIKD ¢ gumarHo3om: A3BEeHHBIN
kormuT ¢ uHpgekcom PUCALI 15. [TocTossHHO MonTy4yaeT Tepanuio 5-aMUHO-
Ca/IMLIVIOBOM KUC/IOTO, TAKPOIMMYCOM, IIAHKPEAaTHOM.
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22.05.2021 roga pe6€HOK OBUT TOCIIUTATM3UPOBAH B MEAMaTPUIECKOe
orpenenrie MIITKD ¢ sxanmo6amm Ha HOBBIIIEH)E TeMIIepaTypsbl Tefla, Ha-
CMOPK, Kalle/lb, XXUAKUI CTY/I ¢ IpUMechbio KpoBu 1o 10 pas B CyTKu.
JTabopaTopHo: runepuMMyHornooymuHemus 3a cuet IgG um IgA, rumo-
ampOymyHeMus. Boiapnena ObB-undekua B cragyu peakrusaunu. -
arHOCTMpPOBaHA OCTpasl MHQEKIVs BEPXHUX AbIXaTe/lbHBIX IyTell. bora
IpOBefieHa KOMIUIEKCHAs! Tepamnus, MaJIb9MK OblI BBIIIVICAH JJOMOJA.

13.06.21 ManpuMKa TOCIUTAMN3UPOBATIN C OCTPBIM MH(EKIVOHHBIM
TaCTPOSHTEPOKONIUTOM ¥ 000CTpeHueM A3BEeHHOro Konuta. Jlabopartop-
HO: HeNTpOouI€3, TMIIOXPOMHAsA MUKPOLMTApHAss aHEeMMs JIeTKOM CTe-
HeHV, MeTabOIMYecKIil alymo3, MOBBIIIEH)e YPOBHeN OeIKOB OCTpOI
¢aspl, TUIIONPOTENHEMIA, TUIIOATIBOYMIHEMIIA, TUIIEPUMMYHOITIOOYIN-
Hemus 3a cuet IgG u IgA, runokoarynanus. 21 nioHsa peGeHOK IepeBenéH
B TacTPO3HTEPOIOTMYECKOE OTHENEHNE Ha JojiedMBaHue. 29 MIOHA IpU
Y3W-uccnenoBaHuy COCYOB JIEBOI HIDKHE KOHEYHOCTM ObLI 0OHapy-
JKEH KaTeTep-aCCOLMMPOBAHHBIN TPOMOO3 OOJBIION ITOKOXKHOI BEHBI.
brima nposefeHa Tepanusa HU3KOMOJEKYIAPHBIMM relapMHaMu. 3a Iie-
pyoxn npeObIBaHMsA B CTallMOHape peOEHKY IpOBOAIIACH aHTUOAKTepH-
aJIbHast, IPOTUBOTPUOKOBas, MH(Y3MOHHAS, aHTUKOATY/ITHTHAs Tepamnusl.
Manbuuk ObUT BBIINMCAH JOMOJL ITOJ HaO/MoeH e TIefuaTpa, racTPOSHTe-
pojora ¢ peKOMeHJalusAMI O IPOJO/DKEHUY Tepaluy, IVIAHOBOM IrOCIU-
tanusanuu B MJITKB.

Iloxxu3sHeHHasA MMMYHOCYNPECCUBHAsl Tepamysl IIOBBIIIAET PUCKU
PasBUTUA KaK MHQEKIVIOHHBIX 3a00JIeBaHNIT, TaK M ayTOMMMYHHBIX 3a-
OoneBaHMIT, HAIIpUMep, A3BEHHOTO KONMNUTA. Ba)kHO CBOeBpeMeHHO Ama-
THOCTMPOBATDb ¥ HAaYaTh Tepalnio KOIUTa BO U3bexaHe GOopMUPOBAHIS
TSDKEJIBIX 000CTPEHNI, OTHe/IbHBIX BHEKMIIIEYHBIX IPOSIB/ICHNUI U OCTIOXK-
HEHUI.
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KnuHuuyeckum cnyyait octporo cakpouneura
Yy pebéHka ¢ yNIbMMHAHTHbIM aKHe

Asmoput:

Pomanenko Kapnna BuranbeBna

3aiines IMutpuii Bragumuposuy

ITnroto Mapuna Hukomaesna

Kneyan CBernana JiBanoBHa

MuHckas 067acTHas AeTcKasi KIMHIYecKas 601pHuIa

Hayunvie pyxosooumenu:

JTazapuuk Virops Bukroposmd — K.M.H.

MuHckas 06/1acTHas meTcKas KIMHmIecKass 60/IbHIIIA

JIeBonuyk Enena AnekceeBHa — K.M.H.JJOLIEHT

benopycckas MeguIHCKasA akajeMus NOC/IeAUITIOMHOTO 00pa3oBaHns

TepmuH «pynpMMHAHTHOE aKHe» C ONMCAHMEM UX OTIMYUTENbHBIX 0CO-
6enHoOCTelT ObIT IpennokeH B 1975 rony Ilnesurom u Knurmanom. B ma-
ToreHe3e (YIbMMHAHTHBIX aKHe IIPEIO/NATAIOTCA VMMYHOIOTMYeCKMI
meduuuT mm obIiee COCTOSHNE TUIIEPIyBCTBUTETbHOCTH.

OcnoxxHeHVAMM (QYTbMUHAHTHBIX aKHe SB/IAIOTCA: TSKE/TAs TelaTo-
U CIUIEHOMETa/NsA, A3BEHHBII KOJINT, MOIMAPTPUT, B IMPOLIECC MOTYT BOB-
JIEKaTbCA CYCTaBbl ¥ KOCTHBIE COYTIEHEHN, Y 21% IMalMeHTOB perncTpu-
PYyeTcsl CaKpOWJIENT.

[Taument C., 2005 r.p. Habmogancs ¢ ;uarHo3oM «KOHITIOOaTHbIE aKHe,
TsDKENMOoe TedeHMe». B mae 2021r. 6bUT Ha3HaYeH U30TPeTUHOUH 40Mr/CyT-
k. Yepes 5 gHeit moc/e HavYajIa Tepanyy Ha4aI0Cch 000CTpeHye KOXKHOTO
npoliecca, nosbicunaach Temneparypa fo 39C. 19.05.2021 BbIsAB/IEH /IEJIKO-
uuros 13,0x109/71, ysenmnuenne COI go 35 mm/4ac. B TedeHne nByX Heflenb
MalueHT nomyvan nedTpuakcoH 4,0/CyTkM, MpefHN30m0H 60MI/CyTKN.
CocTosiHME U CaMOYYBCTBME 3HAYUTEIbHO YIYYLIMINCh HAa TPOBOAUMOIL
Tepamuy, MECTHBIV IIATOIOTMYECKUII IIPOLECC Ha JINIIE CTAJI pa3pelarbCs,
He Temmeparypul. IlonoxurenbHasa guHaMuka: neiikonuTsl 11,5x109/1,
CO3 3 mm/gac. Uepe3 Tpu Hefie/n OT Havaja 0OOCTpeHMs y HalMeHTa
HOABIINCH 60N B HOACHMILE, IOBBIIICHNE TeMIIepaTypsl 10 Gpebpuib-
HOJI, BRIpa)KeHHast 60/1e3HEHHOCTD B IPOEKINM IOSCHUYHO-KPECTI[OBOTO
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COYJIEHeHU, pe6éHOK He cMor BCTaThb Ha Horu. 11.06.2021 manueHT ro-
CIIUTAIM3UPOBAH B MUHCKYIO 00O/IaCTHYIO IETCKYI0 KIMHUYECKYI0 60JIb-
Hyuny. I[Ipy mocTymieHnn cocTosHMe TSHKENOE, ION0XKEHJE BRIHYKI,EHHOE
Ha CIIMHE C COTHYTBIMU B KOJIEHHBIX CyCTaBaxX Horamu. OrpaHNYeHbl po-
HalVA, CyNIMHALMA B Ta300€[[peHHbIX CYCTaBaX, ABVDKEHMA 00/Te3HEHHBIE;
oTpuiarenbHas naboparopHas guHamyka: CO 40 mm/4, CPB 107,2 mr/m.
MPT-npusnakn cnogmnuta Ha yposHe Th6-S1, L4, gBycropoHHero ca-
KpouienTa, MuUo3uTa OONbIIMX SATOAVYHBIX MBI, CMHOBUTA Ta3o0be-
nopeHHbIX cycTaBoB. HLA-B27 He BbiAB/IeH. B reMoKynbTypax pocTa Mu-
KpoQopsI He 0OHAPY>KEHO.

Bepudunuposan guarnos: @yrpMuHaHTHOE aKHe C IIOPaXKeHUEM KOCT-
HO-MBIIIEYHOI CHCTEMBI (OCTPBIN ABYCTOPOHHUI CAKPOMJIEUT, IIepefHNI
cionfimnt Th6-S1, OCTpbIi ABYCTOPOHHUII CUHOBMUT Ta300epeHHbIX
CYCTaBOB, MUO3UT OONBLINX ATOAMYHBIX MbIl). Ha ¢oHe koMmiekcHO
IPOTUBOBOCIIA/INTENBbHON Tepanyy (IIPeIHU30/I0H, BAHKOMUIIVH, MepO-
IeHeM, IMKI0(eHaK) COCTOSHIE 3HAYUTEIBHO YIy4IIVIOCh: YMEHbIIVII-
cs 60neBOl CUHAPOM, YBEMUYWICA OOBEM IBVDKEHUI, HOPMOTEPMU.
CHusunach akTMBHOCTD npouecca: CO3 8 mm/4, CPb 58,3 mr/n. Ha MPT
B IMHAMMKe YMeHbIIeHUe BBIPAKEHHOCTY CIIOHAVIINTA, MMO3UTA OOJIb-
VX ATOVYHBIX MBIIIII, Pa3pelleHre CMHOBUTA Ta300epeHHBbIX CyCTa-
BOB. [lammeHT BbImMCaH Ha aMOy/lIaTOpHOe JIe4eHMe C peKOMeHaIel
IPOJO/DKUTD IPUEM U30TPEeTVHONHA 20MT B CYTKI U METUIIIPERHU30/I0-
Ha 16Mmr B cyTkn. Katamues (5 Mecs1ieB): cocTosHue pe6EHKaA YOBIETBO-
pUTENbHOE, pelUMBa CAKPOWU/IENTa, CIIOHANINTA HeT. [lopnep>xuBaromas
IPOTUBOBOCIA/INTENbHAA TepaNNA METU/IIIPENHN30/IOHOM 10MT B CYyTKIL.

Cry4ail eMOHCTpUPYeT HNOMMMOP(U3M KIMHUYECKUX IPOSBIICHMI
(Gy/IbMMHAHTHBIX aKHe Y JieTell. BoBedeHne B MaTO/MIOrMYecKmii Ipowecc
KOCTHO-CYCTaBHOJI CVCTEMBI, MBIIII] YKa3bIBa€T Ha CMCTEMHOCTD IIaTOJIO-
TMYECKOTO IIPOLlecca, He VICKIIOYEH ayTOMMMYHHBIN MEXaHM3M BOCIIase-
HUA. PaHHAA UMArHOCTMKA CaKpOWIENTA, CIIOHV/INTA, MUO3NUTA U aJleK-
BAaTHO Ha3HAa4Y€HHas IIPOTUBOBOCIAINTEIbHASA TEPAINs C UCIIONb30BaHN-
€M CUCTEeMHBIX ITIIOKOKOPTUKOCTEPOUTOB, KOMOMHMPOBAHHON aHTUOAK-
TepMaIbHON Tepalui B COYeTAaHNY C U30TPETUHOMHOM IO3BOJIVIIN KYIIU-
pOBaTh pa3BUTHE CEPbE3HBIX OCIOXKHEHMII. B eyeHnn jaHHOrO pebéHka
VICIIO/Ib30BAH MEXAVICLVIUIMHAPHBIN IOAXO[, CIELMAIUCTOB 10 NEeTCKOM
TOEpMAaTONIOIUY U JETCKOM PEBMATOIOT M.
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CoueTaHue y peb€HKa A3BEHHOro KoauTa
u remodpunum A

Asmoput:
Poccunckunit Imutpuii AHaTOTbEBMY

Hayunvie pyxosodumenu:
JTapuna JIro60Bbp EBrenpeBHa — K.M.H., IOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

SI3BeHHBIT KOIUT — XPOHMYECKoe 3ab0/IeBaHye TONCTOM KUIIKY, XapaK-
Tepu3yolleecsi MMMYHHBIM BOCIIAJIEHUEM €€ CIIM3UCTOI 000IOUKIL.

Temodunusa A — renernyecku o0ycIoOBIeHHOE 3a00TeBaHNe, BbI3BAH-
Hoe flepuiuToM 6enka dakTopa cBépThiBaHnA Kposu VIII.

Couyeranne koarynomaruit 1 B3K BcTpedaeTcss HOCTaTOYHO pefiKo.
B nutepatype omucaHbl eAMHIYHBIE CTyYay KOMOVHAIVI TaKuX 3abore-
BaHMUIL

[TarueHT A., 7 meT HOCTYIWI B KIMHYKY € XKa/06aMy Ha IIPOJO/IKAI0-
1jeecsi KPOBOTEUEHNe U3 IPSIMOIT KUIIKY, 6O/ B )XMBOTE, BSITTOCTb.

CocrosiHne cpenHelt TsbkecTu. KodkHble NOKpOBBI OnefHble, 60/b
B 0071acTy XMBOTA. VI3BeCTHO, YTO OONBHOMY paHee YCTaHOBJIEH Jua-
rHo3: Temopummusa A, tsaxenas (¢paxrop VIII 0.4%). Ina npodumakTikm
IajbHENIIero KpoBOTeYeHNs BBeiEH KoHIeHTpat dakropa VIII 2000 ME
B/B crpyitHo. Ilo maHHBIM KoarynorpaMMbl IOCAe IpPOLEfypbl TeMoc-
Ta3 KoMmeHcupoBaH. IIpogomxeno nedenme: ¢.VIII 2000 ME 2p/cyr
(182 ME/xr/cyT). C nmocreneHHbIM CHUKeHMeM o3kl o 1000 ME 1p/cyT
(91 ME/kr/cyT).

Y3V 6proliHOi MOMOCTY: NMPU3HAKY AVHAMUYECKMX M3MEHEHMI KM-
IIeYHNKA.

PekTocurmMompockonuA: IUIOCKAass CONMTApHasA fA3Ba CUTMOBUIHOI
KUIIKY IPOTSDKEHHOCTBIO 4 CM, OKPbITa (pruOpMHOM.

B remorpamme BbIsABJIeHA XKene30eUINTHAS aHEMIS JIeTKasl.

JI71s1 medeHys1 A3BEHHOTO IIpoliecca Ha3HAuYeHO JIedeHye: UIPOQIIOK-
cauuH 250Mr 2p/cyT, MeTpoHMuAason 250 Mr 2p/meHb, MecanasyH 250 mr
3p/neHb HeNpepbIBHO AUTENbHO, IIeHa MeCa/la3yH.
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I[Tpu BBIIINICKE COCTOsIHME pebeHKa YIOBIeTBOPUTEIbHOE, TeMOPparu-
4eCKMil CUHAPOM KYNMPOBaH, YPOBEHb reMOITIO01HA Ha HVDKHET! TPaHMIe
HOPMBI.

PexoMeHpanyy remMartosnora Ipy BBIINCKe: HaOMIOJeHVe TeMaTojIora
10 MECTY >XUTEeNbCTBA, npodumakrrdeckas tepamusa ¢.VIII no 500ME
3p/Heq, nepopanbHble IIperapaTsl Xene3a B TedeHue 1.5 mec.

26.03.2021. OxcTpenHoe nocrymnenue B MIII'KD B cBA3K ¢ KuieyHbIM
KpoBoTeyeHneM. Temmneparypa Ttena 35,4 Co, Y[ 27/mun, Al 82/55,
4CC 180.

Pexomenparuu o 3amectutenbHoi trepanuu ¢.VIII He cobmoganuce.

Huarnos npu nocrymieHnn: sKenygo4HO-KUIIEYHOE KPOBOTEYEHUE
(OKKK) nmpopormxarleecs, TeMOpparn4ecknii mok 1ct., remopwmnusa A,
tsokenast (¢.VIII 0.4%). ConurapHas si3Ba curmMoBugHON kumiku. JKee-
3opepuITHAS aHEMMS

O61ee cocTosiHNE TsDKENOe, OTMeYanach O7IeTHOCTb KOXKHBIX IIOKpPO-
BOB, pa3/uTas 00e3HEHHOCTD )KVMBOTA TPV IaJIbITAIIVIN.

Y3V 6proliHOi MOMOCTY: NMPU3HAKY AVHAMUYECKMX M3MEHEHMI KM-
meyHyka. O630pHas peHTreHOrpadusa OpraHOB OPIONIHO ITOTIOCT: IIPH-
3HaKM KUIIEYHON HeIPOXOAMMOCTU. PeKToCUTMOMIOCKONNA: U3 bA3BIe-
HJle CUTMOBVJTHOV KMIIKM. Byoncus: akTMBHBIN c1ab0BBIpa>KeHHBII CUT-
MOMANT. YCTaHOBJIEH JUATHO3: A3BEHHDII KOJINT.

Koarynorpamma ot 17.03.21 — reMocTa3 KOMIIEHCHPOBaH (II0C/Ie BBe-
menns VIII paxropa), VIIId. — 65.90%. Ot 18.03.21 aktuBHOCTD HVIII —
39.1%. Ilocne moBTOpHOM KOHCYNbTanuy B Iensax npoduaaktuky KKK
npopomkeno Beegenue ¢VIII go 22.03.2021 mo 1000 ME 1 p/nens. B re-
MOTrpaMMe IpU3HAaKY BOCIAJIeHVsI OTCYTCTBOBA/IM, YPOBEHb reMOITIOOMHa
Ha HIVDKHeI IpaHuUI[e HOPMBI.

[TpoBeseHHOE JleYeHNe: aMOKCULIMIIMH/CYIbOaKTaM, MeTPOHI/A30TL,
oMmernpason, koHueHTpar ¢akropa VIII 1000ME, mecanasuH, anarempar
Mar"us I'MgpOKCH, CB€UM MecanasyH.

ITpu BBINMICKE PEKOMEH[IOBAHO IeYeHMe: MecanasyH 110 500 Mr 3p/ieHp
IJIUTENIbHO, MeTPOHMa30/1 1o 250 Mr 3p/meHb — 14 nHeil, ypcofe3oKcu-
Xo7eBas Kucnora o 250 Mr 1p/feHs.

Pepkoe coueTaHe JaHHBIX IATOIOI ML TpebyeT 0cOOOT0 ITOAXO/A M TIIA-
TE/IbHOTO HaOMoeHNs 3a nanyeHToM. CTOUT IOAYePKHYTh 0C000 BaXKHYIO
POJIb 3aMeCTUTEIbHO Tepary I npodIakTuky Bo3MoxxHbIX JKKK.
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Peunausupyrowme OKC y pebeHKa c remaToreHHOM
TpoMmbodpunanen — mytaumamm reHoB MHrM6UTOPA
aKTusartopa nnasmuHoreHa (SERPINE1)

u meTuneHTetparugpodonatpeaykrasol (MTHFR)

Asmoput:

Pyctamosa Ilonuna CaiigynioeBHa
Kpacososa Onbra CepreeBna
PHUMY um. H.J. IInuporosa

Hayunvie pyxosodumenu:
JlTapuna J/Iro60Bb EBrenneBHa — K.M.H., JOLIEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

VHudapkT MMokapaa — JOCTaTOYHO peliKoe sIBJIeHNe B TeTCKOM BO3pacTe.
B maHHOM KIMHMYECKOM C/ly4Yae OMMCaHbl pelUAMBYUPYIOLINE IIPUCTYIIbI
octporo kopoHapHoro cuaipoma (OKC) y reBoukm-noppocTka.

Y manyentkn 15 et 26.10.2019 nosaBuuch 601 3a TPyAUHON C Up-
pajguanyeii B JIEBYI0 PYKY, KYIMPOBAINCh caMOCTosATeNbHO. [TogoOHbIe
OILYLIeHNA IOBTOPsUINCDH €llfe HECKONIBKO pa3. B tedenme 2019 ropa Ha-
O/MI0/1a/TNCh SMM30/bI TUXOPAIKY HESICHOI STUOTOTUML.

[Tocne moBropHOro smmsopa 6om 12.11.2019 obpatmmucy K Bpady.
Ha 9KI: nogwvem cermenta ST Bo II, III, aVF orBegenuax c mHBepcuen
3ybua T u matonormueckum 3yonom Q. ITosbimieH TpomonuH. [Inarnos
«OcTpbIll TPAaHCMYpPa/IbHBI MHGAPKT MUOKApAa HIDKHEN JTOKaIM3ayun
¢ nogbemMoM cerMeHTa ST». 9x0-KI: ymepenHas gumaranus 1eBOro xe-
nypouka (JIXK), runepkunerndeckuit cuagpoM. Ha OKI' nmonoxxnrenbHas
nuHaMuka. Koponaporpadus: 6e3 maronorvu. ITonydana nHpysnoHHYO
Tepanuio, remapuH, GocPoKpeaTyH, KalTOIpUII, CIIPOHOIAKTOH, KJIOIIN-
morpern, 6uconponon, TpuMerasuavi. Ha 9xo-KI' npu Beimmcke monoctu
He paclIMpeHbl, IPU3HAKY TUIIOKIHEe3a.

B xposu Brienena [JHK Bupyca repmeca 6 tumna. Y4nToiBass pesynb-
TaTbl OOC/IeOBaHNSA, JaHHble aHaMHe3a, OBICTPYI0 ITOJIOXKUTEIbHYIO
puHamuKy no pgaHHbIM OKI, 9xo-KI' mpepnonoxmnm TedeHue MUO-
Kap[uTa, OCIOXXHMBIIETOCSI KOPOHAPHBIM Ba3OCIIa3MOM, YTO ABU/IOCDH
npuunHoit OKC. Ilpopomxena Tepanusa antuarperantamu. Ha MPT ot
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21.12.2019 npusHaky ocTporo Muokapgura. IIpu nmaHoBoli rocnuranm-
3alMM B OTAie/IeH1e Kapauonoruy B AuBape 2020 rofa 3HaYMMBbIX HapylLle-
HIII He BBIABJIEHO.

B MeXXrocnuTanabHBI NepUOL COCTOSIHUE CTaOWIbHOE, B KOHIIE Mas
2020 orMeHeHbI aHTMArperanTol. 29.06.2020 mosBumCch 6011 B TPYAHON
KJIeTKe, Uppajuupymoumue B 1eByl0 pyky, usxora. Ha OKI' cHmxenune
BonbpTaxka QRS, orpunarensusbiit T B III oTBegeHnnu, craaxxeHHsli o 11,
aVE rpynHbIX oTBefieHNAX; noBblleH TponoHuH. Ha 9KI 09.08.2020 cu-
HycOBas apuUTMusdA, HapyueHue penonspusanuu. Koponaporpadus
10.08.2020: oxx/mr03Ms BETBU TYIOro Kpad 1, skcTpacucronsl JUK, Bo3-
MOXHO aHeBpusMa Ha rpanuiie II-1II cermenTos. [Tony4ana MHIMOUTOPEI
aHTMOTEH3VHIIpeBpalaoero GpepMeHTa, aHTUArPeraHThl, aHTUKOATY-
JIAHTBL

ITpu o6cnenoBanuu B okTs6pe 2020 roga Ha KT cunycoBas aputMus,
AV-6rmokafa 1 cTeleHM, OfMHOYHBIE >KETY[JOYKOBBIE SKCTPACUCTOJBL
CxoppexTtupoBaHa Tepamus. [IpemnonokeHo HamMdyue TPOMOOTEHHOTO
COCTOSIHMA.

05.12.2020 cHOBa MTOSIBUINCH 5Ka/I00BI Ha KapJIMAITHIO C MppafnaLye
B JIEBYIO PYKY, U3XXOTYy, HO 60/IeBOJI IIPUCTYII ObUT KyNMpOBaH IPUEMOM
HUTPOITINIIEPVHA, JAHHBIX 32 MH(GAPKT MMOKap/ia He IToy4eHo. PekomeH-
TOBAaHO IPOJOJ/DKUTD TepaINIo.

IIpoBemeHO MOJIEKYIAPHO-T€HETUYECKOE MUCCIeJOBAaHME: BbIABJIEHbI
myTtanuyu B redax SERPINE 1 1 MTHFR — nanuune y nanyeHTKy rema-
TOTeHHOI TPOMOOpUIIN.

05.03.2021 cHOBa MOABMIUCD 6O/IY 3a TPYAMHON, KYIIMPOBAIUCD IIpHe-
MoM HutpornunepuHa, Ha OKI npusnakos uimemun Het. 07.03.2021 BHOBb
BO3HMK/IM 00u ¢ uppapmanyeit B pyky, no SKI' u aHanmsam Ha Kappu-
ocrenuduyeckre GpepMeHTH HaHHBIX 3a MH(QAPKT He HOMydeHO. Pebe-
HOK BBINJICAH JJOMOJ IIOfi HaO/MofeHye IeAyaTpa, Kapuouora 1o MecTy
JKIUTENIbCTBA. PEKOMEHJOBAaHO IPOJO/DKEHNE TEPANNM aHTHAaTrPeraHTaMI
¥l aHTUKOATY/ITHTaMU B IIPeXXHEM o0beMe.

Hamuane y pebeHka remMaToreHHo# TpoM6odummu croco6cTBOBaIO
PasBUTHIO PELVIMBUPYIOIINX MH(PAPKTOB MMOKApAa ¥ IPUCTYIIOB MIIIe-
MUy, KOTOpble MaHM(peCTUPOBaIM Ha POHE OCTPOro MMUOKApAUTA U IIO-
TpeboBany yriny6/eHHOM AUAarHOCTUKY 1 B Ia/bHeliIeM TpeOyIoT MocTo-
STHHOTO KOHTPOJISI 32 COCTOsIHMEM pebeHKa 1 IIPOBOAVIMOIL TepaIiyel.
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MNonumop6buagHbIA NayumneHT
C OTAroWw,eHHbIM aHaMHEe30M —
NPUHYAUTENbHAA BereTapuaHcKasa gmeTa

Asmoput:

CepernHa Bukropusa AnekcaHApoBHa
Illa¢anuuoBa AHacracusa BnagucmaBosna
PHVIMY um. H.W. IIuporosa

Hayunvte pyxosooumenu:
JTapuna JIro60Bbp EBrenpeBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVMY nm. H.W. IInporosa

BBepnenue.

Bupyc repneca genoseka 6 tuna — J[JHK-Bupyc noncemeiictsa Betaher-
pesvirinae poga Roseolovirus, uMeeT fiBa cepomornyeckux IOATUIIA —
6A u 6B. bonee 95% Hacenenusa ABnAETCA CeponOsUTUBHBIM K BI'Y-6A
u BI'Y-6B, cunraercs, 4To nHGUIMPOBaHNE IPOUCXONUT B PAaHHEM JIeT-
CKOM BO3pacTe, IPEeNMYIIeCTBEHHO 10 3-X neT. MaHudecranus neppud-
HOJI MH}pekunn pebenka xapakrepusyercs: Roseola infantum, nuxopap-
KOi1, peOpMIBbHBIMU CYZOPOTaMII.

Onuncanne KIMHUYECKOTO CIyYasl.

Manpunk JI., 1 rop, mocTymm ¢ )ano6amm Ha c1aboCTh, CHIDKEHNE all-
IIeTUTA, OTeKM HVDKHMX KOHeYHOCTell. B anamHese ¢ 15.08.2021 cHmKeHne
anmeTnTa, C1aboCTh, OTEKY BeK, HapacTaHNUe OTEKOB Ha TOJICHAX, PBOTA.
Tocnuranusuposan B IIKB um. C. BraguMupa c npegBapuTeIbHbIM O1-
arHO30M ITIOMepY/IOHepPUT, TPy 0OC/IefOBAaHUY AVATHO3 He IO/ TBEpPXK-
meH. 28.08 oTMeyvasics OGHOKPATHBIN CTY/ YepHOTo IjBeTa. PebeHOK mepe-
Beged B MIITKD Ha moob6cnenoBanue.

AnamHe3 xy3HM. ManbuyK oT 4-X pofgoB. PaHHNIT HeOHAaTaNbHbIN I1e-
PMOJ OTATOILEH OCTPOII TUIIOKCHEN TPY POXK/IeHNMY, IPOM3BefieHa OKCUTe-
HOTepamnus, AMarHOCTUPOBaHa BpOXX/leHHas1 MHeBMOHMS, VIBJI B Teuenun
2-X CYTOK, pecnypaTopHas MoAep>KKa, aHTMOaKTepyIbHas Tepanus, ¢o-
torepanus. I[IpukopM BBelleH He pallMOHANIbHO. Y Marepu peGeHKa aHe-
mus 2 creneny HB 84 r/n, cembs BereTapuaHIibl.
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CocrosiHue npy moctymieHun: Tspkenoe. HaGmiomamuch 6regHOCTD
KOKHBIX TIOKPOBOB, MUTMEHTAIVA IIOC/Ie ChIIIY U OTeKU Ha rojaeHAx. [Ipl-
XaHMe HeperyasApHOe, BBICTYIINBAINCh XPUIIbI, TONIOC ocuILIbiiL. I1pu oc-
MOTpe OBUIO BBLABJICHO YBeTMYEHIE PA3MepOB IIEUEHN +7 CM, CeIe3€HKI
+ 2-3 cM, KIuHMYecKue npusHaku acumra. IIposegennr Y3V opranos
OPIOIIHOIT TOJIOCTY, 37IACTOMETPWSA TTedeHN. [ UCKTIOUeH s TIOYeYHbIX
nHQEeKINI IpousBefieH 0cMOTp HedpororoM, Y3V nodek, HafOYeIHN-
KOB, IPOBEJIEHbI MCCIEOBaHMsA Ha VHQEKIMM TepneTUIecKoil IPYIIIHL,
TOKCOILIa3MO3.

JTabopatopro ot 29.08.2021: remormobun o6uuit 87,00 r/1, cpemqHsis
KOHIIEHTpaIus reMoriobuua B sputponure 286,0 r/1, cpemHee comep-
JKaHUe reMOITIOOMHA B apurpouure 18,5 mIr, cpegHmiti 06beM spUTPO-
nurta 64,0 (1)}1, reMatokput 30,4 %, KOHIJEHTpaluA VIOHOB Kajaus B Kpo-
BK 2,3 MMorb/n, onpenenenne xeneza — 3,51 mkmonb/n. Onpenenenne
CKpBITON KpoBM B Kajie oT 30.08.2021: orcyrcTByeT. Ha ocHOBe 6moxu-
MIYEeCKOTO aHa/I13a KPOBYU U IIPOBEJIEHHOI MUETIOTPaMMBL: XKere3opedu-
nuTtHasg anemns 3 ctenenn. 30.08.2021 Mccnemoanme Ha BI'Y-6: mmomoxxu-
tenbHO, [IHK 1,12 xor/10A5 kneTok.

ITo panubIM Pubposnmacromerpun nederu ot 01.09.2021 npusHakm
JKMPOBOTO remnarosa. [IpoBeieHO SHZOCKONMYECKUE MCCIENOBAHMA Ke-
JyAKa ¥ KMIIeYHMKa ¢ Ouorncueit: mpusHaku kpoBotedenus n3 JXKKT, Boc-
Ha/INTETbHBIX 3a00/IeBaHNIT KUIIEYHUKA: OTCYTCTBYIOT.

[TanueHTy npoBefeHbl: palliOHa/IbHAA BO3PAaCcTHAA AXeTa C MPOJYKTa-
MU, COfIepXKalIMM Kele30, KOppeKIusA Kaaus, TpaHCPy3nus 3pUTpoLu-
TapHOIl B3BeCH, aHTMOAKTepyabHas, JUYypeTudecKas, afcopOunonHas,
OPOHXOCIIa3MOIUTUIECKAS TePATIUIL.

B mnHaMMKe cOCTOsIHME YOB/IETBOPUTENBHOE, 3€B HE TMIIEPEMUPOBAH,
KYIIVPOBaHNEe AHEMMM, COKPaLlleHNEe PasMEPOB IIeYeHN U CENIE3EHKI.

3akoueHue.

BI'Y-6 xapaxTepusyeTcsi momuMMopduU3MOM KIMHIYECKON KapTUHBI:
CBIIIb, MIOpa)KE€HNE CIM3UCTON MOJIOCTH PTa, HEBPOJIOTMYECKNE TIPOsBIIE-
HuA. B jaHHOM cimydae Ha poHe BUPYCHON MHMEKLMY U IIPeVIMYILeCTBEH-
HO MOJIOUYHO-KPYNMHHOTO IUTaHUs, pasBUIACh aHEMUA CMELIaHHOTO Tre-
He3a: MOCTMH(EKIVIOHHas U anuMeHTapHasa. COalaHCHpPOBaHHOE IINTA-
HIle, COOTBETCTBYIOIIEE BO3PACTY, SABIACTCA KIIOYeBBIM (aKkTOpoM ¢op-
MUPOBaHUS MAIIEBOTO TOBEEHNs, POCTA, a TAK)Ke Pa3BUTHUS peOeHKa.
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MaHHOo3ua03-anbda, Tmn Il

AsmopuL:

Co6oneBa Amekcanapa AHIpeeBHa

Ho6ponpaBoBa Enena [ImurpueBHa
Hay4no-npakTudeckuit 4eHTp AEeTCKOI IICUXOHEBPOIOTUN

Hayunvie pyxosodumenu:
JlTapuna J/Iro60Bb EBrenreBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

Anpda-MaHHO3M03 — opdaHHOe 3aboneBaHye M3 TPYIIIBI IN30COM-
HBIX 00JIe3Hell HAaKOIICHNUs, B OCHOBE KOTOPOTO JIeKAT MyTal[uy B TeHe,
KOAVPYIOLIEeM JIM30COMAJIbHYIO a-d-MaHHO3MJa3y, YTO NPUBOAUT K KY-
MYIALUY MaHHO30CO[EpKalllMX O/IMTOCaXapufioB B TKaHAX M KIeTKax
opranmusMa. Jacrora Bcrpedaemocty 1 Ha 500 000. Y4utbIiBast CX0XeECTb
K/IMHUYECKOV KapTUHBI C MyKOIIONMCAXapUJ03aMI, BAXXHO IPOBEJieHNE
paHHell auddepeHINaNbHON AMATHOCTUKM, A/ CBOEBPEMEHHOIO Ha-
3HaueHMs (pepMeHTHOII 3aMeCTUTENbHOI Tepalni.

Manpuuk I1., 4 roga 6 mec. [Toctynun B oktsa6pe 2021 r. B HIILT JT1
J3M c>xanob6amu Ha 3a/iep>KKY IICUXO-Ped4eBOTO PasBUTHUSA, CKPEXeT 3y-
6aMu B JHEBHOE BpeMs B TeYeHMe TIOC/IEHUX 6 MeCsIeB.

V3BecTHO, 4TO pebGeHOK OT 2 GepeMeHHOCTU, 2 CPOYHBIX POJIOB.
o 10 mecAneB NCUX0-MOTOPHOE PasBUTHE IO BO3pacTy. B 10 mecanes
MaMa oOpaTuia BHMMaHMe Ha VICKPMBIIEHMe II03BOHOYHMKA. [Ipn 06-
palljeHNy K HEBPOJIOTY II0 MeCTY >KUTEeIbCTBA PEKOMEHJ0BAaHO J;000-
CllefloBaHNe C MOC/IeAyIolleil KoOHCcynbTauyuell opronega. Ha MPT Bri-
sBJIEH NTONMYIO3BOHOK L2. JIeunicsa KOHCepBaTUBHO C UCIOIb30BaHMEM
Kopcera: 6e3 addexra. BoinonmHeHO omepaTuBHOE /IedeHMe ([Opcab-
Has KOppeKIysA M cTabunmsanys Mo3BOHOYHNKA Ha ypoBHe Th12-14)
0 TIOBOJY BPOXXIEHHON aHOMa/INM pa3BuTUA no3poHoyHuka B LIUTO
11.12.2020.

B nioHe 2018 T. BBIIIO/IHEHA SKCTPAKIMA KaTapaKThl (AMarHOCTUpYye-
Mas B 1 ron npu fucnancepHoM obcnefoBanun), B suBape 2019 r. ynarne-
HII€ BTOPMYHON KaTapaKThI.
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B 2019 r. MabuMK KOHCYNBTUPOBAH T€HETMKOM: VICK/IIOYEHBI BCe
TUIIBI MYKOIIONIMCAXapUL030B IO pe3yabTaTaM OJHOMEPHOTO 371EKTPO-
¢dbopesa INTMKO3aMUHOITIMKAHOB.

IToBTOpHO KOHCY/IBTUPOBaH reHeTUKOM B 2021 I. B MefguKo-TeHe T -
4YeCKOM Hay4HOM LieHTpe M akagemuka H.II. Boukosa. PekomenoBano
IIOJIHOE CEKBEHMPOBaHIe reHoMa. B cBA3YM ¢ OTCYTCTBMEM B HacToAllee
BpeMs cHOPMIUPOBAHHOCTY pedl, CKpeXKeToM 3ybami, pe6eHOK Hallpas-
JIeH HeBposoroM Ha foo6cnemosanne B HIIIT ITT [I3M.

ITpy ocMoOTpe: MalbuMK B OYKaX, He pa3roBapuBaeT, CKPeXXeT 3ybamnu
Ha IPOTSDKEHNY BCETO OCMOTPA, TPyOble YepThl IM1ja, MAKPOCTOMA, HU3-
KO IOCaKeHHbIE YN, YBE/IMYEHHbI B pasMepe XuBoT. [Ipu nanpnanum
Jeperia: MHOXKeCTBEHHbIe OYTPbI Ha TEMEHHOI, 3aThIIOYHOI 1 BUCOYHBIX
obmactax. MplueyHsiit ToHyC gudys3Ho cHyKeH. [ematomeranus. B ma-
XOBOJI 06/1aCTY MATBIUPYIOTCS MET/IV TOHKOTO KUIIeYHNKA C/IeBa.

MPT ronosnoro mosra ot 22.10.2021: MP-kapTuHa COOTBETCTBYeT
NeiKofleTeHepaTUBHOMY 3ab60meBaHN0. BeposATHO MYKOIO/MMCaxapuo3
II tuna. Yvactku orpanndenus Aud@ysum B CTPyKType MOCTA, JIEBOTO
TajlaMyca MOTYT COOTBETCTBOBATh aKTUBHOII cTafuy 3aboneBanusA. TeH-
IeHLMA K KpUTudeckomMy creHo3y CunbBueBa Bofonposoga. Kucra snu-
¢usa, perpouepebensipras kucra. ViamMmeHeHue CTpyKTypsl runodusa.

25.10.21 moy4eHbl pe3y/nbTaThl aHaNN3a 166 T€HOB, OTBETCTBEHHBIX
3a KOCTHYIO ITIaTO/IOTMIO: B 18 ak3oHe reHa MAN2BI1 BpIsABNIEHAa My Tanus,
KOTOpas NPUBOAUT K pasBUTHUIO MAaHHO3N/I03a anb(’pa, tumnsl I u I, ayTo-
COMHO-PELIeCCYBHBIN TUII HACTIEeLOBaHMNA.

Taxum 06pasoMm y pebeHKa yCTaHOB/IEH fMarHo3: MaHHO3UI03 ajlb-
¢a, tun II. Pe6eHok HampaBieH Ha KOHCYIbTALMIO B OTAeNeH1e opdaH-
HBIX 3a00JIeBaHNI MHOTONPOQI/IBHOTO CTAlOHApa C Lie/bl0 Ha3Haue-
HUA GepPMEHTHOI 3aMeCTUTE/IbHOI Tepanu.
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Cencuc y pebéHka ¢ HacneacTBeHHbIM
Aedunuymntom nporenHa C n HOCUTENILCTBOM
NPOTPOMBOTHUUECKUX MyTaL Ui

Asmoput:

Tymynosa Codua AnekceeBHa
Eroposa Anacracua lropesna
PHVMY um. H.J. IInporosa

Hayunvte pykosooumenu:
JlTapuna JIro60Bb EBrenreBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

Bpoxxnenusiit gepuunt nporenHa C npencrasieH B ABYyX GopMax: roMo-
3UTOTHOI ¥ TeTepO3UroTHOI. YacToTa rOMO3UTOTHBIX (POPM COCTABIISAET
1: 4 000 000 HaceneHus, retepo3uroTHeIX 1 : 20 000. [omo3urorHoe HOCU-
Te/IbCTBO IPOAB/IAETCA Y HOBOPOXKIEHHBIX B BUJIe CUHPOMA IUCCEMUHN-
POBaHHOTO BHYTPUCOCYAMCTOTO CBEPThIBAHNA, HEOHATATbHON ITYPITYpPbI
VI T.Ji., TeT€PO3UTOTHOE HOCUTEIbCTBO MaHM(ecTUpyeT Yalie IOocyIe OJIo-
BOTO CO3PEeBaHMs TPOMOO3aMIL.

Majpunk 2 rofa 8 MecsilieB ¢ BpOXKIEHHBIM IIOPOKOM ceppilia 3aboern
OCTPO C IPOsABJIEHNEM CMIITOMOB pecypaTopHoit nHeknyum 01.02.2021,
ne4nsics aMOy/IaTOpPHO B TedeHMe Hefenmn. B cBsA3u ¢ HeapeKTMBHOCTHIO
Tepanyuy ¥ YXyALIEHVEM COCTOSHUA OBbLI TOCHUTAIM3NPOBAH MO MECTY
xurenbcTsa (08.08-12.02), pebeHKy OBUIM AMATHOCTUPOBAHbBI KPUITOTEH-
HBIIl CENCUC U MPaBOCTOPOHHsAs THeBMOHMs. Ha doHe neyeHus cocros-
Hle 6e3 IVHAMUKH, OCTABAIOCh TSDKEIBIM, POIUTENN TOCTaBIIN pebeHKa
B M/JITKD 14.02.2021.

[Tpu mocTynneHnn cOCTOSIHME TsDKENOe 3a CYeT JAbIXaTe/lIbHON Hemo-
CTaTOYHOCTH ¥ TeHepanu3aluy BOCIaIUTeIbHOrO mpoljecca. Jlaboparop-
Ho: nobinenne CPb (168,4 mr/n), moyeBuHbI (13,6 MMOJIB/TT), KpeaTMHN-
Ha (48,98 MxMob/11), 6unmpybuHa obimero (53,8 MKMOIB/1T) U TIyOOKast
tpombornuronenua(11*109/n). Knunudecku HaOMIOAMNCh CUMIITOMBI
reMOpparn4eckoro HeKpo3a MATKMX TKaHeil IpaBoro (raHkKa >XUBO-
Ta, JI€BOJ JIONBDKKM, JIEBOTO IIeYa. JIabopaTOpHO BbIABIEHBI AeULIUT
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npotenna C (5%) u nporpoMboTudeckye MyTauuy (FTOMO3UTOTHBII MH-
ruOUTOpa aKTMBATOPA [/IAa3MIHOT€Ha, TeTePO3UTOTHBIX IHTEIPUHA anbda
2, daxropos VII, XIII), ycyry6naBime TeueHne celcyca ABIeHUAMN TH-
Xenoit Koarynonatun. I1o pesynbpraraM MUKPOOMOIOIMYECKOTO YICCIe0-
BaHMA B OMO/IOTMYeCKIX XXIIKOCTAX BbLAB/IeHa Pseudomonas Aeruginosa.
Pe6eHOK mOMy4anm MacCMBHYIO aHTMOAKTepUaabHYI0, 3aMECTUTETbHYIO
IIOYEYHYIO0, Ba30IIPECCOPHYIO, aHTUKOATY/IAHTHYIO M 3aMECTUTE/IBHYIO Te-
panuio nporerHoM C. HecMoTps Ha MpOBOAUMYIO Te€PaINIo, COCTOSIHKE
HalJeHTa HEYK/JIOHHO YXYALIa/JI0Ch B CBA3M C HapacTaHUeM SIBJIEHUII I0-
JIVIOPTaHHOV HEJOCTAaTOYHOCTY (JIbIXaTe/NIbHO, II0YE€YHO, IeYeHOYHOI,
CepJieYHO HeJOCTATOYHOCTM).

C 22:45 24.02 ormMeyanach OCTAaHOBKA CepAEYHON [esiTe/IbHOCTH
C TOMOXUTENbHBIM 3(PHeKTOM OT peaHMMAIL[MOHHBIX MEPOIPUSITHUIL.
B 00:20 25.02 3aduxcupoBaHa Nporpeccupymoas >XM3HeyTpoXKarouas
Opapukapaus ¢ mepexonoM B acuctonuio, B 00:50 25.02 6bpl1a KOHCTATH-
pOBaHa CMepTb.

ITo pesynbraTaM NaTONOrOAHATOMUYECKOTO MCCNIENOBAHMA JMATrHO3
Ob11 mofTBepKeH. CMepTh HalMeHTa C HACTAefCTBEHHBIM AedUINTOM
npoterHa C U NPOTPOMOOTHYECKUMM MYTalMsAMU B COYETAHUU C Je-
CTPYKTVMBHOI ITHEBMOHMEN, OC/IOKHMBUINECS Pa3BUTMEM CENTUYECKOTO
IIOKA, HEKPOTMYECKUM IIOpaKeHNEeM KOXU, NEPUTOHUTOM, HACTYNIUIa
BCJIE[ICTBYUE TPOTPECCUY TIOIMOPTAaHHON HEOCTATOYHOCTY VH(QEKIVIOH-
HOTO IIPOMCXOXKeHNA.

Takum o6pasom, Bpo>kIeHHbIT fepuuuT mpoTenHa C MOCTYXWUI Of-
HOJ U3 IJIaBHBIX IPUYMH HEOMAarompusATHOTO MCXoa manuenTa. [lpu fe-
¢unnre nporenHa C manyeHTaM HY)KHA 3aMeCTUTeNbHAs Tepamus s
KOPPEKIMM TeMOCTa3a M IPefyIpexAeHNs] PasBUTUA TPOMOOTIYECKIX
OCJIO>KHEHUIA.

155



TAA3OBCKME YTEHMA - 2021

PegKuii BapuaHT neiikosa

Asmopuot:
Typunna Anacracna Hukomaesna
PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

Pymsanuesa IOnua BacunbeBHa — [I.M.H., JOLCHT
A6y [I>)xa6an Mepuam VapucoBua

HMMUIL OITOU nm. Imutpusa Porauesa

OcTpble 1eIK03BI CMELIAHHOTO PEHOTUIIA — I'PYIIIA peaKuX (2-5% ocTphIx
JIEVIKO30B Y JieTell) OHKOTeMaTO/IOTMYeCKUX 3a00/IeBaHuIl ¢ SKCIpeccren
AQHTUT€HOB Pa3HBIX KJIETOYHBIX JIMHUI Ha OJHON IOMIYIALMYU OTaCTHBIX
K/1eTOK (6MpeHOTUIIYeCKMII JIeVIKO3) MM COCYIeCTBOBAHME ITOMY/IALIVIA
PasHbIX TMHUI (OVIMHENHBIN JIeiiko3). B cBA3M ¢ OTCYyTCTBMEM YeTKUX
AMAarHOCTUYECKUX KPUTEPUEB, IPOTOKO/IA JIEYeHNsI, pa3/IMYHBIl OTBET Ha
CTaQH/JAPTHYIO TE€PANNIO, 3T NATONIOIVIA MIPECTAB/IAET CIOXKHYIO AMarHO-
CTUYECKYIO U1 TepaIleBTUYECKYIO IIPOOIeMy.

IManuent K., 16 n1et, ge610T 3a601eBaHus — >Kaa00bl Ha IO bEMBI TEM-
neparypsl Tena go 39°C, cmaboctb. COCTOSIHME pacLieHMIN KakK OCTPBI
TOHSWUINT, TIONy4YaJl CUMITOMAaTHMYeCKyl0 Tepammio. [emorpamma:
WBC — 225 thic/Mki1, Hb — 85 /i1, PLT — 22 Thic/MK/I; IALEHT TOCIIN-
Ta/IM3UPOBAH /I JOOOCTIeOBAHI:

1. Muenorpamma — 67actot 41,6%.

2. UI®OT — Octpeiit mumdobraacTHbl neriko3, B-1I mMMyHoBapuaHT
¢ xoakcnpeccueit CD7, CD13, CD15, CD33. Taxkxe BblABIAETCA IONY-
s — 6,5% ¢ MuenougHbeIM MMMyHodeHotunom: CD7-/+ CD19-/+
CD33+ CD34+ CD117+ CD 371+.

3. IIutoreHeTndeckoe uccnegosanme — t (9;22), MoHOCOMMUA 7.

4. MP-kaptiHa obpasoBanus 106HOI KocTy, 1udPysHoe M3MeHeHIe
KOCTell yepera; MHO)KeCTBEHHBIE OITyXOJIeBble 00pa3oBaHMs B II03BOHOY-
HOM KaHaJIe I Me)XII03BOHKOBBIX OTBEPCTHX, BIO/Ib BUAVMBIX 3aJHUX OT-
pe3KoB pebep Ha BceM IPOTSKEHNUY, OT/ie/IbHBIE OITyXOJIeBble Y3/Ibl B I1a-
paBepTeOpaTbHBIX MATKIX TKaHSX.

5. I[lepBu4HO MoMOaIbHAs NYHKIVS He IPOBOAMIACH M3-3a TeXHUYe-
CKUIX TPYFHOCTeN (0IryXoseBble 00pa3oBaHNsA B IO3BOHOYHOM KaHAJIe).
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OcnoBHoI1 fuarH03: OCTpblit OMINHETHBII /1eiKo3 ¢ t(9;22) M MOHOCO-
mueit 7 xpomocombl, LIHC 3, 1-b1i1 ocTpBIit Iepuog.

Crneundndeckas tepamusi Hadata ¢ nmpotokona nedeHus OJIJT - uH-
RYKIVA: TeKCaMeTa30H, BUHKPUCTIH, IIar-acllaparnHasa, JayHoOpyOuIuH,
a Taxoke VITK (gasatunm6) us-sa soiasnednss BCR/ABL.

ITo oxonvanuy stana — mapunanbubiii orBet (MPT ITHC — coxpa-
HSAIOTCS MHOXKECTBEHHbIE 9KCTpaoccanbHble o4arn). [IpuHATO penieHue
0 JlaJIbHeIIIelt Tepalny C MCIo/Ib30BaHMeM BboicokofosHoit [IXT c mocre-
nytoueit anno-TT'CK B 1 pemuccun.

[TpoBeneno 2 6710Ka ¢ IpUMeHeHeM BbICOKO[O3HOTO [IUTapabuHa, mo-
Cle KOTOPBIX JOCTUTHYTA 1 KIMHUKO-TreMaTonorndeckas, MRD-neraTtus-
Hasl peMICCHSL.

Cnepyromuit stan — amno-TTCK oT rannonieHTMYHOro HOHOpa
¢ nposefierrieM TCRab/CD19-gennenun. KonpnimonnpoBaHue: TOTaab-
HOoe oO/ydeHMe Tena, Benesun, GpaygapaduH, 6opresoMmud, purykcumao,
abaranent, Torwmmsymab; soimonHeHa uHQysus [ICKK + pmonopckime
CD45RA-nennerupoBanublie muMdorutol. [Ipr3HakoB NpyOKUBIEHNS He
ObUTO — COXpaHEHMe BBICOKOI TPaHC]Y3MOHHOI 3aBMCHMOCTH, OTCYT-
CTBME OTBETa Ha CTUMY/ALMIO Neiikonoasa. [Tynkuma KM (+18 cytkn) —
99% co6CTBEHHBIX K/I€TOK, CBUAETENbCTBYET O IIEPBIYHOM HEIPIDKUBIIE-
HUY TPAaHCIUIAHTATA.

B mpomexxytke mexny 1 u 2 TTCK — Tepanus nHGEKIMOHHBIX OCTIOX-
HEeHMI1, KOHTPOJIb CTAaTyCa PEMUCCUML.

Yepes 3 mecsama — noBTopHas awto-TT'CK oT momHOCTBIO coBMeCTH-
MOTO HEepOACTBEHHOTro pHoHopa. KoHpuimoHmpoBaHMe: TpeocynbgaH,
Mendanas, ¢prysapabyH, TUMOIIOOYIVH, pUTYKCUMA0, abaTallenT, TOLu-
ymmayMab ¢ nocnepytomert MyuenonHdysueit. [IpyoxnBieHne nefikonurap-
HOT'O pOCTKa Ha +12 CyTKu, MerakapMOLUTapHOro Ha +28 CYTKIL.

Ha +100 cytku manyent B MRD-HeraTuBHONM peMUCCUY, COXPAHAETCA
rUIOQYHKIVIA [0 JIEIKOLTAPHOMY 1 METaKapMOLMTaPHOMY POCTKAM.

IIpyBeneHHbIN KIMHUYECKUN CTydall MUTIOCTPUPYET BBIABICHUE Pefl-
KOTO BapMaHTa JIefIKeMIH, [JIsI KOTOPOTO HA NAHHBII MOMEHT HeT ef{MHO-
ro cTaHfAapTa nedeHus. OnucaHye TaKoil HENPOCTON IAaTOIOTUM C MHO-
JKECTBEHHBIMU OC/IOKHEHUSMHU OTpakaeT HEOOXOAMMOCTb TIIATETbHOTO
BCeoOBEMTIONIETO MoAXona K auddepeH1aabHOI JUATHOCTUKE U BBIOO-
PY TaKTUKU Te€pannn.
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KnuHuuyeckum cnyyait cuHgpoma Petra

Asmoput:

Ycriookanuna [Iuana BceBonmogoBHa
IIncouxaa IOnua BacuimbeBHa
Ky6I'MY

Hayunvie pyxosodumenu:
bypnynkaa Anra BragumMupoBHa — [I.M.H., JOIEHT
Ky6I'MY

CungpoMm Perta — renernyeckoe X cliernyieHHOe 3abosieBaHue, IPUBOLS-
1lee K perpeccy NCMXOMOTOPHBIX HABBIKOB, COLMATbHONM ay TU3alu.

JeBouka A. 3-x et poaunachk ot nepsoit 6epementoctu, OPV B 6 He-
JieNb, TeCTAL[MOHHBIN CaXapHBIT fuabeT y Matepu. Poibl mepBble cpod-
Hble, Macca pu poxxaenun 3260 1, gmHa Tena 52 ¢M, OLleHKa 110 HIKaje
Anrap 8-8 6amnoB. Pe6eHOK 3akpyyasn Iocjae OTCAchIBAaHMA CIU3M U3
BEPXHMX /IbIXaTe/lbHbIX IyTel, K TPYiM NIPU/IOXKeHa Ha 5 CYTKM B CBA3U
C aCIMPalMOHHBIM CHMHJIPOM, TUIIOKCUEN 2 cTeneHu. B paHHeM HeoHa-
Ta/IbHOM IIepUOJie OTMeYa/TNCh MPUCTYIBI AITHO3, BhINIMCAHA Ha 18 cyTKM
¢ puarHosoM: [lepnHaranbHas nepebpanbHas uniemus 2 creneHn. CuH-
IPOM BereTO-BUCLiepanbHON AyuchyHKUMU. [leBouKka pocia 1 pasBuBa-
nach 1o Bo3pacty. IIpuBuTa B COOTBETCTBUM C HAallMOHATbHBIM KaJleH-
Oap€M NPUBUBOK.

B 1 rop 3 mMecsma MaMa 06paTnIach K y9acTKOBOMY IIeIUATPY C HKaJIo-
OaM11 Ha 3afiep>KKy peur y pebeHKa, HapyIIeHNe IIOXOKY, TIOTePI0 HaBbl-
KOB (CTasa IUIOXO yAep)KMBaTh UTPYIIKY, afjaTh Ipy Xoaboe). [Tposene-
HbI NCCIIENOBaHA: 6UoxXuMmMIecKe II0Ka3aTeiy, ropMOHOrpaMma B IIpe-
Henmax HOpMbL. PeOeHOK HampaBieH Ha 000 CeoBaHye B MEVIKO-TeHe TN -
YeCKyI0 KOHCY/IbTallMI0 — IaTONOTUY He BBIABJIEHO.

B 2 ropa 3 MecsAna ieBoYKa roCiUTanN3MpoOBaHa B HEBPOIOTMYECKOe
orpenenre JKKB. PebeHOKk caMOCTOATeNTbHO HE CTOUT, HOTM COTHYTHI
B KOJIEHHBIX CyCTaBaX, OTMEYAIOTCA CTEPEOTUIIHbIE /IBVOKEHUA PyKaMu
MOIOIIIETO XapaKTepa. Peub Ha ypoBHe 3BYKOBBIX KOMILIEKCOB. VIHCTpPyK-
LU He BBINONHAET. VIHTen/nekT pesko cHIDKeH. JIMII0 T'MIOMUMUYHO,
penkas cMeHa B3opa. AJIbTepHMpYollee KOcornasue. MplleuHblil TOHYC
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CHVDKEH, TY/IOBUIIHAs aTakcusA. Xoaut y onopbl. HaBbsikamu camoobcry-
>KMBaHUS HE BIajieeT.

[TpenBapuTenpHbiil AuarHos: «JleTckuit mepebpaabHblil mapannd. Pe-
3VIya/IbHBI ITepuof. ATOHMYeCKM-aTaKTdecKas popma, 3 cTeneHn Ts-
XecTu. 3ajiep>kka popMMUpOBaHMs IKCIIPECCUBHON PeyYy ¥ KOTHUTUBHBIX
byHKIMI».

JIabopaTopHbIe MCCIefOBaHVs: OOLIVIT aHAIN3 KPOBYU U MOYM B HOP-
Me. broxmnmmueckoe ucciefoBaHue KpoBI: B Ipefenax HopMmbl. VIHCcTpy-
MeHTajIbHble ucciegosanus: Y3V cepaua, neyeHy, ceie3eHKN, IOYeK —
IIATOJIOTMY HE BBIABJIEHO. DJIEKTPOMUOTpadus: CHIDKEHUE IPOBEJeHNS
VIMITY/IbCA TI0 MOTOPHBIM BOJIOKHAaM CMEILIAHHOTO THUIIA. JNIeKTposHLeda-
norpamma (93T): mapokcusManpHas aKTUBHOCTD, KOMIUIEKCHI SITMTIETITH -
(bOpMHOIT aKTUBHOCTU «CIIAMK-BOTHA» IO MIPABBIM JTOOHO-BUCOYHBIM OT-
BefeHMsAM. Bugeomonutopuur 93 — pernoHanpHast anuaentudopMHast
aKTUBHOCTD C aKIIEHTOM Ha IIeHTPa/IbHbII PETMOH U MPABYI0 BUCOYHYIO
obmacte. KomnbioTepHass Tomorpadusi TOMOBHOTO MO3ra: paclIuMpeHue
BUICOYHOTO pOra JIEBOTrO HOKOBOTO JKeTyHOUKa.

Koncynbranus HeBporora: [leTckuii iepe6pabHbIi Tapaand, pesuay-
aJIbHBII [IEPUOJI, aTOHNYECK-aTaKTI4ecKast popMa, 3 CTeIeH! TsHKeCTH;
3ajiep>kka GOpMUPOBAHNSA SKCIPECCUBHOM Peyy M KOTHUTUBHBIX (QYHK-
uumit. [leppudHas KoHCy/nbTauus reHetuka: CUMHAPOMa/JIbHON MATOIOTUN
He BBISBIIEHO.

Tak KaK IpOBeJeHHBI AVMAaTHOCTUYECKNI IIOMCK He Jal BO3MOXKHOCTD
YCTaHOBUTD NIPUYMHY HEBPOJIOTMYECKNX OTK/IOHEHNI], MaTepya HallpaB-
JIeH Ha reHeTuvyeckoe mcciemoBanme B ®I'bHY «Menuko-reneTnaeckuin
Hay4HbI LIeHTp nMeHM akafemuka H.II. boukosa» . MockBa. BoiasieHa
myTaunsa c.468C>G (p.D156E) B reTepo3suroTHOM COCTOSIHUY, YCTAHOB-
7IeH AyuarHo3 cuepgpom Perra.

PexomeHnfjoBaHO 71eYeHMe Ipernaparamy, YIyYHIAOIMMU MO3TOBOE
KpOBOOOpalleHye; peabMIMTAIVIOHHBI KypC Maccaka, GpuanoTepanm,
KOMII/IEKC 1e4eOHOIT QU3KYIBTYPHL.

BoiBogpl: CunzipoM PeTTa OTHOCUTCS K pefKMUM IeHeTUYeCKUM 3a-
6oneBanuaM. KnuHudeckmit cnydail momyepkuBaeT Ba>KHOCTb TeHe-
TUYECKOro 00C/IeoBaHMsA [ieTeil ¢ MPOrpecCUpYIoLell yTpaToil paHee
prnoOpeTeHHbIX HABBIKOB /151 60JIee TOYHOTO U paHHETro YCTaHOBJIEHMS
IMarHosa.
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KnuHuueckum cnyyai pegkoro
cuHapoma LlenbBerepa

Asmoput:

Yex Copusa MakcuMoOBHa
IMakupoBa AHHa AneKcaHApPOBHA
PHUMY um. H.J. IInporosa

Hayunvie pyxosooumenu:
JTapuna J/Iro60Bb EBrenpeBHa — K.M.H., JOLEHT
Mopososckas II'Kb, PHVIMY nm. H.W. IInporosa

AxTtyanpHocTh. CrHppoM llenbBerepa (1jepebporenaropeHanbHbIl CUH-
npoM) — penkas (1-9:100.000) nepoxcucomHas 601e3Hb, 00yC/IOBIEHHAS
myTanyamu B PEX renax u Haceyemas ayTOCOMHO-peLleCCMBHO. Xapak-
TepusyeTcsa fAedeKkToM OmoreHesa MEpOKCUCOM, NPUBORAIMM K HAKoO-
IVICHUIO TOKCUYHBIX MeTaOO/MUTOB B TKAHSAX M MOBPEX/IEHNIO OPraHOB.
OcCHOBHBIE TIPU3HAKU: YETIOCTHO-TNIEBOI AUCMOP(U3M, HEBPOJIOTIYe-
ckie ¥ opTasbMOIOTMYeCKe HapyLIeHVs, LUPPO3 IedeH!, IPOBOLVPY-
IOLVIT KOAryJI0NaTHIo.

Knmnanueckuii cnydait: ITanment K., 3 ropma, pogunca ot 6-i1 MHOro-
IUIOZHOV GepeMEeHHOCTM, IIPOTEKaBIIell C Yrpo30il IpepbhiBaHMsA. Pombl
2-pble, Ha 38 Heperne, onepaTyBHble. Macca Tena npu poxgeraun — 3000 T,
mmHa — 52 cM, APGAR 5/6. PanHee pasBuTHme: ¢ 3aiep>KKoit (He CUUT, He
XOJUT), C 2X JIeT pe3Kas yTpaTa 3peHus (karapakra). B 5 Mmec. — ocTpsiit
OpOHXMNT, B 6 MeC. — BHeOO/IbHIYHAA [TPABOCTOPOHHAA MOMMUCETMEHTap-
Hasl ITHEeBMOHMAL.

Tocnuranusuposan B mynbMoHonorndeckoe orgenenne MIT'KD c xa-
nobamy Ha GeOPUIbHYIO NTUXOPAJKY, KaTapaibHble SIBIEHMs, HOCOBbIE
KpOBOTeueHus. [JuarHocTupoBaH ocTpbiit 6poHxuT. CoCTOsIHME TSDKENOoe
3a c4eT MHTOKCUKALIMM, TeMOPPAarn4ecKoro CMHAPOMA, MBIIIEYHOI TUIIO-
ToHMM, arpo¢uy Mpiu, 1T, TeTpanapesa, orpaHNYeHNs HOABUKHOCTI
B KPYIHBIX CYCTaBax, rernarocineHoMeranny. GeHOTMIM4ecKn: Makpo-
KpaHu.

JTaboparopHo: runokoarysauys (Tpom6onyronenns, 1TV 39%, AYTB
52 cek), HapyIeHusa QyHKIMU IedeHn (IpsAMas TUIepOuIMpyouHeMus,
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nossimenye AJIT u JIJL, runonporerneMus, runoanboymmaemus). s
KOPPEKIUY TMIIOKOATY/ISAIMY IpoBefieHa MHQY3Ms CBeXKe3aMOPOXKEHHOI
IJIa3Mbl, HayaTa Tepamys MeHajyoHa Hatpus Oucynbdurom. ITposene-
Ha TpaHCQY3UA IPUTPOLUTAPHOIN B3BECU U KOHI[EHTpaTa TPOMOOLINTOB.
Ha6mopanocs yBenmyeHne BocamnTenbHoit akTuBHOCTY (CO3 91 MM/,
CPbB 70mr/n, depputnn 440 MK/, IPOKaAbLIUTOHMH 2,57 HI/MI). BpisB-
neHsl 6akrepuemus Staphylococcus capitis, reprecBupycHast reHepanuso-
BaHHas MHQeKyA (IMHIMBOCTOMATUT, MMOKapanT). Hauata anTubakre-
puanbHasA U MPOTUBOBMUPYCHAS TepaIMsl.

Ha 93T — cynpeccus puTMOB B 3aJHUX OT/€/IaX JIeBOTO MONYIIApKA,
samenTudopMHast aKTMBHOCTD B IIPAaBOM 3aTbI/IOYHO-TEMEHHO-3aJHEBU -
coyHoM perno”e. Ha MPT — mpusHaku cMMMeTPUYHBIX 30H M3MEHEH-
Horo MP-cursnana ot nepuBeHTPUKY/IAPHOTO O€I0T0 BellecTBa T0OHO-Te-
MeHHBIX 00/1acTell U 3y04aThIX sAfiep MOKeuKa 6e3 orpanmdenns gudpdy-
3UMN.

[Ipu MOIeKyIApHO-TeHETNYECKOM JCCIeOBaHNM OOHapy>KeHa MyTa-
s B rede PEX26 B romo3nroTHom coctosiHuu B 3 9k30He — c. T347A:p.
L116Q, xapakTepHas i MallMeHTOB ¢ cuHAapoMoM llenbserepa tum 7A.
Y cmbca BanmuaupoBaHa MyTauysi B TOMO3UTOTHOM COCTOSIHUU, MaTh —
reTepO3UTOTHBIN HOCUTEID.

Ha ¢oHe mocrHApOMHOIT Tepanuy IOMOXKUTENbHASA AMHAMMKA: KYTIN-
poBaHMe JMXOPAJKM, FeMOPPArn4eckoro CUHAPOMA U BOCIAIUTETbHON
aKTUBHOCTI.

3axmodeHne: [lJaHHOe Hay4yHO M MpPaKTUYECKM LEHHOEe ONMCaHue Ia-
II/IeHTa IeMOHCTPUPYeET, YTO opdaHHbIe 3a00/IeBaHMsI C HATNYMEM COIYT-
CTBYIOLIMX IIATOJIOTUI HEPeKY B IIeAVaTPUIeCcKOll IPaKTUKe U TPeOyIT
TIIaTeIbHOTO U3ydeHuA. HecmoTps Ha To, uTo 14 cunppoma Ilenbserepa
XapaKTepeH HeOIaronpyATHBI IPOTHO3 ¥ BO3MOYKHA JIVIIb ITOCHHIPOM-
Has Ta/UIMaTWBHAsA Tepanus (IaTOreHeTWdecKas Tepamys Y CTAaHJapThI
JledeHNsA He pa3pabOTaHbI), OCBEJJOM/IIEHHOCTb O CHMHJpPOME IIO03BOJIAET
YAYYIINTD Ka4eCTBO XKU3HM JieTell I peKOMEHIOBAaTb POAUTENIAM IIpOBe-
IeHVe TeHeTUIEeCKOTO KOHCY/IbTPOBAHMS IIpU AajIbHelIeM IJITaHNpOBa-
HIV 6€peMeHHOCTIL.
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PegKunii KNTMHUYECKUA CyYaid AUNArHOCTUKKU
cuHgpoma Nannoses — MoBarta y pebeHKa

Asmopuot:

SIxoBneBa AHHa BragumuposHa
BanoBa AnHa BanepreBHa
PHUMY um H.J. IIuporosa

Berynnenne. Cunppom Tlamnoses-Mosara (Galloway-Mowat syn-
drome) — aro opdaHHOe ayTOCOMHO-peneccuBHOe 3aboneBanue. Ya-
CTOTa ero BcTpedaeMocT — 1 ciayvait Ha 1000000 pmereit. 9Ta MyIbTH-
CHCTeMHas TeHeTMYecKas MaTO/IOTMs BKII0YaeT B ce0s KaK HapyIIeHMs
PasBUTHS HEPBHOI CUCTEMbI, TaK U IIOpa)KeHue KIyOOIKOB II0YeK, IPO-
ABJIAIONIEECS PAaHHMM CTePOMJPE3VCTEHTHBIM HedPOTHYECKMM CUH-
npomoM. K mopaxxennam ITHC oTHOCATCA MUKponedanus, Tsaxenas 3a-
Iep>KKa IICUXOMOTOPHOTO Pa3BUTH:A, aHOMA/INM Pa3BUTUA KOPBI TONOB-
HOTO MO3Ta, aTpodus Mo3)XedKa 1 3pUTEeTbHOTO HepBa. Takue cepbe3HbIe
HedeKThl IPUBOJAT K HOABIEHMIO (papMaKOPe3UCTEeHTHO SIVIIEIICUIL.
Knmmanyeckuit cmydqait. ITauyeHt M. mocTynun B OTAeNneHNe Hed-
ponorun PIIKB mo moBopy mOMHOTO CMEUIAaHHOTO HEIPEepbIBHO pelu-
AVMBMPYIOLIETO CTEPOMPE3VCTEHTHOIO HePppOTMYECKOTO CUHApPOMA.
PebGeHok B Bo3pacTe 2-X JIeT 7-MM MeCAIeB IOMUMO TSXKeoro Hedpo-
TUYECKOTO CYHJPOMa MMeN MUKpolLedannio, CTPYKTypHYIO (OKaTbHYIO
SMIIETICUI0 C BTOPUYHO-T€HEPAN30BAHHBIMY NIPUCTYIAMIY, 3a/IePXKKY
MOTOPHOTO J pe€4eBOTO Pa3BUTHA, AaTPOPUIO AMCKA 3pUTETLHOTO HEpBa,
a TaKXXe MHOXKeCTBO CTUTM AM33MOpuoreHesa. VI3 aHamMHe3a KM3HM —
pebeHOK OT mepBOll OepeMeHHOCTHM, IpOoTeKaBlIeil Ha (OHe aHeMUU
¥ VITOMETaJIOBUPYCHON MHQEKIVV C yTpOo3aMy IIpepbIBaHM Ha Pa3HbIX
cpokax. Poguncsa Ha 38 Heflene myTeM KecapeBa Ce4eHMA C XPOHMYECKON
BHYTPUYTPOOHOI TUIIOKCHEI yMePEeHHOV CTeIIeHN TsXKeCTU. DIMIeIITH -
JecKye NMPUCTYIbI JeOI0TUPOBaIM B 8 MeCsLeB, B CBA3Y C 4eM IIO/Tydas
Tepanuio 3TOCYKCUMUJOM U JIeBeTHpaleTaMoM. B To >xe Bpems Oblta
BbIsIBJIEHA IPOTEMHYPUA 1O 3 T/J1, TunonporenHemus o 46 r/n. Topmo-
Ha/IbHasA Tepalysa MeTUINPeJHU30T0HOM He Jlaja IPOJO/KUTETbHOTO
HO/IOKUTENbHOTO 3¢ dekTa. 3a 1,5 rofa CyToyHast IpOTeNHYpUsI HapocIa
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mo 13,5 r/n, nosBunack remarypus fo 1-3 spurponutos B 11/3. B otze-
nenuu Hedponorun PIKB 6p710 mpoBeieHO /ledeHre PeSHN30T0HOM,
LUKIOCTIOpMHOM A. Bo BpeMsA rocnmranusanyuy BOSHUKIN IPUCTYIIbI
IO TUIIY aKCHa/JIbHO-TOHMYECKUX CIIa3MOB, JIUTENIBHOCTBIO o 10 Mu-
HYT, KOTOpble BPEMEHHO KYIMPOBAaINCh BBENEHMEM Auasenama. boima
CKOPPEeKTHpPOBaHa IPOTUBOCYLAOPOKHas TepanusA. Pe6eHOK cTan momy-
4aTh: BUrabarpuH 5o 1000 Mr/cyT, BanbIpoeByio KUCIOTY Ao 500 Mr/cyT.
Takoxe manyeHTy 6bIIO peKOMEHJ0BAaHO IIpOBefieHe falbHelllel Tepa-
nuy npegHnsonoHoM. Ha MPT y pebeHka — MMKpOTMpHusA, YMeHbIIIe-
Hle pa3MepoB Mo3xeuka. Ha D3I — 3ajiHenpoeKI|MIOHHbIe 3aTbl/IOYHbIE
smmnenTudOopMHbBIe Pa3pAAbI ¢ ABYX CTOPOH. bbII MpoBeieH KOHCUIN-
YM, B XOfie KOTOPOTO, B35IB BO BHMMaHJE COBOKYIIHOCTb KIMHNYECKNX,
NMabOpaTOPHBIX M MHCTPYMEHTA/IbHBIX IPU3HAKOB: IIPOIPeCCUPYIOIINIT
HeppoTuyeckuit CUMHAPOM, (HapMaKOPE3UCTEHTHYIO SIMIETNICUI0, MU-
Kpoledannio, aTpoduio AVCKA 3PUTETBHOTO HEPBA, MPENNOTOXKIIN
Ha/lM4ye y JaHHOTrO mauyeHTa cuHapoma lammoses-Mosarta. Ilocneny-
Iolllee CEKBEHMPOBaHIE T€HOMa BhIABMIO MyTanuio rena WDR73, 4ro
MO TBEPAUIO AVATHO3.

3akroueHne. 3HaHUA TUINMYHBIX IPOABIEHMIT cuHApoMa lamnose-
sa-MoBaTa I03BOMMIN IIOCTaBUTb BEpPHBIN AuarHos3. K coxaneHumo, Ha
[OAHHBII MOMEHT HET 3TUOJIOTMYECKOTO JIeYEHUs NAHHONM HO3O0/IOTUM.
ITanueHTy nOKa3aHa INIIb CUMIITOMATUYECKAs TePANNA. Y YNThIBASA BbI-
IIEONVICAHHYIO K/IMHIYECKYI0 KapTUHY, IIPOTHO3 MaIyieHTa — Hebaro-
NPUATHDIIN.
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TpyaHoctn audpdepeHunanbHON ANArHOCTUKKU
Y HeAOHOLWEHHbIX HOBOPOXKAEHHbIX
C MHOXXeCTBEHHbIMM NOPOKaMM Pa3BUTUA

Asmoput:

SIm6ymnatoBa EnnsaBera MuxaiiioBHa
Ipunac Japoa IOpreBHa

PHVIMY um H.J. Iluporosa

Hayunvte pykosooumenu:
Jlapuna JIro60Bb EBrenreBHa — K.M.H., JOLEHT
Mopososckasa JI'Kb, PHUMY um. H.J. Iluporosa

OtMmeuaeTcs, 4YTO YeM HIDKe Macca Te/la Py JAHHOM TeCTallIOHHOM BO3-
pacte, TeM Bblllle TSDKECTh HeOMarompuUsATHBIX UCXOHOB. YTOOBI CHU3UTD
CMEpPTHOCTD U HBAIMAV3ALMIO, BAXKHO IIPaBU/IbHO ¥ CBOEBPEMEHHO Jya-
THOCTUPOBATb OTK/IOHEH!A Y HOBOPOXX/IEHHBIX JIETelA.

Llenb: meMOHCTpaLMs BBIABIEHUA MHOXXECTBEHHBIX IIOPOKOB Y HEZO-
HOILIEHHBIX HOBOPOJKJEHHBIX U IIOJX0/a K BeJIeHNIO TAaKNX JeTel.

Pe6éHox B. oT MaTepu ¢ OTATOIIEHHBIM aKyIIepCKO-IMHEKOTIOTIYe-
CKUM aHaMHe30M, 4-oi1 6epemenHoCcT MXBA (MOoHOXOpManbHON 61-
aMHMOTUYECKOJT) ABOJIHE, AUCTPECCOM IUIOfIOB, IPOTEKABIIEl ¢ MHO-
rosogyeM 1 mnopa (pebenok JI.) u manoBopuem 2 mnopa (pebeHok B.).
Popuncsa na 29 Hepenu ¢ Maccoii tena 1170r. Ha 6-ble cyTku nepesefeH
B otfenenue peannmanuu (OPUT) B Tsxenom coctossuuu Ha VIBJL, 06-
YC/IOB/IEHHBIM JIbIXaTe/IbHOI U CePAEeYHOI HEZOCTAaTOYHOCTAMY Ha POHe
BPOXXIIEHHOII MMHEBMOHMM; TpoM6O030M HIDKHei monoit Benbl (HIIB)
¥l HELOHOILIEHHOCTBI0. BbI1 akcTyOMpoBaH, nepesenen Ha CPAP. 04.05 —
camocrositenbHoe apixanue. llo manubpim Y3V HIIB 30.04: mpusHaku
TpoMm6o3a HIIB. HasHaueHa remapuHoTepanus HelpepbIBHO C yBeInde-
HueM 10351 1o 40 EJI/kr/4gac. C 11.05 nepeBesieH Ha [laibTenapuH HaTpus
400 en/xr/ ¢ mOCTMIKeHMEM IieNeBOi rumokoarynanuu. 17.05 pexaHa-
nmusanus npocseta HIIB. Ilocnme crabunmsanmm cocTosTHUA IepeBeeH
Ha 2-J1 9Tall BBIXa)XMBAHMA B Bo3pacTe 25 gHeil. JledeHue: MHTanAnun
HyIbMUKOPTOM, Kucnopoporepamnyusi, OHKOMUCTUH B 00a I71a3a B CBs-
31 C [AKpUOLUCTUTOM, IIPOTUBOAHEMMUYECKas Tepalus, CTUMYIALNA
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nbixatenbHOro Ientpa (J1) kodenHoM B cBsA3Y ¢ OPOHXOIETOYHOI AVIC-
ITa3uent.

[Manment I. 1-p1it 3 MXDBA. Ilpu poxpgenun: OHMT, guctpecc —
cuHppoM, nepeBenéH Ha VIBJI. 26.04. mynbcanusa Ha GepeHHBIX apTe-
pMAX OTCYTCTBOBa/Ia, IO JAaHHBIM Y3Vl opraHoB OpIONIHON IOTOCTU
26.04: Tpom6 B 6pronrHoit aopre (BA). HasHaveH remapun 28 en/Kr/4ac.
Ilepesenén 8 OPUT B Bo3pacTe 3 CYTOK XKM3HU B TSAXKEIOM COCTOSHUM
Ha VIBJI, 00yc/1oB/IeHHOM IBIXaTe/TbHOM 1 CEpP/IeYHOl HeJOCTaTOYHOCTSI-
MU, MHQEKIMOHHBIM TOKCMKO30M, HEBPOJIOTMYECKOI CHMIITOMATVKOI,
BPOXX/IeHHOI THeBMOHMY, TpoM603oM BA. Y311 OBII 27.04: HeOKK/TI031-
OHHBIIT TPOMO03, TeMOIMHAMIYECKY 3HAUYUMBIil CTEHO3 TePMIHATBHOTO
orpena BA Koarynorpamma 27.04: gpedurnut anturpom6buna III (AT III),
noBbIIIeHNe [I-[uMepoB; renapuH B Toit ke fose, nHpysusa AT III 50 ex
B/B. 29.04 axcTy6upoBaH, nepesenéH Ha CPAP. 06.05 — camocTosTenb-
Hoe jpixaHue. 07.05 yBenudeHa fosa renapuHa fo 40 ME/kr/4gac. 08.05.
AT III 100 ME B/B. 11.05 nepeBenén Ha [lanbrenapun Hatpus 400 EJI/kr
C JOCTVDKEHMEM 1ie/IeBOI TUIIOKOATY ALK, 18.05 mepeBenén Ha 2-i1 aTa
BBIX@)KMBaHMs B Bo3pacte 25 nHeit. 25.05 MCKT aoprorpadums BA: me-
peHecéHHBIT TpoM603 BA Ha ypoBHe Oudypkauym. JleyeHue: mpotu-
BOaHeMu4ecKas, a/6 (MHeBMOHUA, MHPEKIMs MOYEBBIBOASAIINX ITyTel)
Tepanus; KUCIOPOROTepaNs, MHTAALNN TYIbMUKOPTOM, CTUMY/IALINAS
11 xodenHOM. [leTyt BBIIMCAHBI B YIOBIETBOPUTEIBHOM COCTOSTHUM, SIB-
NeHui MHQEKLUNOHHOTO TOKCUKO3a, [AbIXaTeTbHbIX HAPYLIEHUII HET, OT
KICIOPOJa He 3aBUCAT; MOYa CAHMPOBaHa; aHeMIA KOMIIEHCHPOBAHa, 9H-
Tepa/IbHO MUTAIOTCA.

3axmodenne: et ¢ OHMT n MHOXeCTBEHHBIMM IAaTOJOTUAMM I10-
Tpe6oBamy MYIbTUANUCIUIUIMHAPHOTO MOAXOAA K JICYSHUIO /I yIydlle-
HUA UX COCTOSTHUA.
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McopuaTtnueckunii apTpmuT NpU OTCYTCTBUMU NCOpUa3a

Asmopuot:

AdanacreBa Maprapura AHIpeeBHa
VBanoBa I0nmna AnaronbeBHa
3akuposa Mnbmupa VinbgaposHa
PHMMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

Hemos EBrennii ViBanoBu4Y — f1.M.H., npodeccop
PHVIMY um. H.W. IIuporosa

Huxkutun Urops lennagueBuy — g.M.H., npogeccop
PHVIMY um. H.J. IIuporosa

B 68-75% ciryyaeB apTpuUT pa3BUBaeTCs Y OOTBHBIX, CTPAJAONINX IICOPTaA-
30M, W/IV OFHOBPEMEHHO C KOXKHBIMM ITPOABIEHUAMN U B 12-25% cny4daes
apTpUT IPEAIIECTBYET MOABIEHNIO IPU3HAKOB IepMaTO3a, a IMAarHOCTUKA
¥ JIeYeHNe TaKMX POPM CTAaHOBATCA KpaliHe 3aTPyIHUTE/IbHbIL.

[MTanmenTka N, 53 s1eT, yunTenb, obpaTunach ¢ kanmo6aMm Ha: BbIpa-
YKEHHYI0 60/Ib B IeBOM Ta300epeHHOM CyCTaBe IIpU JABVDKEHUU, TIOKOe,
XPOMOTY Ha JIEBYIO HOI'Y; YTPEHHIOI0 CKOBAaHHOCTD JI0 3 4acOB B CyCTaBaXx;
00/ B LIETHOM M IIOSICHUYHOM OTZe/IaX II03BOHOYHMKA.

B anamHese: e610T 3a60/1eBaHMsA — C apTPUTA JIEBOTO TOIEHOCTOITHO-
rO CyCTaBa, JAKTIINTA JIEBOJI CTOIIBL, Cy6deOpribHOIL muxopagky B 2001 .
TIIOCTIe TIepeHeCeHHOro rajiMopuTa, otuTa. Habmopanach ¢ ayuarHosom: pe-
axTuBHbIT apTpur (COI 45 Mm/4, CPB 21 Mr\i), pekoMeH/j0BaH IpueM
HIIBIIL. B 2002 r. nprcoefMHNINCH aPTPUTHI JIEBOTO JIy4€3aIIsACTHOTO CY-
CTaBa, JIEBOT'O IIJIEYEBOT0, ITPABOT0 KOJIEHHOTO cycTaBa. IIpnHnmana fokcu-
IVK/IVH, KTabakc, HuctatyH. O6cieoBanrach Ha X/IaMUAMM — OTpULIATeNb-
HO. BoisaBnen anturen HLA-B27. Jleunnach cynbdacanasyHOM B TedeHue
rofia, 6e3 apexTa. 3aMeHa Ha METOTPEKCaT C IIOC/IeNYIOLIell OTMEHOI 13-3a
anemun (Hb — 80 r/m). BosobHoBeHMe TpremMa cynbdacanasuHa B code-
TaHuM ¢ MeTunpenoM — 6e3 apdexra. C 2010 r. 60 B 1IEITHOM OTHETTE
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IIO3BOHOYHIKA, OTPaHMYeHEe TIOBOPOTa TONIOBHI B/IeBO. B 2013 I. KOHCYIb-
THUPOBAaHA PEBMATOJIOTOM, AVATHOCTYPOBAH: peBMaTOUIHBIN apTPUT, CEPO-
HeTaTVIBHBII, 93pO3VBHBIIL. Jleunyiach: 1epTyHOMIOM, METUIIPENOM C IIOJIO-
XuTenbHbIM 9 dexTom. B aBrycre 2018 I. B cBA3M ¢ MOBBIILICHEM TPaHCa-
myHa3 (ACT 220 en/n, AJIT 416 en/n) nedpmynommz ormeneH. Toraa xe aua-
THOCIMIPOBaH: aHKMJIO3MPYIOLINIA CIOH/IM/INT, IBYCTOPOHHUI CAaKPOVIINNT,
nepudepudeckye apTpUTHL. [IByCTOPOHHMII CAKPOVIMUT TTOATBEP)KEeH Ha
MPT. HasHayeHa KOMOVHAIVISI METOTpeKCaTa C METUIIPEIOM, IIPYHMMAET
JI0 HAaCTOsAIIEero BpeMeHu Oe3 cymjecTBeHHOro ag¢dexta. OneparuBHbIe BMe-
IIaTeIbCTBA: IPAaBOCTOPOHHSA TanlapocKonyeckas Hedppakromus B 2018r.

VHcTpymMeHTanbHOE 06CIefoBaHNe: Ha PEHTTEHOIpaMMe CTOIl: CUM-
IITOM «KapaHJAIl B KOJIMa4Ke», BHYTPUCYCTaBHO OCTEO0/IN3 C IeCTPYKIIN-
eit ann30B KOCTeN ¢ pa3HOHAIPABIEHHBIMU AeOpMaIAMYU CYCTaBOB,
MHO)XECTBEHHbBIE IOJBBIBMXM; Ha PEHTTEHOIPaMMax ILENHOTO M IOosC-
HIYHOTO OT/I€/IOB II03BOHOYHMKA — INpU3HaKM nepenomMosbiBuxa C1-C2,
perponucresa C3, C4, 0cTeOXOHPO3a, CIOHAMIOAPTPO3a MIETHOTO U TI0-
SICHUYHOTO OTfe/I0B I03BOHOYHMKA; Ha MPT Tasa: meBocTopoHHMIT ca-
KPOVIUNT, CUM(U3NT.

[Tpu nmaboparoprom nccnegoanum: COI 36 MM/4, KpeaTMHUH 96 MK-
MOJIB/TI, peBMaToNaHbI pakTop 16.1 ME/m.

JIarHo3 M3MeHeH Ha: ICOpPMATMYeCKUIl CIIOHAMIUT C BOB/IeYEHNEM
MOSICHMYHOIO, HIETHOTO OT/€/I0B IIO3BOHOYHNKA, aKTUBHOCTDb BBICOKAS.
JIBycTOopoHHUI cakpommuut (akTuBHBI crneBa). Cumdusnr. Ilcopuarn-
YeCKUI MOMMAPTPUT (MYTUIMPYIOLINIL), SPO3UBHBIN, aKTUBHOCTD BBICO-
kasg (DAS28 5,74). Duresuts (MASES 10). Ocnoxxnenust: [lepenomoBbI-
Bux C1-C2 (?), perpomucres C3, C4. MHOXeCTBeHHbIe MOABBIBUXU CY-
CTaBOB CTOII, BBIBMX 1-TO IITIOCHe(paTaHTOBOTO CYCTaBa C/IeBa, IIOABBIBIX
1-ro msAcTHO(AIAaHTOBOTIO CycTaBa C/eBa. BropmyHbIil ocTeonopos. JIBy-
CTOPOHHMII KOKcapTpo3 1-2 ct. ComyTcTByomme: OpO3UBHbBINA IacTPUT.
Xp. TyOynonHTepCcTUIVANbHBI HepuT egyHCTBeHHOI oukn. XBIT C3A
(CK® 58,99 mn/mun/1,73M2).

B ycnoBusax HeaddeKTMBHOCTY CUHTETMYECKUX 0a3MCHBIX Iperapa-
TOB, orpanmyenuu B mcnonb3osanuy HIIBII pekomenpmoBana Tepamus
I'MBII. HasHaden cekykmHyMa6 300 Mr II/K C MOTOXUTETbHBIM 3¢ dex-
TOM. YYUTbIBas MEXaHU3M [IeJICTBUs NpelnapaTa, Tepanns NaToreHeTnye-
CKM HaIlpaBjIeHa Ha 3aMeiIeHlie IPOTrPeCcPOBaHsI 3a00/IeBaHII.
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JlnxopapKa HeACHOro reHe3a U TPYAHOCTU
AnddepeHunanbHOM AUArHOCTUKU CUCTEMHbIX
3abonesaHunit coegMHUTENbHON TKaHU

Asmoput:

bexmypapmosa Aiimap MbIpasoBHa
Kynesa Anmmaa AHfpeeBHa
baxogyposa XymHypga A3snsoBHa
JIaBpenTbeBa Hatanbsa AHpeeBHA
IpomoBa Maprapura AnekcaHApOBHA
PHVIMY um. H.J. IIuporosa

Hayunvie pyxosodumenu:

KameneB Bukrop ®egopoBuy — fi.M.H., mpodeccop
PHVIMY um. H.W. IIuporosa

Komnenes Anekcanap AnekcaHZpoOBNY — K.M.H., JOI[€HT
PHVIMY um. H.W. TInporosa

JIuxopaznka HesicHoro reHesa (JIHI) — coxpaHeHme TeMIepaTypsl Tela
(TT) Bprme 38°C, mpuymHa KOero He BBIABIIEHA IPM [MArHOCTUKE 3a
1 Hepemo. [TpuumHbL: cucTeMHbIe 3a00/IeBaHNsI COEAMHUTENBHON TKaHU
(C3CT), nH}peKkunoHHBIE NPOLECChl, IapaHeOIUIACTIYeCKe VM ApYTHe.
Anroputm guarHoctuky, B T.4. C3CT, B BbIAB/IEHNN TaTOTHOMOHMYHBIX
KIMHWYECKUX U, IpU 00CIefoBaHmy, TabOPaTOPHBIX, TY4EBBIX U IPOYMNX
CUMIITOMOB. Ba)kHO He IlepeolleHNUTDb OTHe/IbHbIe IPU3HAKM, BO M30exa-
HIle TPYSHOCTE C AMAarHOCTUKOI, YTO MJUTIOCTPUPYET IPUBOAUMBII HaMU
CrIydJai.

Bonbuas II., 66 net, gocraBnena B I'Kb Ne 29 mo xaHamy ckopoii
oMoty 10.02.20 ¢ nosbimenueM TT go 40°C ¢ 03HO60M, c1abOCTBIO
¥ HOoIIelT 60/IbI0 B JIEBOJI IOSICHIYHON 00/TacTy M I/IeYeBBIX CYCTaBax.
B aHamHese caxapHblit fuabet 2 TuIa, OKUpeHne 3 CTeleHn, Icopuas, co
CJIOB, «II€COK B II0YKAX, Haya/JIbHBIIl apTpo3». YKa3aHHbIE >KalToObl BO3-
HuK/m 07.02.20 ocTpo, BIepBble, B IOTHOM 00beMe, 6e3 ABHOI IIpIYN-
Hbl. CaMo/IiedeHe [TapalleTaMoJIOM C BpeMEeHHbBIM CHIKEHMEM TeMIlepa-
TypbI ¥ 60/m1. B IprieMHOM OT/ie/IeHNM YPOIOTOM U XMPYProM npoduib-
Has IaTOJIOTMsI OTBEPTHYTa, pe3y/nbTaThl oOcC/mefoBaHMA OYAYT HaHBI
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B JUHaMMKe HibKe. HampaBieHa B OTAeNeHNe Tepaluy, YYUTHIBAS JIU-
XOPaJKYy, K JIe4eHNI0 fo6aByeH uunpodaokcanyt BHyTpb 500 Mr 2 pasa
B cyTKu. [Ipu ocMoTpe: cocTosAHMe CpefiHell TsSHKeCTH, Ha GOHe Tepanuu
TT po 37,9°C. Ha KoXe efMHIYHbBIE PerpeccUpyIole ICOpUATUIeCKNe
Onsamky. YyBCTBUTENbHBI NTapaBepTeOpaabHble JIMHUY B IIOSICHUYHOM
OTJie/le, CUMIITOM IIOKO/MAYMBaHMs COMHUTeNEH ceBa. OTKIOHeHU 110
APYTMM CHCTeMaM, B T.4. 60/IE3HEHHOCT) CYCTaBOB, OTPAaHWYEHNS JBU-
YKeHM s, 9KCCY/IaTUBHBIX M3MeHeHu , nuMdagenonatuy — HeT. Y111 18,
YCC 96/mun, All 150/90 MM pT.CcT. B KpoBU /1€JIKOLUUTO3 U CABUT BJle-
Bo (9,52-12,1x109/1, manoukosifepHble HeNTpodunsl 9%), ypuKeMus
770, kpeaTuHuH 215 MxMonb/1, C-peakTuBHBII 6emok 24,8 mr/i1. B moue
6enok 0,82-0,3 1/, MeKOUNTH KO 125, 3pUTPOLUTH HEM3MEHEHHbIE
10-20->Bce mona 3peHus, B OCTaIbHOM HopManusanu:d. Jlyuesasa pgua-
THOCTUKA: JIeTKue 6e3 MHPUIbTpauuu, apTpo3 aKpoOMMUaabHO-KITIOYNY-
HbIIL. YnprTpaconorpapudecku (Y3V) yBenndeHna nesas nouka (13,3x6,3-
>14,5x5,8 cM). B ¢BsA3U ¢ KIMHUKO-Tab0PAaTOPHOIT KapTUHON BOCIaje-
Hus 3anogo3pens C3CT.

C3CT yacras npuunza JIHI, Ho B HalleM ciny4ae NpOTUB BEPCUN UX:
HECOOTBETCTBME CYCTAaBHOTO CHMH/IPOMA U JIMXOPafKU, aTUIIMYHbBINA BO3-
pacT 1y 1oy fe6rTa, OTCYTCTBME XapaKTEePHBIX CMIITOMOB B aHaMHe3e
n ocmorpe. [Ipy aTOoM KapTuHa KpOBU OTpakaya, CKopee, 6akTepynasb-
HOe BOCIIajIeHMe C ITOpakeHMeM II04eK ¥ BTOPUYHOI IMIepypUKeMHUeit,
HO B MoYe 00WIne HeM3MEHEHHBIX 3PUTPOLUTOB IIPUCYIIE MATONTOIUN
MOYEBBIBOJAIMX IyTell. C y4eToM 4ero M CUMMIITOMA IOKO/IA4MBaHMA
C yBemmMueHMeM jeBoit nmoukyu npu Y3W, 14.02.20 mpyu KOMIbIOTEPHOI
ToMorpaduu KapTiHa 00CTPYKLMY KOHKPEMEHTOM MOYETOYHVKA CIIeBa.
bonbnasa nepesefieHa B OT[e/IeHMEe YPOJIOTUY, BBIIIOIHEHBI 3KCTPEHHOE
CTEHTMPOBaHVe IOPa)KeHHOIO0 MOYETOYHMKA, CMeHa Tepanuy MHQy3us-
My MeporieHema 500 mr 3 pasa B cytku. Ha ¢oHe gyero perpecc cumnro-
MOB, B T.4. IUXOPafiKI.

3axmoyenne. [IOMHUTD O CUCTEMHBIX 3a00/IeBaHNSIX CONMHUTETBHO
TKaHY Y OOJIbHBIX C IMXOPAZIKOI HESICHOTO TeHe3a HeoOXO/ MO, HO OHM He
IOJDKHBI OBITh €MHCTBEHHONM KOHIIEILIMEN.
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MHdeKuMnoHHbI 3HaoKapauT (U3I),
aCcCoOUMMPOBAHHDbIN C UMNAHTALUEN
BHYTPUCEPAEUYHbIX YCTPOIACTB, UIN MUKPOODbI
KaK NpenATCTBME Ha NYTU KapAuoaormu
BbICOKUX AOCTUMKEHU

Asmoput:

bensakxos Aprem Bramiciasosuy

Yepuukos Aprem Oneropm4

TonmaveBa AHacTacusa ButanbeBHa

Iepsoiit MI'MY nm. VI.M. Ceuenosa Munspapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

Hayunvie pyxosooumenu:

Iparomupenkas Hatanbsa AnekcaHIpoBHA — K.M.H., JOIIeHT
Ilepsoiit MI'MY um. MI.M. CeuenoBa Munsgapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

Mensenes ViBan [IMutpueBMY — K.M.H., JOLIEHT

Iepsoiit MI'MY um. VI.M. Ceuenosa Munsapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

[TpucoenuHeHe BHYTPUOOTbHIUYHON MHPEKINY 3HAYNTEIBHO OCTIOXKHSI-
eT BefleHlie KOMOPOVIHBIX MOXKM/IbIX MAIIEHTOB, B TOM YMC/Ie C UMIUIaH-
TUPOBAHHBIMY BHYTPUCEPHAEUYHBIMU YCTPOICTBAMMN.

[Manument J1.,72 et rocInTanu3nMpoBaH B OTAE/ICHNE KapANOpeaHIMa-
yu KB Ne 1 ym. H.J. IIuporosa ¢ ofbIIIKOii B TOPU3OHTA/IbHOM I10710-
YKEHUU U B TIOKOE, CTab0CThIO, TOJIOBOKPY>KeHMEeM, cepAliebuenneM. B ana-
MHe3e CTaX TabakoKypeHus okono 50 madek-ymeT. B 2012 ropy mepeHec
OCTPBIN MHPAPKT MUOKap/a, IPOBOAVIACH KOPOHAPOAHTIMOrpadus, CTeH-
TUPOBaHMe IepefjHell MeXOKeTyLouKoBoll apTepun. Torga ske BbIABIEeHA
XpOHMYeCKask OKK/II03us ormbarwieit aprepun. bonee 5 et ctpajaeT ma-
pOKcu3ManbHOI (opMmoit GpuOpwUIALMK-TpeneTanns npencepanit. [1pu
ocMoTpe: KaumHMdeckyue npusHaku gexomieHcauyuyu XCH. Ilo paHHBIM
9KT: Tpeneranue npepcepanit, YCC 120 yn/mun, AB-6nokana I cr., epn-
HIYHBIE Xemygo4ykoBble aKcTpacuctonbl (JKIC). ITpu 9xoKI: gunatauns
BCeX IIO/IOCTel Cepplla, akMHe3usl 3aJHeO00KOBOI CTEHKM, MUTpaIbHasl,
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aopTajbHasA U TPUKYCHMAANbHAA peryprutanus 2-3 ct., ®BJDK 42%. [1pu
cyrounoM MoHuTopuposanuy SKI no XonTepy: TpeneraHnue npencepanii
Kak 6a30Bbiit put™, JKOC — 19580 (18% 0T 06111€T0 YNCIa KOMIIEKCOB
QRS). BoLaBiieHbI yacThle MAPOKCU3MBI XKenyfroukoBoit Taxukappuy (OKT)
(«Kermymo4KoBBII ITOPM»). CHHYCOBBIV PUTM BOCCTAHOBJIEH 3/IEKTPOUM-
Iy/IbCHOJI Tepanyeli Hoc/Ie ICKTIOUeHMA TPOMOOB B yIIKe JIEBOTO IIpeficep-
Ivist. YYUTBIBasl TSDKECTb COCTOSIHUA, OOYC/IOBNIEHHYIO JIeKOMIIEH Calyen
XCH Ha ¢oHe nmoctuHpapKTHOrO Kapamnockiaeposa, napokcuamamu KT
C HapylIeHMeM TeMOAMHAMUKM, ITPpOM3BefieHa MMIUIAaHTAlNA ABYXKaMep-
HOro KapamosepTepa-pepubpmwuiaropa (VIKI), npogomkeHa aHTHapuT-
MuuecKasa Tepanusa amuogapoHoM 200 mr/cyT. Yepe3 MecsAl IpoKU3OIIO
cpabarsiBanye VK], Hapocma ofpliika, 4TO MOTPeOOBANO IOBTOPHOI
rociitanusauun. Ha SKI: mapokcusm TpeneraHus mpencepamii, yacTas
K9C no tuny 6u- n tpurumenvn. ITocne xommnencamym XCH u Boc-
CTAQHOBJICHMsI CUHYCOBOTO PUTMa IIpOBeleHa PafiMo4acTOTHAs abmaiys
apUTMOTEHHOTO ovara. BMelaTenbcTBO OCIOXKHUIOCH IPUCOENVIHEHNEM
KaTeTepHOro cerncuca ¢ passutueM [IBC-cuHapoma, TsKenoit aneMun, -
noanpOymnHeMyu. B mocese kpoBu 6bUI1a 0OHapy>keHa ITO/IVPE3UCTEeHT-
Had Klebsiella pneumoniae. [TpoBopmntack aHTMMMKPOOHAA Tepanus: TH-
TeLIVIK/IVH, KOJIMCTHH, JIMHE30/IN], C IOC/IEAYIOIell 3aMEeHOI Ha JalITOMM-
IVH, MHQY3MA SpUTPOMACCHI, IUTa3Mbl KpoBH, anbbymuHa. Habmonanach
nonoxurenbHas guHaMuka. ITo manupiM YIT1-9xoKI BereTaumit He 651710
BBISIBJIEHO, HO COXPaHAJICS BOCHA/IUTE/IbHBIN CMHAPOM. /1 UCKII0YeHUs
S cucremsr VIK]] 6s11a nposenena 19T KT, o pesynpraram KoTopoit
OblTa OOHapy)keHa MOBBILIEHHAs MeTabo/muecKas aKTMBHOCTb B 0oOra-
CTU 371eKTpofoB. brina ymanena cucrema VK] n npencepaHblil 37I€eKTPO,
YAa/IeHye IIPaBOXKeTyLOYKOBOTO 9eKTPOa ObI/IO HEBO3MOXKHO 13-3a €ro
buKcanyy K CTeHKe, IPOJo/DKeHa aHTHOMoTnKoTepams. Ha KOHTposb-
HOM IIpMeMe depes 3 Mecslla CAMOYYBCTBME Y[JOBIETBOPUTEIbHOE, IIPU-
3HaKoB JekoMrneHcauuy XCH 1 MMMyHOBOCIIaTMTENBHOTO CMHPOMA He
BBISIBJIEHO.

JJaHHBII KIMHUYECKWIA CITydail JeMOHCTpUpYeT pasputye VI3 nmnian-
TUPYEMOTO YCTPOJCTBA Y KOMOPOVMIHOTO MalyieHTa. 3a/I0TOM CHVDKEHMS
pucKa ¢aTaIbHBIX OCTOKHEHMII ABJIACTCA KOMIUIEKC Mep B Bufe npodu-
JTAKTUKY BHYTPUOONbHMUYHON MH(DEKIUY, paHHE! AMAaTHOCTHUKM, CBOEB-
PEMEHHOI U IIOJIHOM CaHaLMM BOCIIAIUTE/IBHOTO OYara.

171



TAA3OBCKME YTEHMA - 2021

KnuHuuyeckum cnyyait YaCTUYHOM OKKAKO3UN
BEHbl CETYATKM Yy NALMEHTa Nocse nepeHeceHHOMU
KOpOHaBupycHou uHdekumn COVID-19

Asmoput:

bnankosa TarbsiHa VIBaHOBHA
BracoBa Bepa EBrenneBHa
PHVIMY um. H.W. IIuporosa

Hayunvte pykosooumenu:

Tymanosa Onbra BragumMupoBHa — K.M.H., JOLEHT
PHVIMY um. H.W. IIuporosa

HeprayeBa Hapexxma HukomaeBHa — accucTeHT
PHVIMY um. H.W. IIuporosa

Hogsas koponasupycHas undekuusa (COVID-19) — arto octpas pecnypa-
TopHas MH}eKIys, BbI3biBaeMast KopoHaBupycoM SARS-CoV-2, koTopas
Obl1a 00BsIBNIEHA MaHeMuUell BceMupHoIT opranmsanuer 3gpaBooxpaHe-
Hus (BO3). Coobirennit 06 ocnoxuenusax COVID-19 ¢ nopaxkeHnem op-
raHa 3peHys He TaK MHOTO, Hanbojiee 4acTO BCTPEYAIOTCS KOHBIOHKTUBY-
TBI. VI3BeCTHO, 4TO HOBasi KOPOHABMPYCHas MHEKIVA IIpefpaconaraeT
K TpoM009MOOMMIeCKUM COOBITHAM. MBI NpeAcTaB/iIsieM KIMHUYECKUIA
CIIy4all YaCTUYHOV OKK/IIO3UM BEPXHE-BMCOYHON BETBU BEHBI CETYATKH,
Ipou3oLIeAlIeli Ha BTopoii Hemenu 3a6oneBanusa COVID-19.

[Taumenrt JI., 56 net, obpaTmics ¢ kajmob6aMy Ha CHVDKEHUE OCTPOTHI
3peHMs IPaBOro I7Ia3a IOC/Ie IepeHecéHHON KOPOHABUPYCHON MHEeEK-
v, Bei3BaHHO COVID-19 (Bupyc upentnéunuposan). IlanyeHT Ha-
XOAW/ICs Ha aMOY/TaTOPHOM JIedeHny, IPYHMUMA annkcaban 5 Mr 2 pasa
B CYTKM, ITapalieTaMoJl CUMITOMaT4eCK! TPYU MOBbIIIEHNY TeMIlepary-
pol Bole 38 rpagycos. Ha Bropoit Hefiesie 60/1e3HM CTaI OTMedarh MOCTe-
IIEHHOE CHYDKEHIE OCTPOTHI 3peHM s Ha IIPABOM I7Ia3y, B CBA3YU C KOTOPHIM
obparmncs 25.11.2020 8 Me>XXgyHapOHbII IIeHTp OXpaHbI 3peHns. B aHa-
MmHese- apTudakus OU ( B 2016 rony nmmutantanus VIOJI Lentis ). ConyT-
CTBYIOIIMX 3a00/IeBaHMII HET.

ITpn odranpmonornyeckom ocmorpe: VIS OD=0,3, OS=1,0. BI]]
OU=10. IIpu opranbmockonuy Ha rimasHoM gHe OD — MaKy/IsApHBIN OTeK,
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KPOBOM3IMSHMSA B MaKy/IsIpHOIt o6mactu, OS- 6e3 maronorun. OKT — ma-
KY/ApHBIT OTEK. JJaHHasA KIMHMYeCKas KapTMHA YKa3blBaja Ha 4acTUY-
HBII TPOMOO3 BepXHe-BUCOYHOJI BETBY LIEHTPA/IbHOI BEHBI CETYATKIN.
[Ipenpacnonararomyx GpakTopos, 3a MCKTIOUYeHNeM KOPOHABUPYCHOI MH-
dex1uy, BBISBIEHO He OBITIO.

[TanmenTy ObUIV IpOBefieHBI 1Be IMapabynbbapHble MHBeKIUY «KeHa-
nor» 0,1 B mpasbiit a3 (25.11.2020 n 16.12.2020) 6e3 addexra. [Tpuua-
TO pellleHNe O Ha3HAYeHMM IMALMEHTYy MHbeKUuu npenapara anti-VEGF
(«Ditnear).

IIpu ocmotpe ot 15.01.2021 nocne nposefenu: anti-VEGF tepanun
VIS OD=0,9. Ha rnasnom fHe — He6osbIast CI/IaKeHHOCTb MaKy/LsIPHOI
30HBI. OKT — 63 npu3HaKOB MAaTOIOTUN.

BriBoz: O r/1asHbIX IPOSIBIEHMSIX, CBsI3aHHbBIX ¢ nHDeK1meit COVID-19,
MHOTO€ ellje OCTa€TCA HEM3BECTHBIM. [JaHHBIN KIMHNYECKNII CTy4all 1o-
KasbIBaeT, YTO TPOMO0IMOOIIUeCKIe OCTIOKHEHMsI KOPOHABMPYCHOI MH-
(deKIyy MOIyT pacpOCTPAHATHCSA U Ha COCYABI CeTYATKM, IPefCTaBIIAL
YTPO3y IOTEPU 3PEHNUA.

KnuHnueckoe onucaHue cnyyas paccTpoicTea
LWKN30-06CceCcCMBHOrO cnekTpa

AsmopuL:

Byrypmun Huxkura AnekcangpoBuy
byrypmnna Anacracus OnerosHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:

Komaro Oner OneroBn4 — K.M.H., HAyYHBI COTPYFHUK
Hay4Hbli1 LIeHTp NCUXNYECKOTO 3[10POBbs

SAxumen; AHHa BraguMupoBHa — K.M.H., HAYYHBI COTPYFHUK
Hay4Hbli1 LIeHTp NCUXNYECKOTO 3[10POBbs

Hepenko npu mmsodpennn HabMORAIOTCSA 06CeCCUBHO-KOMITY/IbCYBHbIE
paccrpoiictBa (OKP), mostomy s cydaes, KOIa HPUCYTCTBYIOT IPH-
3HaKyM 06oux amarHo3oB Poyurovsky et al. B 2012 rogy BBeny HOHATHE
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m130-06ceccuBHOro paccrporictsa. CaMo >xe MOHATHE “UIN30-00CeCCUB-
HBIII” BIepBble Mcnonb3osam Hwang u Opler B 1994 r. B DSM-1V, koTo-
pas BIlepBble JOITycKasa ABOVHOM AyarHo3 mmsodpennu u OKP.

My>x4nHa, 41 rofi BbICKa3bIBaeT >Ka/100bI Ha BO3HMKAIOIIVE B TO/IOBE
IOMMMO BOJIM MBICTIY aHTUMBUTATIbHOTO U XY/IbHOTO XapakTepa. B 20 net
BIIepBBIe 00PATICS K IICUXMATPY € Ka/l06aMyl Ha IIOHVDKEHHOe HacTpPo-
eHle, TPEBOTrY, TOCKY. B 29 jieT BIiepBble MOABUINCH HABA3YMBbIe MBICIN
CYULIVIJA/IbHOJ HAIlpaB/IeHHOCTU. B Bospacre 34 yeT BIepBble OTMETUTI
KPaTKOBPEeMEeHHbIe SIBJIeHN S e[HNYHBIX, HECTOMKUX «TOJI0OCOB B TOJIOBE»
(MMIlepaTBHOTO Xapakrepa), B CBA3U ¢ 4eM npoxopu nevenne B [IKb
Ne 4. TTocne Boinvickn Habmopanca B [TH]I, TIOT npuruman perynspHo.
Ycrpowcs Ha paboTy 1o npodeccun, ¢ KOTOPOIT YCIEIHO CIIPaBIIs/ICA.
B 11e/10M cocTOsIHME OCTAaBA/IOCh Y,OBIETBOPUTE/IbHBIM, OJHAKO HECKO/b-
KO pa3 B Tojj 0OTMeYaJI0Ch TPAH3UTOPHOE KPaTKOBPEMEHHOE BO3HUKHO-
BEHME «TOJI0COB» IPEXHEro COAepKaHUA, He BAMAKLIee HAa COLMAb-
HO-TPY[OBYI0 ajjanTanuio. B Bospacre 39 jieT ayTOXTOHHO BO30OHOBMU-
JINCh HaBA3YVBBIE MBICIV IIPEXHEN TeMaTUKV (aKTya/JbHbIe Ha TEKYIIMit
MOMEHT); TaK)Ke OTMeYasIoch CHYDKEHJe HaCTPOEHN s, TPEBOXXHOCTD, Ha-
pYlIeHN: CHa (Ta/UTIOIHATOPHASA CMMIITOMATHKa OTCYTCTBOBasa). Cra
MeHee OOLINTeIbHBIM, O0/Iblile BpeMeHY IIPOBOAN B yenyuHeHnu. OKomno
rofia Ha3afi IpeKpaTuI TPYOBYIO eATeIbHOCTD.

Ha momeHT ocmorpa (2021 1.): BBIIIAAUT COOTBETCTBEHHO BO3PacTy,
yxoxeH. Iloxofka HeCKOIbKO HeyBepeHHas, 3amenieHHas. [1osa sakpbl-
Tasi, 3pUTE/IbHBII KOHTAKT He IOAfepXMBaeT. JInio BbIpakaeT 6e3pas-
nMune, JIeTKYI0 yCTalnoCTh, MUMUKA CITIaXKeHa. B pasroBop BCTymaeT 1o
npocbbe Bpaya. Peup B 06bryHOM Temite. Ha BOIIpochl oTBeyaeT Kparko,
B IUIaHe 3a/IaHHOT0. B 13/10)KeHnM aHaMHEeCTUYeCKUX CBeleHMII TOC/Iefio-
BaTesieH. Cuét no Kpenennuy ¢ efyHMYHBIMY OMINOKAMM, CMBICIT ITOC/IO-
BIL] TPAKTYET BEPHO.

JKamyeTcsa Ha MbICTM, BOSHUKAIOI[ME TIOMUMO €TI0 BOJIM, aHTUBUTAIb-
HOTO M XY/IPHOTO COfiep>KaHysl; Hauboree MHTEHCUBHbBIE B BeyepHee Bpe-
MaA. HacTtpoeHue xapakTepusyeTcs HeyCTONYMBOCTBIO: B IIEPBON IIOJO-
BUHE IHA Npeo6IafaeT HeCKOIbKO IIPUIIOAHATEI (POH HACTPOEHUA C He-
IPOJYKTUBHOI aKTUBHOCTBIO, OeCIIpeIMeTHOI TPEBOTOJ, YTO CMEHACTCS
COHJIMBOCTDIO ¥ HEPE3KO CHIDKEHHBIM HAaCTPOEHMEM BO BTOPOIi II0/I0BJHE
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nHst. COH MeVIKaMeHTO3HBIiT. ATIeTUT JocTaTouHblit. O6MaHOB BOCIpH-
ATNA HAa MOMEHT OCMOTpa He BblABIeHO0. Hajdne MCTMHHBIX CyUIIVAA/Ib-
HBIX MBICJIEVl OTPULIAET.

CocTosHNe MalMeHTa Ha MOMEHT OCMOTpa OIpefendeTcs 00ceccyuBs-
HO-KOMITY/IbCYIBHOJ CUMIITOMATHKOJ B BMJe KOHTPAaCTHBIX M TaOympo-
BaHHBIX HaBA3YMBOCTEI, a TakoKe ABIeHMAMM adPeKTUBHOI ITadVIbHO-
ctu. O6pantaeT Ha ce6s1 BHMMaHMe M3MeHeHMe IMYHOCTH II0 SHIOT€HHO-
MY TUITY, c1ab0J1 BBIPOXEHHOCTH flepuIMTapHas CUMIITOMATUKA, COLV-
aJIbHO-TPYZOBadA le3ajanTaliys.

Iuarnos MKB-10: IlceBmoHeBpoTmyeckass (HeBpO30OMOJOOHAsI) IIN-
3o¢dpenns F21.3

Takum o6pasoMm, HecMOTpsi Ha mpeobnamaHre 006CECCUBHO-KOM-
Iy/IbCUBHOM CUMIITOMAaTUKM C OTCYTCTBMEM Ta/UIIOLIMHATOPHBIX pac-
CTPOJICTB, TEKYyIIlee COCTOsIHME OONTBHOTO B OT€4eCTBEHHOI IICUXMATPUN
paccMaTpuBaeTCs NPeUMYIIeCTBEHHO KaK JMHAMMKA pa3BUTHUA SHJOT€H-
HOTO IIpOIjeccyaabHOro 3aboneBanus. [Ipy 3TOM HaHHBI KIMHNYECKUIA
CTy4ail COOTBETCTBYeT KPUTEPUAM IIN30-00CECCUBHOIO PAacCTPOICTBA
B DSM-1V, ognako B mpefaBepun yTBepxaeHnsa MeXayHapogHoil Kac-
cudukanum 6onesHert 11-ro mepecMoTpa JaHHOE OIMMCAHNE BO3MOXKHO
OymeT COOTBETCTBOBATh MHBIM AuddepeHnanbHO-AMarHoCTUYeCKIM
KpPUTEPUSM.
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Peungusupytlowme TpaH3UTOPHbDbIE
MLIeMUYECKMe aTaku Nocsie nepeHeceHHOoM
HOBOM KOPOHaBUpPYycHoM MH$pekumn COVID-19

Asmoput:
BrrukoBa Mapus CepreeBHa (MO/IOf0ii y4eHBbI1)
PHVIMY um. H.W. Iluporosa

Hayunvie pyxosodumenu:

Pesnux Enena BnagumupoBHa — [1.M.H., JOLIEHT
PHVIMY um. H.W. IIuporosa

IIpasarok Hatanbsa IpuropbeBHa — K.M.H., JOLIEHT
PHVIMY um. H.W. IIuporosa

[MocTkoBupHbt cuagpoM (long COVID) — cocrosame y 20% mrozedt mmo-
CJle TlepeHeCeHHOI HOBOJ KopoHaBupycHoil nHpekyy COVID-19, npu
KOTOPOM CHMIITOMbI COXPAHAIOTCA 10 12 Heflenb U JONbILe.

[Tanmentka 30 ner B mMae 2020 roga nepeHecna COVID-19 nmo tumy
OPB/, 3a MeqUIIMHCKOII TIOMOIIbI0 He 0Opalijanach, T1e4nIach roMeoIa-
TUYECKVIMM CPefICTBaMU. XPOHMYECKUX 3a00MeBaHuil, apTepuanbHOI TU-
HepTeH3N B aHaMHe3e He ObIJIO, JIeKapCTBEHHbIE IIpenapaTsl He IPUHU-
Majla, aKkyLIepCKIil aHaMHe3 He oTAroueH. B mrone 2020 roga nosaBummich
BbIpa)KEHHAasl TONIOBHAs1 00/Ib, HApyLIeHNe pedn U 3peHMs], ape3 IpaBoii
BEepXHell KOHeYHOCTH, TOCIIUTA/IU3NPOBaHa C MOJO3peHNeM Ha TPaH3U-
TOpHOpHYI0 niemmdeckywo araky (THA). Ilo jaHHBIM MarHUTHO-pe30-
HaHcHON Tomorpadum (MPT), anrnorpadum MHTpaKpaHUAIbHBIX OTHE-
7I0B, naTonoruu He BbIABIeHO. IIpn OKI' — Murpaums cynpaBeHTPUKY-
napHoro Bopurena purMa ¢ YCC 62-100 B munyTy. IIpu xonreposckom
Monurtopuposanuu IKI naronorun He BoiABeHO. [lapes perpeccupoBan
B Te4eHJe HeCKOJIbKVIX YacOB, HapylleHye peuy ¥ roJIoBHast 60/Ib coxpa-
HSIMCh HECKONIBKO MecsinieB. B okTs16pe 2020 roga — MOBBIILIEHNE TeMITe-
parypsl Tena 5o cy6de6punIbHbIX Idp, 60/Ib B TOpJIe, MBIIILAX, PEKNI
CYXOIJ1 Kallle/Ib ¥ OfbIIIKA TPV YMepeHHBIX ¢usndecknx Harpyskax. [TLIP
Ha COVID-19 — orpunarenbHad. Ilpuaumana asutpomunus 500 mr
1 pas B genb 5 pgHeli, ButamuH C o 500 mMr 2 pasa B fieHb. B TeyeHMe Ok-
TAOPA-HOAOPA COXPaHMNCh OAbIIIKa, cmaboctb. C pmexabps 2020 ropa
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OTMeTWIa IOBBbILIEHNEe pabOTOCHOOHOCTY, BepHYIach K INPUBBIYHOMY
o6pasy >xu3Hn. 24.02.2021 HOYBIO BBIpa>KEHHAs JIEBOCTOPOHHSAS TOJIOB-
Hast 00JIb, yTPOM OTMeTV/Ia OHEMeHVe JIeBOIl PYKY, BbINafieHe IIPaBOro
HO/A 3peHus, HapyleHne peun. OHeMeHMe perpeccupoBanoO B Te4eHUe
HeJleny, 3aTPyJHEHNe Pedyy COXPaHAETCA MO0 HACTOAMIMII MOMEHT. AHa-
JIOTMYHAsA CYMIITOMATMKA IIOBTOPS/IACh B allperie, Mae, aBrycTe, CeHTA0pe
2021 ropa. Koncynpruposana B ®I'bHY Hayunblit mieHTp HeBpoOnorum.
ITpu MPT 6e3 KOHTPacTHOTO YCHJIEHUA — KapTHHA eUHMYHBIX 04Yaro-
BbIX M3MEHEHUI BELECTBA FOIOBHOIO MO3Ia IMCUUPKYIATOPHOIO XapaK-
Tepa, yMepeHHasd naTepoBeHTpuKynoaccumerpusd (D>S). ITo pesynbratam
YAbTPa3BYKOBOIO MCC/IENOBAHMA BEH HIVDKHUX KOHEYHOCTEN M Majioro
Tasa, TpoMb03a He BbIsABIeHO. PekomenyioBaH mpueM Jlaburarpana 150 mr
2 pasa B cyTku. Ilo pesynbpraraM KOHTPacTHOI TpPaHCTOPAKa/lbHOI J0-
wieporpaduy — HaaMyye LIYHTUPYIOLIETO KPOBOTOKA CIIpaBa HA/EBO,
BepOsITHee BCETO, BC/IEHCTBIE OTKPBITOIO OBAJIbHOTO OKHA. [laburarpan
3aMeHeH Ha pyuBapokcabaH 15 mr 1 pas B cytku. IIpu ckpuHuHre Ha re-
HeTu4ecKue Mapkepbl TpoMbodunuu u aHTIdOCchOMMIUIHOTO CUHAPO-
Ma (ADC): ren dakropa 7F7:10976 G>A, reH akTUBMPOBaHHOTO daKTopa
13 (¢pubpnnasa) F13A1:103 G>T, ren pubpuHorena 6era FGB: -455 G>A,
reH uMHTerpuHa anbda (rmmkonporens Gpla) ITGA2: 807 C>T, ren me-
TUOHUH cuHTe3a-penykTasel MTRR: 66 A>G, ren unruburtopa dpakropa
mnasmyHoreHa PAI-1: 675 5G>4G, anTuTena Kk 6eta -2- IIMKOMPOTENHY
1, IG G+A+M 93,63 otH.ex./mn (N<20), anTuTena K kKapguonunuuy, IG M
78,05 MPL-En/mn (<12 Ha ¢pone anTMKOArynAHTOB), IG G < 2 MPG-En/mMn
(<12). ®axrop Bunnebpanpma 69% (63,1-117,5), nporenn C 173% (69-115),
cBo6opubIil npoTenH S 108% (70-110), dpaxrop cBeproiBanus VIII 68,2 %
(50-150), AH® — oTpuiaTenbHblii.

YuutsiBad peuupusupytomuii xapakrep TVIA y mauyueHTKM ¢ ogHO-
KpaTHBIM INOBbIIIeHNeM IgM K KapAMOMUIIMHY U MOCTERYIOIUM CHIKe-
HJEM JI0 HM3KOIO3UTVBHBIX 3HA4Y€HNI1, IOBbIIIEHIE CYMMapPHbIX aHTUTEN
K 6eTa-2I7IMKOIIPOTENHY, HOCUTENbCTBO HECKOIBKIX OMMMOP(U3MOB re-
HOB TeéMOCTa3a HM3KOTO TPOMOOT€HHOTO PUCKA, a TaKKe Hamrdre QyHK-
IIVIOHA/IbHO HEaKTVBHOTO OBAJbHOIO OKHA, MICK/TIOYaolee KapamoaMo6o-
mueckuit xapaktep TUA, xnMHMuYeckass KapTMHa MOXeT COOTBETCTBO-
BaTh HeKpuTepuanbHoMy ADC, acconumpoBaHHOMY C HOBOJ KOPOHABM-
pycHoit nH}eKIyeil, B COYeTaHNN C TeHeTYeCKOI TpoMbodumert.
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B nmureparype onmcano okono 100 my61mMKaIuii, CBUAETETbCTBYONINX
x0T 66 06 OTHOKpaTHOM NoOBBIeHNN MapKepoB ADC y 24% malyeHToB
¢ COVID-19. Heo6xoaymbl manbHeie VCCINOBAHUA IS U3YYeHMS
IPVYVH UX BBIABICHNA Y B3aVIMOCBA3M C TPOMOOTIYECKVIMY OCTIOKHEHM -
amu, B T.4. TVIA, y manmenTos, nepenecinx COVID-19.

AHanun3 KIMHUYECKOro cny4vasn
cemeitHoOM popmbl rmnepTpodpuryeckomn
KapguomuonaTtum

Asmopuot:
Bappansan fna Turpanosna
MTIY mm. M.B. JlomonocoBa

Henb nccnegoanust: cpapHenne 9XO-KI' nokasaresneit 1o u nocne CM9,
IIPOBEJEHHOM Y 3 MalleHTOB-POCTBEHHNKOB, HOCUTEIEN My TallM B TeHe
MYBPC3, mna oneHku 3¢ eKTMBHOCTH IPOBOAUMOTO JIEYeHNA.

Martepuasbl U METOIBI UCC/TENOBAHNS: aHA/IN3 UCTOPUIT OOIe3HM AN -
€HTOB, 3axmodeHnit 9XO-KI, pe3ynbTraToB reHeTUYECKIX aHA/IN30B.

[Tpo6annom sBisiercs manuentka C., 1963 roma poxaenusi. [JuarHos:
TeHeTMYeCKN [leMePMVHMPOBaHHAs KapAMOMIONATHs ceMeltHas ¢popma.
Accumerpuynas TKMIT ¢ o6cTpykiuyert BBIHOCAIIETO TPAKTa JI€BOTO XKe-
TyfoYKa.

[Manmentke C., 1963 roga poxpenns, guarHo3 'KMII Buepsble mocTa-
BuM B 1997 rofy, HO Ha3HaYeHHYIO TepanuA nauyeHTka C. He IpUHUMa-
na. 2019 roxg — rocnuranmsanusa B cBsasu ¢ mekomnencanueit XCH (o
maHHbIM OXO, BBIpaKeHHas acMMMeTpU4YHas runeprpodus Mmokappa
JDK, TMIDX 2,9 cM, @B=68%, KpoBOTOK B BBIHOCSIIIEM TpaKTe fo 2,4 M/c
C MaKCUMaJIbHBIM I'PaieHToM 23 MM pT.cT., C[IJIA 63-68 MM pT.CT.)., M-
IVIAaHTaLMs KapauoBeprepa-geduoépumiaropa.2020 rof-HeOZHOKpATHbBIE
CUHKOIIaJIbHble COCTOSIHUSA, CeHTsA0ph 2020- cemTajbHass MUOIKTOMUS
B ycnosusax VIK. CpaBrenne 9XO-KI nmoxkasaraneit o (uroHb 2020) 1 110-
cne CM3 (cents6pp 2020): KIO ymenpmmncs ¢ 100 mn go 60 mi, OB
ymenpumach ¢ 70% mo 59%.
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[Manment C., 1973 ropa poxxaenus, 6par npobanzga. [Iuarnos: rumep-
Tpoduyeckas KapauomuonaTus 6e3 nmpusHakos ooctpykiyy BT u nomno-
ctu JDK, accumerpuunas ¢popma. CocTosiHME TIOCTIe Olepaluy yCTpaHe-
a1 o6cTpykiuy BTJDK mo metoxy Bokepyn ot 06.11.09.

2009 roxg — ycranosnenue pmuarHosa I'KMII, nccedenne MIKII mo
Metopty bokepun.2015 rog-muMmIvaHTanys Kapanoseprepa-geduodpuis-
topa. ITo ganupiM DXO-KTI ot 2009 rozpa (mo nmposepnennoit CM3) KI1O
coctasnan 90 mi, mocne (B guHamuke) — 130 mi1, @B ymeHbIMIach Ha
18% (c 74% mo 56%)

[Taumentka JI., 1966 roma poxxzuenus, cectpa npodanpa. JJuaruos: ru-
neprpoduyeckas Kapayomuonarus o6CcTpykTuBHas ¢opma. 2012 rop-
ycranoBnenne pamarHo3a IKMII (mo pmamnbiM OXO-KI, rpapment Ha
BTJIK 10-12 mm pr. cT. ¢ TommuHoi MJKIT ot 13 o 17 mm.) 2017 rop, —
CenTasbHasi MMOKITOMMS M IIACTMKa MUTpanbHOro KiamaHa. CpaBHe-
Hue nokasareneit 9XO-KTI no nposenennoit CMO u nocre (B AMHaMUKe):
PGmax camusunocs ¢ 109 MM pT.cT. 50 42 MM pT.CT., KIJO ymenbumics co
101 go 70 mn,

Pesynbrarsl 1 06cyxeHNA

[Tocne mposegennsa CMO ynydiraercss KaueCTBO >KM3HM NallyieHTa
(Y manmeHToB yMEHBIIINCD )Ka/I00bl Ha OfBIIIKY, TOBBICU/IACH TOJIEPAHT-
HOCTb K (U3MYeCcKOll Harpyske), yry4dummmch nokasarenu 9XO-KI, cHu-
sucsa puck BCC

3akmoueHme

[TonydeHHble HaHHBIE, aHAIN3 MCTOPUII OO/Ne3HeN ¥ NTUTEpPaTypPHBIX
VICTOYHMKOB, IPMBOJAT K BBIBOZLY O TOM, YTO XMPYPTUUECKIUIT METOJ, /ieue-
HIA OOCTPYKTUBHOI (POPMBI IMIIEPTPOPUIECKOil KapANOMMUOIIATUNIN Ha
CEeTOJHAIIHNUI JeHb B JAHHBIX K/IMHNYECKNX CITy4aeB sAB/IAETCSA Hanboree
3¢ eKTUBHBIM.
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MporHocTuyeckn HebnaronpuAaTHoe TPUO:
ocTpbiv ammeobnactHbiv nenkos, SARS-CoV-2,
Pseudomonas aeruginosa

Asmoput:

Tap6y3oBa Oxcana EBrenneBHa

baxxanoBa Yibsana CepreeBHa

Ammnposa l'anua MnprusosHa

Oranecsan Kapuna ApceHoBHa

[Mepsoiit MI'MY um. VI.M. Cedyenoa Munszapasa Poccun
(CevyeHoBCKMIT YHUBEPCUTET)

Hayunvie pyxosodumenu:

IIparomupenkas Hatanbsa AekcaHZpOBHA — K.M.H., JOIIEHT
[Mepsbiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeuyeHoBCKMIT YHUBEPCUTET)

A6pamoBa AHTOHMHA ApKaJbeBHa — K.M.H.

[Mepspiit MI'MY um. VI.M. Cedyenoa Munspapasa Poccun
(CeveHoBCKMIT YHUBEpPCHUTET)

SARS-CoV-2 — BupycHoe 3aboneBaHue, ¢ KOTOPbIM Bpadl BCETO MMpa
6opIoTCA y)Ke Ha MpOTsDKeHUM ABYX jeT. K coxaneHnio, He Bcerga arta
60opbba 3aKaHYMBAETCA YCIELTHO. .. A MHOTA 60IBHOMY BMeCTe CO CBOMM
JeYalIM BpadoM IPUXOAUTCS NPeofoNeBaTh He/leTKMe VICIIBITaHMS, JIe-
Kalllye Ha YT K BBbI3[JOPOB/IEHNIO.

IMaument V., 22 1. 17.09.21 nepesenen B YKb Ne 4 CeuyeHoBckoro YHu-
BepcuTeTa 13 reMaronorndeckoro oraenennsa Komomenckoit LIPB, rae Ha-
XOIWJICA TI0 IIOBOAY AebioTa ocTporo B-mumdobnactHoro nerikosa (OAK:
Hb 84 r/n, rpombormTsr 39%10A9/71, nevikoruTst 3,31x1079/1 (6macTHbIE
K1eTkn 88,4%), MyHKTaT KOCTHOTO MO3Ta Ma/IOK/IeTOYHBIN, KOCTHBII MO3T
TOTa/IbHO MHGMIBTPUPOBAH 67IaCTHBIMY KJIETKaMU) B CBSI3Y C IIOATBEPXK-
IeHHoi KopoHoBupycHOI nHPpekuueit (SARS-CoV-2 RNA: o6HapyskeHo.
KT OIK: aByXCTOpOHHAA MYIbTU(OKa/NIbHAS MHTEPCTUINMATBHO-0Yaro-
Bas nHeBMoHMA (1o 15%), KT1).

O61bexTuBHO: cocTosgHMe Tskenoe. Temmeparypa 39,50C, Y[
24, carypaumsa 6e3 kmcmopopa 93-94%, ¢ xucnoponom-98%. [lanHble
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naboparopHubix ucciegoannit: Hb 85 r/m, neitkouutst 0,9x10A9/1, Tpom-
601Ut 23x1079/71, aputpornutsi 2,62x10A12/1, CPB 53 mr/n. [Iposepe-
Ho KT OTK. Habnropanace oTpuiiaTenbHas AMHaMuKa — 06beM mopa-
JKeHUs J1erkux fo 40%. borpHOMY HayaTa aHTHMOAKTepyaabHasA Tepanys
nedonepason/cynbbakTam. Taxke IpoOBOAMIACH Tepamys IO IPOTOKO-
ny «OJIJI-2016» (mpegum3onon 60 mMr/mMA2). B moceBe KpoBM BbIAB/ICHA
Pseudomonas aeruginosa, B cBsi3u ¢ 4eM 60/1bHOMY Ha3HauyeHa AB-Tepa-
nus neunuMoOM ¥ aMUKAIMHOM, IPOO/DKEeHA Tepanus IPefHU30II0-
HOM U a/y1ony puHoioM. ITpoBoanics exxefHeBHbII MOHUTOPYHT 001IIero
u 6roxummyeckoro aHanmsos Kposu, CPB, xoarynorpammsl, SpO2. He-
CMOTPA Ha TsDKEIOe COCTOSIHME MalMeHT ObUI HaCTPOEH ONTUMUCTUY-
HO. B cBasu ¢ nosbimennem yposHa CPb mo 114 mr/nm u yxypueHuem
coctosiHus 6onmpHOro (nMuxopagka fo 40,30C) mpoBefeHa KOppeKLMs
AB-tepanuu: 3aMeHa IepunyMa Ha IMMUIEPALVIUINH/Ta300aKTaM B KOM-
6uHanuu ¢ ammkauuaoM. [Ipu xkoutponsaoit KT OKT 27.09.21 — ot-
puLlaTe/IbHAsA OMHAMMKa: IIOpa)KeHMe IMpaBoro jaerkoro 45-50%, meBo-
ro-55-65%, CPB 152 mr/n. IloBTOpHAasA KOppeKusA Tepanuy C 3aMeHO
nuIepayIIMHa/Ta3obakTaMa Ha MepoHeM. [lalMeHT HecKO/MbKO pa3s
IIOJTy4ajl 3aMeCTUTE/IbHYIO FeMOKOMIIOHEHTHYIO TepaIlnio: 3pUTPOLUTap-
HYIO B3BeCb I KOHI[eHTpaT TpoMmbouutoB. Ha ¢oHe nevenns cocrosanume
0O0JIBHOTO YIYYLIVIOCh: HE TMXOPAJUT, TeMOMHAMIYEeCKIIe TI0Ka3aTe/ N
ctabupHbl, SpO2 98%, Hb 100 r/n, neitkoruts 2,1x10A9/1, TpoMbOLIM-
Tbl 124x1079/n. Ilpu xouTponbHoit KT ot 07.10.21 ymeHblIeHNe 06beMa
HopakeHye IPaBoro JIeTKoro o 20%, neBoro — 1o 25-30%, 8.10.21 6p11a
oTMeHeHa ADb-Tepanus. bonpHOI BbINMCAH C peKOMEHIALAMHU IIPOJOTI-
JKeHI JIe4eHN s y TeMaTosIora.

JJaHHBINI KIMHMYECKUIT IpUMep [EeMOHCTPUPYET Caydail coueTaHus
Y OIHOTO TaI[MieHTa HeCKOIbKMX IIPOTHOCTNYECK) Heb/IaronpuaTHbIX 3a-
0o/eBaHMIT, TOTOXKUTETbHBIN MCXOJ, KOTOPBIX CTa/l BO3MOXKEH JIMIIb O1a-
rofiaps afiekBaTHO IOJO0OPaHHOI Tepanyy U BBHICOKOJ KOMIUIA€HTHOCTH
6obHOTO.
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KoBapHasa runepypukemums:
KaK He NPUHATb CUCTEMHYIO CKAepoaepmMuio
3a nogarpy?

Asmoput:

Ipuropsn Cepreit BagecnaBoBuy
CynranoBa Pernna Illamnnesna
baganan [MeitBung BurenoBma
Topokynosa bakreiryn Hyp6exkoBna
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
KnumoBa Anacracusa BayeciaBoBHa
I'BY3 «I'TI Ne 134 [13M»

Ilogarpa sBnAeTcA 4acTOM IATONOTMEN, KOTOpas BCTpedaeTca OT 5 Jio
50 cmyyaes Ha 1000 My>xunH 1 oT 1 5o 9 cnydaes Ha 1000 >xeHmuH. Ofi-
HAKO IPaKTUKYIOIeMy Bpady He0OXOMMO IIOMHUTD O TOM, YTO I'MIIepy-
pUKeMMsI MOXKeT OBbITh BbI3BaHA He TOJIBKO IOATPOIL, HO U CHCTEMHBIMU
3a00/IeBaHIAMY COENVHNUTEIBHOI TKAaHV, B YaCTHOCTYU CUCTEMHOI CKJIe-
ponepMueii. B KIMHMYECKOM ClIydae ONMUCBIBAETCA, KaK BOBpeMA He [U-
arHOCTMPOBAHHAsA JIMMUTHUPOBaHHAsA GopMa CUCTEMHON CKIepOfepMUN
U3-32 TUIIEPYPUKEMUY U IOCTAaHOBKM IMAarHO3a MOAArphl, IpMUBesia K Npo-
TpecCMpOBaHMIO 3a00/IeBaHMA U PA3BUTUIO TAKOTO OCTIOKHEHMA, KaK
HeKpo3 amcranbHoil ¢ananryu I manpua npasoit pyku. [laHHBI Crydaii
IOATBEP>KAaeT BaXHOCTh cOOpa aHaMHe3a 3a00/IeBaHUA M OCMOTPA, IO
CPaBHEHMIO C KOTOPbIM) JaHHBbIE TAOOPATOPHBIX M MHCTPYMEHTA/TbHBIX
MICCTIE[OBaHNI ABJIAIOTCA BTOPUYHBIMIL

C 1978 ropa nanuentka b. (1958 r.p.) oTmMedaeT ob6paTnmoe mobee-
HIe, 3aTeM IOKPACHEHME, TIOCHHEHEe KOHYMKOB TalblieB PYK Ha XOJIO-
Ze, K crenanuctaM He obpamianacs. C 2006 roga ctana otMedaTb 601U
B KOJIEHHBIX CyCTaBaX MEXaHMYECKOTO XapaKTepa M OTEYHOCTb JIMIA.
3umoit 2011 r ycunuauch SNMU30AbI U3MEHEHUs IjBeTa IanblieB PyK Ha
XOJI0fie, IPUCOENVHIICA IUIOTHBIN OTEK roneHeit. Obpamanach K pes-
MAaTOJIOTY II0 MECTY >KUTeNbCTBA (110 6/X aHa/mM3y BBISAB/IEHO IOBBIIIE-
HIle YPOBHA MOYEBON KUCIOTHI 0 599 MMOJIb/N), BBICTABIEH JMATHO3
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nofjarpa, HasHadeHo jedeHue ajmonypunon 100 mr/cytkm. C 2012r.
B 00/1aCT IIPaBOJl KMCTYU B IPOEKLIMM HOI'TeBOIT asaHry 1 manblja pyku
HOSIBUIOCH IITIOTHOE 00pa3oBaHue 60me3HeHHOe pu manbnanuu (60mb-
Has B JOMAIIHVX YC/IOBMAX BCKpbIBaJa JaHHOe 0OpasoBaHye — OTKyja
BBIIIIA NTacToOOpa3Has Macca). B oktabpe 2013 roza mo jaHHOMY 3a-
6oneBaHNIO 0OpATMIACh B XMPYPrU4ecKoe oThe/neHre — Oblia IpousBe-
[leHa oIepanus UCCeYeHMsI OCTeO(dUTOB, BO3HUK MTOCIEOIEePAIOHHBII
Hekpo3. B mexabpe 2013 roga rocnmranusanyus B CTAlMOHAP: AMArHO3
CCJ, xpounyeckoe Tedenne, CREST cunppoM, cyxoit HeKpo3 AMCTaNb-
Hoit pananry I manpia pyku. Biepssie rocinranusnposaHsa B VIHCTUTYT
peBmarosnoruu B okTsa6pe 2014 r.: CPb 6.7 mr/n, ALIA — 51, AH®-hep-
2 1/640 centr, ®B 70 %, CIJIA 33 MM pr.cT. locnuTtanusanus B OKTA-
6pe 2015r.: mpu o6¢cnenoBanuu CPB 1,4 mr/n, CKJI — 0.1 Ro, La — 0.1,
PHII- 70 — 46, ALIA — 64,9, ®B 73 %, CIJJIA 48 mm pT.cT. Ilo faHHBIM
KT OTK — IlneBpoanukanbHble CIaliKy ¥ HE3HAYUTEIbHOE YIITIOTHEHE
MEXZO0TbKOBOT'0 MHTEPCTULNA B BEPXHUX OT/I€/1axX IETKNX, HEPaBHOMeEP-
Hasl MHeBMarTm3anys 6asanbHbIX OTHenoB. Havara Tepamms IiakBeHU-
nom 400 mr B ieHb. foctimranusanus B Hosg6pe 2016 r: COD 10 mm/u CPb
1,6 mr/n, AITA — 66, ®B 71 %, CIIJIA 39 MM pr.cT. IlocnepgHsas rocnura-
mmsanusa 11.2017 r: AITA — 46,6, AH®-hep-2 1/640 centr, 9XO — KT
OB 66 %, CIJIA 35 MM PT.CT., IPOBOAUIOCH JIedeHMe: MEKCUMIOT, aKTO-
BeruH. [Ipogomkena Tepannsa nnaksenunoM. locnutanusanus B VIP Ho-
s6pp 2020 r.: CO3 13 mm/4 CPB 1,6 mr/n, ALIA — 61,2, ®B 66 %, CIIJIA
40 MM pT.CT.

B HacTosIee BpeMs MalMeHTKAa OTMe4YaeT OAbIIIKY NPy MOAbeMe Ha
1 aTaxx, U3MeHeHe 1[BeTa KucTell Ha xonofe. [lepebou B paboTe ceppiia,
y4alleHHOe ceppleOueHne. bonmy B KOJEHHBIX CycTaBax, I/IEYEBBIX CY-
CTaBax, Ta300epeHHBIX CyCcTaBax Ipy Xoabbe ¥ B HouHOe Bpems. [ocnu-
TanusuposaHa B 4 orgenenuu HVV pesmaTtonornu nmenn B.A. Hacono-
BOI1 ¢ focToBepHbIM fuarHo3oM: CCJlI, mumutupoBaHHas gopma.

3a BpeMs TOCIIMTATN3ALIMN IIPOIIJIA TOJIHOE 00CTIeIOBaHMe, BBIAB/ICHBI
nMMyHonorndeckye Hapymenusa (AH®-hep-2 1/1280 centr. AITA «+»),
nosbinienne CPB (12,4). B HacTosiee BpeMs 10 JaHHBIM IIPOBELEHHOTO
obcnenoBanys 1 KnuHM4eckoi kapTuHbl CCJl peKoMeH/I0BaHO IIPOROTI-
KUTh HAYATYI0 TepPalnio, YCWINTh COCYAUCTYIO TePaNnio TOOAaBUTD CUI-
meHadwun B jo3e 25 MT B [IeHb.
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KnuHuueckoe HabnoaeHmne naymeHTa
¢ UHPEKUMOHHbIM 3HAO0KapautTom (13)
B nepuoa naHgemuun COVID 19:
npo6aembl Nno3gHen ANarHOCTUKMU

M nepuonepalMoHHOro BeaeHun

Asmoput:
I'yposa Vipuna Imutpuesna
PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:
IIpaBpiox Haranpsa IpuropbeBHa — K.M.H., JOLIEHT
PHVMY um. H.J. IInuporosa

ITanyenTka Y., 38 neT., HOMOX0341IKa, MaTh 3-X fieTell, IPENbABIIAECT JKa-
70651 Ha HeOPMIbHYIO TMXOPAZIKY, 60/Ib ¥ MpUITyXaHNe B IPaBOM Tpy-
mpyHO-KmounyHoM cycraBe (I'KC), ¢ orpaHudeHneM [BUKEHUsA BEpXHeN
KOHEYHOCTI.

B nexabpe 2020 roga nepeHecia anmoIIeKCUIO IMYHMKA U IMAaTHOCTU -
YeCKYIO JIaapOCKOINI0 Ha poHe 6ecCHMITOMHOI HOBOJ KOPOHOBMPYC-
Holl nHexuym. B mapte 2021 r. rocnintanusuposana B [KB Ne 81 o mo-
BOJly y3/10BaTOii 9pUTEMbI Ha KOXKe TO/leHell U TMXopajku. B urone-aBry-
cTe penyuBBEL MMxopanku fo 39°C ¢ 03HOOaMM, UCKITI0YaIach MHPEKIV
COVID-19, npunuMana aHTUOMOTUKM C YACTUIHBIM ITOJIOXKUTETbHBIM
ap¢exrom. B aBrycre npu OxoKI BbIABIeHa MUTpaTbHASA PeTypruTanysa
(MP) 3 cremeHm, yIJIOTHeHMe 3ajiHell CTBOPKM MUTPAJIbHOIO KJIallaHa
(MK), nponanc B nonocts JIII fo 9 Mm. B okTs16pe Ha doHe muxopasn-
KJ TIPUCOeAVHIIACh 00/Ib B IIPABOM IJIEYE€BOM CYCTaBe C Mppagualmen
B LIIEI0 U OTPaHNYeHeM JiBVDKeHMit. AMOynaTopHo aHemus (Hb go 98 r/n),
tpom6boruronenus 40*109/1, CPB 68 mr/n. Ilo maHHBIM CTepHa/IbHOM
OYHKUMM — MaKpOLWTAapHas aHeMUs, BTOPUYHAs TPOMOOLMTOIEHMNA.
17.10.2021 xoHCYynbTHMpOBaHA Ha Kadenpe GaKyIbTeTCKON Tepaluy VM.
AJI. Hecreposa. IIpu ocMoTpe cocTosiHNe cpemHell TskecTu. KoXXHbIN
IIOKPOB O/IeTHBIIT, Ha KOXKe Oefiep ¥ ro/ieHell eIV HUYHbIe CTPYINMPOBaH-
Hble IleTeXManbHble BhIChIanus. [lepudepuyecknx orekos HeT. [Tepude-
pudeckue nmuMdaTndecKyie y3ibl He yBenndeHsl. [leurypanys u peskas
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6onesHeHHOCTb npy manbnanyy npasoro 'KC. B meitHoM oTgmene mo-
3BOHOYHMKA pasrubaHye, HAKIIOHBI YMEPEeHHO OTpaHMYeHBI 13-3a OOIM.
Jlpyrue cycTaBbl He U3MEHEHBI. B nerkux gpixaHue Be3UKy/IApHOE, XpU-
noB HeT. YJIIT 16 B munyTy. IIpu ayckynpraumum cepgua B 1 Touke I Ton
ocabIeH, TaHCUCTONMNYECKIIL IITYM C Mppafifaliyiell B JIeBYIO IIOAMbIIIeY-
Hy10 o6mactb. Purm npaswibnbii. YCC 78 B muH. AJl 110/80 MM pT. CT.
Ileyenp u ceneseHka He yBenuueHbl. Pu3Monorndeckye OTIPABICHUS
B HOpMe.

ITo ganubIM Ox0KI mofgospeHue Ha BereTauuio Jo 14 MM/OTpPBIB XOPAbL
B mpoexuuu nepepHeit ceopku MK. MP 3-4 ctenenn. AopTajbHBbI Kia-
IaH 2-CTBOPYATHIIT, KOMICCYPBI criastHbl. pakiyst Beiopoca B 61%. JTabo-
paropHo anemus (Hb 109 r/n), neviko-, rpom6oruronenus, CO 15 m/4ac,
AH® 1:160, kpamuaToe cBedeHme. BoicTaBieH guarsos: VIHQeKuMoHHbII
9H/IOKapANT, BTOPMYHBIN ¢ n1oKanu3anueir Ha MK, nogocrporo tedyeHus.
MP 3-4 creneHu. BpoXOeHHBIVI JBYCTBOPYATBHINI aOPTA/IbHBIN KIIAIlaH.
Aprpur npaBoro I'KC (mmnorennsiit xapaktep?). XCH 1 ct. [unoxpomuas
aHeMusA. PekoMeH/joBaHa cpoYHasA TOCIIUTANM3ALA 1A TOATBEPKIEHUA
IMar"osa u nedenus V9, yTouHeHusA XapaKTepa apTpUTa U UCKIIOYEHN
CHCTEMHOI KpacHoit BomyaHky. OJHaKO AMarHOCTUpPOBaHHAsA MH(eKIMs
COVID-19 (ITLIP+) 3apepxana CpOKM TOCHUTAIU3ALNN U ONEPATUBHO-
ro BmenrarenbcTsa. 01.11.2021 rocnuranmsuposana 8 HMUIL CCX nm.
A H. bakynesa, rae moaTBepKeH auarsos V19, BoisBaHHbI S.epidermidis,
¢ nepdopanueir crBopku MK, MP 4 cT., BBIIIOTHEHO 9HZONIPOTE3NPOBa-
Hre MK. B nocneonepalinoHHOM Nepuofe pasBUICA NePUKaPANOTOMHBII
CUHJIPOM, HOTPeOOBaBIINIT Ha3HAYEHVSI KOPTUKOCTEPOUIOB, SIBIEHNS ap-
TPUTA perpeccupoBamy Ha GoHe aHTUOVOTUKOTEPATINI.

3aknoyeHue:

O6c¢nenoBaHye MaNVEeHTOB C PeLVBYPYIOLIel IMXOPaAKOil B IePUOJ
nangemyy COVID-19 akieHTMpPOBAaHO Ha BBIABICHUN BUPYCHON MH(eEK-
1y, Bepudukanys >xe 6akTepuanbHON MHQEKINM ¢ BBICOKMM PUCKOM
IS )KU3HU, 0c00eHHO VIO, sAB/IsieTCsl HeTOCTaTOYHON, YTO YCYTybsieT He-
OMaronpuATHBIN IPOrHO3. BefieHre faHHO MAIeHTKY ObUIO 3aTPY/IHEHO
BCJIEICTBUY NIPUCOEAVHEHNsT KOPOHABUPYCHOI MH(EKIUYM B Ipeonepa-
IIVIOHHOM TIepMofie U BIVSHMS Ha HeO/IaronoTyYHbIil OC/IeoNnepalyioH-
HBIl NIepyUof, MOTPeOOBABIINII UMMYHOCYIIPECCHBHON Tepaluy 1 Ipo-
JIOHTaIMM Kypca aHTMOMOTIKOB.
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MHPEKLUNOHHbIN 3HAOKapAUT —
TPYAHDbI ANArHO3 Y NALMEHTKW,
rocnUTanM3npPoOBaHHOMN C NoAO03peHnem
Ha MEXaHUYECKYIO XKenTyxy

AsmopuL:

Kamennesa Hatanusa AnekcangpoBHa
AdanacpeBa Maprapura AHpeeBHa
VcaeBa Anekcangpa MakciMOBHa
IIponnna Haranss IOpbeBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
Kapnosa Huna IOpseBHa — 1.M.H., mpodeccop
PHVIMY um. H.W. IIuporosa

Vudexunonnstit sugokapaut (19) — 3aboneBaHme ¢ BHICOKOI JIeTa/Ib-
HOCTBIO U «TPYHBIM AVAarHO30M». DTO CBA3AHO C MOMMMOP(U3MOM KTV -
HUYeCKOI KapTuHBI VI3, 1 BBICOKOJ YacTOTOI BHeCEpAeUHbIX IIpOsBIIe-
HIIT, 00YCTIOB/IEHHBIX KapAMOT€HHBIMY 3MOOMMAMY, IMMYHOKOMIIIEKC-
HBIMJ Me€XaHV3MaMI VIM CUCTEMHBIM BOCIIa/JIEHUEM.

Mp1 HabmIoaMM ManyueHTKy 60 et, KoTopas Obll1a SKCTPEHHO TOCIN-
Ta/lN3MPOBaHa C INOJO3peHMEeM Ha MeXaHMYecKylo >kenTyxy. Cobparb
IIO/THBIV aHaMHe3 OBUIO TPY/IHO B CBSA3M CO CIIYyTAHHOCTHIO CO3HAHUA Ia-
neHTKN. Co C/I0B POACTBEHHNKOB B TeUeHNe TOfla y Hee HaO/IofaInch
3MM307bl XENTYLUHOCTI KOXI C 3yfioM. IloceHme HeCKONMbKO MecALeB
OHa >KIJIA OfJHA Ha Jiade, 3a 2 HA [0 IIOCTYIUIEHN IIepecTana BhIXOOUTD
Ha CBs3b, HajileHa POACTBEHHUKaMM B O€CCO3HATEIbHOM COCTOSHMUU.
[Tpn moucke B eAMHO MeAUILMHCKON NMH(POPMALMOHHO-aHATTUTIYECKOI
cucteme EMMAC yrouneno, uyro B 2006 rofy nepeHecsia MacT3KTOMUIO
crpasa 1 4 Kypca XMMMOTEPAIINN B CBA3U C paKoM, a B 2012 romy MacTaK-
TOMMIO CTIEBA B CBA3M C KapLIMHOCAPKOMOJ MOTIOYHOJ >Ke/le3bl; B aHAIN3€
KpoBu B 2021 rofly 0TMe4asoch NOBBIILICHNE YPOBHA OMIMpyOMHa 1 Ie-
nouHoN ¢ocdaraspl. [Ipy moctymneHun coctosiHue GOIBHON OBUIO TH-
XKenbIM, Habmogamich auxopanka (1o 39 C) ¢ 03HOOOM, XEeNTYLUIHOCTD
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KOXI U CKJIep, pacdechl U IreMOpparnyeckue BBICHINIAHNUA; B aHAIM3aX
KpOBU — JIE/KOLUTO3, YMEepPEHHOe IOBbIIlIeHNe YPOBHA TpaHCAaMMHA3,
NOBBIIIEH)Ee YPOBHA OwIMpybmHa, meno4Hoit ¢ocdarasbl, u ppyrue
IPU3HAKM XOJIeCTaTMYeCKOro cuHApoMa. Kpome TOro, 3amomo3peHo
OCTpOe HapylleHue Mo3rosoro kposoo6pammenus. [Ipu KT BbraieHs!
MHO)XeCTBEeHHbIe TPOMO0IMOOIIYeCcKIe TOpaXKeHns:: MHPAPKT cene3eH-
K1, MHGAPKT IIPaBOIl MOYKY, UIleMUdecKuit MHCYIbT. [Ipn nanbHelimem
00CTIe[oBaHMY MeXaHWYeCKas >KeATyXa ObUIa MCKII0YeHa ¥ 10 Pe3yiib-
TaTaM OMOICUM IeYeHUM ObUI JUArHOCTMPOBAaH ayTOMMYHHbII (AMA
TIOJIOXKVTE/IbHBIN) TIepBUYHBIN OVMIMApHbIL Xo/ecTas. B cBA3u ¢ MHOXe-
CTBEHHBIMM CCTeMHBIMU 3MOOIMAMY U ayCKY/IbTaLlMel] CUCTOMNYECKOTO
IIyMa Ha BepXyIIKe Cep/ilia y HalMeHTKM C IMXOPaJKOil OBUI 3aII0[j03peH
V3. ItoT fuarHos 6wt moaTBepXk/eH 1o gaHHbIM JXoKI' (kpymHas Be-
retagusa 3,0x1,4x1,0 cM Ha MUTpa/ZbHOM KiallaHe; MUTpajbHasA PEryp-
ruTanys 2-3 crerneHu), npyu 6AaKTepUOIOrNIeCKOM MCCTIeTOBAHUYN KPOBU
OIHOKPATHO IIO/Ty4eH POCT 30JI0TUCTOro cradmnokokka. HecmoTps Ha
Tepanmio aHTUOMOTUKAMM Y OOJIBHON COXPaHSICSA BBICOKMII PUCK Kap-
IMOTeHHBIX TPOMO0IMOO/NIT (KPYITHAsA BereTauys, He YMEHbIIAIOMAAC]
B pasMepe HeCMOTPs Ha IIOBTOPHBIE TPOMO0IMOO/INIM), YTO paccMaTpu-
BaeTCs KaK [I0Ka3aHMe K paHHeMY Xupyprudeckomy nedenuto V9. Onna-
KO B CBSI3U C BBICOKMM OIIEPAI[MIOHHBIM PMCKOM KapAUOXUPYprudecKoe
JedeHNe He NMPOBOAWIOCh. Ha deTBepToOil Hefiesle edeHNsI BO3HUK IIO-
BTOPHBIII MIIeMIYeCKMIT MHCY/IBT C TeMOPpParndeckoit TpanchopMarueit,
CTaBLINII IPUYMHOI JIETAIBHOTO MICXOfA.

Cny4ait ;eMOHCTpUpPYeT TPYAHOCTD AuarHoCcTuKu V9 B ycnoBusax co-
YeTAaHHOJ NMATO/NOTUM ¥ MaHM(ecTanuy ¢ BHECEPACYHbIX IIPOSABJICHNII,
OOYCTIOBTIEHHBIX KapAuMosMOOMMAMM; ¥ YKa3blBaeT Ha BBICOKMIT PUCK
KapJVOTeHHBIX TPOMO0IMOOMNITI IPY COXPAaHEHUNU KPYIIHON BereTaliy
Ha MUTPAJIbHOM KJ/IallaHe, HeCMOTPs Ha Tepanuio aHTUOMOTUKAMIU.
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KnuHuyeckum cnyyait renapuH-MHAYLUPOBAHHOMU
TpombouutoneHMmn Ha GpoHe TeuyeHunsn
COVID-19 y OHKONIOTMYECKOM NaLNEeHTKH

Asmoput:
MacnénkoBa Enena BaneppreBna
PHVIMY um. H.W. Iluporosa

Hayunvte pyxosooumenu:

Bopo6beB Anekcanap BUKTOpOBUY — K.M.H., JOI[€HT
Ilepsoiit MI'MY um. MI.M. CeuenoBa Munsgapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

TemapuH-nHpynupoBanHas tpombouuronenns ([MT) — penkoe nm-
MYHOOIIOCP€IOBAaHHOE TUIIEPKOATY/IALVMOHHOE COCTOSIHUE, XapaKTepu-
3yloleecss TUIEPIPOAYKIMel aHTUTENT K TPOMOOLUTApHOMY (aKkTopy
4 (T®4) u remapuny. [T pasBuBaeTcs B CBS3Y € UCIIOIb30BAHVEM Tella-
PVHA U IIPOSAB/IAETCS TPOMOOLMTOIIEHVIEN], B HEKOTOPBIX C/Ty4asX OCTIOX-
HEHHOJ TPOMO030M.

[TanmenTKa 62 ropa, MOCTYHWIA B KIMHMKY C JKao0aMy Ha CYXOI
Kallle/lb, OfIBIIIKY IpY MMHMMAJIbHOM Harpyske, 1mxopanky po 37,6°C B
TeyeHye 2 fHeil. Ha ocHOBaHMM pe3y/nbTaToOB TaOOPATOPHBIX M MHCTPY-
MEHT/IbHBIX JMCC/IeJOBaHUII ObUI ycTaHOB/IEH amarHo3: «KoponaBupyc-
Has nHpekunsa (COVID-19), ABYXCTOPOHHAA MONMMCErMEeHTapHasl ITHEeB-
moHusa (KT-2)». ConmyrcrByrommit auaraos: «Pak saudnukos IB crapum
(T1BMONO)». ITpoBenena Tepamms: Puamunosup 250 mr 3 p/cyr., 6y-
npocden 400 mr 2 p/cyT., Knapurpommunsu 500 mr 1 p/cyt., Omenpason
20 mr 2 p/cyT., [excamerazon B/B 12 mr. [l npodumaktuku TpoM60-
TUYECKUX OCTIOKHEHMIT HasHaueH JHokcamapuH Hatpusa 4000 anTH-Xa
ME 2 p/cyT., B ganpHelileM B CBA3Y C HapacTaHueM ypoBHA [l-mumepa
(2784 ur/mn) fosa ysenmndena go 8000 antu-Xa ME 2 p/cyt. Ha 6-e cyTkn
HalVeHTKa OblIa IepeBeieHa B OT/ie/IeHVIe MHTeHCUBHOI Tepann. [1o pe-
3ynbTaraM jaabopaTopHoro mccienoBanus (ysemndenne yposHs CPD,
ycuieHye M o-/IeiiKOIIeHY, TTOsIBIeHVe TPOMOOIMTONIEHNN) 331100~
3pEHO Pa3BUTHE «TPOMOOTHYECKOTrO IMITOPMa», yposeHb VJI-6 cocTaBumn
73,2 nr/mi, B/B BBefeH Tommuuayma6 400 mr. Ha 7 cyTku Ha ocHOBaHMMK

188

CEKLIVA «TEPATIVISI»

HapacTaHus TpoMmbouyronenny (87 ThIC/MKII), IOBBIIIEHNs YPOBHS aH-
TUTEN K KOMIUIEKCY rernapyuH-T®4 o 4,78 En/mn (Hopma menee 1,00 En/
m1) ycraHoBneHa [VIT. DHokcanapyH HaTpus ObII OTMEHEH, Ha3HA4eHO
BBefleHne PoHpanapunykca B fose 5 mr n/k 1 p/cyr. Ilpu nposegennn
YIBTPa3ByKOBOJ HomIUIeporpadguy BeH HIDKHMX KOHEYHOCTENl OTMede-
HBI IIPU3HAKY OCTPOTO OKKTIO3UPYIOLIEro TpoMO03a IOAKOIEHHOI BEHbI
cripaBa. [TosBunnch reMmopparndeckue msATHA Ha IJIevax, JIONAaTKax, u 6o-
KOBOJI IIOBEPXHOCTH Tejla. B CBA3M ¢ HapacTaHueM ObIXaTE€IbHOM HEZO-
CTaTOYHOCTM IAIVIEHTKa OblIa IepeBefjeHa Ha ICKYCCTBEHHYIO BEHTUIISA-
1o nerkux. Ha 9 cyTku oTMeueHO pasBuUTHE OCTPOIL CepAeYHO-/IeTOYHOI
HE[OCTaTOYHOCTY, IPOBOJMIMbIE peaHUMALMOHHbIE MEPOIPUATIs ObUIN
Hea(P(PeKTUBHBL

I nanuentos ¢ COVID-19 xapakTepHO BO3HUKHOBEHME HapyIleHNs
KOATYJIALIVY, 4TO ITpeAIIonaraeT MCIo/Ib30BaHMe HU3KOMOIEKY/IAPHOTO Te-
napuHa. Yactora BosHukHoBeHus I'MT y maunentos ¢ COVID-19 B xpu-
TUYECKOM COCTOSHMM COCTaB/AeT 2,2%, Ipy 9TOM y 63% ITalleHTOB pas-
BUBAKOTCA TPOMOOIMOOmITIecKre ocokHeHnA. OHKONIOrMYecKye Tary-
eHTHI nMelT Oonee Tsxenoe tedyeHe COVID-19, B cBA3M ¢ yeM MOBBIIIA-
eTcsa puck passutus [UT.

[Manmentam ¢ COVID-19, nonyyaroumyM HU3KOMOIEKY/IAPHBII remna-
PVH, HeoOXoayMa AMHaMIYecKas OljeHKa ypoBHs Tpombonuros. HecBo-
eBpeMeHHas auarHoctuka I'MT MoxxeT IpUBOAUTD K JIeTaIbHOMY MICXOZLY.
Takum 06pa3oM, BaXHO Y4MTHIBATh BO3MOKHOCTb passutus [UT, tak
KaK 9TO MOXXeT IIOTPe6OBaTh KOPPEKINI TepaInu.
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KpacHbi1 nnockuit amwai, COVID-19
U genpeccua: NCMXoCcoMaTUYeCcKue B3aumocCBA3un
(kNnuHUYecKum cnyuai)

Asmopot:

MuxaiinoBa Mapuana BragumupoBHa (MOI0H0IT yI€eHBII)
[Mepsbiit MI'MY nm. VI.M. CeyenoBa Munsppasa Poccun
(CeueHOBCKUIT YHUBEPCUTET)

Hayunvie pykosooumenu:

Cuapckas Enena CepreeBHa — i.M.H., mpodeccop
[Mepbrit MI'MY um. VI.M. CeyenoBa Munszpasa Poccun
(CeueHOBCKUIT YHUBEPCUTET)

Hopoxenok Virops IOpbeBUY — K.M.H., JOIIEHT
Iepspiit MI'MY um. I.M. CedyenoBa Mun3sgpasa Poccun
(CedyeHOBCKUIT YHUBEPCUTET)

Hay4nblit IeHTp ICUXNYECKOTO 3/J0POBbs

IMTanmenTtka T. 38 neT, 9KOHOMMUCT, 3aMy>XeM, 2 [eTel. O6paTI/IHaCb C Xa-
no6amy Ha OOLIMPHOE MOpaKeH)e KOXKY TYTOBUIIA, KOHEYHOCTEI, 3.
B anamHese kpacubii mrockuit aumain (KITJI) B TedeHuu mnocnemHero
rofia, HaXo[u/ach B peMuccuy. BricbimaHus NOSABUINUCD BHOBD Uepe3 He-
CKOJIBKO JIHeJl II0C/Ie BO3HMKHOBEHMS IMXOPAIKM, KAlllJid ¥ HefloMora-
HIIS, TOTZA JKe OblIa [UarHocTupoBaHa jerkas creneib COVID-19.

Ocmotp pepmatonora: IlopakeHue KOXM HOCUT MHOXXECTBEHHBIN
paclpocTpaHeHHbII XpOHMYECKUII BOCHaIUTENbHBIN XapakTep. [Ipeu-
MYIIEeCTBEHHO IIPEeICTAB/IEHO Ha KOXKe TY/IOBUIA, BEPXHUX U HIDKHUX
KOHEYHOCTEI MEIKMMM, IIOCKUMY, (UOTEeTOBBIMY, IIOTUTOHAIBHBIMI,
3YIAIMMM ITaIyiaMy 1 6amkamy. Ha cIsucThIX OIoCTy pTa euHY-
Hble TaIly/Ie3Hble BBICBINMAHUA. Typrop u a1MacTUYHOCTb KOXKM COOTBET-
CTBYIOT Bo3pacrty. [lepmorpa¢usM po3oBblii CTOVKMIL. VIHAEKC gepMaTo-
norudeckoro kadectsa xxusuu (JUMKK) — 22 6ama.

BupycHas nndexnusa Obl1a pacijeHeHa HaMy KaK TPUITEP B ITaTOTeHe-
3e pellAMBa ilepMaTos3a. Y NalMeHTKY OTMeYaeTCs IICUXONATOIOTMYeCKU
OTATOLEHHDbIV aHAMHe3: CYULN/IbI y Ipajiefia U y fefia 0 AMHUM OTLa,
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penpeccus y matepu. [lanmenTka B 33 rofia BepBble IIepeHeC/Ia 3aTsK-
HOE COCTOSIHNE C IIOIaB/IeHHOCTbIO, 6€3paZloCTHOCTDIO, MIHCOMHUEIL, Tpe-
BOTOI1 O 3J0POBbE, MACCUBHOM COMAaTO-BEre€TaTUBHOM CHMMIITOMAaTUKOIL.
B anpesne 2020, B ycl1oBMAX IaHAEMNUM, BHOBb CTOMKO CHU3M/IOCh HACTPO-
eHue. Ha aTom ¢oHe oT™MeTIIa ITOABICHNe eHIYHBIX CI€TKA 3YIALINX
BBICHIIIAHNI Ha CIIM3MCTOM IIOJIOCTH PTa, 3aT€M Ha KOXKe TOJIeHel, KUCTAX
U 3anAcTbAX. bein guarnoctuposan KIDI. ITomyunna fBa Kypca ropmo-
HaJIBHOJI Tepanmy ¢ KpaTKOCPOYHBIM 3¢ PeKkToM.

B aBrycre 2020 3a6onena COVID-19 (IILIP+) ¢ xaunutem, TemMIiepary-
poit, HO 6e3 TsKenbIX ocnokHeHmit. Jleunnack Ha fomy. Ha mecroit ieHb
HOABUIACH PACIIPOCTPAHEHHbIE YMEPEHHO 3YAAIIME BBICBITAHUA U Tpe-
BOI'a I10 IIOBOAY KOcMeTndeckoro fedexta. Ilocme nsBectus o 3agepixke
C rocnMTanu3anyeil B KOKHYI KIVMHMKY 3yA NMpHOOpen HecTepIuMBbLil
MYYUTEIbHBINI XapaKTep M IMPOMAO/DKAJICA elle B Te4eHMe HEeCKOJIbKUX
OHell B CTallJIOHAape, HECMOTPsI Ha Tepalllio CTepOUTaMIL.

Ilcuxocomarnuecknii craryc: IlouecpiBaeT kuctu pyk. sKamyercsa Ha
HOfIaBJIEeHHOCTD, 0€3pafloCTHOCTD, CHVDKEHME KOHLIEHTPALNM, HaBsI34YN-
BBIl caMOaHa/IN3, TPEBOTy o OyxmymieM, 6ecconnnny. OTMedaeT HecTep-
VMBI 3y[, C JKeTaHMeM pacdecarb, pasofpaTb KOXXY B MeCTaX BBICHI-
IIaHKUII B BeYyepHee BpeM:A M IIpM 3MOLMOHAJIbHBIX Harpyskax. Kpaiine
00eCIIoKOeHa «YPOAYIOIIMMU» MOPAKEHUAMN KOXMU, paclpoCcTpaHeHue
KOTOPBIX CBA3bIBaeT ¢ nepeHecenHoiM COVID-19.

O6c¢yxpaeHne

Craryc ompepenseTcss TPEBOXHOI Jlelpeccyeil ¢ aMIINpUIMPOBaH-
HBIM 3YJJOM ¥ HO30T€HHBIM COIMO(POOMYeCKMM KOMIUIEKCOM Y MAIVIeHT-
KI1 C OTATOIIEeHHBIM ap(eKTUBHLIM aHaMHe30M. [[MarHos ncuxmarpuye-
CKUIL: pEKypPEeHTHOE JIeIIPEeCCUBHOE PAcCTPONCTBO. JlenpeccUBHBIN 31I1-
30[, CpefiHell TAXKeCTU C COMaTUYeCKUMU CUMIITOMaMM.

I[Tepsoie npusnaku KITJI 3admkcupoBaHbl B 1eprof; peKyppeHTHOI! Jie-
IIpeccuyl, CIIPOBOLVIPOBAHHO ITT0OATbHBIM HEraTVBHBIM BO3JEiICTBIEM
nangemun COVID-19. MaccuBHOe pacnpocTpaHeHNe KOXXHOTO IIpolec-
ca C YMEepEHHBIM 3Y[JOM BBIAB/ISIETCS HAa POHE HEOCTIOKHEHHOTO TeYeHMs
COVID-19. AMnmmnduumupoBaHHbBI KOXKHBIN 3y, PasBUICA B paMKax
Jenpeccuy IICUXOTEHHO B IOCTKOBVJIHBIV Iepuoj ¥ ObII YCIIEIHO KY-
NVPOBAH IPYU IOAKIIOYEHUM NcuxodapMakoTepanuy 1 MCUXOTePanu.
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BolaBrieHHBIE K/IMHMYECKME B3aMMOCBA3M YKa3bIBAalOT Ha Hajuyye Kak
BpPEMEHHOI, TaK ¥ CMHApoManbHOi koMopouaHoctu KIIJI, COVID-19
U JeTIpeccui, YTO MO3BOJAET CYLIeCTBEHHO ONTUMU3MPOBATh OKa3aHUe
MeJUIIMHCKOJ ITOMOIIY Ha OCHOBE KOMIUIEKCHOTO IICMXOCOMATU4YeCKOTO
HOZIXOfa.

A6gomuHaNbHLIN Ty6EepKynes noa Mmackou
KapuMHOMaTO3a 6pIOLINHbI

AsmopuL:
Mopososa Exarepuna iropesna
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
MenexoB Anekcanap BceBonomoBuy — J.M.H., JOLEHT
HMMNII JIPL]

Tybepkynes ocTaeTcsi aKTyaJabHON COLMANbHOI IPOOIEMOII COBpeMeH-
HOV MeuIVHBL. Poccus BXOOUT B TPOJKY CTpaH ¢ HanOO/IbIINM PACIIpo-
cTpaHeHMeM Tybepkyrnesa. BHemerounsie popmbl TyOepKynesa, HepenKo
IpoTeKalye ¢ HeclelnpnIecKoil KINHUKOI, B TOM 4KC/Ie C JJIUTENb-
HOJI TMXOPaJKO¥i, SIB/IAIOTCS Hanbonee TPYAHO AMATHOCTUPYEMbIMU.

[Tanment H. 48 ner, B mione 2015 I. TOCTYNNII B OT/ie/IeHME C >Kanoba-
MM Ha IIOBBILIIEHJE TeMIlepaTypsl Tena 1o 39 C, nepuopndeckye HOIIe
00711 B KOJIEHHBIX CYCTaBaXx, IOXy/laHMe, C1a00CTh.

[ToBbIIeHNE TeMIIepaTypbl OTMeYaeT B TeYeHMe ITOTYTO/ia, B Ja/IbHell-
IeM MPYCOERAMHMINCH CMaboCTh M 60NN B KOJMEHHBIX cycTaBax. [Ipuem
amokcuiuHa 6e3 adpdexra. B suBape 2015 npu ob6cnegoBaHuM B CTa-
IIVIOHape BBIAB/ICHA YMEPEHHas TellaTOCIICHOMerals, TeHepaln3oBaH-
Hasl 9K3aHTeMa, HOPMOXPOMHasi aHeMUs JIETKOI cTereHN. [IpoBeneHs! Te-
¢TI Ha TH(O-1apaTndo3HyIo IpymIry, KuiledyHble MH(pekunn, 6pyuernes,
6oppemnos — orpunarenpuble. IXO-KI, 9T'1IC, komonockomnus, MPT ro-
JIOBHOTO MO3Ta He BbISBVIY IPUYMHBI TxopafKu. CTepHaIbHask TyHKIVS
IPU3HAKOB IATOTOIMYEeCKOTO0 KPOBETBOpPeHMs He BbIABMIA. CHUTyalys
TPaKTOBalach Kak “AneHoBupycHas mHpekunsa. Tokcupmepmus. AHemus
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HesICHOTO reHe3a.. HecMOTpsI Ha IOBTOpHBIE KYPChl aHTUOAKTEPHATbHON
Tepanmy coxpaHsnach GpeOpuabHas MMXOpajiKa HEePaBUIbHOTO TUIIA, 03-
HOOBI, CYXOJ1 Kallle/lb, apTPaITM) Ha BBICOTE JIMXOPAZIKM, SIU30L OCTPOI
KpanuBHMIBL. KpaTKkoBpeMeHHOe yaydlleHne CaMOIyBCTBI OTMEYAIoCh
TO/BbKO B IEepMOAbI MPYMEHEHNUA ITIOKOKOPTUKOCTeponsioB. Macca Tema
CHu3mIach Ha 12 kr. IIpy ocMOTpe OTMedYeHO yBemdeH e >KUBOTa B 00b-
eMe 3a CYeT acIuTa.

B anHanmmse KpoBM: aHeMUSA CpefHENl CTENEeHU TsDKeCTH (reMoIIo-
OMH-76 /1), nevikonenus (nerKouuThI-2.7¥109/1), moBbIIeHNe OCTpOda-
30BbIX moKasaresneit (CO3 57 mm/4ac, C-peakTuBHbIi 6emok 188.1 Mr/i),
peBmaroupHblit dakrop-65.2 en/mn. IIKT< 0,5 vr/mn. Mukpockonmde-
CKOe MCCIefiOBaHMe TOICTON KAl Ha Ma/IApUI0O — OTPUIIATe/IbHO. PeHT-
reHorpadus KM1CTel, KOJIEHHBIX CYCTaBOB: IPOABJIEHNS apTPO3a.

POA, IICA, CA-19-9, 72-4 B fnania3oHe HOPMa/IbHBIX 3Ha4YeHMil. Pes-
MAaTOJIOTOM VICK/TIOUeHbI CHCTeMHbIe 3a00meBaHNs, MHPEKIVIOHNCTOM —
MHQEKIVIOHHbIE I ITapa3uTapHbIe.

[Tpu MPT opraHoB OpIONIHOI [TOTOCTY KapTHHA KapIHOMaTo3a Opro-
IIMHBI, aCOUTA, I'eIIaTOCIIVIEHOMET a/InN, }'II/[M(baJIeHOHaTI/H/I.

ITpoBeneHa gMarHOCTMYECKAs! TATAPOCKOINSA, KaPTMHA KapIITHOMATO-
3a 6pIOIlII/IHbI C HEYCTAHOBJ/IEHHBbIM IIEPBUYHBIM O49aroM. HPI/I TUCTOJIOIn!-
9eCKOM MCC/IeOBaHNI OHOTO 13 00pa3oBaHMil OPIOIIMHBI OOHAPYKEHBI
TPaHyJIEMBI C Ka3€03HBIM HEKPO30M B IJeHTpe, CBUIETETbCTBYIOLIVE O TY-
OepKyIe3HO STUOIOTUM OPA>KEHMSL.

[Tocne xoHCynbTalMy GTU3MATPa YCTAHOB/IEH AMArHO3: AGIOMMHAIIb-
HbII1 TYOepkyné3, MBT(-) c mopakeHneM BHY TPUOPIOLIHBIX TMM(OY3IIOB,
OpromyHbL. ACIUT. AHeMMsI XPOHMYECKOTro 3a00/IeBaHMsI CpefiHeil CTelle-
HY TSDKECTIL.

Jlna panpHeitelt IpOTUBOTYOEPKY/Ie3HON Tepalyy NalyeHT ObUI Ie-
peBefieH B OT/ie/IeHye abJOMIHAIbHOTO TYOepKyésa.

JlaHHBI KIMHWYECKUII CTydail JeMOHCTPUPYET CIOXHOCTU audde-
PEHLMATBHOTO JIMaTHO3a JIMXOPaJKM HEsACHOTO TeHe3a VI BHETETOYHBIX
¢dbopm Tybepkyesa.
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AopTanbHbIii NOPOK cepaua U HapyLueHue
aTPUOBEHTPUKYNIAPHOI NPOBOAUMOCTU
Yy NauUeHTKn ¢ cuHapomom [layHa 59 net

Asmoput:

Hryewn JIyan Txanb (MOIORO0II y4eHbIiT)
Vinpuna Tatbana CepreeBHa
ToxmaxoBa EBrenns Cepreesna
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
Pesnuxk Enena BragumupoBHa — [.M.H., JOLIEHT
PHVIMY um. H.W. IIuporosa

Cunpgpom [layHa oOyc/noBJIeH Hanu4yeM [OIOMHUTENIbHON KOINUM
21 XpoMOCOMBI B TeHOMe YesioBeKa. BpoxxieHHble mopoku ceppua (BIIC)
BCcTpedarTca y 40-50% HOBOPOXKIEHHBIX ¢ cMHApoMOM JlayHa, OC/IOX-
HAIOTCA JIETOYHO TMIIEPTEH3MEN, HAPYIIEHNAMY PUTMa U IIPOBOAVIMO-
CTU ¥ ABJIAITCA OCHOBHOV IPMYMHONM CMEPTY B IEPBBIE 1B IOfa XKN3-
HI. [TprobpeTeHHBIE CepHeYHO-COCYAMCThIE 3a00/IeBaHNA Y B3POC/IBIX
¢ cungpomoM JlayHa ONMCHIBAIOTCA peXKe, Cpefy HUX — IPOJIANC MU-
TPaZbHOTO K/IallaHa M aopTanbHasA peryprutanysa. CpegHasa Ipogo/Ku-
TEbHOCTD >XU3HM Yy JIofiell ¢ cuHgpoMoM JlayHa cocTaisier 50-57 et
B CIIA, cratuctudeckue gaHuble 1o PP orcyrcrsymor. IlokasaHo, uro
Y B3POCTBIX C CMH/IpOMOM JlayHa peKo pasBMBaEeTCA aT€POCK/IEPO3, ap-
TepuanbHas TUIIEPTeH3Ns U uieMmndeckas 6onesus ceppua (MIBC), uro
00BACHIETCS CBEPXIKCIpeccuell 3alUTHBIX (AKTOPOB 3a CYET TeHOB,
PpacnoIoXeHHBIX B 21 xpoMmocoMe. [IpuBeneH KIMHNYECKUI cIydail ma-
IIVIEHTKY ¢ CMHApoMoM [layHa 59 jieT, y KOTOpoit pa3BuUICS IpuoOpeTeH-
HBIl IOPOK CepAla, TsKeIble HapyIIeHNs IPOBOAMMOCTY, IIPUBEAIINE
K JIeTaTbHOMY VICXOTY.

B oTpenenme KappuopeaHuMManuy IIOCTYNWIA TAlMEeHTKa 59 jer
C KPUTMYECKMM MCTOILEHVEM VICTOYHMKA NUTaHNA 3NIEKTPOKaAPANOCTH-
mynaropa (9KC). IIpn moctymrennn koma I, Ko)KHbIe TOKPOBBI Oref-
Hble, OTEKV TrojieHel u crom. Yucino abixaHnuit 5 B 1 munyry. Ilposene-
Ha MHTyOauMs Tpaxey, HayaTa MCCKYCTBEHHas BEHTM/IALMUSA JIETKUX.
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A3bIk 4ncThlil, yBenudeH B pasmepe. [leuenp yBenmdueHa Ha 3 cM, cuM-
ITOM “TONOBBI MeRy3bl. ApTepuanbHOE JlaBlIeHNe He OIpefeseTcs.
[Tpn mocrynmneHuy pasBuINCh NpucTynsl Mopranbpu-Apnamca-Crokca
Ha (OHe IIONMHOI aTPUOBEHTPUKY/IApHOIL (AB) 61okansl ¢ maysamn o
15 cexynp, YCC 12-20 B MuHYTy. B aHaMHe3e y NMalMeHTKN AarHo-
ctupoBanbl VIBC: cTeHOKapaNs HaNpsDKEHMsI, XPOHUYECKast CepieaHast
HepoctaTtogHocTh II B, III ®OK, xponnueckuit nuenonedpput, XBII C4,
nuppo3 nedenu knacc B mo Yaing-Ilsio (9 6amios). B 2013 roxgy BbI-
nonHeHa uMmmnantauysas OKC no nmosogy AB 6mokapsr II-1II cremenm.
B 2017 ropgy mpoBofieH MeTa/IIOOCTEOCHHTE3 110 IIOBOALY 3aKPBITOTO IIe-
penoma neBoit 6egpernoit koctu. [Ipu foo6cneoBanNy BbIABIEHA HOP-
MoxpoMHas HopMmonuTapHas anemus (Hb 84 r/m, 1111 0,86), neitkorutos
12*¥109/n, ACT 65 mmonb/n, KOK 1890 ME/n, KOK-MB 111,5 ME/n,
JIAT 986 ME/n, moueBuHa 41,4 MMOnb/7, KpeaTMHUH 274 MKMOJIB/T,
CK® 16 mn/mun/1,73m2, rmokosa 12,2 mmons/n, CPB 189 mr/n, [I-mu-
Mep 5849 Mkr/n, anbbymmu 32 r/n. Ilpy KoMnbioTepHOIT ToMorpapun
TOJIOBHOTO MO3Ta JJaHHBIX 33 OCTPOe HapyIIeH)e MO3TOBOI0 KpOBOObOpa-
I[eHNs He BbIABIEHO. [Ipu peHTreHorpaduy OpraHoB IPYZHON KI€TKM
BBISIBJIEH IBYXCTOPOHHUII ruapoTopakc. ITo maHHbIM 9X0oKapauorpadun,
KOPEeHb aO0pTHl YIUIOTHEH, KaJIbI[MHMPOBAH, Ka/lbLIMHO3 A0PTA/TbHOTO
KJIallaHa ¢ TpajueHToM 33/17 MM PT. CT. M HELOCTAaTOYHOCTH 1 cTelleHu
(KONMMYecTBO CTBOPOK JJOCTOBEPHO HE OIpeJeseTcs), IPOJIAIC Mepe-
Hell CTBOPK) MUTPA/IbHOTO KJIallaHa [0 2 MM, TMIepTpopusa MUOKapaa
nesoro xenygouka (JIXK, rommumua MOKII n 3apneit crenku JDK B gna-
crony 11 Mm), Aunaranus aeBoro npepcepans (43 M, 74 mi), ppakuns
BpI6poca JIDK 50%, HeOonmbIIoil BBIIOT B MepUKAPAMAAbHON HONOCTH,
CUCTONMNYECKOe JaB/ieHNe B 1ero4Hol aprepun 30 MM pT. cT. [Tannent-
Ke nmposefieHa 3amMeHa JKC. HecMoTps Ha NpoBefeHHYIO Tepaluio, Ha
8 IeHb roclmTanM3aluy 3aperucTpupoBaHa HeaPppeKTUBHAS Kapayo-
CTUMYJIALVS, aCUCTONNSI, PeaHMMalMOHHbIe Meponpusatus 6e3 apdex-
Ta, KOHCTaTMPOBaHa OMOIOTMYeCKasi CMEPTh.

Taxum 06pasoM, MPOJOIKUTENBHOCTD JKM3HY MAILIEHTOB C CUHAPO-
MoM [layHa pacTeT, 4YTO NPUBOAMUT K TOMY, YTO STY IMAIVIEHTHI JJOXKUBa-
I0T 10 B3POC/IOTO COCTOSHMA ¥ MaHu(ecTauy NpuoOpeTeHHbIX cepaed-
HO-COCY[IUCTBIX 3aborneBaHuil. VIX cBOeBpeMeHHas KOPPEKLMS MOXKET
CII0COOCTBOBATD Y/TYYIIEHNIO IPOTHO3A.
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PepKaa npuumnHa renatomeranum

Asmoput:
O6mpenkoB Pycnan HukomaeBua
PHVIMY um. H.J. IIuporosa

Hayunvie pyxosodumernu:
MenexoB Anexkcanap BceBonogoBu4 — i.M.H., JOIEHT
HMUII JIP1T

[ManmenTka H.,75 neT, rocnuranusupoBaHa ¢ )anobamy Ha Iepuopmnde-
CKYIO HOIOILIYIO 60/Ib Pas/IMTOro XapakTepa B XUBOTe 0e3 CBA3Y C IpMe-
MOM NIy, 001y ¢1aboCcTh. VI3BeCTHO, 4TO 3a MeCAILl 10 9TOTO, IPOXO-
IVIa JIe4eHMe B CTAIVIOHApe B CBA3M C IIepefo3MPOBKOIl MeVIKaMeHTaMI
(mogpo6HOCTM Hem3BecTHBI). [lnarHo3 mpy Beinucke “KapayampHblil nyp-
po3 nevenu kiacc B mo Yariny [Tp10”, oHaKO HM KapTHUHBI 3aCTOSI 10 OOJIb-
IIOMY KPYTy KPOBOOOpAIIeHNs, HY K/IAaCCUYECKNX IPOSIBIEHNI IMppo3a
He 6Ob1710. JlabopaTopHble IOKa3aTe/y P BBIINCKe: reMorobuH 105 1/,
nevikoruTsl 10,6¥109/1, Tpomboumthl 521*109/71; obumit 6enok 501/,
kpearyHuH 89Mkmons/1, ACT 59 En/n, 06mmit 6mnupy6ous 4,7 MKMONb/ T,
MapKepbl BYPYCHBIX TellaTUTOB OTpULATe/IbHbL. TybepKynes OTpuIaer.
JnutenpHOe yrorpebneHne KopBanana B aHaMHese. COIyTCTBYIOIME 3a-
6oneBanns: VIBC: Crabunbnas creHokapaus 2K, INoctunudapKTHBIMI
Kapauockiepos (VM B 2015 u 2016 rr). [unepronnyeckas 60e3Hb 3 cra-
muu, 3 crenenu (gocturnyras 1 crenens), puck 4. XCH 1 @K ,2a cragns.
CaxapHublit uabeT 2 Tuma.

[nnepcrenndeckoro TenocnoxeHns. Ko>xHple HOKpOBBI, BUMIMbIE CIN-
3MCThle HOPMaJIbHOM OKPACKM 1 BIXXHOCTI.OTEKOB, ChINM HeT. J]bIxaHne
Be3UKY/ApHOe, XpunoB HeT. Tonbl cepaua npurnymensl, YCC 72 yu/MuH,
AJl 100/70 MM.pT.CT. AA3bIK YMCTBII, BIAXKHBIN. JKMBOT MATKNII ITPY MTaJIb-
Hanyy yMepeHHO 00/Ie3HEHHBIIT BO BCEX OT/e/Nax. BripaykeHHas renaroMe-
ranus (pasmepsl nedenu 1o Kypnosy 21,5*23%*19,5 cm). CKIOHHOCTb K 3a-
nopam.HeBpornorndyeckue 0co6€HHOCTM: AUCTaNbHAs CEHCO-MOTOpPHAs
TIO/IMHEBPOIIATVsI HYDKHIX KOHEUHOCTEIN.

JTabopaTopro BbIpaxkeHHbIT xonectas (III® 800 E/n, ITT 395,5 E/n)
0e3 moBbllIeHNs obmero 6ummpyomHa (16,8 MKM/I), He3HAUUTEIBHO
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BoIpaxeHHble uTonu3 (ACT 50,6 E/n, AJIT 29,4 E/n) u runokoarynauns
(MHO 1,31). ITpu Y3/ opraHoB OpIOLIHOIL TOTIOCTY pa3Mep HeYeHy rerna-
TOMeTa/NA MPEUMYIIEeCTBEHHO 3a CUEeT JIeBOI 107U, BHYTPUIIeY€HOYHbIE
JKII He paciIMpeHbl,reaTMKOX0/Ie0X He BU3yanu3upyeTcs,ceNie3eHKa He
yBe/IM4eHa, CBOOOITHOII >KUIKOCTY, OYaroBbIX 0Opa3oBaHNIl B OPIOIIHOI
nonocty He o6HapyxeHo.Ilpu OI'JIC pacmmpenns BeH NNIIEBOJA He BBI-
SBJIEHO, TaCTPOAYOLieHNUT. [Ipu3HaKOB Ie4eHOYHOIT 3HIIedaNTonaTu HeT
(Tect cBS3M UMCeN).

ITpoBenen puddepeHUMaNbHBII AMAarHO3 BBIPAKEHHOI TelaToMe-
ramun. VickmioueH ayToMMMYyHHHBI rematuT (AT K MMTOXOHApUAM,
LKM-1, LC-1, Sla/lp e obnapysxenst). [Ipu MCKT 6promurHoit momoctu
C KOHTPACTHBIM yCUJIEHMEM T'ellaTOCII/IeHOMeTan s, IPU3HaKU LIUPPOTH-
4ecKoJi TpaHchopManyy NeYeHy ¢ HapylleHeM BeHO3HOTO KPOBOCHA0-
JKEHUS B CYCTeMe BOPOTHOI BEHBI U CO CTOPOHBI COOCTBEHHO IeYeHOY-
HBIX BEH.

Bplna BBINONTHEHAa NYHKIMOHHAA Oyoncus redenn. OTMedaeTcs Mac-
cuBHOe fudQy3HOe 3aMelleHMe VHTEPCTULVN TOMOTEHHBIMM 903MHO-
GWIBHBIMM MacCaMM, CTEHKM COCYZOB IIOPTa/IbHBIX TPAKTOB YTO/IIIEHBI 32
CYeT 3aMelleHNs aHAJIOTYHBIMY MacCcaMiy, CPefyl KOTOPBIX OTMEYaloTCsA
TSDKY aTPOGUYHBIX TeIaTOLUTOB C IPU3HAKaMy 3epHUCTOI JUCTPOPUM
B LIATOIUIa3Me, IIOPTa/IbHbIe TPAKTHI C/IETKa PacIIupeHsl, Gpudpo3upoBa-
HBI, B HUX OTMeYaeTcs C1aboBbIpakeHHasA MMMQONHAA NHPUIbTPALA.
ITpn oxpacke KoHro-poT Ha ammaonsi — ormevaercs audgysHoe okpa-
IIVBaHNe 303VHOPIIIBHBIX MacC.

AMunonpos — NaTONOTMYECKUII NPOLECC,0XBAaThIBAIOIINIL CIEKTP
3ab0/eBaHNIl, BO3HMKAIOUINX B pe3y/lbTaTe BHEKJIETOYHOTO OTIOXe-
HYA GuOpMIIApHOro aMmnongHoro 6enka . IIpy aToM B mmpoiecc MoXxeT
BOBJIEKATbCs JII000JI OpraH M3OMMPOBAHHO WV B COYETAHUU C JIPYTU-
MU OpraHamy, NPOABIAKINICA B BUJLE 0YaroBOTrO, OIYXOJIE€BUJHO-
ro Wiy MHQUIBTPaTMBHOTrO Iporecca.JJaHHBIl Cydail IpefcTaBIAeT
co00JT TpOsIB/IeHNE TelaTOMerannu , KOTopas 00YCIOBIeHa TOBOJIBHO
penKo BCTpevawlnyuMcs 3aboeBaHueM Kak AMMIOU03 IE€YeHN, @ ero
M30/mMpoBaHHas GopMa IpeACcTaB/IAeT elle OONbUIYI0 TPYAHOCTD B Jya-
THOCTUKE.
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AHrnocapKkoma nepegHein CTBOPKHM
MUTPaNbHOrO KNanaHa

Asmoput:

Pay:xeBa Banentuna IlaBmoBHa
IOnseB Axmen

Komo6osa Haranbs AHgpeeBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosooumenu:
Koxopun BaneHTuH AnekcaHZpOBNY — K.M.H., JOL[EHT
PHUMY um. H.J. IInporosa

OnucaH KIMHMYECKUIT Cay4all MalMeHTa C aHTMOCapKOMOI IepefHelt
CTBOPKM MMUTPAJIBHOTO KJIAIlaHA, OCIAOXKHUBIIENCSA OCTPONl CepheyHON
HeJJOCTaTOYHOCTbI0. PacronnoyxeHne pefkoil 3/10KaueCTBEHHON OIyXOJu
B HETUIIMYHOM MeCTe, CTAOM/IbHOE COCTOsIHME OOBHOTO IOC/IE MPOBe-
IEeHHOTO XMPYPIUYeCKOTo ledeHNs] — (PaKTOPbI, KOTOPBIE HAI0T BO3MOX-
HOCTb IIOCTaBUTb [MAarHo3 «MMKCOMa JIeBOro Ipencepinsi». VIHTepecHO
OTMETUTD, YTO MUKCOMA SABJISIETCS JOOPOKaueCTBEHHO OITYXO/bIO CO 3HA-
YYTEeIbHO MEHDIINM, 110 CTATUCTVIKE, IPOLIeHTOM JIeTa/IbHOTO cxopa. Tem
He MeHee, 10 pe3ynbTaTaM HeCKONbKUX IPOBEIEHHBIX IMCTONOTMYECKUX
VICCTIE[IOBAHNIT — OITyX0JIb Manofu¢ depeHIpoBaHHAA Y 37T0Ka4eCTBEH-
Has, IPOpacTaeT U3 SHJOTENS COCYJOB, YTO TOBOPUT O HOJee arpeccuB-
HOM 3a00/IeBaHNM, C BBICOKOJ JIETA/IBHOCTBIO 1 00jIee payKaIbHBIM JIe-
YeHeM.
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Cnyvaii KomopbugHocTu
NP CUCTEMHOI KPaCHOM BO/IYaHKe

Asmopuot:

PomanoBa Mapus: VIropeBHa (MOnoao0ii y4eHbIN)
A6pamuenko AHHa BareHTMHOBHA

Ceprenuena Enena IennagbeBHa

PHVIMY um. H.W. Iluporosa

Hayunvie pyxosooumenu:

Kucenesmu Onbra KoncraHTMHOBHA — K.M.H., IOIIEHT
PHVMY um. H.J. IInporosa

IOcy6oBa AuHa HukonmaeBHa — K.M.H., JOI[€HT
PHUMY um. H.J. IInporosa

Cucremnas kpacHas Bomuanka (CKB) —ayToummyHHOe 3a60neBaHne co-
€VIHUTE/IbHOM TKaHY C MIMPOKNUM CIEKTPOM KIMHUYECKUX NPOSABIECHNUIL.
MHorue acneKThI €ro IaToreHesa Bee ellle HesCHBL.

[Manuentka T., 50 neT. IlepeBeneHa U3 peBMaTONIOTMYECKOTO OTHENe-
HYSL YHMBEPCUTETCKOIT KyHmdeckoi 6onpauie Ne 1 @TAOY BO Ilepsbiit
MI'MY um. VI.M. CeyenoaB HMV ¢prusnony1bMOHONIOTNIIC AMATHO30M:
CucreMHasa KpacHas BO/NTYaHKAa XPOHMYECKOTO TeYEHUs C IOPaKeHU-
em ITHC, cycraBoB, reMaTonorn4ecKuMy HapylIeHUsAMM, BOTIaHOYHBII
HepUT JIUTENbHO JIe4YeHHas] KOPTUKOCTEPOUAAMU ¥ LIUTOCTATUKAMIU.
®H2. CrepoupHblit Tybepkynes merkux (BK+).

B 15 neT ycTaHOBIIEH [MarHO3 CUCTEMHOV KpacHOV Bom4aHKky. Ha mpo-
TsSDKeHUM Bcell 6oe3Hu Haxoautcs Ha tepamvu [KC.

B HOs16pe 2020 y manyeHTKY BbIsB/ICHA BUPYCHAs THEBMOHM S, aCCOLIM-
MpOBaHHAas C HOBOJI KOPOHABMPYCHOIT nHGpeKnueit. Becroit 2021 y maru-
€HTK) AMATHOCTMPOBAIN MIIEeMWYECKNII MHCYIBT. Bo BpeMsa mpoxoxpe-
HYs nedeHns 1o nosoxy nHcynbra Ha KT OT'K B yierkux Opi1y BbIsABIEHDI
M3MeHeHsI, pacuieHeHHble Kak mHeBMoHus. Jleunnu ABIIC]] 6e3 momx-
Horo 3¢ dekra.

B aBrycre Haxopmtach Ha peabymranyionHoM nedenny, Ha KT OT'K —
06beMHOe 0Opa3oBaHye KOPH:A JIEBOIO JIETKOTO C IPEUMYIeCTBEHHBIM
HOpa’KeHMeM CerMeHTapHBIX 6poHxoB S1, S2. OTpuiaTenbHas AMHAMMKA
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o cpaBHeHmIo ¢ npepbipymmy KT OI'K (4 mec Hasax) B Bujie OSB/ICHNS
KPYIIHOI 30HBI MHQW/IBTPALUY B BEpXHEI J0/Ie IeBOTO JIETKOTO 1 IBYCTO-
POHHMMU oyaramyu OpPOHXOI€HHOJ JucceMuHaLuyu. B cBsasu ¢ orpuma-
tenpHOI guHaMuKoit Ha KT OI'K rocnmranmusuposana B YKB 1, rme npu
noo6cnenosanuy 6ni1a Beisineda MBT B BAJL.

Ina panbheiimero nedeHus nepesefera 8 HMMUIL OIIM. AxTuBHbBIX
anob He MpembsBIIsIA.

BrictaBrien guarsos: VIHQUIbTpaTUBHBIN TyOepKyné3 BepxHel Jomm
neBoro nérkoro B gase obcemenenuss, MBT(+) 1 TV.

Ho ¢one nmpoBopmmoit tepanuu CKB HazHaueHo nedenme mo 1 PXT:
M30HMAa3Nf, pudaMInnyH, 3TaMOyToN, MMpasuHamuy. Passumach Bbpa-
JKeHHasl c1aboCTb, MOBBILIEHNE TEMIIEPATYPhI K0 Cy6deOpmnpHbIX 1ndp,
HeliTpoduies, numdornenns, yckopeaaue COI.

IIpu xoutponbaOM KT OT'K uepes mecan o Havasna neverus ITTII ot-
Meyaslach OTpMIATe/TbHAA JUHAMIKA B BUJe MOSAB/IEHNA HOBBIX MHOXe-
CTBEHHBIX 0YaroB ¢ 00eMX CTOPOH I10 BCeM JIETOYHBIM 1o/M. YKamo6sr Ha
THIOBBIIICHVE TEMIIEPATYPhI Tea 10 Cy6(heOprIbHBIX 1P, BBIPAKEHHYIO
CmaboCTb.

OrpunarenpHas KT-kapTuHa ABMIACh CIeACTBYEM B3aMMOJEVICTBISA
6asucuoit Teparnu CKB ¢ mpoTuBoTy6epKynesHbIMM IpenapaTamu. Pu-
(¢baMIMIVH, BCTYIUB BO B3aMIMOJEVICTBYIE C METHUIIIPEJHI30/IOHOM, IIpef-
HOJIOKUTENbHO CHU3WI KOHLIEHTPAINIO MTOCTIeHero, YTO IMPUBENOo K Jie-
komneHcaiuu CKB.

YunuteiBasg JeKapCTBEHHOE B3aMMOJECTBYEe MeTUIIpPeJHNU30/I0HA
u pudaMnuIyHa, IPUHATO pelleHye OTMEHUTb pupaMIMLINH U IPO-
momkuth nedenne mo 4PXT ¢ mosTamHbIM HasHaYeHMEM IIperaparoB
VI IPeVIMYILIeCTBEHHBIM ITapeHTepaTbHbIMBBeEIeHIEM.: OeJaKBU/IVH, JIU-
He30/IMJ, 1eBO(IOKCALIMH, TEPUSUIOH. B CBA3M ¢ BBICOKUM PUCKOM pas-
BUTHA TeIaTOTOKCMYEKMX PeAKINI, TUAPOKCUXIOPOXUH pellleHO TaK XKe
OTMEHMNTb.

Ha ¢one nopobpanHOI Tepanyy OTMeYaeTCs MOMOXKUTENbHAs JIVHA-
MUKa B BIJie HOpMa/IM3aliy TeMIIepaTypbl, IOsABIeHe alllIeTUTa, YMEHb-
eHMs c1aboCTu.

Taxum obpasom,

— MALMEeHTHI, JJINTeIbHO MIPYHMMAIOIINE TOPMOHAIbHYIO Tepaluio, BXO-

IAT B IPYIITY pUCKa II0 Pa3BUTHUIO TybOepKyresa.
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— HeCMOTPs1 Ha JIeKapCTBEHHYI0 4yBCTBUTENbHOCTh MBT K mpoTuBoTY-
OepKyJ/Ie3HBbIM IIperaparaM IIepBOro psjia MOATBEPXKEHHYI0 METOLOM
[I1IP, 66110 IPMHATO pellleHNe U3MEHUTD TEPATINIO B CBA3M C Pa3BUTH-
eM TIOOOYHBIX PeaKInil.

— TIPOJIOIKUTENbHOE MCIIONb30BaHNe OOMBIIOro KOMMYeCcTBa Ipernapa-
TOB, PACCMATPUBAETCSA KaK (PaKTOp PYUCKA PasBUTUA OCTIOKHEHNUI.

- HalMeHTaM M3 IPYIII pyUcKa TpebyeTcss 0coOblll MOAX0f K MpoduIax-
THUKe TybepKyiesa.

.D,MaI'HOCTM‘-IECKMﬁ «NyTb»: OT NTHEBMOHUU
A0 MUKPOCKOMNMUYEeCKOoro noJInaHrmmTa

AsmopuL:
CeBocThaHoBa CtanucnaBa CepreeBHa
PHVIMY um. H.W. IIuporosa

Hayunvie pyxosodumenu:
MenexoB Anexkcanap BceBonogoBu4 — i.M.H., JOLEHT
HMUII JIPIT

Muxkpockonmdecknii monuanruut BxoguT B rpynny ANCA-acconmnmpo-
BAaHHBIX BACKY/IUTOB U AABJIAAETCA OJJHO M3 IPUYMH JIETOYHO-IIOYE€YHOTO
cuHzpoMa, auddepeHIaTbHO-AMAaTHOCTUYECKIIT OUCK IPU KOTOPOM
HepefIKO COIIPSKEH C OIpefleIeHHbIMIU CTIOXXHOCTAMI.

[Tanmentka T., 61 rom, rocnuranusupoBana 10.01 ¢ xamobamu Ha
HOCOBBIE KPOBOTEUYEHMsI, KpPOBOXapKaHbe, cyodeOpumuTeT u c1abocTs.
[nutenbHO HabMIOAANACh ¢ AUAarHO30M «bpoHXO9KTaTMYeCKas 60/Ie3Hb.
XOBbJI», mony4ana aHTMOAKTEPUATBHYIO ¥ MYKOUTUYECKYIO TEPAINIo,
HO Ma/JIONpPOAYKTUBHBIN Kalllelb COXpaHsAncA. [laHHOe yXyplleHue co-
CTOsIHVA OBIIO pacljeHeHO KaK 000CTpeHye OCHOBHOTO 3a00/IeBaHusA, Ha
¢dboHe KOTOPOro pasBM/IACh [BYCTOPOHHAA CyOTOTaNbHasA ITHEBMOHNA,
BoLaBieHHasA npu KT OI'K B genb noctynnennsa. HasHaueHHBIN Kypc KOM-
OVHMPOBaHHOI aHTHOAKTEPUATIBHOI, MYKOTUTUYECKOI, Ie3MHTOKCHKA-
IIMIOHHOI1, TeMOCTaTN4YeCKOI Tepanuu 6b11 HeaddeKkTHBeH — HapacTaa
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IHeBMOHNYeCKasd MHQWIbTpALuA, SABJIEHUS NIBIXaTeTbHON HEHZOCTa-
touHocTu. IlepeBenena B OPUT, Havatel Tpancdysum spurpoumrtap-
HOJI B3BeCH, Iepe/BaHMe CBEXKe3aMOPOXKEHHO I/Ia3Mbl, IMMYHO3a-
MecTuTenbHasA Tepanus. [locme crabummsanyy COCTOAHMS NalVEHT-
Ka B CBA3MU C TaOOPATOPHBIMU IIPM3HAKAMM OCTPOTO HePUTUIECKOTO
cuHApoMa (B ChIBOpOTKe KpoBu: MoueBuna — 10 Mmonb/n, MoueBas
kucnora — 335 MmxM/n, Kpeatnann — 204 mxM/n; B OAM: YmenbHas
nnoTHOCTh — 1006 r/11, benok — 0,77 /1, Jletikountsl — 22 B 11/3p, Ipu-
TPOLMTHI M3M. — 50B I1/3p) KOHCY/IbTUPOBaHa Hedposnorom. [Iposenena
muddepeHLMaabHas AUATHOCTUKA MEXAY CUCTEMHBIMM BAaCKY/IUTaMU
IJ1A YCTAaHOBJIEHNUA NPUYMHBI PAasBUTHA JTE€TOYHO-TIOYEYHOTO CUHJPO-
Ma. B pesynpTaTe aHanm3a MMERMMXCA KIMHNYECKNUX CBeJIeHNUI U TIa-
TEJIBHOTO MMMYHO/IOTMYECKOTO 00C/IeJOBaHNs OTCYTCTBOBA/IM JaHHBIE
o Haymuuu cuHapoma Iygnacyepa (AT xk BMK — otpui.), kprorno6y-
nuHeMyn (Kpuorno6ynmHsl — oTpuil.), IgA-Backynura (IgA B mpegmenax
HOpMBI), rpaHynemaro3a Berenepa (c-ANCA — otpuu.), CKB (AHA
Hep-2 — otpui.); HO 6pUtM ob6Hapyxkennl p-ANCA. Begymasa ponb
B YTOYHEHVM IPUPOAbI 3ab0neBaHusA IpUHAIeKana Hedppobduoncny,
KOTOpas ¥ IMOATBepAMIA JUArHO3 MMKPOCKONMYECKOTO IONIMAHTUUTA.
Hauat kypc mynbc-tepanum MetuanpenansononoM. Ha ¢one neyenns
K/IMHMYeCKasd KapTUHA THeBMOHUY pa3pelnIach, OTMEYaIoCh ylIydle-
HIIe TT0Ka3aTenell GyHKumu rnodex. 10.02 B yIOBIeTBOPUTENBHOM COCTO-
SAHNU TTAl[MeHTKa OblIa BBIIIMCAHA I10J] HAaO/MI0fieH e TepalleBTa, Iy/IbMO-
Hojora 1 Hedporora.

Hecnennguyeckue ocobeHHOCTH, pa3HOOOpas3ye KIMHNIECKUX IPO-
ABJIEHUI U IOIMOPraHHOCTD nopakeHna ANCA-accouMnpoBaHHbIX Ba-
CKYINTOB MOTYT IPUBOAMUTb K TPYSHOCTAM B JUArHOCTHKE, OCOOEHHO
PV HAJIMYMY CONMYTCTBYIOUINX, CXOKIX 110 KIMHNYECKO! KapTHHe, 3a-
6oneBaHMil. ITO MOATBEPK/AaeT JAHHBIN KIMHINYECKWIT CTy4ail, TeMOH-
CTPUPYIOLINIT HEMPOCTOM AMArHOCTUYECKUI «IIyTh». IlepBoHavanbHO,
aHaMHe3 U KIMHUYecKas KapTyHa 3a00/1eBaHMsl YK/IaJbIBaIVICh B paMKI
AMarHo3a IMHeBMOHMM Ha oHe 060CTpeHMs] OPOHXOIKTATUYECKOIT 60-
nesHu u XODBJI, ocnoxxHeHHOI pellAVBUPYIOIIVMY TETOYHBIMY KPOBOT-
edeHnAMM. OHaKO HedPPEeKTMBHOCTDh CTAHAAPTHON Tepanuy u nabo-
paTopHbIe NaHHBIE 3a MTOYEUHYIO AMC(HYHKLMIO, CBUJETE/TbCTBOBABIIINE
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O PasBUTUA JIETOYHO-TIOYEYHOTO CUHAPOMA, MO3BOMUINA KIMHULICTAM
IpefIONOKUTh HaJIuMe CCTeMHOTO BacKY/INTa, MpoBecTy auddepeH-
MATbHYI0 AUATHOCTUKY, MOATBEPAUTH AUAaTrHO3 MUKPOCKOIMUYECKOTO
IO/IMAHTUNUTA Y CBOEBPEMEHHO HadaTb 3¢ (HeKTUBHYIO TepaInio.

MauueHT c HoBO KOpPOHaBUpPYCHO MHPEKUUen
COVID-19, coctoaBwMMcA NULLLEBOAHbIM
KpoBOTe4YeHnem, NpoTe3npoBaHHbIM
MUTPaNbHbIM KNanaHOM U NapOKCU3MabHOM
dopmoit pubpunnauum npeacepauin:

MeXXAy KpoBoTeueHuem n Tpombo3om

Asmoput:
Ckospas IlaBen AnoBuY
MI'MCY um AWM. EBgokumoBa

Hayunvie pyxosodumenu:

ApameBa Tarpsina BragumupoBHa — [.M.H., mpogeccop
MI'MCY um A.VI. EBpokuMoBa

KocTtiokeBnu Onbra ViropeBHa — K.M.H.

MI'MCY um AWM. EBgokumoBa

Koarynonatus, passusaromasics y 6onpapix HKV COVID 19, aBnsercs
OHMM 13 Hambosiee TAKENMbIX MPOABIEHNUI JaHHOTO 3aboneBannsA. Oco-
Oble TPYZHOCTM BbI3bIBaeT jnedeHue manmenTos ¢ HKV u HegaBHMMU Kpo-
BOTEYEHMAMM B aHAMHE3e, T.K. IO HACTOAIIETO BPEMEHM, COIJIACHO [aH-
HBIM MEJVIMHCKON JTUTEepaTypbl, €AVHDBINA aJITOPUTM OLIEHKU PpUCKa IIO-
BTOPHBIX KPOBOTEUYEHMII 1 BbIOOpa aHTMKOAry/IaHTHOI Tepamuu (AKT)
Y JAHHOJ KaTeropuu OObHBIX He pa3paboTaH.

Bonbuoit K., 54 net, 01.11.2021 IIOCTYIIVI B MH(l)eKuMOHHbHZ CTalNo-
Hap KI'Bb Ne 1 ¢ »xamo6aMu Ha MTHCIIMPATOPHYIO OfBIIIKY TP XOfb0e, CyXoit
Kallle/lb, ITOBBILIEHYe TeMIIepaTyphl Tena fo 38.5*C, cmabocTh, aHOCMIUIO,
IOTEPIO AINETHTA.
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Anamnez morbi:

C 22.10.2021 mo 27.10.2021, Haxopu/ICs Ha CTALMOHAPHOM JIeYeHUN
¢ puarHosoM: Cunppom Mennopu-Beiica. CocTosBIIeecas NUIEBOJHOE
KpOBOTeuYeHue. AJIKOTO/IbHast 60/Ie3Hb IIeYeHN: CTeaTOTreIIaTHT.

C 28.10 mosABMINCH BBINIEYKa3aHHbIE >KAlOOBI, IO PEKOMEHIALUN
Y4YaCTKOBOTO TepaneBTa npuHuMarl napaneramos. 01.11 nanpasnen va KT
OI'K: xapTuHa [BYCTOpPOHHE} HOMMCErMEHTapHON NMHeBMOHUN. O6BEM
nopaxenus 1o 10%.

Anamnez vite:

ITepenecénnsle 3aboneBanys: 2017 r. — MUTpaIbHast aHHY/IOIUIACTUKA
Ha OIOPHOM KOJIblle TI0 IOBOAY MMKCOMATO3HOII JiereHepalyy CTBOPOK
¢ passutueM HMK 3 ct; ¢ 2017 . — napokcusmanbHasa popma pubpu-
ALUN Tpefcepanii, XKenygoukoBas skcTpacucronua IV B rpaganum no
Jlayny; b gBeHanaTUIIEPCTHO KUK, AJIUTENbHAS PEMMICCHUA.

[IpuxuMaet metanponon, nepungonpun, ACK.

Kypwn no 40 curapet B fieHb 60see 30 jet. 3710ynoTpe6iseT ajkoro-
neM.

O6pexTuBHO: cocrosiHMe TspKenoe, SpO2 89%, Y[ 24 B munH. AJ]
100/60 MM PpT CT.

Masok u3 3esa u Hoca Ha PHK Sars-Cov-2 ot 02.11.21_n0m0XuUTe/Nb-
HBIN

OAK: ap.- 3.09x1012/1, Hb— 98 r/n, LII— 0.95, Jletik.- 5.65x109/n
JInme.— 0.56x109/11. Heitrp.- 4.65x109/11, Tpom6.- 308x109/1

BAK: .- 6.3 mmonb/n, CPB-10 Mr/n

[Toxasareny KoarylorpaMMmbl B Ipefiefiax pedepeHCHBIX 3HaYeHMII.
I-Oumep-250 Hr/mn

Ha ocHOBaHMM KIMHUKO-Ta00OpPaTOPHBIX JJAHHBIX OBUI YCTaBJIEH [U-
arHo3:

OcHoBHoit: HoBas kxoponaBupycHaa undekuusa COVID-19, Bupyc
UIeHTUUIPOBAH, TsKETI0e TeYeHNe.

OcnoxHenns: [IByXcTOpOHHsA nonucerMeHTapHas nuesMoHus. OIJH
2CT.

ConyTtcrsylomue: CocrosBlieecs NUIIEBOJHOE KPOBOTE€YEHME OT
22.10.2021. Cunppom Mennopu-Beiicca. OcTpad mnocTreMopparude-
ckast anemusi, nérkoit crerenn. ABIT: Crearoremaros. VIBC: ¢ubpumis-
A npepcepanit, mapokcusmanpHas opma EHRA I, CHA2 DS2 VASC
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2 6amma, HAS- BLED 36amna. JKenypmoukosas skcrpacucronua IYB mo
Jlayny. Iunepronndeckas 6onesub III c1. Konrponupyemas AI' Puck 4.
Llenesoe Al < 120-130/80 MM pT cT. MUKCOMaTO3Has fieTeHepalus CTBO-
POK MUTpPa/JIbHOTO K/IallaHa C Pa3BUTHEM HENOCTATOYHOCTU 3CT. ATpu-
oMeranys. — OIlepaTMBHOE JieueHMe: IJIaCTUKAa MUTPATbHOTO KiIallaHa
onopHbIM KosnbLioM oT 02.05.2017. XCH Ila ct. Ib gBeHagnaTunepcTHoi
KMILKY, PeMUCCHSL.

bo110 Ha3HaYeHO eyeHye B COOTBETCTBUY C BpEMEHHBIMI MeTOoAMYe-
CKMMM peKoMeHjanuamu 1o nedernio HKIL.

OpHako, mmpu perleHny Bonpoca o HasHaueHur AKT, Mbl okasannch
B YC/IOBUMAX HENpPOCTOro Bbi6opa. Ha OCHOBaHMM IIKam OLIEHKM pUCKa
kpoBoreyennit (Rockall, Blatchford) u rpom603os (IMPROVE, PADUA),
a TaKkXe C Y4€TOM KIMHMKO-TabOPAaTOPHBIX JJAHHBIX, OBUIO CHeNaHO 3a-
K/IIOUeHMe O IpeoONaflaHuy pHcKa TIeMOPParndeckux OCIOXKHEHMIL,
U TIPUHATO pellieH)e Ha MepBoM aTane BosfepXarbcsa or AKT mop mpu-
kpoitem MIIIT .

B panpHeiimeM, mocie CTabWIM3anuy COCTOSHNA Al[IeHTa U CHIDKe-
HUY PUCKa peluinBa KpoBoTedeHuit, 6bu1 HazHadeH HMI' B mpodmmak-
TUYecKoil fio3e: aHoKcanapus 4000 ex 1 p/cyT n/k

Ha ¢one Tepanuyu orMeyanach OTYETINBAsI IIOJIOKUTE/NbHAS AMHAMM-
Ka, He ObITO 3aMKCHPOBAHO HU TeMOPPATNYECKUX, HI TPOMOOTIIECKIX
ocmoxHeHmit. 17.11.21 manmeHT ObUI BHINMCAH B YHAOBIETBOPUTEILHOM
cocrostunu. bein pekomengoBan npuem ITIOAK (anmkcaban 2,5 mr 2 pas-
a/m mop, npukpeitueMm VMIIIT). ACK, normyyaemast O rOCIUTAIN3ALNN, He
BO300OHOB/IA/IACh BBUJY OTCYTCTBYS TOKAa3aHMUIL.

JlaHHBI KIMHWYECKUII CTy4ail IpPKO MITIOCTPUPYET, YTO IPU OTCYT-
CTBUM YETKMX PeKOMEHMALNII TI0 JIeYeHNI0 TaKUX MAI[MeHTOB, TePAIIIIO
IPUXOANTCS IPOBOANUTD MEPCOHMPUIIMPOBAHHO UCXOAs U3 GamaHca re-
MOpparn4ecKux 1 TpoMOOTUYIEeCKUX PUCKOB Ha poHe KOMOpPOUHOI Ia-
TOJIOTHN.
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HeBponoruueckaa macka ¢putobesoapa
XenypkKa

Asmopuot:

Tapantnna Anna IOpreBHa
Bapakcun I'te6 AnexceeBny
Caaxksan IOpuit MuxaiinoBuy
PHUMY um. H.J. IInporosa

Hayunvie pyxosodumenu:

Konenes Anexcanap MuxaitnoBuy — K.M.H., JOI[€HT
PHVIMY um. H.W. IIuporosa

I'Kb nmenu B.M. Bysanosa

dutobesoap xenyaka — pefkoe 3aboneBaHMe, KOTOpOe IpeACTaBIieT
co0011 IIOTHOE CKOIIEH)e HellepeBapeHHbIX OCTAaTKOB IVIIV B >Key[-
ke. Knunnueckass kaptuna 6e3oapa pasnoobpasHa. OObIYHO B mepBOE
BpeMsi 6e30apbl Ma/TOCHMTOMHBI, 3aTeM MOTYT COIPOBOXKAAThC abmo-
MWHAJIbHBIMUA 6OHHMI/I N OUCIIEIITNYECKUMU paCCTpO]?ICTBaM]/I. HPI/IBO-
VMBI KIMHWYECKNUI IPUMEpP JEeMOHCTPUPYET BO3MOXXHbBIE TPYJHOCTHU
B [MArHOCTMKE 3TOTO 3a00JeBaHVA U3-32 OTCYTCTBMSA CIelMUIecKnx
CUMIITOMOB.

[Tanment 71 ropa, Ha IPOTSDKEHMM ABYX JIeT OTMedYan o6Ouiyio crma-
60CTb, TOJIOBOKPYKEHNs, TPEFOOMOPOYHOE COCTOSIHIIE B OPTOCTA3e, 110-
TepIo Beca, CAMOCTOATEIbHO MpUHMMaI beraructus 6e3 adpdexra. ITocre
PasBUTHSI CMHKOIIA OBUT OCTABIIEH B CTALIMOHAD.

[Ipu mocTymieHny HeBpOIOIMYecKas MATONOTUA ObUIa OTBEPIHYTA,
OTMeYaiCh MOHVDKEHHOE MUTaHue, 67IeTHOCTh KOXKHBIX TOKPOBOB, Op-
TOCTATUYeCKasl apTepuaabHasi TUTOTEH3NSL.

I[To faHHBIM TabOPATOPHBIX UCCIENOBAHMIT BbISIBJIEHA HOPMOXPOMHAs
HOpMoLTapHas aHeMus yierkoii crenenn tspkectu (Hb=99 r/n, MCV=
82 ¢, MCH= 29,3 mir). ['110Kk03a KpOBM B HOpMe.

ITo manusim IXOKI, OKI' matonoruit He BbIABIEHO.

Yepes 2 pus npu moBropHoM B3situu OAK 6bita BhisiBIeHa aHeMUs
TSDKENON CTemeHM, TeHAeHIus K cHmkeHmioo Hb, Hct, apurpounrtos
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(Hb=63 r/nm; Htc=20,5%; RBC=2,09*10/12/1). Xupyprom Oblnu BbIsBIIe-
ubl npusHaky JKKK ¢ coxpaHeHreM CTabUIbHOI TeMOIMHAMUKM, 3aTEM
nposenero JIJIC. ITo ganubpiM SI'J]C: MHOpORHOE Testo >kenmyaka (1o JaH-
HBIM 6morncuy — ¢uTobe30ap); sA3Ba Tea XKemyaka O0NbIINX pa3MepoB,
HOIO3pUTENNbHAsI B OTHOIIEHNMM COCTOSIBLIErOCsi KpoBoTedeHus Forrest
2¢; mudy3HBIT TOBEPXHOCTHBIN TaCTPUT Ha (OHe aTpOdUM CIU3NUCTON
o6omoukn xenyzka. [TauyeHT ObUI IepeBeieH B peaHMMAIVIOHHOE OTHie-
JeHMe IS CTabWIM3aluu COCTOsIHMA. BbUTIO NpoBefeHO NepenuBaHue
sputpounTtapHoi B3Becu. Ha ¢oHe mpoBopmmoli Tepanuyu COCTOSIHUE
0CTaBaJIOCh TSKENIBIM Y IPOTPECCUBHO YXYALIAIOCh C PasBUTHEM Opajiy-
cucronuu, cHwkenneM Al fo 60/40 MM.pT.CT.

[Tpn HapacTarOIMX SIBIEHUAX MOMOPTaHHON HEZOCTATOYHOCTY IIa-
I[MIEHT CKOHYAJICA.

[Tpu maTonoroaHaTOMMYECKOM UCC/IEJOBAaHNUM B XKelTyKe 0OHapy>KeH
¢uTobe30ap 60IBIIOrO pasMepa, IPOIEKEHb CTEHKU XXeTyaKa U COCTO-
ABILIeeCs KeNyT0YHOe KPOBOTEUCHIE.

JJaHHBI KIVMHWYECKUI CITydail JEMOHCTPUPYET CIOXHOCTY BBIABIE-
HIISL PEKOTO0 IOpasKeHMs XKelnyka — obpasoBanus purode3oapa, IposiB-
JISIBIIETOCS] ATUIMYHOI HEBPOJIOTMYECKON CUMIITOMATHUKOM, YTO IPUBEIO
K TIO3[IHEVl IMarHOCTUKE U PA3BUTHUIO JIETATbHBIX OC/TOXKHEHMI.
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BapuaHT KOHCEePBaTUBHOIO NIe4eHUA
npu maccuBHoOM Tpomboambonuu
NIeroyHoi apTepum

Asmoput:

Teepmoxne6 TarbsiHa ATeKCaHPOBHA (MO0 01 YYEHBIN)
HanéroBa Onbra CepreeBHa

BeneBnosa Jmia JleonnmosHa

Anecunckuit Muxann Murpanosuq

JJoHelK1I1 HaIlOHA/IbHBIN MEIULIMHCKUI YHUBEPCUTET
nMmeHu M. Topbkoro

Hayunvie pyxosodumernu:

Hanéros Cepreit BacunbeBna — g.M.H., mpodeccop
JJOHeL K1 HallOHA/IbHBI MESVLIVTHCKAN YHUBEPCUTET
nMmeHn M. Topbkoro

Hanérosa Enena Hukonaesna — 1.M.H., mpogeccop
VHBX nm. B.K. I'ycaka

AxrtyanbHOCTB. TpomMb0ambomust nerounoit aprepun (TIJIA) — okkiio-
31 CTBOJIA M/IU BETBell JIETOYHOI apTepyuy TPOMOOTIYECKMMI MaccaMm
M060T0 MPOMCXOXK/EHNUA, ABIAETCA TKEIbIM HEOTTOKHBIM COCTOSHM-
€M C BBICOKJMM PUCKOM JIETa/IbHOTO MCXOfa. DTUONOIMIECKUM (PaKTOPOM
TOJIA nHanbonee 4acTo sABIAeTCA TPOMOO3 ITyOOKNX BeH HIDKHUX KOHEY-
HOCTEN U Tasa.

Ilenb. Onycanne KIMHMYECKOTO Cydas jedeHus maccuBHoit TIJIA
METOIOM CUCTeMHOTO TpoMO6O/Iu3uca y 60bHOTO ¢ TPOMO030M IITy6OKIX
BEH TOJIEHEIL.

Marepuan un meropsl. Ilanuent T., 31 ron. Hepento Hasap nosABuInNCh
as100bI Ha OBIIIKY IIpK (PU3NYECKOIl HarpysKe, TAHYIIE 60N B UKPO-
HOXKHBIX MBIIIIAX obeyx rojeHeit. OppllIKa IIPOrpecCHBHO HapacTa-
J1a, MOSIBUIACh OOb B TPYAHON KJIeTKe, OTMeYanach MOTepsi CO3HAHMSL.
07.12.2020r. B 9KCTPEHHOM ITOPsAKe OONIBHOI TOCINTAIN3NPOBAH B OTHe-
neHye HeoTnoxHoit kapauonoruu JOKTMO r. [lonernka.
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[Tony4yennsble pesynbraThl. COCTOSIHME TsDKENIO€, OPTOIHO3, OFbILIKA
B okoe. IMT 35 xr/m2. bnepgusiit, akpounanos. Y1 — 28-30 B MuH.,
IbIXaHUe OCMabeHO ¢ pasHOKaIMOEepHBIMU XpulamMyu ¢ 006eux cCTo-
POH, B HIDKHUX OTJelax CIpaBa pe3Ko ocmabineHHoe. JleATeNbHOCTD
cepAlla putMu4Has, ToHbl npuraymens, YCC — 116 B mun., Al —
90/50 MM pT. cT. [oneHu oreyHsl. [Tanbnanysa MKPOHOXXHBIX MBIIIL] 00eVX
rojnieHeit 6onesHenHas. Ha OKI' — puT™ cMHYCOBBII pery/sipHbIi, pes-
koe orknoHeHue JOC Brpaso, [IBITHII, cuagpom S1- Q3-T3 (Mak —
I>xnna — VYaiira). ITo ganapiM 9x0-KI' — yerounas runepreHsus 2 cre-
neHu (fjaB/ieHMe B JIETOYHOI apTepuu 47-52 MM PT. CT.), HEZOCTAaTOY-
HOCTb TpuKycnupanbHoro Knanana (TK) 2 crenenn (ct.), MutpanpHoro
knamana (MK) 1-2 crt., kianana nerounoii aprepun (KJIA) 1 ct., @B 56%.
PenTrenonornueckoe uccnefnoBaHyue OpraHoOB IPYAHON MOTOCTU: ITHEB-
MOHMS HVDKHEN [OMM IIPaBOro JIETKOT0, IPaBOCTOPOHHUI 3KCCYHATVB-
Hblil mneBput. KoMmmbprotepHas Tomorpadusa ¢ aHrMomyabMorpadueit:
medeKT HalloOMHeHMsS B IIPOCBETE CETMEHTApPHBIX U CyOCerMeHTapHbIX
BETBEJ JIETOYHBIX apTEepMii NPEMMYIIEeCTBEHHO chnpaBa. D-gumep —
1800 nr/mn. SaO2 — 90%. Ilo pesynbraTaM yIbTPasByKOBOTO CKaHU-
PpOBaHMS MaryCTPajbHBIX BeH HIDKHUX KOHEYHOCTE! OMArHOCTMPOBAH
TpoM603 ImyboKux BeH obeux roneHeit. Knmuuveckuit auaruos: Mac-
cuBHas TpoM603aMObonus nerounoit aprepun ot 07.12.2020r., penuanBu-
pymoliiee TedeHe, IOJOCTPOe JIETOYHOe cepplie, 1eTOYHasl IMIepTeH3Ns
2 cT. (47-52 MM pr.cT), HepocTatrouHoCcTh TK 2 1., MK 1-2 cT,, KJ/IA 1 cT.,
BITHIIT. Cuctemubiit Tpombonusuc (aktunuse) ot 07.12.2020r. Ocmox-
HeHMe: VIHpapKT — MHEBMOHMS HVDKHEN O MPABOTO JIETKOTO, Mpa-
BOCTOPOHHMII 9KCCYAATUBHBII IVIEBPUT. TpoMO03 ITyO0KuX BeH 06emnx
roneHeit. 07.12.2020r. 60/71bHOMY BBIIOTTHEH CUCTEMHBIN TPOMOOIM3NUC
C UCII0/Ib30BaHMeM TKaHEBOTO aKTUBaTOPa I/Ta3MMHOTeHA — aJITeIlIa3bl
B fose 100 mr. Tpom6onusuc npusHad spdexrusHbiM. Y] 20 B MuH.,
6oneBoit cuHApoM KymyposaH. Sa02 — 97%. Ilo panubiM OKI' n Ixo-
KI' — neperpyska npaBbIX OT[eNOB cepjlja KynupoBaHa. PekoMeHoBaH
npuém puBapokcabaHa (Kcapento) B fo3e 20 MI/CyT.

BeiBop. Jnarxnos TIJIA TpebyeT cBOeBpeMeHHOII Bepudukanm, ag-
(beKTUBHOTO JIeYeHUs U HOCIeRyIolell MpopIAKTIKY BO3MOXXHBIX pe-
IVIAVBOB.
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MHOroNnKuit reHes 3a4epKu }KUAKOCTU
WU KaK BbIBECTU OTEKMU Ha KYUCTYIO BOAY»

Asmopuot:

TonmayeBa AHacracusi BuranbeBHa (MOIOOI y4eHbIit)
[epsoiit MI'MY nmenn V.M. CedenoBa Munsgpasa Poccun
(CeuyeHOBCKMIT YHUBEPCUTET)

YepHubinoBa Beponuka AsekcaHApoBHa

I'KB Ne 1 um. H.M. ITuporosa

Hayunvie pyxosodumenu:

Iparomupenkas Hatanbsa AnekcaHZpoBHA — K.M.H., JOIIeHT
Iepsoiit MI'MY umenn V.M. CeyenoBa Munsapasa Poccun
(CeuyeHoBCKMiT YHUBEPCUTET)

[eHe3 0TeYHOTO CMHAPOMA MOXeT OBITh BeCbMa CJIOXKHBIM, YTO TpebyeT
muddepeHLIManTbHON UATHOCTUKYU M ONIpele/eHNsI MOAX00B K Tepa-
1107078

IMaumenTtka I., 66 net rocnutanusuposana B 'KbNe 1 um. H.W. IIn-
poroa ¢ >xamo6aMu Ha c1aboCTb, OJBIIKY B ITOKOE, MACCUBHBIE OTEKN
HIDKHVX KOHEYHOCTeN U >KUBOTa. bonee 30 neT cTpafiaeT OXXUpeHUEM,
TUIIEPTOHNYECKOI 0O0/Ie3HbI0, C MPUBBIYHBIMU 3HaueHmsmMu AJl 140-
160/100 MM PpT.CT., caxapHbIM AuabeToM 2 TUIA, MHCYIMH3aBUCUMBIIL.
VkasaHHbBIE Xa/lI00bl MOABUINCH OKONIO TOfla Hasaj, IOCTEIEHHO Ha-
pacranu, B anpene 2021 roga — rocnmMTanusanysg IO IOBOAY LEKOM-
nencanyy XCH. Beimucana ¢ ynydnieHneM, 0OJHAKO peKOMEH/IOBAHHYIO
tepanuio: APHV, 6era-6nokaroper, AMKP, netneBble guypeTnku, am-
narnugro3H, CTATVHbI, aCIUPKH, METGOPMIUH 1 MHCYINHOTEPAIINsI —
B TIOJTHOJI Mepe He Co0/Tiojana, CAaMOKOHTPO/b Tnkemun, AJl He IpoBo-
nuna. ITo moBoxy 6oneit B TazobenpenHoM cycrase npuaumana HIIBC.
B TeuyeHme nocnegHero MecsAIa HapacTaHyue YKa3aHHBIX Xanoo.

[Tpn o6¢cnenoBanuy B cranmonape: VIMT =38,9kr/M2, 671efHOCTD KOXX-
HBIX IIOKPOBOB, aHACaPKa, IBYCTOPOHHUI ruapoTopakc. [Tpu naboparop-
HoM rccneposanyy: Hb 70 r/n. Ilpoteunypus no 3 r/1., runonporenHe-
mus 10 55 1/71, rtunoans6ymunaemus 1o 23 r/n. CK® =34,8mn/mun/1,73 M2.
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ITo ganubIM Ox0KT': runeprpodus nesoro xenynouka go 1,3 mm. ®BJDK
54%. [umarauusa mpefcepanii, IpaBoro enypgodka. Impponepukapyg,.
[Tpn Y3 nouyek — 6e3 naromorun. Ilpn IIC: kapTuna auddysnoro
9PpO3MBHO-T€EMOPPArn4ecKOro racTpUTa, SA3BBI JIYKOBULBI 12-TIepCTHOM
KIIIKY ¢ PUKCHPOBAHHBIM crycTKoM, Forrest IIB. BeimonmseHa sHj0CKO-
nyyeckas NpopuIakTIKa KpOBOTeYeHN s, IIPOBeleHa TeMOTpaHcdysus,
apajMKalMOHHas Tepanus, MHPy3uoHHas pepporepanus. Obcrenoa-
Ha C Lenblo AuddepeHnnaabHoOl IMarHOCTUKY He(PpPOTUYECKOro CUH-
IpoMa: CyTOYHas IPOTeMHY U, 37eKTpodopes 6TKOB ¢ oNpefeneHreM
nerknx ceobopHbIx neneit Ig, AT k perenrropy dpochonmumassr A2, CUnH-
tTurpadua MMoOKapfa, KOHCYIBTMPOBAaHA HeppPOIOroM, IeMaTOIOTOM.
JlaHHBIX 32 aMMIONJ[03, XPOHNYIECKUII TIOMePYTOHe(PPUT He TIONYIEHO.
I[To mannbIM Y3V meBpanbHBIX HOMOCTEN: IBYCTOPOHHNI ITMAPOTOPAKC.

Ha ¢one KOMOMHMPOBAHHOI AMYpeTUIECKON Tepamuu: GypoceMus
120 mr/cyT, BepomnupoH 50 Mmr — 6e3 addekra, ABIEHN TUAPOTOPAKCa
COXpPAHA/INCD, HApacTaja OfbIIIKA, YTO MOTPeOOBaIO IMyHKIVN IPABOI
I7IEBPA/IBHOMN MOMTOCTU. BaKynpoBaHo 700 MJI >KMAKOCTH, IPU LIUTOJIO-
TMYEeCKOM MCCTIeTOBAHNM aTUNINYHBIE K/IeTK) He BbIABJIEHBI.

Taxum 06pasoM, TsXKeCTb COCTOSIHUA OONBHOI 00YCIOB/IeHa BbIpa-
JKEHHBIM OTEYHBIM CHHIPOMOM Ha (poHe Heppomatuym AyMadeTHIecKo-
O, TUIIEPTOHNYECKOTO ¥, BO3MOXHO, nekapcTBeHHOro (HIIBC) renesa,
XCH c coxpanennoit ®B JIDK ¢ nmpaBo)Xelmy04KOBOI HEJOCTaTOYHO-
cTbio Ha ¢oHe oxmpeHns 2 cT., XBII ¢3b, moctremopparndeckoit ane-
Mueit cpenHeit crenenn. Ha ¢pone crangaprHoit tepanun XCH (Bancap-
TaH-CaKyOuTpun, Oera-010KaTOpPB) ¥ MHTeHCUUKALVY JUypeTnde-
ckoit tepamuu (pypocemuy 240 mr/cyT., Bepoumnupon 50 Mr, guakap6
250 mr), Koppekiyy 6enKoBbIX HapymeHuit (06muit 6enok 61 1/, anb-
6ymuH 40 1/71), COCTOsIHME OOTBHOI C ITIOIOKUTE/IbHO IMHAMUKOIL: YBe-
JIMYMIIACh TONIEPAHTHOCTD K (PM3MUECKOl HarpysKe, YMEHBIINIACh BBI-
Pa’KeHHOCTb OTEYHOTO CHHJPOMa (CyMMapHOe CHIDKEHMe Beca 3a BpeMs
rocuuTanusanum 14 xr).
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MepunpouegypHana 0CTaHOBKa KpoBoobpaleHusa —
penepdy3nMoHHaa apuTMUA UAN NPOABAEHUE
3/1eKTPUYECKOMN HecTabuabHOCTU
MLIEeMU3NPOBaHHOIO MMOKapaa?

Asmoput:

Xanenan Munena IpayeBna

A6paMoBa AHTOHMHA ApPKaJbeBHA

Iepspiit MI'MY um. VI.M. CeuenoBa MuHnszpasa Poccun
(CeveHOBCKMIT YHUBEPCHUTET)

Hayunvie pyxosodumenu:

Jparomupenkaa Hatanba ArekcaHgpoBHA — K.M.H., JOLEHT
[Nepsbiit MI'MY umenn V.M. Ceyenosa Munsapasa Poccun
(CeuyeHoBckmit YHMBEPCUTET)

Bernyxckasa Mapua BnaguMupoBHa — K.M.H., JOLIEHT
Iepsoiit MI'MY um. VI.M. CeuenoBa MuHnszpasa Poccun
(CedeHOBCKMIT YHUBEPCHUTET)

VImeloTcs maHHBIE, YTO penepdy3MOHHbIE apUTMUM, TPAAUIVOHHO pac-
cMaTpuBaeMble KaK IPOTHOCTIYECKY O/aronpusTHbIe, MOTYT OBIT IpPU-
YIHOI BHE3AIIHOM CMEPTH.

[Tanment 55 ner, gocrasnen B Kb Nol um. H.J. [Inporosa c >xano6a-
MJ Ha fiaBsiiue 00JIM 3a TPYMHOI U y4alieHHOe ceppnebuenne. Ha OKI,
CHSATOI OPUTraj0il CKOPOIT IIOMOIIY, BBISIB/IEHA «TAXUKAPAUS C IINPOKUMU
KOMIIJIEKCaMM».

Y 60/IbHOTO C IJIUTETPHBIM aHAMHE30M apTepUaNbHON TUIEePTEH3UN
U TAapOKCU3ManbHON GopMbl Tperetanus npencepamit 29.03.2021 pas-
BIJICS OCTPBI MH(APKT MUOKApHa NepefHeil CTeHKY JIEBOTO YKeTyTouKa
¢ nogbemoM cermeHTa ST. [TpoBeneHa kopoHapoaHruorpadgus co CTeH-
tuposanueM [IMXKA. Ha doHe npruema knonmaorperna, puBapokcabaHa,
SHA/IANpuIa, METOIIPOJIO/a, aTopBacTatuHa ¢ 19.04.2021 ormevaeT BO3-
BpallleHe 1 HapacTaHue CUMITOMOB CTEHOKApANUU, B CBSI3U C YeM ObUT
MOBTOPHO FOCIIUTA/IN3MPOBAH B COCYAMUCTDII LIEHTP.

ITpu o6cnenoBanym: mpu DKI' — BOCCTAaHOB/IEH CHHYCOBBII PUTM,
eguHnyHble JKO, QTc = 462 mcek. OxoKI: [IuckuHe3us BepXyIIeYHbIX
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CEeTMEHTOB IlepefHell ¥ 6OKOBOJI CTEHKY, IMIIOKIHE3 B CPeHIX CerMeH-
Tax MepefHel, IepefHe-IIeperopofoYHOl, IepenHe-00KOBOJ CTEHOK.
@B JIK 32%. Ymepennas runeprpodus muokappa JDK. MP 2 cr. CIIJTA
41 mm.pT.cT. B ananusax xposu: TponouyH T: 0,270 Hr/Mn (B guHaAMMKe
0,500 Hr/mi), KpeaTuHuH 146 MKMOJB//, MOYeBMHa 5,4 MMonb/1, KDK
161 En/n, KOK-MB 31 En/n, raokosa 11,3 mmons/n, K 3,7 mmonb/m, Na
137 mmons/n. ITpn KAI: c6anmaHcMpOBaHHBI TUI KOPOHApPHOTO KpO-
BOCHa0>KeHMsA, MHOTOcocyaucToe nopaxenne: [IIMJKA — creHTupoBaH-
HBII y4acTOK 6e3 MIPM3HAKOB pecTeHo03a; /1B OKKK/I031poBaHa OT YCThs;
VIMA — B mpOKCUMManbHOI TpeTu cyOToTanbHbIl 99% creHos; OA —
B [JUCTA/IbHOM OT/le/le XPOHMYECKM OKK/Io3uposaHa; IIKA — B mpokcu-
MasbHOM cermMeHTe 90% creHo3; 3MIKB — B yctbe — 70% cTeHOS3, B iNiC-
TaJIbHON TpeTu CyOTOTaNbHBIN 99% cTeH03. KoHcumnymom npuuaATo pe-
menne o YKB, nposeneno crentuposanne [IKA n VIMA. ITo Bosspaie-
HUU U3 PEHTTeH-OllepaljMOHHOM Y NaljeHTa pa3BUIach OCTaHOBKA Kpo-
BoOOpaienns, no Kapanomonuropy JKT. Peannmannonssle Meponpu-
ATUA: HENPSAMOM MaccaXk cepplia MaHyanbHO, VIBJI ¢ momompo Memka
Amb6y, OUT pBykpatHO, ¢ apdexToM. B cBA3M ¢ pasBuTHEeM mITOpMa XKe-
JTYIOYKOBOJ TaXMKapAMUM MAIVIeHTy NOBTOpHO BbinmonHeHa KA — paH-
HBIX 32 TPOMOO3 CTEHTOB He IIOy4eHO. PeKOMeHIOBaHO AMHAMMYIECKOe
HabmoneHns ms puddepennmanpaon guarnoctuky XKT, ob6ycnosneHoin
penepdysneit, n JKT u3 sxronmdyeckoro oyara Ha rpaHulie 30HBI MIIIe-
MM, C pelleHNeM BOIIPOCca O €0 BO3MOXKHOI Pafo4acTOTHON abmamymn.
Ha ¢one mposopmmoit Tepanuy (TUKarpenon, acIMpUH, aMUOAAPOH,
BEPOIIINIMPOH, KalITOIPUI, aTOPBACTATVH, OMEIPa3osl, GypoceMIy) co-
CTOSIHME C IIOJIOKUTE/IbHON JIMHAMUKOI: 0O/b aHTMHO3HOIO XapaKTepa
U JKU3HEYTPOXKaIolMie apUTMMUM He PelMAUBUPOBAIM, TeMOJAMHAMUKA
crabunbHa, npusHaku OJDKH orcyrcTByior. 30.04.2021 manueHT nepe-
BefleH B Kap/IMOIOTMYeCKOe OT/e/IeH) e U CITYCTA 5 JIHEl BBIIMCAH C PeKo-
MeH/IaUMAMY NPOJIO/DKEHNA Tepanum.

3akmroueHue: [laHHBI KIMHNYECKUI CITydail IeMOHCTPUPYET pefKuit
CTy4ail BHE3aITHON CepAedHOil CMepPTU B paMKax penepdy3nHHOTO CUH-
IpoMa M CTIOKHOCTD JuddepeHInaabHol AMaTHOCTUKY TIPUINMH XKerTy-
TOYKOBBIX HapyleHuit purMa ceppaua npu OKC.
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YrpeBasa 60n1e3Hb, acCOLMMPOBAHHAA C HOBOM
KopoHaBupycHou uHdekumeit COVID-19.
KnuHunueckuit cnyyan

Asmoput:
Xaraesa [Inana ViropeBHa (M0mog0ii y4eHbIi)
PHVIMY um. H.W. IInporosa

Hayunvie pyxosooumenu:
Hemmua Onpra MuxaimmoBHa — K.M.H., IOIIEHT
PHVIMY um. H.W. TIuporosa

AkHe sAB/IseTCS XpOHMYECKMM 3aboneBaHueM U BcTpedaercs B 20-30%
cpeny Bcex crmydaeB 3aboymeBaHmit. [/ Hero xapakTepHbI TaKye MOp-
¢donornyeckne 31eMEHTBI, KaK KOMeJOHBI (OTKPBITBIE MM 3aKpbIThIE),
BOCIIQJINTe/IbHbIE IAIY/Ibl, IYCTY/IbI, a TakXe y37bl. COITIaCHO JaHHBIM
J. Leyden, oxomo 85% nuiy B Bodpacte oT 12 10 24 7ieT cTpajaoT HaHHBIM
3aborneBaHneM, 8% nu1l B Bo3pacte oT 25 10 34 et u 3% juil B Bo3pacTte
oT 35 g0 44 ner.

Cy1ecTByeT YeTbIpe ITIaBHBIX 3BeHa B [IaTOreHe3e YrPeBoit 60/e3HuM:

1. runepnpoRyKIus KOXKHOIO Cajla;

2. ype3MepHBIN QO/UIMKYIAPHBII TUIIEPKePATO3;

3. yBermuenne konmdectsa Cutibacterium acnes (C.acnes);

4. BOCIIaNIeHNE.

VI3BeCTHO, 4TO y NOAABIAIOLIETO OONBIIVMHCTBA OONBHBIX YIPEBOI
60/1e3HBI0 OTMEYAeTCsI XPOHMU3ALMS IIPOIiecca, HepeKy PeLUIUBEL U J10-
BOJIPHO YaCTO BO3HMKAET PE3VCTEHTHOCTb K IPOBOAVMOMY JIEUEHMIO.
[Tpu 9TOM AMArHOCTUPYIOTCSI, KaK IPABUIO, CPETHETSKEIbIE I TSKEIIbIe
(bopMBI aKHe, B XapaKTepUCTVIKe KOTOPBIX OTMedaeTcsi 00pa3oBaHe Ipy-
OBbIX KOCMETHYECKUX JeeKTOB, YTO 1 Jisi 6ONMBHOTO, U /IS Bpada BO3-
IABUIAeT HEIPOCTYI0 COLMATbHO-IICUXOMOTNYECKYI0 UM MERUIMHCKYI0
npobnemy.

C BO3HMKHOBeHNMEM IIaHJEeMUM KOPOHABUPYCA, BCTAET aKTyaTbHbIN
BOIIPOC: KaK HOBasi KopoHaBupycHass uHPekuuss COVID-19npossnseTcs
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Ha KO)Ke U B/IMsIeT Ha TeYeHMe yyKe MMEIOIMXC KOKHBIX 3a00/IeBaHui
y nanuenTa? Vindexnua COVID-19 HOCUT cuCTeMHBII XapaKTep U Xa-
paKTepu3yeTcs MopakeHVeM He TOJTbKO OpOHXOIErOYHOI CUCTEMBI, HO
TaK>Ke 11eJI0T0 psiJla OpraHOB U CUCTEM OpPraHU3Ma YeloBeKa, B TOM YlC-
JIe KOXU 1 ee mpuparkos [5]. Ha cerogHANIHMIT IeHb CYLIeCTBYIOT K-
HIYeCKyie Hab/II0e A, KOTOpBIe ONMCHIBAIOT BBICHIIIAHVIA Ha KOXKe IIPU
COVID-19. ViMeHHO I03TOMY I/IaBHOII 11€/IbI0 KIMHUILUCTOB ABJAETCA
muddepeHnanbHas AMArHOCTUKA KOXKHBIX MOPaKEHUI MpY KOPOHa-
BUPYCHOI MHDEKUNM OT MI0OBIX APYTUX epMaTOMIOrMYeckux 3abore-
BaHUIA.

Ilenp0 HACTOSIETO WMCCTENOBAHMS SIBUIACh OIfeHKa OCOOEHHOCTU
K/IMHIYeCcKoro TedeHns akHe Ha porne COVID-19. B mporecce BbinonHe-
HJIS1 IOCTABJICHHO ey ObUIO HeOOXO/MIMO PEINTh CIeYIOLINe 3aaun:
U3YYUTD IPUYMHBI YXYALUIEHNs Te4eHusA 60e3HM; PelInTb BOIPOC O Te-
pamuu 60bHOTO aKHe ¢ nepeHeceHHOM nHPpekunerr COVID-19.

Knuunuecknii ciydaii.

Ha nmpuem B MHIIIJK [I3M r. MockBa ¢unman «3emeHorpamgcKuii»
obparmics maumeHT 15 et ¢ )kamob6aMu Ha BBICHIIIAHNUSA B 00/1aCTU KOXMI
JMLA, COVHBL, a Takxke rpyau. Hacrosiee yxyaiienne tedyenus saboie-
BaHM C MOsIB/IEHME ITTYOOKVX Y3/I0B, CIMBHBIX KOHIJIOMEPATOB CBsI3ajl
¢ nepenecerHol nupexkuneit COVID-19.

Status localis: maronormyeckuit mpouecc CMMMETPWYHBIN, PacIpo-
CTPaHEHHBIN, OCTPOBOCIIA/INTEIbHbIN, C JIOKA/IM3aLMell B Ha KOXe JINIIA,
CIIVHBI ¥ TPYAIU, IPEJCTaB/IeH, MHOTOYMC/IEHHBIMU OTKPBITHIMU U 3aKPBbI-
TBIMM KOMEJOHaMM, BOCIAIUTEIbHBIMM INaly/laMy, IyCTylTaMM, THOM-
HO-TeMOpparndecKuMy KOpKamy, ITyOOKMMM y37IaMy, CIMBHBIMY KOH-
rIoMepaTamy, aTpoduuecKuMu pyouami.

JlaHHBIE KIVMHIKO-TabOpaTOPHOTO 00C/IEOBAHNA.

B ob6umem anHanmmse KpoOBM: SPUTPOLMTHI-5.42*¥1012/71, remorio-
6uH-149 1/1, TpoMbouNTEI-274¥109/71, 1BeTHOI MoKasarenb-0.83, meii-
Kounthl-10.9*109/71, HelTpoduUIBL: CerMeHTOsiiepHble-76%; mamod-
KoszepHbie-2%, 903MHO(1)M}11>1-1%, HI/IM(bOL[MTbI-16%, MOHOIIUTHI-5%,
C0O2-20 mm/4. B 6umoxummueckom anammse kposm: AJIT-11,4 ME/n,
ACT-14,4 ME/n, I7I[1I-4,06 ME/n, I'TT-28,6 ME/n, I®-427 ME/n,
X9-10943 ME/n, obmmit 6ummpybmH -8.42 MKMOMb/1, OMIMPYOUH
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npsamM.-4.17 MKMOJb//I, ammiasa o6m1.-167 ME/n, ammiasa IIa”HKpea-
tn4.-28,4 ME/n, nunasa nankpeatnd.-32.9 ME/n, 06111.6emok-78.5 r/71, rto-
Ko03a-5.5 mmonb/n, Hb Alc-3.92%, JIIT-330 ME/n, xom.0611.-4.10 MMOIB/ 11,
JITIBIT-0.965 mmons/n, JIITHII-2.96 mMonb/n, JIIIBII-otHOmEHNME 0.33,
MHJIEKC areporeHHoctu-3.25, Tpurm.-0.372 mmons/n, CPb-44,9 wmr/m,.
B ummyHoxmMmueckoM aHammse cpiBopoTku: AT-TIIO <10 EJ/m,
C-nentup-2.4 ur/mn, TTT-1.05 ME[/n, T4 cB06.-15.87 nMonb/n, MHCY-
anH-6.8 MEIT/1.

Ha ocHoBaHum >xano6 aHaMHe3a, KIMHIYECKOJ KapTUHBI BpadyoM-Jiep-
MaTOBEHEPOIOroM OBIT BBICTABJIEH AVarHo3: maposuguble yrpu (L70.1).
B cooTBeTCTBUM C KIMHNYECKMMY peKOMEeH/IallVAIMY Ha3HaueH Mpernapar
U30TPETUHONH B JO3MpoBKe 0,5 MI/KI Macchl Tena.

YuuTbiBas TsKenoe TedeHMe aKHe, XOPOIIYI0 IePeHOCUMOCTD, COXpa-
HeHIe pedepeHCHBIX 3HAYEHNIT OCHOBHBIX KIMHUKO-Ta00PaTOPHBIX IMO-
KasaTeslell, yKa3blBaIOUIMX Ha OTCYTCTBME CUCTEMHBIX IIUTOTOKCUMYECKIX
peakumit 4epes 1 Mecsr| Tepanuss, 032 U30TPETVHONHA IIOBbIIIEHA 10
1 Mr Ha KWIOTpaMM Macchl Tena. B HacTosee BpeMs MalyeHT IPOo-
XaeT nedeHre. OTMeUaeTCs yMEPEHHBIN MOCTENEHHbI perpecc BbICHI-
TMaHUIA.

BoIBofbl: TpefCTaB/IeHHbIN KIMHUYECKMUIT ClIy4dail [JeMOHCTpUpYeT
yTsKeneHMe TedeHus akHe Ha ¢poHe mHeknuu COVID-19, B cBA3u ¢ YeM
COITIACHO KJIMHMYECKNM peKOMEHANVAM II0Ka3aHO Ha3HAYeHMe CUCTEM-
HBIX peTHOMI0B. OHaKO BOIIPOC O HaYaIbHO 1031 POBKE N30TPETHHO-
MHA NIpY aKkHe nocrie nepeHecenHoit nHbekun COVID-19 B HacTosiee
BpeMs OCTaeTcsl AUCKyTabenbHbIM. [onydeHHbIe IpeiBapuTeIbHbIE JaH-
Hble CBUJETENIbCTBYIOT O 11e/1eCO0OPa3HOCTY M 0OOCHOBAHHOCTY ITIOBbI-
HIeHV S JO3MPOBKM M30TpeTHHONMHA 1o 1,0 MT Ha KMJIOTpaMM Macchl Tena,
YTO TOATBEPXK/IEHO perpeccoM KIMHUYECKNX MPOSABIEHNI U XOpOIlen
[IepeHOCUMOCTbIO TePAIIINL.
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CeppaeyHaa HeaOCTAaTOYHOCTb
KaK «MacKa» MHOXeCTBEHHO Mnenombl

Asmopuot:

Yepuukos Aptém Onerosud (MOnIOmOI yIEHDIN)
TonmaueBa AHactacus BuranpeBHa

Ilepsoiit MI'MY um. MI.M. Ceuenosa Munspapasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

IlInuoBa Anexkcanppa CepreeBHa

I'Kb Ne 1 um. H.M. ITuporosa

Hayunvie pyxosooumenu:

Iparomupenkas Hatanbsa AnekcaHgZpoBHA — K.M.H., JOIIeHT
Ilepsoiit MI'MY umenu V.M. CeuenoBa Munsgpasa Poccun
(CeueHOBCKMIT YHUBEPCUTET)

A6pamoBa AHTOHVMHA ApKajjbeBHa — K.M.H., JOI[€HT
[Mepsoiit MI'MY um. VI.M. CeyenoBa Mun3szapasa Poccun
(CeuyeHoOBCKMIT YHUBEPCUTET)

[TepBonpruyHa MOpaKeHUs MYOKapfia Ipy KIMHIYECKN MaHU(pEeCTHOM
XCH He Bcerja fiBHa ¥ OJHO3HAYHa, YTO TpeOyeT paclIMpeHus AMarHo-
CTMYECKOTO ITOUCKA STVOIOTNYECKOro (pakropa.

[Tanmentka M. 49 nert, noctynuna B I'Kb Ne 1 mm. H.V. Iluporosa
09.04.2021 ¢ >xano6aMy Ha IPOrPeCcCHUPYOLIYIO OIBILIKY TPV MIHVMAIb-
HOV (U3NYeCKON Harpyske, OTEYHOCTb HVDKHUX KOHEYHOCTEN, MOSBUB-
HIYIOCSI OKOJIO Hefle/lu 10 TOCIUTanu3auuy. BriepBble ofjbIllIKa IOSABU/IACDH
OKOJIO TOfa Hasajl. ONM304bl NoBbIIeHNA A]l, IPUCTYNBI CTEHOKApAUNI
oTpuLaer. JJBak/bl B TeueHNe rofia TOCIUTAIN3ALNN 110 TOBOAY I€KOM-
neHcanyy XCH, o6cenoBana: mpy BeHTpUKYIorpaduy — rutepTpodus
muokappa; MCKT-aunrunonynsmonorpadus — gaHHbIx 3a TOJIA He nony-
geHo. Ha ¢one ambynaropHoro npuema 61conposiosna 5Mr 1 BepoLInmpo-
Ha 25 Mr HapacTaHue siBneHui gekommnencanyy XCH.

OODbeKTUBHBINI CTATyC HAa MOMEHT IOCTyIUleHUus: OTeky rojeHei
u crom. [IpixaHue >K€CTKOe, B H/O BIa)KHbI€ METKOIY3bIpYaThle XPUIIbI
Ha (one ocmabnenHoro gpixanuA. SpO2 90%. IIpn obcnegoBanum: Ha
IKI putMm cunycosbui, YCC 70/MUH, BHUMaHe CHU)KEHMS BOJIbTaXKa
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koMIiekcoB QRS B cTaHmapTHBIX OTBeeHMAX, UTO [UCCOHUPOBAIO
¢ nanubiMu OX0KT (3HaumTenbHass KOHLeHTpuYeckas runeprpodus JDK
(MIKII, 3CJDK mo 15 mm). Hapyumenne ayuacTonmdeckoit GpyHKIVM IO
tuny pectpukuuu (E/A = 3/1). Pacuérnaa C[IJIA 61 MM pT. cT.). B 6110-
XVMIYECKOM aHajM3e KpoBu: obumit 6enok 83 r/m, anbbymmu 23 1/,
kpeatuHyuH 106 mxmonb/n (CK® 53 ma/mun/1,73 M2). na uckmoye-
Husg nmemndeckoro redesa KMII seimonnena KAIT — remogmHamMmde-
CKM 3HAUMMBIX CTEHO30B KOPOHApHBIX apTepuil He BblsABIeHO. Ilo maH-
HbIM MPT Mmokappaa ¢ KOHTpacTMpOBaHUEM IafloNIMHNEM BbIABIIEHO €TO0
muddysHoe cyO9HIO-/MHTpaMuOKapAKaabHOE HAaKOIICHNe MIOKapiOoM
Bcex kamep cepaua. OB JIK 49%. I1pu snekrpodopese 6enkoBbIx ppak-
Uil — MOHOK/IOHanbHas cekpeunsi AN (34,4 r/n). B Mmoye — cremoBoii
M-rpapnenT B ramMmma-l 3oHe 3a cuét 6enka benc-JIxonca A. B crepHans-
HOM NyHKTare 36% mmasmarndecknx kmetok (N go 1,8%). C yuérom
KIVMHUYECKUX, Ta0OPATOPHBIX U MHCTPYMEHTA/IbHBIX JaHHBIX MAIVIeHT-
K€ YCTaHOBJIEH [MarHO3 MHOXXECTBEHHOJ MIEIOMbI, OCTOKHUBIIAACA
BTOpMYHBIM AL-aMuionzmosom c nopakenueMm muokappa. 20.04.2021 co-
CTOSsIHME C OTPUIATEIbHON JMHAMUKOI: HapacTaHMe OJbIIIKY, OTE€YHOTO
cuHgpoMa, cHykernne CK® no 23,6 ma/mnn/1,73 M2, 410 1moTpeboBano
IIOBTOPHBIX CEAHCOB yIbTpareMoauagyIbTpanyy. VIHMIuupoBaHHas 110
JKV3HEHHBIM II0Ka3aHUAM IIOMNXVMMIOTepanus B pexxuMe nuknodocda-
Mua+60pre3aMubd+IeKcaMeTa3oH OCIOKHUIACh Pa3BUTHEM TPOMOOIIN-
toneHun 79x109/1, anemun 78 r/n u yporennoro cencuca. IIposognnach
aHTUMUKpOOHas Tepanus: Turennknnu + Bucenron. Hecmotps Ha acka-
NALIO PeXXMMa aHTVMUKPOOHOII Tepanuy ¢ Y4eTOM aHTUOMOTIKOYYB-
CTBUTENbHOCTH BbicesiHHHOI 13 Mouu Kl. pneumoniae (R Turenuknns,
S mununeMm, [Honumukcnn B) — IHonumukcnsa+Vmunenem+bucenton
HaO/TI0/[a7IOCh IPOrPecCUpOBaHME CENTUYECKOTO IOKAa C PasBUTUEM
CepeYHO-COCYIVCTOM, AbIXaTelbHOM HEJOCTAaTOYHOCTHU, NPUBENIINMA
K rubeny manyeHTKy. JJaHHBI KIMHUYECKUI CIydail TeMOHCTPUpPYeT
CJIOXKHOCTY JIedyeHUs: BTopudyHoro AL-aMmionzosa Kak pegkoi npudm-
ubel XCH.
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KnuHuueckoe HabnopgeHne nauMeHTKH
C CemeiiHOM runepxosiectTepuHeMumen
(rerepo3uroTHaa ¢popma)

U runepavnonportenH(a)emuen

Asmopuot:
SIlumHa AnHa BacuibeBHa (MOIOIOIT YUeHBbII)
PHVIMY um. H.J. IIuporosa

Hayunvie pyxosodumenu:
Pesnuk Enena BragumupoBHa — [1.M.H., JOLEHT
PHVIMY um. H.W. IIuporosa

Y manuenTku M., 67 neT, B 20 7eT BBIAB/IEHO IOBBIIIEHNE XONIeCTEpUHA
CBIBOPOTKM KPOBM J10 12 MMo/b/ 1. JInarHocTMpoOBaHa ceMeiiHasA TUIepXo-
JleCTepyHeMMs, TeTepo3UroTHas gopma. JIrarHos ObUT Takke reHeTnde-
CKU NOATBEPKTEH y 0TLA. OT peKOMEHIOBAaHHO Tepanuy Mal/eHTKa OT-
kasasach. C 40 jieT HOABWINCH MUTPEHENOJ00HbIe TOIOBHbIE OO/ C BbI-
nazieHueM mosen spenua. Havana npmem aropsacratuna 40 MI B CYyTKU
u a3etummba 10 mMr B cytkn. C 48 et noABUIICh 60/ B MEK/TOIIATOYHOI
obnmacty npu xonbbe Ha paccTosiHue o 500 M, KYyIMpyIoLyecs B OKOe
B TeueHre 10 MuuyT. IIpu kopoHapoaHruorpadum BbisABIeH cTeHO3 80%
nepefHer HUCXOJAIeil apTepun, CTeHo3 85% ormbaroieil apTepun, Bbl-
IIOJIHeHa TPAHC/IIOMIHA/IbHAsI 0a/IOHHAsI aHTMOIUIACTIKA CO CTEHTHMPOBaA-
HJIEeM BBIIIEYKa3aHHBIX COCY/IOB. B ChIBOPOTKe KpOBM OOHApy»eH BBICO-
Kuil ypoBeHb jmnonpotensa (a) 150 (N<30) mr/m. s ero cHyKeHMs
IIOMMMO BBIIIEYKa3aHHOV TUIIOJIUINAEMIUYIECKON Tepanmy IaleHTKe
Ha3HaYeHbI CeaHChl KaCKaIHOV IIa3MOIIbTpanyy 2 pasa B Mecsll, KO-
TOPbIE IIPOBOAATCA [0 HACTOAIEro BpeMenu. HecmoTps Ha 3T0, B 51 rop,
pasBMIach TpaH3UTOpHAs nieMndeckas araka (TVA), neunmace ambyna-
TopHO. Knumanyeckas kaptuna TVIA nmosTopsnmace Tpwkpiel. B 65 et ro-
CIIMTANMN3MPOBAHA C ITUIIEPTOHMYECKUM KpusoM (Al 190/100 MM pT. CT.),
COIIPOBOX/IABIIMMCS pBOTON U HapyuieHueM noxopku. Ha MPT romos-
Horo Mmosra 6e3 natonoruu. IIpu Y3/IT 6paxuonedanbHbIx apTepuit Bbl-
sSIBJIEH CT€HO3 B 00/1aCTU KapoTUAHOI 6udypKarym cresa o 78%, B yCcTbe
BHYTpEHHEI COHHOII apTepuu ciipasa 1o 69%. IIpoBoaunach sBepcroHHasn
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SHAPTEPIKTOMMUA C/IeBa C Pe3eKIueN U pefpeccalyiell BHyTPEHHeEN COH-
HOt apTepun. VI3-3a HegocTatouHOM 3¢ PEeKTUBHOCTU TBOIIHOI TUITONIN-
NMJeMIYeCKOIl Tepanmy K JIedeHIo Bo6aBIeH ampokymabd 150 mr 2 pasa
B CyTKI. B 66 yeT rocnmranyu3upoBaHa ¢ faBsllell 60/IbI0 3a TPYAUHON
¢ uppaguanueit B neByro pyky. Ha OKI' genpeccusa cermenra ST B oTBe-
menmax II, III, AVE V3-Vé6. ITo ganHbIM sxoxapnmorpa(bnm, BBIABJIEH TU-
HOKVHe3 6a3a/IbHBIX, CPEJHIUX U BEPXYILIEYHBIX CETMEHTOB 3a/{Heil CTeHKU
JIEBOTO YKeTyHOUKa, TSOKE/IBI a0pTaIbHbI CTeHO3 (TpanyeHT 60/39 MM pT.
CT., IUIOIIab aopTanbHOro orBepctus 0,5 cM?), ppaxiysa BbIOpOca 1eBo-
ro xenygouka 52%. Tpononus 1-5,99 (N=0-0,4) uHr/mn. IIpu xopoHapo-
aHrnorpadum oOHapy>keH CTEHO3 IIPaBoil KOpOHapHOIT apTepun 1o 70%,
CTeHO3 orubaroiieit aprepuu Ko 90%, BBIIIONHEHA UX TPAHCIIOMIHATbHAS
0a//IOHHAs aHTMOIIACTMKA U CTeHTVpOBaHue. B HacTosIee BpeMs Ipo-
JO/DKAeTCsl BbILIEyKa3aHHass KOMOVMHVMpPOBAaHHAs TIMIONMMINEMIYecKas
TepanyuA M 3KCTpaKoOpHopanbHOe jedeHue. IIpym cemellHOM CKpMHMHTe
TUIIEPINIIONPOTeNH (a) eMMs IOATBEpXKZIeHa Yy CblHA (YpOBEHb JIUIIO-
npotenHa (a) 74,3 mr/pn). Takum o6pas3om, maiueHTKa B TedeHne 19 et
HOJTy4aeT Je4eH)e MEeTOAOM KacKaJHON IDTa3MO(IIbTPALVIN, @ TaKkKe
TPEXKOMIIOHEHTHYIO TMIONUINIeMNYecKylo Tepanuio. IIpu saTom y Hee
pasBUINCh MHQPAPKT MUOKapaa, MHOTOKpaTHble TVIA, TspKenblil CTeHO3
YCTbs1 a0pTHL. BeposiTHee Bcero, 63 MeTOIOB 9KCTPAKOPIOPATBbHOIO JIe-
YeHN OTMeYanoch OBl 60sIee TsKenoe TedeHye 3a00/eBaHNA C Pa3BUTIEM
¢daTanpHBIX ocnOXKHeHNT. CBOeBpeMeHHas UArHOCTHKA U PaHHAA KOp-
PEKIVA CeMEeITHOI IUIIepXoIeCTePYHEMIM V1 TUIIEPIUIIONPOTEVH (2) eMUN
CIIOCOOCTBYIOT YAIMHEHMUIO IIPORODKUTENIBHOCTI U YTy UIIEHNIO KauecTBa
JKV3HU TIallVI€HTOB.
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