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AHHOTanMs. BeedeHue. AmunuyHblll 2eMOAUMUKO-YPeMUYEcKUll CUHOPOM- XpOHUYECKoe
cucmemHoe 3a60s1e8aHue 2eHemuyeckoll npupodsl. I'enemuueckull deghekm pezyasyuu cucmemol
Komn/iemeHma npusodum eé K nepmaHeHmHotl, HEKOHMpOAUpyeMmoll, YpeamMepHoll akmusayuu,
sedyujeli K 2eHepaAU308aAHHOMY MPOMOO06PA308AHUI0 8 COCYOaX MUKPOYUPKYASMOPHO20 PyCcAd,
pazsumuro cucmemHot, KomnjiemMeHm - onocpedo8aHHoOU mpombomuyeckoll MukpoaHeuonamuu.B
cmambe npusedeHbl 0CHO8HbIe KAUHUKO-duazHocmuveckue Kpumepuu KpatiHe pedkoz2o opgaHHo20
3060/1€8aHUS - AMUNUYHO20 2EMOIUMUKO-YypemMu4ecko2o cuHdpomay demel.

OnucaHue KAUHUYeCcK020 c/iay4as. [IpedcmaseH KAUHUYECKUll cay4all ycnewHoz20
Jle4eHUsi pebeHKa ¢ AMUNUYHbIM 2eMOAUMUKO-YPEeMUYECKUM CUHOPOMOM HA (hoHe npuMeHeHUsl
mapeemHoli mepanuu 3Ky/Au3yMaboM, ¢ 0emaabHbIM AHAAU3OM PE3Y/IbmMamos KOMN/AeKCHO20
06cs1edosaHus nayueHma, OUHaAMUKU KAUHUKO-/1a60pamopHblx hokasdame.iell Ha poHe seveHusl.
Ha KauHuveckoM npumepe nokasama 3gdekmusHocmb mapzemuoll mepanuu npu paHHel
duazHocmuke amunu4HO20 2eMOAUMUKO-YypPemMu1ecko20 CUHOpoMa.

3aknaiouyenue. [IpedcmasseHHoe — KaAuHudeckoe  HabawdeHue  deMoHcmpupyem
cA0xcHOCMb dugdepeHyuarbHO-0Uaz2HOCMUYecKo20 NoUCKa, 00HAKO c/1edyem ommemumsy, 4mo
OCHOBHOII NpU4UHOU HecgoeapeMeHHOU JUAZHOCMUKU aMUNUYHO20 2eMOJUMUKO-YPeMU4ecKo20
cuHdpoMa 518/151emcsl HU3Kasl UHPOPMUPOBAHHOCMb 8paveli 06 ImoM pedkoMm 3a60./1e8aHUU,
cospeMeHHbIX Kpumepues ez2o duazHocmuku u mepanuu. [IpedcmasseHHblll KAUHU4ecKuil
cay4atl umeem 60bWON npakmuveckutl uHmepec 0415 epavell neduampos, UHPeKYUuoHUCmMo8 u
dpyaux cneyua/aucmos npakmu4eckozo 30pagooxXpaHeHus, cmydeHmos MeduyUHCKUX 8Y308.
CeoespemerHast ce OuazHOCMUKA AMUNUYHO20 2eMOJAUMUKO-YPeMu1eckozo CuHOpomd,
adekeamHas mepanuu, 6ydym chocob6cmeosams YMeHbUWeEHU msxcecmu 3a60/1e8aHUsl,
COXpAHEHU0 HCUZHU U CHUXCEHUI0 UHBaaudu3ayuu demeli.

Kamwouegvle cao0ea: amunuuHbvill 2eMoAUMUKO-ypeMu4eckull cuHOpoM, opgdaHHoe

36160/1€6Hu€, mapeemHasa mepanusi.
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Annotation.Introduction Atypical hemolytic-uremic syndrome is a chronic
systemic disease of genetic origin. A genetic defect in the regulation of the
complement system leads to its permanent, uncontrolled, and excessive activation,
resulting in generalized thrombus formation in the microcirculatory vessels and the
development of systemic, complement-mediated thrombotic microangiopathy.
This article provides the main clinical and diagnostic criteria for the extremely
rare orphan disease known as atypical hemolytic-uremic syndrome in children.

Case description. The article presents a clinical case of successful treatment
of a child with atypical hemolytic-uremic syndrome using targeted therapy with
eculizumab, with a detailed analysis of the results of the patient’s comprehensive
examination and the dynamics of clinical and laboratory parameters during
treatment. A clinical example demonstrates the effectiveness of targeted therapy in
the early diagnosis of atypical hemolytic-uremic syndrome.

Conclusion. The presented clinical observation demonstrates the complexity of
differential diagnostic search, however, it should be noted that the main reason
for the late diagnosis of atypical hemolytic-uremic syndrome is the low
awareness of doctors about this rare disease, modern criteria for its diagnosis
and therapy. The presented clinical case is of great practical interest for
pediatricians, infectious disease specialists and other specialists of practical
healthcare, medical students. Timely diagnosis of atypical hemolytic-uremic
syndrome, adequate therapy, will contribute to reducing the severity of the
disease, preserving life and reducing disability of children.

Keywords: atypical hemolytic-uremic syndrome, rare disease, targeted
therapy.
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BBeaeHue
ATUNIMYHBIA TeMOJIMTHKO-ypeMuyeckud cunapom (al'YC) - yuabTpapenkoe, (opdaHHOE)
3a6oJieBaHue. YacToTa BcTpedyaeMocTH KoToporo 5-7 caydaeB Ha 1 000 000 B3poc/ioro u AeTCKOTO
HaceJIeHUS.
llenp Hamiero cooOlleHHUs - TMOKas3aTb Ha KJIMHUYECKOM MpUMEpEe CyIlecTBYOLIMe Ha

CerofHsIHUNA [JeHb BO3MOXHOCTH JUAarHOCTUKH M NepCHeKTUBHOCTb NaTOreHeTUYeCKON Tepanuu
3KyJIM3yMaboM NallMeHTOB C aTUIMYHBIM [€MOJUTHKO-YPEMUYECKUM CUHJPOMOM.

«al'YC - xpoHu4eckoe cucTeMHoe 3ab0JieBaHMe FreHeTUYeCKOH npupobl. [eHeTHUYecKUH fedeKT
peryysiliuy CUCTeMbl KOMIIJIEMEHTA IPUBOAUT €é K IepMaHeHTHOW, HEKOHTPOJIMPYeMOH, Ype3MePHOHU
aKTHUBALUMY, BeJlylllel K reHepaJIM30BaHHOMY TPOM6006pa30BaHUIO B COCYZjaX MUKPOLMPKYJIATOPHOTO
pycia, pa3BUTUIO CUCTEMHOM, KOMILJIEMEHT - OMOCPEIOBAHHON TPOMOGOTHYECKOW MUKPOAHTUONIATHUU
(TMA). TpoMb60OTHYECKYI0O MUKPOAHTHUOMATUIO B HACTOfIee BpeMs PAacCMAaTPHUBAKT KaK KJIMHUKO-
MOpP$OI0ru4ecKuit CHUHJPOM, XapaKTepU3yLUH HopakeHHe 3HJOTeJNA COCy/IOB
MHUKpPOIUPKYJATOPHOro  pycaa» [6]. T'mcrosormyecku TMA  xapakTepu3yeTcsi  OTEKOM
3H/J0TeJIMa/JIbHBIX KJIETOK JeCTpyKLUeld 6a3a/bHbIX MeMOpaH, pacliupeHueM Cy63H0TeIMaJlbHOro
IPOCTPAHCTBA C HAKOIJIEHHeM B HeM MeMOPaHON0J06HOr0 MaTepHyaJjia U 06pa3oBaHMeM TPOMGOB. ITO
NPUBOAUT K OKKJIIO3UM IPOCBETA COCYZ0B, BbI3bIBasl pa3BUTHeE UILIEMUH IPAKTUYECKH BO BCeX OpraHax
Y TKaHsx [7,8,1].

B ocHoBe a-I'YC siexUT OCTOsSIHHAsA (XpOHHUYecKasi) aKTUBaLUs CUCTEMbI KOMILJIEMEHTA B CUJIY
HapylleHUs] KOHTPOJIA CO CTOPOHBbI psfia peryjasaTopHbIXx ¢(aKToOpoB, IpeJCTaBJeHHbIX KakK
IJIa3MEeHHbIMU, TaK U MeMOpPaHHBbIMU 6eJikaMy, PUKCUPOBaHHBIMU Ha TIOBEPXHOCTH 3H/0TeINaTbHbIX
kJ1eTOK. OCHOBHBIMHU, YAaCTO BCTPEYAOLUMUCS 1a3MeHHbIMU 6€eJIKaMU, PeryJUpyoLMMU aKTUBAL IO
cucteMbl KoMIieMeHTa, siBasitoTcs: CFH, CFI, MCP, THBD. Hau6oJ1ee yacto BcTpeuatoTcst mytauuu CFH
[1,6]. ¥ manueHToB c al'yYC, MMewIIUX MyTalld¥d B TeHax, KOJUPYIOILIUX PEryJasiTOPHble OeJKH,
HapyllaeTcsd 3alllUTa S3HJ0TeJHAJbHbIX KJIETOK OT aKTUBAaLU CUCTEMBI KOMIIJIEMeHTA. «XpOHUYeCcKas
HEKOHTpOJIMpyeMas aKTHUBaLUs KOMILJIEMEHTa, BbI3bIBAeT pacHpoCTpaHeHHWe CUCTEMHOH
KOMILJIEMEHT-onocpegoBaHHo TMA, pa3BUTHe TMOJHOPTraHHOM HEAOCTAaTOYHOCTH C BBICOKOH
BEPOATHOCTbIO JIETQJIBHOIO HCXOJAa W peaJbHbIM PHUCKOM pa3BUTUA TEpPMUHAJBbHOW CTaJuHU
XPOHUYECKOH OYeYHON HeJJOCTAaTOYHOCTU» [4].

Jns pasButus al'YC Heo6XoAUMO HaJMyMe TPUITEPOB, MPOBOLMPYIOIIUX JONOJHUTENbHYIO
aKTUBaLMI0 KOMILJIEMEHTA y NpeApacnooKeHHbIX UL, CaMbIMU 4acTbIMU TPUITEPAMU SABJAIOTCA
uHbeKLNH, B NepByl0 ovyepejb, AbixaTesabHblX nyTed (rpunn H1N1), BeTpsHasa ocna, MHPeKIUU
»KeJIyJ,0YHO-KHUIIeYHOTo TpakTa [1,6].

Knunaudeckas kaptuHa al'YC xapakTepusyeTcsl 3HAaYUTeJNbHbIM MOJMMOPPU3IMOM CUMITOMOB,
OZJHAKO OCHOBHBIMM fABJIAIOTCA: TPOMOOLMTONEHHUS, MHUKpOAaHrMoNaTHyeckKas TreMoOJUMTHUYecKas
aHeMHUs, OCTpoe noyeyHoe noBpexjeHue. al'YC B GOJIBIIMHCTBE CJydyaeB HAauMHAETC BHE3AIHO, C
NosIBJIeHHs HecneUPUIECKUX CHMITOMOB: C1ab0CTH, yTOMJISIEMOCTH, TPUINIIONOL06HOI0 CUHPOMA.
Jwuapes npepiiecTByeT Hayasty 3abosieBadus B 20-30% cioydaes.

[lopaxkeHue mno4yek MaHUQECTUPYeT OCTPOH MOYEeYHOW HeJOCTAaTOYHOCThID C HaluyueM
0JIMr'0/aHypHU WU 6e3 Heé. [Ipy Halinuuu Juypesa NoABJIseTCd IPOTENHYPHUS, BO3MOXKHO [T0sIBJIeHHe
reMmaTtypud. [I[pumepHo y 17% 6osbHbIX ¢ al'YC ocTporo noyeyHoro nospexzaeHus (OIIIl) B pe6roTe
3a60/1eBaHUs1 MOXKET He ObITb. MOXKeT 0TMedaThbCsl YyMEePEeHHbIM MOYEeBOM CMHJAPOM 6e3 HapyLleHUs
byHKUMU nodeK. TepMUHa/IbHAsA NOYeyHasl HeLOCTAaTOYHOCTD Y 60JIbHBIX Pa3BUBaeTCsA HE3aBUCHUMO OT
xapakTepa MaHudecTanuu 3aboseBanusa [1,2,3]. [IpeumyliecTBeHHOEe nopaxkeHHe novyek npu al'yC
06yC/IOBJIEHO 0CO60M YYBCTBUTEJNbHOCTBIO TJIOMEPY/ISIPHOTO 3HJAOTENHUSl K MOBPEXIEHHUID B
pe3y/sbTaTe HapylLleHHOW peryJasaluyd CUCTEMbl KOMILJIeMeHTa. Y OOJIbIUMHCTBA MallMeHTOB
OTMeYaeTCs] BbIPaKEHHbIM OTEYHBIM CUHJIPOM. «ApTepuanbHasi TUINEPTEH3Us pa3BUBaAeTCA
HE3aBUCMMO OT BO3pacTa BCJEACTBUE HUIEMUM TOYEYHOW MNapeHXUMbl, o6ycioBiaeHHoM TMA.
[Ipy4MHOM OTEKOB AABJISIETCS BbICOKAs COCYAUCTAsA MPOHULAEMOCTb, MHAYLIUPOBaHHAsA KOMIIOHEHTaMHU
cucteMbl koMmiieMeHTa (C3, C5), B culy 0cBO6OXK/JeHHs 60JIbIIOr0 KOJInUecTBa ructaMuHar [1]. [loutu
y NOJIOBUHBI O0JIBHBIX pa3BUBaeTcs nopaxkeHue LIHC pa3HO# cTeneHW BbIpaKeHHOCTH, BIJIOTh [0
CyZopor, CTymopa, KOMBI. MoryT oTMedaTbCd H3MEHEHHd CO CTOPOHbl MHOKapZAa, B BHJE
JWJIaTallMOHHOM KapauomuonaTuu. Co CTOPOHBI JIEFTOYHOM CHUCTEMBbI BO3MOXHO pa3BUTHE
reMopparuyeckoro ajabBeoJIMTa WA OCTPOr0 PECIMPATOPHOTO JUCTPecc-CHHAPOMa B3pOC/I0TO TUIA.
MoxxeT npucyTcTBOBaTh abOMHUHAJbHBIA 60/1€BOM CUHAPOM C Pa3BUTHEM OCTPOro MaHKpeaTHTa.
OnucaHbl cly4ad pa3BUTHUS OCTPOro caxapHoro auaberta. [IpuMepHo y 5% HauueHTOB OTMeYaeTcs
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MoJINOPTaHHAs HeJJOCTaTOYHOCTh, CBsI3aHHas ¢ auddysHon TMA [1,2,3,4].

Y nmanuenToB c¢ al'YC g NMOCTaHOBKM JMarHosa W NPUHATHUA pelleHUs O TaKTHKe JIedeHUs
uaeHTUUKAUSA MyTaldil pakTopoB KoMIlJIeMeHTa He TpebyeTca. OJHAKO, TeHETUYECKOe
Hccie/loBaHUE HeoOXOJMMO [iJIsl ONpe/iejieHUsl IMPOTrHO33a, O0COOGeHHO Yy 6OJIbHBIX, KOTOPbIM
IJIaHUPYeTCs TPaHCIJIaHTaLUsA MOYKHU. Y fieTel He 3apUKCUPOBAaHO CJIy4yaeB CMEPTH B MOMEHT OCTPOT0
3nu30/a 60J1e3HHU, HO IPOLIEHT TePMUHA/IbHOW I0YeYHOH HeZ0OCTaTOYHOCTH y HUX gocturaet 20 - 40%
[1,3].

[Ipu knaccuyeckoM TeyeHuu al'yYC y geTeil 3ab6oJsieBaHMe MMeeT He6GJIarONpPUATHBIA INPOTHO3
He3aBHCUMO OT TOrO, B KaKHUX PeryJsTOpHbIX 6eJiKax MU KOMIIOHEHTaxX CUCTeMbl KOMILJIEMeHTa
BBbISIBJIEHBI MyTallMy, 8 TAaK)Ke KOI'Zia BbIABUTB UX He YAAETCA.CC

KpuTtepusamu nocraHoBkd guartosa A-I'YC saBistoTcs: TpoMmbouuTtoneHuss MmeHee 150000 uiau
CHMXKeHHe I0Ka3aTeJssl TpPOMOOLUTOB 6oJiee 25% OT 6a3a/bHOTO YPOBHA B CUJY AECTPYKLUU HUX B
KpPOBEHOCHOM pycjie,  YCHUJIEHHOIO norpebseHus U BHYTPUIIOYEYHON  arperanuy;
MUKpOaHI'HMONaTHYecKas reMoJIMTHYeCKas aHeMUs C NOsIBJIeHMeM B Maske nepudepuyeckoil KpoBu
mu3ouuToB 60J1ee 0,1% - o0CHOBHOI0 pOsiBJIeHME NOMKU/IOLMTO3a U [eMO0JIM3a He UMMYHHOT 0 reHe3a;
orcytcTtBue KputepueB STEC-T'YC, (oTpuuaresbHble pe3ysabTaThl nmoceBa W IILP kana Ha Illura-
TOKCHH); akTuBHOCTb ADAMTS13 Briie 5%. B oTcyTcTBHe pe3yabTaToB aHaiau3a Ha ADAMTS13 -
ypPOBEHb KpeaTHHHHA CbIBOPOTKU KpoBH GoJsiee 150 - 200 MKMOJIb/J1 UJIK KOJIMYECTBO TPOMOGOLIMTOB
6osiee 30000/MM3 uck/IO4aeT AUArHo3 Tshkénol HegocrtaTouHocTH ADAMTS13; noBbllieHHe YPOBHSA
JIAT'; cH»KeHHWe rafnTorJ06MHa.

TapretHass Tepanusa al'YC mnpoBoAuTcsa InpenapaToM 3KyJau3ymMab 1o cxeme. IJTO
r'YMaHU3UPOBaHHOE MOHOKJIOHAJIbHOE aHTHUTEJ0, KOoTopoe cBsi3biBaeT C5 KOMIIOHEHT CHUCTEeMbl
KOMILJIEMEHTA, OTBEeYalIIMK 32 aKTUBALUI0 MeMbpaHoaTakywouero komisekca (MAK) u nozpasiser
HEKOHTPOJIMPYEeMYI0 aKTUBHOCTb KOMILJIEMEHTA. JKy/JIM3yMab fBJAAeTCA UHTHOUTOPOM aKTUBHOCTH
KOMIIJIEMEHTA, 04,00peHHbIM 14 JedeHud al'yYC y pneTelt v B3pocibix. [IpenapaT 3aperucTpupoBaH B
Poccum 23 centsibps 2011 ropa. JMTeNbHOCTD JeUeHUs 9Ky/AM3yMaboM He ollpefiesieHa, CYUTaeTcs,
YTO Tepanus JOoJ/HKHA IPOA0JIKATHCS OXKU3HEHHO.

OnucaHve KJIMHUYECKOro cj1y4yas

[IpefcTaBiseM KJIMHUYECKUH C/y4ald YCIEIIHOTO NpHMeHeHWs IMpenapaTa 3KyJu3ymMab y
pe6énka 1 roga 4 mecsnes c al'YC, neBouka. MecTo MOCTOSTHHOTO XXUTeJbCTBA I. Kypck. Pe6eHok oT 2
6epeMeHHOCTH, IpOTeKaBIlel Ha poHe Yyrpo3bl NpephIBaHUs, recTO3a NepBOM MOJIOBUHBI, 2 CPOYHBIX
ponoB. Macca npu poxzaeHun 3700 r, gauHa - 54 cM, olleHKa o mikajse Anrap 8/9 o6asos.
BckapmiuBaHue rpyfHoe 1o roga. [[puBuTta npoTuB Ty6epkyJiésa, renatut B, AK/IC (2), nonmomuenur
(3). Tepenecennble 3abosieBanusa: OP3 (2 pasa). HacinencTBeHHOCTH OTATOILeHA: Y MaTepHu
XPOHUYECKUHN NHeJ0HeDPUT, ¥ 6abYyIIKU (M) - XpOHUUECKUN LIUCTHUT, ¥ JeAyLKU (M) - paK MOYEeBOTO
y3bIp4.

3abosieBaHHe pa3BUBaJIOCh IOCTENEHHO C TOSIBJAEHUS CJAaGOCTH, BSJIOCTH, OTMeYasach
oAHOKpaTHas pBoTa. OT npe/JIoKEHHOM y4acTKOBBIM NeJUaTPOM roCHMTalM3alMd MaMa 0TKa3a/1ach.
Ha Tperui neHb 3a60/ieBaHMs BHOBb NOSIBUJIACh MHOTOKpaTHasi pBOTa U peOEHOK OblJI A0CTaBJeH
CaHUTApHBIM TpaHCIOPTOM B KypcKylo TOpOJACKYI0 [eTCKyl OOJIbHUIYY, OTKyJa Ha 2 JeHb
rocnuTaaM3allu MaMma c pe6GEHKOM CaMOBOJIbHO IIOKUHYJIA 0T eseHUe. Ha nsiThie cyTKU 3a60/1€BaHUsA
cocTosiHMe pebEHKa YXyAIIUI0Ch 33 CUET HApaCTaHUsI HHTOKCUKALMOHHOTO CUH/APOMA, BbIpaXKeHHOU
06111eil c1aboCTH, COHJINBOCTH, N0sIBJIeHNs NeprudepruyecKUx OTEKOB, OJIUTOYPHUH, MAaKpOreMaTypHH.
Pe6&HOK OblJ1 3KCTPEHHO FOCHMTAJM3UPOBAaH B peaHUMALMOHHOE OTAeJ/ieHUe Telepb yXKe JeTCKON
006J1acTHOU 60JIbHUILBI TOpoia Kypcka u mocsie BpaueGHOro KOHCUJINYMa, B YCJIOBUSX PEaHUMOOUIISA, B
CONPOBOX/JEHUU peaHUMaToJiora JeBOoYyKa B TSDKEJOM COCTOSSHMM Oblla JOCTaBJieHa B
peaHuMaionHoe otaesenue HKMI umenu 3.1. KpyrJioit ropoga Op.ia.

[Ipy HOCTYN/IEHUH COCTOSIHME OLIEHHWBAJOCh KaK Tshkésoe. KokHble MOKpOBBI GJiegHbIE C
WKTEPUYHBIM OTTEHKOM, Ha FOJIEHSX eJUHUYHbIE 3KXUMO3bl, 0OTEUHOCTb BEK, KUCTEH, roJIeHeH, CToT,
remnaTo-JUeHaJbHbIN CUHJPOM, apTepuanbHas runepteHsus (120/90) mm.pT.cT. B 0611eM aHanuse
KpoBu: Ip - 2,9*10*2/1, Hb - 74r/n, Tr - 60 000, mu30uUTO3 (+++). B 6MOXMMHYECKOM aHA/IN3€e KPOBM:
6es10K - 53r/1, MoueBUHA - 22,8 MMOJIb/JI, KpeaTUHUH - 141 MKoOJIb/ /1, 6UANPYOHH - 16,8 MKMOJIB/ I,
ACT - 85 e/n, K - 3,7Mmonn/a, Na - 141 mmoas/n, CPII - 12 mr/a., JIAT - 2245 e/n. B 061em aHanuse
MO4YM - MaKporeMaTypusi, IpOTeHHYpUs cpefHell cTeneHM. IIpy yJbTpa3sBYKOBOM MCCJeJOBAaHUU -
yBeJMYeHHe I[I04eK B pa3MepaX, TOTajJbHasd TUINOKCUS IMapeHXUMBbl, CrJaKeHHOCTb KOPTHUKO-
MeaysuispHor  auddepenyuanuu  (KMJ); auddysHble HU3MeHeHHUS] NApPEHXHMMbl IeYeHH,
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MO/KEJIYIOYHOH KeJie3bl; IBJIeHUs AUCX0JIUU. B mieBpa/ibHBIX MOJIOCTSAX, B IepUKap/e, B 6OKOBBIX
KaHaJslaX OPIOIIHON IMOJIOCTH, MEXy NMeT/JAAMH KHIIeYHHWKA Haiudyue kuaxkoctu oT 10 mo 40 mu. C
nepBbIX JHeW TmpebbiBaHUs pebeHka B HKMI|[ B Je4eHMM UCIOJIb30BaJOCh BBeJleHUE
cBexxe3amMopokeHHOH ma3mel (C311), m1azmoo6MeH. Ha 5 leHb npe6biBaHUS B CTallMOHApeE IPOBeieHa
nepBas MHPY3Us 3KyIM3yMabda B 1o3e 600 Mr, 3aTeM exxeHeiesibHO 110 300Mr B TeyeHHe 2 HeJlesib. Ha
¢doHe BBeJeHHS 3KyJH3yMaba OTMeYasa0Ch yaydlleHHe OOIIero CoCTOssHUS peGEHKa, MOKa3aTesb
SpUTPOLUTOB Bo3poc ¢ 2,7 o 3,9*10*2/n, Hb - ¢ 69 g0 119 r/a, TpoM6ouuTOB - ¢ 60 10 351*109/1,
JIAT - 2131 no 847 e/n, HOpMaJU30BaIMCh MOKa3aTeJd MOYEBUHbI, KpeaTUHUHA KPOBU U MOYH.
Crenenp musouutosa ymenbmnicad o 8:100, B nocneaywowem - go 1:100. CreneHb reMaTypuu
CHU3WJIACh J10 2-3 3pUTPOLMTOB B I0Jie 3peHUSs, MPOTEUHYPUH - OT 7 T/ 10 1 r/n. OTEYHBINA CHHAPOM
KYNUPOBaH Ha 9 CyTKU NpebbIBaHUSA B CTAl[MOHAPE.
06GcyxaeHue

Junarno3 al'YC nmoaTBepK/JeH: aKTUBHOCTbIO MeTasuionpoTrerHa3dbl ADAMTS13 go 122% ot
ypoBHSI aKTUBHOCTM ADAMTS13 B KOHTpPOJIbHOM IJIadMe 3/I0pOBbIX JOHOPOB, OTPHIIATEJbHbIM
aHaJIM30M Ha IIUTa-TOKCUH, aKTUBHOCTbHI0 KoMnoHeHTa C3 cucteMbl koumyiemeHnTa - 0,46 mr/mi (38%
HOPMBbI ), aKTUBHOCTbI0 KOMIIOHeHTa C4 - 650 MKr/mJ1 (163% HOpMBI).

CyMmMapHas f03a 3KyJiu3yMa6a 3a BpeMs IpeObIBaHUSA B cTalldoHape coctaBuiia 1200 mr. Kpome
TapreTHOM Tepanuu NpoBoAuIach MHOY3UOHHas Tepanus ¢ BBegeHueM C3I1, sapuTponuTapHoi Macchl,
aHTUOAKTepUa/ibHasl, CeaHChl I1a3Madepe3a. Pe6EHOK BaKLMHUPOBAH IMEPBOU 030U BaKI[UHBI
«MeHakTpa»[9].

B 6osibHUIle TpoBefeHO 26 AHell. BeimucaH c yayylleHHeM JJis HabJIOJeHHUS N0 MeCTy
)UTesbCTBa B ropoJ, Kypck. B 2,5 rojja npoBe/ieHO reHeTHYeCKOe HcC/ie/loBaHHe, MyTallui BbISIBUTb
He yJaJIoCh, HO YYUTBHIBAsd BO3PaACT pPeGEHKA, KOHCHUJIMYMOM CIELHAJUCTOB MPUHATO pelIeHHe O
NpOoJ0/PKEHUU BBeJleHUs 3Kyau3yMaba. HabstojeHrue npoaomKaeTcsl.

3akiroyeHue

[IpeacTaBieHHOE KJIMHHUYECKOE HAOJI0IEeHUE JEMOHCTPUPYET CIAOXKHOCTh NUbPepeHuaTbHO-
JMAarHOCTUYECKOr0 NMOMCKA, OJHAKO CJIeAyeT OTMETUTh, YTO OCHOBHOW NMPHUYUHON HECBOEBPEMEHHOMN
nuarHoctuku al'YC siBisgeTcs HU3Kasgd HHQOPMHUPOBAHHOCTDb Bpavyed 06 3TOM peZKoM 3a60JIeBaHUH,
COBpPEMEHHBIX KPUTEpPUEB €ro JUAarHoCTUKUA WU Tepanuu. [IpefcTaBiieHHbIH KJIMHWUYECKUH ciay4yail
vMeeT OOJIbIION NPAaKTUYEeCKUH HHTepec [IJisi Bpayed meauaTpoB, MHPEKIMOHUCTOB U JIPYTHUX
CMEelYaarMCTOB MPAaKTUYECKOTO 3/IpaBOOXPAHEHUS], CTYAEHTOB MeJULIMHCKUX By30B. CBoeBpeMeHHas
ke auar”Hoctuka al'’Y(C, ajexkBaTHas Tepamnuy, OYAYT CHOCOGCTBOBATb YMEHBUIEHHUIO TSXKECTH
3a60JieBaHUSs, COXPAaHEHUIO )KU3HHU U CHIYKEHUI0 UHBAJUH3AIUH IEeTEH.

UHpopMuUpoBaHHOE corJiacue

OT poauTesell moJyiydeHO MNUCbMEHHOE J0OpOBOJIbHOe HWH(POPMHUPOBAHHOE COrJlacMe Ha

nyo6JIMKalMIo0 pe3ybTaTOB 00C/ieJ0BaHUS AlUEHTA U €r0 JIeUeHUs].
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