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FEMOHMTMKO-yDEMquCKMVI camHapom
B negmnatpmnin:. KIIMHN4YeCckKoe Ha6mop,eH|/|e

Hemolytic Uremic Syndrome in Pediatrics: Clinical Observation

Peslome

B ctaTbe ocBelleHbl Npobnembl auddepeHLmanbHOro gnarHosa, Knaccudukauyuy, natoreHesa
TUMNYHOTO N aTUMNYHOIO TEYEHUA FEMONUTMKO-Ypemnyeckoro cuHgpoma (MYC) y getei, nokasaH
KIIMHUYECKUI CNyYail, 3apermcTpypoBaHHbIN B Hale KnnHuKe. OnmncaHbl aHaMHe3, 06 beKTUBHBIN
CTaTyC, NoKasaTtenn o6LEeKTNHNYECKMX aHaNM30B, GOXUMMNYECKOro NCCeJOBaHUA KPOBU, MHCTPY-
MeHTaNlbHble MeTOfbl, KOTopble 6blN NPoBeAeHbl MaLMEeHTY, UCCNeAoBaHMe MyHKTaTa KOCTHOroO
Mo3ra. HefocTaToK aHaMHeCTUYeCKMX AaHHbIX, CKYAHAA KIMHNYeCKasa KapTnHa B Havane 3abonesa-
HUA ABUANCH NPUYNHOW NPOBeEeHNA ONepaTMBHOIO BMELLATENIbCTBA MalbuMKy (anneHasKToOMUA).
OTcyTCTBME TUMUYHBIX BO3OyAUTENel B Kare, NPOrpeccUBHOE yXy[leHWe COCTOSHUA NauueHTa
C pa3BUTUEM MPU3HAKOB OCTPON MOYEYHOW HEefOCTAaTOYHOCTU CTanu NpUYMHaMM yrinybneHHOro
nccnefoBaHUA Y NOAO3PEHUA Ha aTUMUYHOE TeYeHWe FreMOSIUTUKO-YPeMUYECKOro CMHApPOMa Y
naumeHTa. OcO6eHHOCTbIO AaHHOMO KNNMHMYECKOro HabnogeHna ABNAETCA NONIHOe uccnefoBaHme
KOMMeMeHTapHOro Npoduna n onpegeneHne reHeTUYeCcKon KapTbl NaumeHTa ana audpdepeHuma-
LMy faHHOTOo 3ab0IeBaHNsA, UTO B HaLLEl CTpaHe He ABAAETCA JOCTYMHbIM METOLOM UCC/IeJOBAHMS.
Mbl 6narogapHbl HalwmMM Koseram 13 yHuBepcuteta Semmelweis (ByganelwuT) 3a nomoLb B fuarHo-
CTVIKE 1 COBETbl MO NepCrneKTUBaM JfleueHUs, NOCKONbKY eMHCTBEHHbIN 3PpdeKTUBHDBIN npenapat
ONA NeYeHna aTUNnMYHOro reMoJIMTUKO-YPEMNYECKOro cHapoMa (3Kynusymab) He 3apernctpupo-
BaH B YKkpavHe. CerofHA Mbl pacrosiaraem yxe WecTUIeTHUM KaTaMHEe30M, 3a 3TOT Nnepuoa nauu-
€HT HaxoAUTCA B K/IMHMKO-1abopaTOPHON PeMUCCUN, YTO MO3BOMIAET C BbICOKON BEPOATHOCTHIO
roBOpuUTb O TUNUYHOM TeueHun I'YC y KOHKPETHOro naumeHTa. B cBA3mn € 3TM Halle KNMHUYecKkoe
HabntofeHe B KAaKOW-TO CTENEHU JOMOHAET UMEetoLLMecs MTepaTypHble AaHHbIE O HAIMYMKN U3Me-
HeHWIn B CUCTEMe KOMMJIeMeHTa He TOMbKO MpW aTUMMYHOM TeYEHUW FeMOSIUTUKO-YPEMUYECKOTO
CUHAPOMA, HO 1 MPU TUMNYHOM €ro BapuraHTe.

KnioueBble cNloBa: reMoNUTUKO-ypeMUUYEeCKU CUHAPOM, IeTH, CUCTeMa KOMMeMeHTa.

Abstract

This article gives a short description of the main aspects of clinical manifestations, pathogenesis,
diagnosis, differential diagnosis, and treatment of typical and atypical hemolytic uremic syndrome
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(HUS) in children. We demonstrated a clinical case of HUS, which was registered in our clinic. There
were described the case history of the child, objective data, biochemical and basic blood studies,
instrumental methods, and bone marrow punctate results. We described the difficulties and results
of diagnostic search and differential diagnosis. The lack of typical anamnestic data, poor clinical
picture at the start of disease were the cause of appendectomy in this boy. The absence of typical
bacteria in the stool test, progressive aggravation of patient with acute renal failure symptoms
became the cause of deep examinations and suspicion of atypical HUS in the child. The peculiarities
of this case report are the presence of full complement testing results and DNA analysis data for
differential diagnosis, which is not an available method of investigation in our country. We are very
grateful to our colleagues from the Semmelweis University for advice in diagnostics and treatment
perspectives, because Eculizumab (the most effective medication for atypical HUS) is not registered
in Ukraine. Today we have a 6-year catamnesis. For this period, the patient has been stable. Clinical
and laboratory remission is present, and these data let to say with a high probability about typical
HUS in the patient. That is why our clinical case complements literature data about changes in the
complement system not only in typical HUS, but also in atypical variant of the disease.

Keywords: hemolytic uremic syndrome, children, complement system.

B BBEAEHWE

lemonuTHKO-ypemuueckuin cuHgpom (6onesnb laccepa, NYC) — cun-
APOM, XapaKTepu3ytoLmninca obasaTenbHbIM HanMynem Tpmaabl CUMNTOMOB:
reMoniMTnyeckasa aHemma C Hanuunem GparmMeHTMPOBAHHbIX SPUTPOLMTOB
(LUM30UNTOB), OCTpasi MOYeYHas HeAJOCTaTOYHOCTb W TPOMOOLMTOMEHW .
B Hactosiwee Bpema MYC cumtaloT ofHOM M3 Hamboree 4acTblX MPUYUH
OCTPOI NoYeyHoW HepgocTaTouHOCTM Y deTeln [1]. O6wan 3aboneBaeMocTb
I'YC coctaBnset npumepHo 2,1:100 000 yenoBekK B rof c nMkom 3abonesa-
emocTu y geten monoxe 5 net (6,1:100 000) 1 CHUXeHMEM ee Yy B3POCbIX
ctapwe 50 net (0,5:100 000). BbigenaioT MHOrouYMCNeHHbIE PAa3HOBUAHOCTMN
I'YC, KoTopble UMeloT 1 obLiMe naToreHeTUYeCKne MeXaHW3Mbl Pa3BUTKS,
N FMCTONOrMYecKre NPOABEHUS, UMEHYeMble TPOMOOTNYECKON MUKPOaH-
rnonatunen. Y 6onbwnHCTBa geten (90-95%) oTmMeuaeTcs Tak Ha3biBaeMbli
TUNMYHBIN unu noctanapenHbin NYC (O+TYC). Opyras ¢opma I'YC, Ha3biBa-
emas atunuyHon (al'YC, Non-Stx HUS), BcTpeuaeTtca HamHoro pexe (5-10%
BCex cnyyaes). TununuHoe TeuyeHne MNYC — MHPEKUMOHHO-NHAYLMPOBaHHOE
COCTOAAHME 1 N3YYeHO AOCTAaTOYHO XOpPOoLO. OCHOBHbIM TPUITEPOM NPY STOM
BbICTYNaeT WnranofobHbIN TOKCKH, KOTOPbIN NPOoAyLnpyeTcs B OCHOBHOM
3HTEPOMATOreHHbIMU LWITAaMMaMK KuLeYHoW nanoukmn (0157:H7) n wurennol
amnsentepun [2]. HecmoTps Ha To uTo passutre N'YC uHayumpyeTca 6onblunm
KOJIMYECTBOM pasnMyHbIX GpakTOpPOB, NPOrHO3 naureHTa (BbI3oOPOBEHME,
NCXO B XPOHUYECKYIO MOYEUHYI0 HeJOCTaTOUHOCTb, exitus letalis) 3aBucnt
OT YCMewWwHOCTN NnaToreHeTuYecKkon Tepanmmn. Tem He MeHee yCTaHOBJeHMe
WNCTUHHOW NMPUYNHbBI 3STOr0 COCTOAHUA HE MEHee Ba)KHO.

B coBpemeHHol nutepaTtype epnHon knaccuéukaumm IYC He cyule-
cTBYyeT. Ha Haw B3rnag, Hambonee NornyHoOM NpeacTaBnseTca cnegyioLan
Knaccmdumkauma npuumvH [3, 41:

1. TYC, accounmnpoBaHHbIi C WNranogo6HbIM TOKCMHOM (TUMUYHbIN, acCo-

LUMUPOBaHHbIN C guapeen, +):

1.1.Escherihia coli.
1.2.Shigella dysenteriae type 1.
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2. TYC, He cBA3AHHDIN C WIMra-TOKCMHOM (aTUNMNYHBIN/6e3anaperiHbii, O-):

2.1.TYC Ha doHe nHbekunu:
2.1.1. baktepuu - Streptococcus pneumonia.
2.1.2. Bupyc - BU\.

2.2.JlekapcTBeHHbIn ['YC (MpoTrBOOMNyxoneBble npenaparbl, aHTU-
KOarynsHTbl, IMMYHOCYNPeCccopbil).

2.3.TYC, cBA3aHHbIN C 6epeMeHHOCTbIO.

2.4.Mocnepogoson [YC.

2.5.TYC Ha poHe ayTOVMMYHHbIX 3ab60eBaHu.

2.6.ignonatunyeckunn ryc.

2.7.bone3Hu perynaumm KomnnemeHTa:
2.7.1. TeHeTnyeckne 6onesHN perynaumn KomniemeHta (MyTa-
unn reHoB ¢aktopa H, MembpaHHOro KOGaKTOPHOro NpoTenHa
(CD46), pakTopa ).
2.7.2. NprobpeTeHHble 6GONE3HW Perynsauum KoMriemMeHTa (aH-
TUTena K dpaktopy H).

AtununuyHoe TeyeHue NYC (cnopaguyeckoe, D-, He cBA3aHHOE C Aua-
peeit) BbI3blBaeT 0COObIV UHTEPEC U KIIMHWLMUCTOB, N YYEHbIX, MOCKONbKY
XapaKTepPU3yeTCsA PeLuamBmpyoLLMM TeYEHNEM U B GONbLUMHCTBE C/lyYaeB
MNCXOAOM B XPOHUYECKYIO MOYeuHyl HeflocTaTouHOCTb [5]. Heobxoaumo
oTMeTUTb, uTo al'YC — XxpoHunyeckoe 3aboneBaHue, TpebyioLiee NOXN3HEH-
Horo HabnogeHws. 3aboneaemMocTb U pacnpocTpaHeHHOCTb al'YC n3yyeHsl
HefoCTaTOUHO. Mo JaHHBIM Pa3NIMYHbIX UCTOYHMKOB, B CTPaHax C pa3BUToN
CCTEMOW ANArHOCTUKM pacnpoctpaHeHHocTb al'YC coctasndaeT ot 1 go 3
nauveHToB Ha 1 MiH HaceneHus. bonesHb yalle MaHudecTupyeT y feTen 1o
18 net, Ho NpubAn3MTENBbHO B 40% CryYaeB AUArHOCTMPYETCS BO B3POCSIOM
BO3pacTe. He BbI3bIBaeT COMHEHMSA, YTO POCT YMCia NaLUEHTOB C 3TOWN He
HOBOW, HO MPAKTUYECKN HEN3BECTHOW GOPMOI yPreHTHON NaTonormm yxe B
6nmkanwem GyayLiem MoXeT NPeBPaTUTLCA B CEPbe3HYI0 3aAaudy, KOTopyio
cama »W3Hb NOCTaBUT Nepes Bpayamuy pasHbIX CleunanbHOCTEN.

MprurHamu atnuuHoro TeyeHusa YC mMoryT ObiTb pasnnyHble dak-
TOpbl. KHUM OTHOCAT @y TOCOMHO-PELIECCUBHYIO M @y TOCOMHO-AOMUHAHTHYO
bopmbl. Mx yeTKOro onmcaHmA Ha CerofHaA HeT, HO NPeAnoNaratoT, YTO OHY
o6ycnoBneHbl BPOXKAEHHbIM AedpeKTOM C1CTEMbl KOMMIEMEHTA, BPOXAEH-
HoW KonnareHosow rnomepynonatuen (tun lll), nebektom aHTUTPOM6GUHA Il
HapyLeHeM 06MeHa NPOCTaLUKIIMHA U BPOXAEHHOW aHOManmen metabo-
nM3Ma BUTaMKHa B, ¢ METUIMANOHOBOW aumayprieit i FOMOUMCTUHYPUEN.
Y HEKOTOpbIX NaLUMeHTOB C HacneacTBeHHbIM [YC 6bl1 naeHTUGULMpPOBaH
reH 1-i1 XpoMOCOMbI, 0603HaUEHHbIN Kak PpakTop H [2].

Kak Tunuunbiin TYC, Tak U aTUNUYHBIA OTHOCATCA K rpynne Tpombo-
TUYECKUX (HEUMMYHHbIX) MUKPOAHIMONaTuii, NPU KOTOPbIX B pe3ysbTaTe
MacCC/BHOMO MOBPEeXAeHNA SHAOTENVA COCYOB CTpafaeT npexae BCero
rNOMepynsApHbIA annapat nouyek. CyTb TPOMOOTMUECKON MUKPOAHIMo-
naTMu 3aKJoyaeTca B MOBPEXAEHMM SHOOTENNA COCYAOB C MOCnepyio-
WUM BbICBOOOXKAEHNEM CYOCTaHLMI, aKTUBMPYIOLWUX TPOMOOLUTLI, 4TO
BefleT K TPOMOOTUYECKUM MOBPEXAEHUAM B TePMUHANIbHBIX apTepuosnax
n Kanunnapax [6]. NocnepoBaTenbHOCTb COGLITUI NaToreHesa pasnmnyHa B
3aBUCMMOCTU OT MHAYLMPYIOLWEN NPUYMHbBI, HO NCCNeA0BaHWA NOCIEefHNX
neT gokasanu posib HapyLeHU B CUCTEME KOMMIEMEHTA, MPUBOAALNX K
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MUKPOAHIrMonaTuAM. YCTaHOBNEHO, YTO B OcHoBe al'YC nexuT HapylieHve
perynaumn C3-koMnoHeHTa KomnnemeHTa. [MatoreHes al'YC cBA3aH C akTu-
BaUven 1 perynaumeit anbTepHaTUBHOMO NyTW akTUBaLMK CUCTEMbI KOMMe-
MeHTa (puc. 1) [1, 7, 8, 211.

B oTnnume ot Knaccuueckoro v NeKTMHOBOrO NyTel, KoTopble TpebytoT
cneunduUyecknx TPUITepoB, anbTePHATUBHDBIA MYTb MOCTOAHHO AKTUBEH.
C3-KOMMNOHEHT KOMMJIEMEHTa COAEPXKMT TMOIPUPHYIO CBA3b, KOTOPas Nerko
nofBepraeTca rmaposnmsy C MOMOLLbIO BOAbl (MOCTOAHHO NPUCYTCTBYIOLLEN
B OpraHv3me yenioBeka). [mgponus nHayuupyet KoHGOPMaLMOHHbIE U3Me-
HEeHUs B NpoTenHe, KoTopble noseonsaiT C3H20 B3anmopencTBoBaTh C dak-
Topom B (CFB) u daktopom D (CFD), popmupysa C3-koHeepTasy (C3H20Bb),
KoTopasa 3¢pdeKkTnBHO NpounssoanT monekynbl C3b, KoTopble MOryT BbICTY-
naTb AAPOM ANA OCTasIbHbIX KOMMOHEHTOB KOMMJIEMEHTA.

3TOT npouecc BefeT K NOCTOAHHOMY obpa3oBaHuio monekyn C3b, Ho
B omnume ot C3H20, BHYTpeHHAs TMO3bUPHAA CBA3b OCTAETCA WMHTAKT-
Holi. TnoadupHana cBA3b ABNAETCA CyOBEKTOM ANA aTak PasfMyHbIMU caxa-
pamun 1 nonmcaxapvaamu, HaxoAAWMMUCA Ha KJIETOYHbIX MOBEPXHOCTAX.

AKTVBaUMA KoMmniemeHTa npu alryC

« ¥ T
a JleKTMHOBbIV Ny Tb Knaccuuecknn nytb AnbTepHaTUBHbBIV Ny Tb
=
1%} e
: \ v /
x
) OunLeHne MMYHHBIX
2 u Y a C3+H20: NOCTOAHHO aKTNBEH
) KOMMIEKCOB
g 7 (ycuneHne)
g OncoHnzauusa
=
g C3a C3b
o
Q.
=

TepMI/IHaﬂbHaFI YacCTb KOMIJieMeHTa

| Cnabbin aHadpUNOTOKCKH |

C3-KkoHBepTasa

v o «=» TPOMB6OMOpYINH

EcTecTBEHHbIE MHTMOUTOPDI:
dakTop H, MCP

MoTeHUumanbHbIN komnnekc (C5b-C9)
aHadUNOTOKCUH JInsnc knetok
XemoTakcunc MpoBocnanutenbHasn
MpoBocnanuTenbHas AKTUBHOCTb

aKTUBHOCTb AKTMBaLWA TPOMOOLMTOB

AKTUBaLMA NeNKoLUTOB
AKTMBaUUA sHAOTENNSA

> C3 / C5-KoHBepTasa
QakTop B ¥
/ ° \
C5a Mem6paHoaTaKyiowmii

AKTUBaLMA NeNKoLUTOB
AKTUBaUUA sHAOTENNSA

MpoTrpomboTnueckan MpoTrpomboTnueckan
aKTUBHOCTb aKTUBHOCTb
AHadunakcma [lecTpyKumsa Knetok
Bocnanenune Bocnanenune
Tpomb603 Tpom603

Puc. 1. AKTMBaLmA cncTeMbl KOMNJIemeHTa B natoreHese al'yC
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3710 npuBnekaet C3b Ha MoBepxHOCTU, obecneumBas MUKPOOKPYXeHne
ana o6bpasoBaHua C3-koHBepTa3bl MO anbTepHaTvBHOMYy nyTn (C3Bb).
OtnoxeHre C3b Ha NOBEPXHOCTW KNETKU (ONCOHM3aLMs) ABASETCA MapKe-
POM KNEeTKM Kak MULIEHN ANA MMMYHHbIX aTak.

Mpn oTcyTcTBUM MHrMBUTOPOB Komnnekca C3b npouecc aktuauum
KOHBEpTa3bl He MpeKpalyaeTcs, KOMMIEMEeHTapHbIN Kackag npogosxKaeT
aKTUBUPOBATHCA 06PA3yIOWMMMCA KOMMOHEHTaMK, 06bIYHO 3aKaHUYMBaEeTCA
dopmrpoBaHuem MembpaHoaTtakytouwero kommnekca (MAC, C5b-9), nusu-
COM KJ1eTKM, BOCManeHneM 1 akTuBaLmeln Kackaga koarynauyun. Kpome toro,
HapyLleHne perynaunm anbTepHaTUBHOrO Nyt (cneunduyHoCT! unm gud-
bepeHUNPOBKY MexXay COOCTBEHHBIMU 1 YyXXePOAHBIMU KNeTKamm) JOCTU-
raetca nocpeAcTBOM B3aUMOAENCTBMA MHOFOC/IONHOW CUCTEMbI Ma3mbl
N KJNETOYHbIX (MOBEPXHOCTHBIX) PErynATOpOB KOMMIEMEHTa, NpeaoTspa-
Lasi KOMMJIEMEHT-OMOCPEAOBAHHOE MOBPEXAEHNE COOCTBEHHbIX TKaHel.
MoTepA perynaumm anbTepHaTUBHOIO NYTW NPUBOAMWT K NOBPEXKAEHMIO TKa-
Hell, 0CO6eHHO rroMepynApHoOro sHaoTenus [7, 8].

B HacTosALlee Bpemsa obHapyxeHo 6onee 50 MyTauuii B reHe dakTopa H,
KOAMPYIOLWMX CUCTEMY aKTUBaLMM KOMMneMeHTa. Tak Kak B 50% cnyvaes
ncxopom al'YC aBnsaeTca GopMnpoBaHme XPOHNYECKO MOYeYHOW HeoCTa-
TOUYHOCTM /UNUN HEOBPATVMOE NOBPEXAEHNE FOJIOBHOTO MO3ra, TO FreHETH-
yeckoe TeCcTMpOBaHue Npu aTnnuyHom TeyeHunn N'YC oueHb BaXKHO AnA pac-
CMOTPEHMA BONPOCa O TPaHCMIaHTaLmy noyek [9].

Cpenmn meTabonuueckux npuuvH, Bepywmx K alYC, BbigenaioT nog-
rpynny HapylleHWui, CBA3aHHbIX C MeTabonuamom KobanamuHa (merano-
651acTHasA aHeMUs,, FOMOLIMCTEVHEMUSA, METUIMAJIOHOBas aumaemMus, fiede-
HUe rMapPOKCMKO6anaMmMHOM) 1 AnaLMIruLeposkHasel € [10, 11].

KnnHnyeckoe TeueHne atunuyHoro NYC nmeeT xoTs 1 Hecneuudpuue-
CKMe, HO BCE XKe OTNINYMA OT TUNUUYHOW GOPMbI: HaNUne CEMeNHON NCTo-
pun no M'YC (B 25% cnyyaeB), BHe3anHoe Hayano, aTMMnMYHbI Npoapom 6e3
Anapen Uan ero oTCyTCTBME, MPOrPeccMBHO peuuanBupyloliee TeYeHue.
Y pAapa nauyuneHToB (okono 20% peTen) OTMEYaeTCA NOCTEMNEHHOE Hayano
C CyOKNVMHUYECKOW aHemueil, 1 KonebaHusMU ypoBHA TpombouuToB (OT
HOPMbl O TPOMOOLMTONEHUN) B TeUEHME Heflenb UM MecAUeB, 1 coxpa-
HeHHOI yHKUMel NoYek Ha MOMEHT NOCTaHOBKM AMarHo3a. KnuHunueckne
nposAsneHna npu al'YC moryT 6biTb PasnnyYHbIMA: CUMNTOMbI MOBPEXAEHNA
nouek (Yawe noyeyHasa HeJOCTAaTOYHOCTb), CEPAEYHO-COCYANCTbIE CObbI-
A (KapauomMuonaTrs, MHGAPKT MUOKapAa, Npexopsilas NemMus royoBs-
HOro MO3ra, 3MOONNA NEroYHbIX apTepuii, OCTaHOBKa cepAua), racTPOuH-
TeCcTVHanbHble NPOABNEHWA (guapen, pBOTa, 3anopbl), HEBponornyeckas
cuMnToMaTuKa (ronioBHasA 6onb, Cygopory, sNunencus, napanny NULeBoro
HepBa), NPOABNIEHNA CO CTOPOHbI Nerkmx (MHeBMOHWA, AblXaTeNbHaa HeAo-
cTaToyHocTb). Mpu alYC nposBneHnsa 1 OCNIOXKHEHNA CO CTOPOHbI Gonee
yem OiHOW CUCTEeMbI OpraHM3Ma HabnopatoTcs B 100% cnyuaes [12].

MoBpexxaeHve noyek npu al'YC 3aknioyaetca B CyKeHUn unu obnure-
pauuy npoceeTa KanunnapoB KnyboukoB TpoMboLuTapHbIMK arperatamu,
CHVXKEHMMN CKOPOCTU KnyboukoBon ¢unbTpaummn v ymeHblueHun nepdy-
3UM NOYEYHbIX KaHasbLEeB C X BTOPUYHON ANCHYHKLMEN UIN HEKPO3OM.
B Hopme 3HpoTenuin obecrneuymBaeT COCTOAHWE 3YKOarynAaumMm 3a cuyeT
aencTBuA aHTUTpom6buHa I, npocTaumknMHa, okcmaa asoTa, SHAOTENUIA-
3aBUCMMOrO penakcupyiowero ¢pakrtopa v T. 4. NoBpexaeHune sHAoTenus
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CNocobCTBYeT NIOKaNbHOM aKTMBaLUMM CBePTbIBalOLWEN CUCTEMbl KPOBU C
BHYTPUCOCYANCTON Koarynsaumen, oTnoxeHuio GnbprHa 1 TPOMOOLMTOB B
CTeHKax 1 npocBeTe Kanunnapos [5].

leHe3 TpombounToneHun npu [YC cBA3aH C YyCWUNEHMEM BHYTPU-
MoyYyeyHoWn arperaumm TPOMOOUMTOB, MNPV 3TOM MOBbLIWAETCA YPOBEHb
-Tpombornobynuna n TpombodakTopa-4 — cneynduyecknux TpomboLUTap-
HbIX 6EMKOB, KONNYECTBO KOTOPLIX B Nila3Me HapacTaeT Npu akTUBaLUM TPOM-
6GOLMTOB 1 CHUKEHUU ToMepynsapHoi ¢unbTpaumm [1]. TpombouuToneHum
TaKKe CrnocobCTBYeT MOBbllEHHOe KX MoTpebneHne B TPOMObI.
TpombouuTapHble M3MEHeHWs PacCMaTPUBAIOTCA KaK BTOPUYHbIE MO OTHO-
LUEHMIO K SHOOTeNIMaNbHOMY NOBPEXAEHWIO, TaK Y USMEHEHWA SPUTPOLUTOB.

Pa3BuTre MmMKpoaHrnonatmyeckonm remonutmnyeckon aHemmm npu Myc
06BACHAETCA MEXaHWYECKMM MOBPEXAEHNEM SPUTPOLMTOB HUTAMU u-
OGpVHA NPY NPOXOXKAEHNM KIIETOK KPOBYM Yepe3 YacTUYHO 3aKyrnopeHHble
MuKpococyabl. ConyTCTBYlOLlEe OKCUMAAHTHOE MOBpexAeHne MembpaH
SPUTPOLUTOB BC/eACTBME aKTUBaLMM NEePeKUCHOro OKWUCIeHWA NMnuaos
yxyawaeT nx aepopMupyemocTb U MOHUMKAET YCTOMUMBOCTb K MexaHuye-
CKOMY MOBpPeXAeHuIo, CnocobCcTBYA TeM cambiM ycuneHuto remonusa [13].
NpeHTnounKauma Hannuma remonmnsa NPoOBOAUTCA Ha OCHOBAHUM HanUumA
LIN30UMTOB 1K ApYrux Gopm 06JIOMKOB 3pUTPOLIMTOB B Ma3Kax KPOBU U
KOCTHOrO Mo3ra.

KnuHMKa MHOrMX TPOMOBOTUYECKNX MUKPOAHTMONAaTUI CX0Xa, MO3TOMY
npv atMnuyHoM TeueHun INYC npuxoanTca npoBoamnTb anddepeHLmanbHyto
[MarHoCTuKy ¢ 6onbLlinMm KonmnyectBom 3aboneBaHuii. B nepeyeHb Heobxo-
OVMbIX 06CNIef0BaHNIA BXOAAT: MOJHbIM aHaNM3 KPOBU (TPOMOOLWTbI, Uccrie-
[IOBaHMe Ma3Ka KpOBU, MOACYET PEeTUKYNOLWTOB); Koaryiorpamma; rneue-
HOYHble MPOObI; aHaNIM3 MOYW; SNEKTPONUTbI; KpeaTMHUH; npoba Kymobca;
onpegeneHue yposHs JIAl; yposeHb rantornobuHa; aHtudochdonmnmuaHble
aHTWTeNa; aHTVHYK/eapHble aHTUTeNa; cepfeyHble TPOMOHMWHbI; 6akTepro-
NIOrMYecKmne NccnefoBaHNA Kana v noceBbl CO CAIN3MCTON 060I0UKN POTO- 1
HOCOrNoTKK; cneumduryeckoe NccieloBaHne CMCTEMbI KOMMIeMeHTa (onpe-
deneHue C3, C4, aHtureHoB daktopos H, B, |, aytoaHtuTtena k dpakropy H),
onpegeneHue ypoBHsa daktopa ADAMTS 13. Cneagyet obpaiiatb ocoboe
BHMMaHMe Ha Ma3Kun KPOBY C NOBbILIEHHbIM KONMYeCTBOM LUM30UKTOB. [pn
obHapyeHUn ¢parMeHTPOBAHHbIX SPUTPOLUTOB MPY NMPOCMOTPE MasKa
HeobXoauM 1x NoacyeT. B ciyyae obHapy»KeHUs KoMniemMmeHTapHoro aedu-
uuTa — AHK-aHanm3 myTauuia BollenepeyuncyieHHbIX pakTopos [14].

JleueHne atmnnyHoro [YC 3aBMCMT OT BbIABAEHHOW MPUYMHDI.
Wcnonb3yloTca cnepyiowme MeponpusaT/a: B KauecTBe NoafepKmBatoLleit
Tepanuu NPYMEeHSAIOT TpaHcdy3nm TPOMOOLMTAPHON MacChbl, OTMbITbIX 3pK-
TpoLMTOB, remoaranus, nnasmadepes, nepecajka novek, B HEKOTOPbIX CITy-
yasx MOXeT ObITb 3PPeKTMBHOW Nepecapka neuveHu. MNocnegHve AaHHble
CBUAETENbCTBYIOT 06 3GDEKTVBHOCTM TEPANUN 3KYIN3ymabom — pekomou-
HaHTHbIM MHIMOMTOPOM TEPMUHANBHOMO y4yacTKa CUCTEMbl KOMMIeMeHTa
(C5-komnoHeHTa) [15, 16, 18-20, 22]. AnarHocTtunka atunmyHoro NYC pocra-
TOYHO CJIOXKHA, T. K. aTUNUYHOe TeyeHue BCTpeyaeTca pefko (okono 10%
cnyyvaeB 'YC), a cnekTp AnarHO30B, MOANEXaLLMX UCKNIOYEHNIO, AOCTaTOUYHO
WMpoK. B uenom nporHos al'YC HebnaronpusteH. CMEPTHOCTb B OCTPOWA CTa-
ann coctasnsaeT 5-10%. MprbnnsutenbHo y 50% naLeHTOB pa3BMBaeTCA
TepMuHanbHas XIMH, yalle B TedeHne 1-ro roga oT Hayana MaHMecTaunn.
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B KITIMHUYECKU CJTYHAN

MaumenT P, 2009 r. p., manbuuk, noctynun B KY «3anopoxckaa ropoa-
cKaa MHoronpodunbHaa aetckasa 6onbHUUa N2 5» 12 anpens 2013 r. Mpun
NoCcTynneHnn NpegbaABnAn »anobbl Ha 6onu B 06MacTn XKMBOTa W €ro
B3gyTMe.

M3 aHaMHe3a »K13HU N3BEeCTHO, YTO PebEHOK OT BTOPOI GepeMeHHOCTH,
npoTeKaBLLeN C aHeMu1el, yrpo30ii NpepbiBaHNA 6epeMeHHOCTH, MHOFOBO-
anem. Poabl nepBble, cpoyHble. Macca Tena pebeHka npu poxgeHnn 4300 T.
BbinucaH Ha 5-e cyTku. MpusuT no Bo3pacTty, rsnyeckoe 1 HepPBHO-NCUXU-
yecKkoe pa3BUTHE COOTBETCTBOBANM BO3pacTy. YacTble NpoCcTyaHble 3abone-
BaHVA poauTENN OTPULAIOT.

M3 aHamHe3a 3ab6oneBaHUs WM3BECTHO, YTO 3a Hepdesno A0 rocnuTanu-
3auuun neperec OPBW (puHwWT, noBbiweHne Temnepatypbl Tena go 37,5 °C).
C 11.04.2013 r. noABUIAaCb MHOFOKpaTHasA pPBOTa, 60NN B XKMBOTE, XULKUN
CTyn 1 pas c IpUMEChI0 KPOBWU, K Bpayy He obpalyanuck. 12.04.2013 r. 6onu
YCUNIMNNCh, OTMeYanach pBoTa, CTyna He 6bi1o. CMIT gocTaBneH B cTaumo-
Hap, roCNUTann3MpPOBaH B MPUEMHO-ANArHOCTUYECKOE OTAENeHNE, YUUTbI-
BaA gucnencuyeckme cumntomMbl. COCTofiHME Npy NOCTYMNSIEHNM pacLieHeHO
KaK TAXenoe 3a cyeT 601eBOro M UHTOKCUKALMOHHOTO CMHAPOMOB. [lnarHo3
npv NOCTYNIEHUN: OCTPanA KuLeyHana MHGeKLUA HeACHOW STUONOTUI, CPea-
Hewn TaxkecTn. OCTpbI anneHguunT?

O6cneposaH: OAK ot 12.04.2013 r.. remornobuH - 144 r/n, 3putpo-
unTbl — 4,4 MJIH, UBETOBOW Noka3zatesnb — 0,97, nenkouuntbl — 19,0 TbiC., 503u-
HoUNbl — 1%, Nanoukun — 32%, cermeHTbl — 50%, numdounTbl — 13%, MOHO-
LunTbl — 4%, TpomboLMTbI — 220 ThiC., COD — 9 MM/u.

OAM ot 12.04.2013 r.: xenTas, MyTHas, yaenbHbii Bec — 1010, 6enok —
0,013, B ocagke — anutenun 1-3 B n/3p., nenkountbl — 9-10 B n/3p., 3pnTpO-
uuTel — 1-2 B N/3p.

C y4yeTOM KIUHMKO-aHaMHECTUYECKUX W NabopaToOpHbIX HdaHHbIX
peLIeHo NPOBeCTM onepaTBHOE BMeLWaTenbcTBO. 12.04.2013 r. 6bina npo-
BefileHa anneHA3KTOMUSA, UHTPaonepaLMoOHHO BbifAiBNeH 0OMNbHBIN cepos-
HblIli BBINOT B BpiolHoi nonoctu (06bemom okono 200 mn).

3a nepuop 13.04-14.04.2013 r. noABUNUCb nepudepmnyeckne oTeku, B
Macce npubaBun 2,5 Kr 3a 2,5 CyTOK, B CBA3M C YeM Obln NepeBefeH B oTae-
neHvie peaHMMaLMm, NHTEHCYBHOW Tepanuu 1 XpPOHNOANanu3a.

[na noaTtBep)KAeHWA BAUAHWA SHTeponaToreHHbix Wwtammos E. coli
(B8 Tom uncne n cepotuna 0157:H7), Shigella dysenteriae, canbmoHennbl
Ha TeyeHne TPOMOOTUYECKON MUKPOAHTMOMATUMN Y KOHKPETHOro nauu-
€HTa, COrMlacHO COBPEMEHHbIM PeKOMeHAaUNAM, BO3MOXKHbI 3 BapuaHTa B
OVarHocTrKke: 1) NOCeB Kana 1 peKTasbHOro Maska B MuTaTeNbHYI0 cpefy
Mac Conkey c copbutonom, 2) BbisiBNieHVE reHa WKra-TOKCUHa B CTyne MeTo-
gom NUP v 3) onpepenexune IgM-aHTuTen K nunononucaxapuay, Hanbonee
YacTo BCTPEYAIOLMXCA CePOorpynn MAUKPOOpPraHn3mMa B CbiIBOPOTKE KPOBU.

MockonbKy 6b110 NPOBeeHO 6aKTEPUONOrMYECKoe NCCIeA0BaHME Kana
Ha Hannuue 3HTepomnaToreHHbIx WrammoB E. coli (B Tom uncne u cepotrna
0157:H7), Shigella dysenteriae, canbMoHeNbl 1 OHU He 6blIM 06HAPYXKEHDI,
ObIfIO NPUHATO peLleHNe He MPOBOAWTb AaNbHENLWWIA ANArHOCTUYECKUI
NOWCK B 3TOM HanpaBfiieHNN.

Ha momeHT noctynnenua B OAUT n X[ (14.04.2013 r.): obwee cocTo-
AHMe pebeHKa ObINO TKenblM, OOYC/IOBNIEHO OTEYHbIM CUHAPOMOM,
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aLueTOHeMUYeCKUM COCTOAHMEM. HeBponormyeckmin CTaTyc: B CO3HaHUW,
BASbIV, MO LWKane Kom [Ma3ro 15 6annoB, KOHTAKTEH, HA OCMOTP pearmpyeT
COOTBETCTBEHHO BO3PacTy. Bupgumoii rpyboii, ouaroBoli HEBPONOrMYECKoi
cumnTomaTukn Het. 3paukn Of=0S. Qotopeakuua Banasa. MeHvHreanbHble
3HaKM oTpuuaTenbHble. KoXkHble NOKpOoBbl GriefiHble, Tensble, OTEKN HIX-
HMX KOHEYHOCTEW, MOLLOHKM, HaasloOKoBOW 006MacTh, BEK, HUXHEN yactu
nmua. Cbinun HeT. Buaymble cnvsncTble 61eAHO-PO30BbIE, YNCTbIE, BaXKHbIE.
MwuoTOHYC He cHMXeH. [lbIxaHne CMOHTaHHOE, Yepes eCcTeCTBEHHbIE AblXaTesb-
Hble nyTy, 3¢pdekTrBHOE. OpbIlWKN HeT. Peaknii HeMpPoOyKTMBHBIN Kaluesb.
AyCKynbTaTVBHO: [bIXaHWe >KecTKoe, MPOBOAMTCA PaBHOMEPHO C 0bGenx
CTOPOH, XPUMOB HET, HE3HAUNTENIbHO OCNlabneHo B 3afHe-HVXHUX OTAenax.
MepKyTOPHO ACHbIN NIerOYHON 3BYK. [emoanHaMuKa KOMMEHCUPOBaHa, TOHbI
cepAaua NPUrNyLLeHbl, PUTM He HapyLeH. XKUBOT MATKWIA, JOCTYMNEeH ry6oKoi
nanbnauuy, B3ayT, YMEPEHHO OONE3HEHHbI B 06M1acTX noceonepauroH-
HoW paHbl. MepucTansTrKa akTrBHa. [leyeHb y npaBoro Kpas pebepHoi gyru.
CeneseHka He yBenunyeHa. MouencnyckaHvue cBO60AHOe, CTyfa Npy 0CMOTpe
He 6bin0. 14.04.2013 r. B MOUYEBOM OcCajKe — NpoTenHypua (1,92 r/n).

B nabopaTopHbix nokasatenax ¢ 15.04.2013 r. guHamMnKa oTpuuaTenb-
HaAa 3a cyeT HapacTaHuAa runonpoTtenmHemun (go 43 r/n), NpoTenHypun
(mo 5,38 r/n), ymepeHHoOW runepxonectepmuHemummn (oo 8,9 mmonb/n), nen-
KouMTO3a CO CABUTOM Neikodopmynbl [0 tOHbIX GOpM, Mporpeccupyio-
e MrMnoXpoMHON aHeMnn 1 TpombouutoneHnn. 17.04.2013 r. CHUXKeHMe
remornobuHa go 50 r/n, TpomboumToB JO 40 TbiC/NI, OTMEYancs HesHauu-
TeNbHbIN remonus (ypoBeHb cBOGOAHOro remornobuHa — Ao 8 ef.); B Moue
noasunacb roKosypua (oo 4,8 r/n) npy HopmanbHOM YyAeNbHOM Bece
(B TOM Uncne noaTBePKAEHHOM B aHann3e Moy no 3nMHMLKoMmy). B aHannze
Mouu no HeunnopeHko - sputpouutypusa (ao 37 500). Nokasatenun koaryno-
rpaMmbl HaxoAWAUCHL B Mpefenax AONyCTUMbIX 3HayeHun. HeogHOKpaTHO
obcnepoBaH Ha Hanuume LE-kneTok — He o6HapyeHbl. ACJIO go 170 ME/mn,
CPBb HeopHOKpaTHO OTpuMLaTeNbHbINA, CepOMyKouAbl B npepAenax HOPMbl.
AHTUHYKNeapHble aHTUTeNa, aHTUTena K AeycnupanbHoii [JHK He o6Ha-
pyeHbl. IHK Bupycos renatnta C n B He obHapyxeHa. Peakumns Kymbca
(Npaman n obpaTtHas) oTpuuaTtenbHa. bakTepronormyeckme nccnefoBaHmA
Kana — obHapyeH 30n0TUCTbIN cTadbuNoKokk 106, B Moue, B MaTepuane co
CJIN3UCTON TPaxen — POCT MUKPOOPraHN3MOB He OBHapy»KeH.

B KnuHMuyeckom cTaTyce BO BpeMA U3MEHEHWNA NONIOXeHWA Tena BO3-
HUKAN TOHUKO-KJIOHNYECKMe Cyfoporn C reHepann3oBaHHbIM LIMaHO30M,
B CBA3M C YeM pebeHOK 6bin nepeBefeH Ha VIBJT B pexume runepBeHTUNSA-
uun. OgHOKpaTHO OTMeYanocb cHukeHne ALl 1o 50 Mm pT. CT.

C yueToM KIMHUYECKUX 1 TabopPaTOPHbIX AaHHbIX Obin 3anofo3peH Ana-
rHO3 reMOSINTUKO-YPeMMYECKoro CMHAPOMa (Hannune CMMNTOMOB Mopayke-
HMA NOYeK, 3aTeM HEBPOJIOrMYeCKMe CUMNTOMbI, TPOMOOLMTONEHUA, HEUM-
MyHHasA aHemus). Ho ¢ yueTom OTCyTCTBUA CNIefOoB creynpunyecknx nHdek-
LMOHHbIX GaKTOPOB, Bbi3blBaOLWMUX TUNUYHOE TeyeHue I'YC (sHTeponaToreH-
HbIX LITAMMOB KULIEYHOW ManoyKy, WUrensbl AU3EHTEPUM, @ TaKkKe cTpen-
TOKOKKa MHEBMOHWM), TeYEHMEe [AaHHON TPOMOOTMYECKOWN MUKPOAHINO-
naTnn pacueHeHo Kak atunuyHoe. [1na nposefeHnsa auddepeHLmanbHOro
AvarHosa nposefeHa CTepHasibHaA MNyHKLUA.

B muenorpamme o6Hapy»KeHO: KOCTHbI MO3r 6oraT KNneTouHbiMy 3ne-
MEHTaMW, SPUTPONO33 HOPMOOGACcTHOro Tuna. OTMeYaeTcs 3HaumTesbHas
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runepnnasna spuTpoumTapHoro poctka (J1:9=1:1.5), obHapyeHbl 06110MKI
3pUTPOUMTOB (B TOM umncse Wun3ounTbl). MimeloTca HopMoumWTbl BCex cTene-
Hel 3pefiocTy C yBenmueHrem nonmxpomatodunbHbix popm. MKL, pocTok
npepAcTaBfieH HOPMasbHbIM KOTMYECTBOM KIIETOK, OfHAKO He HabniopaeTcs
3penbix pacnagatowmxcsa MKL|, okpy»eHHbIX TpomboumTamm.

18.04.2013 r. nocne ctabunmsaumm cocToAaHUA pebeHoK 3KCTyOMpoBaH,
AblxaHne camocTtoaTesnibHoe, 3dpdekTnBHOoe. OTMeYanocb cTabunbHO Hop-
manbHoe AJl. OTMeuanncb 3MM30Abl CHVXKEHMA Temna auypesa (aHypuun
He 6bIf10), KOTOpble KyNMMPOBanncb BBeAeHNEeM ANYPETUKOB. M3HavanbHO
He 6blI0 a30TeMUU, OfHAKO BMOCNEACTBUN OQHOKPATHO 3adMKCUPOBAHO
yBeNnuyeHre KoHLUeHTpaumm KpeatnHHa Ao 160 MKMOnb/f, MOYeBMHbI [0
15 Mmonb/n, c TpeTbelt Hepenun 3aboneBaHnsA OTMeYeHa TeHAEHUMA K NOCTO-
AHHOMY POCTY AaHHbIX NoKasaTenen. Ha yeTBepTon Hepene coctosHue
TAXenoe, 00yCNOBNEHO CUCTEMHBIMUA HaPYLIEHUAMY, TPOMOOLIMTONEHNEN,
HedponaTnen, renaTonMeHanbHbIM CUHAPOMOM (KOTOPbIN paHee He OTMe-
yasncsa, neyeHb +5 cM, yBenuueHve ceneseHkum).

Ha SKI' oTmeuanucb Hecneuuduryeckrne n3mMeHeHWA: HapyLeHnsa peno-
nAapusaummn, obmMeHHbIX NpoLeccoB B MMokapge. Ha Y3W BHyTpeHHuX opra-
HOB OT 16.04.2013 . - B noYkax andPy3Hble N3MEHEHUS, XapaKTepHbIe AA
[BYCTPOHHero HedpwTa, renatomeranus, Cnagx-CMHAPOM, [BYCTOPOHHUIA
rMapoTopaKke, cepaLe — AOMOJHUTENbHAA Xopaa NeBOro Xenyaouka, HeHa-
npskeHHasa runepTpodun NeBoro xenyaoyka, NeroyHas, TPUKycnuganbHas
peryprutauyma 1-n ct. C 29.04.2013 r., HeCMOTPA Ha NPOBOAVMYIO TepPanuio,
Y3W-paHHble C OTpuLUaTeNbHON AVUHAMUKOW — MO 3aAHel CTeHKe NeBOro
XKenyaouka U B 06nacTy BepXyLKK cepaua obHapy»eH CHon XUOKOCTU
[0 6 MM, CO CTOPOHbI ApYrnx opraHoB Y3W-gaHHble 63 cyL|ecTBEHHbIX
N3MEHEeHUN.

KoHcynbTaumum y3knx CrneumanncToB: OKYNWUCT — HavanbHasa CTagus
oTeKa AMCKa 3pMTeNbHOro HepBa, PETUHOMNATWA; reMaToNor — PeKOMeHA0-
BaHO npoBefeHve AnddepeHUManbHON ANArHOCTMKM TPOMOOTMYECKMX
MUKpoaHrmuonatuii — N'YC v TpoM60oTMyecKon TPOMOOLIMTONEHNYECKON Nyp-
nypbl; HEBPOJOT — FTMNOKCUYECKU-nwemnyeckoe nopaxeHue LIHC, HapyLue-
HUe NMKBOPOANHAMUKI; reHeTUK — cuHapoMm laccepa (FYC); JIOP - 6e3 nato-
nornv; Kapavonor — rugponepukapgs; MHOEKLNOHUCT UCKIYMI OCTPYIO
KULIEeYHYI0 MHpeKLuIo.

MpoBoanMana TepanuaA BKNOYana: BBeeHNe 3pUTPOLMTAPHOM MacChbl,
TPOMOOKOHLIEHTPaTa, OTMbITbIX SPUTPOLMTOB, aHTMOaKTepraNbHyo Tepa-
nuio (UepTPMAKCOH, MePOHEM, YHa3MH, GOpPTyM), MPOTUBOrPUOKOBbIE MNpe-
napartbl (bnykoHason), rokokopTukoctepounabl ¢ 16.04.2013 r. (npegHu3o-
NOH, feKCa30H, CONyMeApon NapeHTepanbHO A0 7 MI/KF NO NPefHU300HY,
3aTem fo 30 mr/kr), anypeTnkn (dypocemna, BepoOLUNUPOH, rMNoTrasng),
acnapkam.

Ha stane anddepeHumanbHO-ANArHOCTUYECKOTO NMOWCKA WCKIoYanu
HebpoTNYECKNA CUHAPOM OCTPOro rrnomepynoHedputa, OGblCTPONpPO-
rpeccupyowmin HedpuT, UMMYHHYIO NPUpPOLY FeMOIMTUYECKON aHeMuu,
ayTOMMMYHHble 3aboneBaHuA. TaxecTb cocToAHNA B AebloTe 3aboneBaHmsA
6bl1a CBA3aHA C KNUHUYECKMU MPOABAEHUAMMN TAHKENOWN reMONNTNYECKON
aHeMUK, NpoTeKaBLUelN C FeMONINTUYECKMUN KPM3aMK, YTO ABUSIOCb OCHO-
BaHVEM AN Ha3HauYeHWA MMIKOKOPTMKOCTepongHon Tepanun. Mpu Bepu-
dukaumm rYC rk-tepanus 6bina oTMeHeHa.
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OTcyTCTBME MONOXUTENbHON AUHAMUKN Ha GOHe yKasaHHOW Tepanuu,
B TOM UMCIie OT FIOKOKOPTUKOMAOB B TepaneBTUYECKON O3e U Npy Nynbc-
Tepanuu, 3acTaBUIO 33aAymMaTbCsl O HEOOXOAMMOCT MPOBEAEHNA Mla3Ma-
depesa 1 JanbHenWwmnx cneunduyecknx TeCToB ANa NCKNOUYEHNA TPOMOO-
TYeckoln TpomboumnToneHnyeckor nypnypsl (TTI) n KomnnemeHT-onocpe-
nosaHHoro 'YC.

WccnepoBaHne KomniemeHTapHoro npodunsa 6bi10 opraHM30BaHO
HamMn B WCCNiefoBaTesibCKol nabopatopun yHuepcuteta CammenBeinc
(BeHrpus, r. bypanewrT, kadeapa BHyTpeHHe meauumHbl Ne 3, 3aB. nabo-
paTopuei — A. M. H., npodeccop Zoltan Prohdaszka). laHHas nabopatopus
3aHMMaeTcA Bonpocamu 6onesHell KomnnemeHta 6onee 20 net, umeet
TaKkxke cBoto nabopatopuio ana [JHK-aHann3a HapylleHUin B cucteme KOM-
nnemexTa. MprBOANM OpUTrMHanbHble JaHHble, MONyYeHHble Hamu U3 nabo-
paTtopuu (puc. 2).

MonyyeHHble pe3ynbTaTtbl (CHYMXeHWe anbTepHATMBHOrO MyTW aKTUBa-
LK CMCTEeMbI KOMMJIEMEHTa, HU3KUIA ypoBeHb pakTopa B) cBnaetenbctayioT
O KOMMJIEMeHT-0NocpefoBaHHOM, aTUNMYHoOM TedeHun YC u Tpebytot
JanbHenwen AnarHocTnkn (@ meHHo [IHK-aHanusa Ha Hanuuve myTauuia
B reHax, KogupyLmx CUCTeEMy KOMMJIEMEHTA) AN1A PacCMOTPEHMA Bonpoca
0 crneununyecKol Tepanmm 3KynnM3ymabom 1, BO3MOXKHO, TPaHCMIaHTaLmm
noyek Npu NOBTOPHbIX anusogax NycC.

Kpome Toro, maumeHTy npoBefeHa OLUeHKa KOHLUeHTpauumn daktopa
Bunnebpanga (ans guddepeHymanbHon grarHoctukmn ¢ TTI npoBoguTca
oueHka aktusHoct ADAMTS 13 — cneymduueckol npoTeasbl, perynnpyto-
el akTMBHOCTb GpakTopa BunnebpaHpaa, kotopas npu TTI oTMevaeTtcsa Ha
YpOBHe <5% U He oTwennseT MoHoMepbl ¢pakTopa BunnebpaHpaa, ocTato-
LMeca 3aAKOPEHHbBIMY Ha SHAOTENUY, a, CJiefoBaTeslbHO, O6HapYXMBaeTcA
neduuut aToro pakTopa B cbiBOPOTKE Kposu [17, 19]). Mbl nonyunnu cnepyio-
wuin oteeT: 452,0 Ef (pedepeHTHbIE 3HaueHNA 61,3—-157,8). Takum o6pasom,
Ha OCHOBaHWY NOBbILWEHHbIX B 3 pa3a noka3saTenen daktopa BunnebpaHga
cAenaH BbIBOJ O JOCTAaTOYHOW akTMBHOCTU dpakTopa ADAMTS 13 1 ncknio-
yeHna TTI.

Manburk nonyunn 11 guckpeTHobix nnasmadepesos (¢ 10.05.2013 r. no
03.06.2013 r.). B ganbHenwem no ctabunmsauumn nokasartenein pocta TPom-
6oumTOB Nnasmadpepesbl Obinv NpekpatyeHbl. 14.06.2013 r. yganeH cocyau-
CTbI BOCTYN, pebeHOK NepeBefeH Ha SHTEPANbHbIN NpYeM MeJNKaMeHTOB.
Obujee coctosHUe pebeHKa CTabunM3ampoBanocb, KynupoBaH OTEYHbII

classical ]);1!‘11““21_\' (hemo]y..t‘ic test): 31 CH50/mld (ref range 48-103 CH50/ml)

Total complement activity,

alternative pathway (WIELISA-AlL): 8 % (reference range 70-105%)

Complement C3: 1,12 g/L (reference range 0,9-1,8 g/L)
Complement C4: 0,13 g/L (reference range: 0,15-0,55 g/L)
Factor H antigen: 220 (reference range 127-447 mg/L)
Complement factor I antigen: 130% (reference range 70-130%)
Complement factor B antigen: 51% (reference range 70-130%)

Anti- factor H 1gG autoantibody: negative (34 AU/mL, ref <110)
MBL-lectin pathway deficient {%)

Puc. 2. Pesynbratbl nccnefoBaHnA CMCTEMbl KOMMZIeMeHTa nayueHTa P.
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CMHAPOM, COXPAHANNCL aHeMMA, runonpoTenHemus. 19.06.2013 r. pebeHoK
nepesefieH B Hepporornyeckoe oTaeNneHne ana fAanbHenwero neyeHus.

Tepanua Ha MOMEHT nepeBoja B HedpONOrMUeckoe OTAENeHVE U B
otaeneHun: posukapg 1,25 mr/cyT, Call3 - 1 1, npegHn3onoH 1 T. 2 pasa/cyr,
npbecaptaH — 50 mr/cyT, gunupugamon — 12,5 mr 3 pasa/cyT, peKopmoH
2000 Eg 1 pa3 B Hegento. B otaeneHnn NnocteneHHo B TeueHue 2 Hefenb Npo-
n3BefeHa oTMeHa NpefHN30/oHa.

03.07.2013 r. pebeHOK BbINMCaH B COCTOAHUWN KAVHUYECKOTO ynyulue-
HUA, 13 NabopaTOPHbIX CMMMTOMOB COXPaHsAIacb aHeEMUS (reMornobuH o
86 r/n, sputpounTbl — 2,81 MnH). PebeHKy pekomeHA0BaHO AUcnaHcepHoe
HabnogeHe C NepuoaMyYeckMM KOHTPOJSieM MokasaTeneli BOBNeUYeHHbIX
OpraHoB, MeAVIKaMeHTO3HOe neyeHune: pekopmoH 2000 E[] n/k 2 pa3a/Hep,
mManeTodep 10 mn 1 pa3 B feHb, do3uKkapg 1,25 2 pasa/aeHb, npbecapTaH
50 mr 1 pa3/geHb, Call3-Hukomeg 1 T 1 pas/geHb, go 1 mecAua — Kapgo-
HaT 1 Kanc 1 pa3a/cyT, o 3 Hegenb — ATO noHr 5 mr 2 pasa/cyT, nnaHoBas
rocnutanMsauma Yyepes 3 mecaua Ana KOHTponsa nabopaTopHbIx NoKasaTe-
nen. Kpome Toro, B npoLecce neyeHUA B KINHKKE U NOC/e BbINMUCKN MaTepu
pekomeHgoBaHo [HK-TecTupoBaHue Ha Hanuuue MyTauun ¢akTopoB
CUCTEMbI KOMMNJIEMEHTA.

Mocne BbINMCKU pebeHKa ero KpoBb Obina OTMpaBneHa B UcCefoBa-
TenbcKyto labopatopuio yHuBepcmteta CammenBeiic ans npoBeaeHns aaH-
HOro aHanmsa.

3a nepvof, NpoLeLunii C MOMEHTA BbINCKM, COCTOAAHNE pebeHKa ocTa-
Banocb ctabunbHbiM. B aBrycte 2013 r. npyn ambynatopHOM KOHTpone nabo-
paToOpHbIX NOKa3aTesei B GOXMMMYecKmx nokKasaTtesnsax — 6e3 OTKNOHeHWI
OT HOPMbI, B KNMHMYECKOM aHanm3e Kposu — remornobuH 130 r/n, Tpombo-
LUt — 250 ThIC.; B MOYEBOM OCafiKe NPOTenHYpUs He obHapy»keHa. B nnaHe
Tepanuu c aBrycta pebeHokK nonyyan Tonbko Go3nKapa, KOTOpbI B CEHTA-
6pe 6bl1 OTMEHEH CAMOCTOATENBHO POAUTENAMM.

C 14.10.2013 r. no 25.10.2013 r. pebeHOK HaxoAWnCA Ha MAaHOBON
rocnutanvsaumm B Hepponornyeckom oTaesneHnm, BO BPeMs KOTOpoii 6bi1o
NpoBefeHO MOJSIHOE KOHTPOJNbHOE 0bCNiefoBaHNe, He BbIsSBMBLLEE OTKIO-
HEHMWI OT HOPMbl MO BCEM paHee M3MeHeHHbIM NokKasaTenam (B Tom ymcne
remorno6uH Haxoawnca Ha yposHe 120 r/n, TpombouuTbl — 222 Tbic/N).

B cepepuHe gekabps 2013 r. nonyyeHbl pe3ynbrathl AHK-TecTpoBaHuA.
MpuBoanM opurMHanbHble AaHHble (puc. 3), KOTopble CBUAETENbLCTBYIOT
06 OTCYTCTBUM CreunPrUecKnx MyTaluuii B reHaX, KOQUPYIOLWMX CUCTeMy
KOMMJeMeHTa.

inal results of genetic analysis (16-12-2013)
inal results of geneti lysis (16-12-2013

DNA sequence of the whole coding regions of the
complement factor H gene (CFH exons 1-22)
- complement factor I gene (C'FZ exons 1-13)
- membrane cofactor protein gene (CD96)
- complement factor B gene (CFB, exons 1-18)
- complement C3 (C3, exon 1-41)
thrombomodulin gene (FARD, exon 1)
was determined by direct DNA sequencing from total genomic DMA.

No mutations were detected in coding exons and flanking regions.

Puc. 3. Pe3ynbTaTbl reHeTNYECKOro TeCTUPOBaHNA nayneHTa P.
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B 3AK/TIHOYEHNE

Nmetowwmeca KnmHnyeckne n nabopaTopHble faHHble, TakKe Kak 0cobeH-
HOCTV TeueHna 6onesHn y aHHOro pebeHKa, CBMAETENbCTBYIOT O HaNNUUM
remMoNNTUKO-YPEeMMYECKOro CMHAPOMa, ONOCPeJOBaHHOrO KOMMIeMeHTap-
HbIMM Mpo6iemMmamu, KOTopble HOCUNU NPUOBPETEHHBI XapakTep. Manbunk
MOT MMETb KaK TUMUYHOE, TaK 1 aTunuyHoe TedyeHune N'YC (yuntbiBas Bce 3a u
NPOTMB), U HA TOT MOMEHT Mbl HE MOT/IN CKa3aTb TOYHO, Kakon Tnn INYC nmen
MeCTO B ONMUCAHHOM KJIMHNYECKOM HabnioaeHnu.

BrnocnepctBumn pebeHOK eXerogHo 1 [0 HaCTOALLEero BPeMeHN NPoXo-
[T NnaHoBble 06CNefOBaHUA B YCNIOBUAX HEPPONOTMUYECKOTO OTAENEHUA.
Ero coctosiHue cTabunbHOe, 6OXMMUMYECKMe faHHbIe 1 NMOoKasaTeny Moye-
BOro ocafka B npepgenax ¢pusnonornyeckorn Hopmbl. CKOPOCTb Kiy60oUKo-
BOW GUNbTPaLUM Ha MPOTAXKEHUN AUHAMUYHOTO HabnodeHWs 3a nauueH-
TOM HaxoAmMTcA B Npefenax GU3nonormnyeckux HoOpM 1 COCTaBAAET HE HMXKe
80 Mn/MuH. B HacToALLee Bpema MasibuvK He MoNTyyYaeT HUKaKYIo Tepanuio.

C yyeToM OTCYTCTBMA CEMENHON UCTOpUN No 3aboneBaHuto, OTCYTCTBUA
FeHHbIX MyTaLWi, UMEeIOLLMX 3HaYEHKE ANA CUCTEMbI KOMMIEMEHTA, Ha OCHO-
BaHUM 5-NeTHEro KaTaMHe3a, BO BPeMs KOTOPOro COCTOsiHUe pebeHKa CBU-
[eTeNIbCTBOBAsNO O KINNHMKO-NabopaToOpHON peMUCCUN, MOXKHO HaJeATbCs,
YTO TOT 3MM30A B XM3HW pebeHKa Obin eAUHCTBEHHbIM 1 B Byayliem He
noBTopuTcA. Manbumk ocTaeTca Noj AnucnaHcepHbIM HabnoaeHnem ¢ nepu-
OMYECK/M KOHTPOJIEM SlabopaTOpHbIX MOKasaTesiell Ao OOCTMKEHUA VM
18-neTHero Bo3pacra.

ABTOpr 3aABNAT 06 OTCYyTCTBUN KOH(I)HI/IKTa NHTepecoB.
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