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PEDEPAT

TpomboTuyeckme mukpoanrnonatum (TMA) MHOYUMPYIOTCS HECKOIbKMMM OCHOBHBIMW COCTOSIHUSAIMW; BGONBLUMHCTBO U3 HUX
paspeluaeTcs nyTem siedeHuns GoHOBOro 3aboneBaHus. Okynmaymabd — MOHOKJIOHaIbHOE aHTUTENO YenoBeka, 6y1okupyoLlee
3aKJIIOYNTESIbHYIO CTaAMIO CUCTEMbI KOMMIEMEHTa 1 3bdEKTUBHO Nevallee aTUnmyHbIi reMOIMTUKO-YPEMUYECKU CUHOPOM
(alr'yYC). B npaHHOM poknage Mbl npeacTaBnsem naumeHTky ¢ TMA, conpoBoXaaBLUENCS BbI3BAHHOM CENCUCOM KoarynonaTtu-
e, KOTOPYIO YCMELLIHO NeYnnv akynn3yMmabom. 41-neTHss XEHLLMHA, HE MMEBLLAs Kako-nmbo cneLumansHon nctopumn 6ones-
HU NN CEMENHOro aHaMmHe3a TMA, rocnutann3npoBaHa no NOBOAY OCTPOro NOBPEXAEHUS MoYeK. AHaANN3bl KPOBW BbIIBUN
CHWXEHMEe KonmyecTsa TPOMOOLMTOB, AMCCEMUHMPOBAHHOE BHYTPMCOCYAMUCTOE cBepTbiBaHMe kpoBu (OBC), HapyweHue
dYHKLUMM NoYeK, reMonn3 1 nHdekumio. XoTS HapyLLeHNs CBEPTLIBAEMOCTIN KPOBM YMEHBLLUMANCH NP MHTEHCUBHOW Tepa-
NN, COXPaHAINCb HN3KOE KOTIMYECTBO TPOMOOLIMTOB, MOBLILLEHHbI YPOBEHb NNAKTaTAErMAPOreHassbl 1 HapyLleHne GyHKLMK
noyek. Hawwu nccnenoBaHus BNOCAeOCTBUN UCKITIOYUIN TPOMOOTMYECKY0 TpoMboLumMToneHnYeckyto nypnypy u Escherichia
coli-nHayumpoBaHHbI F'YC. O6MeH nna3mMbl TONIbKO HECKOJIBKO YMEHbLUWA YPOBHU NakTataerngporeHassl. Mbl KIMHUYECKN
AnarHoctTuposanu 3ToT cay4dan kak al'YC 1 Havanu neyeHune akynmaymabom. Konnyectso TPOMOOLIMTOB YBEANHUIOCH, Yy4-
wmnack novyeyHas GyHkumsa. Mbl CTONIKHYIMCb CO Ciy4aeM KOMMieMeHTapHo-onocpenosaHHor TMA B conposoxaeHun BC-
CUHAPOMA, KOTOPbIA YCNELLHO Ie4nnn 3Kynm3ymadbom. JanbHernmne nccnefoBaHns HeoOxoaMmel AN YCTaHOBNEHMS ONTU-
MaJibHOrO MCMNOJIb30BaHMsa akynnaymaba npy TMA ¢ GOHOBbIMY 3a601€BAHNAMMU.

KnioueBble cnoBa: TpoMbBOTMYECKME MUKPOAHrMonaTun, remMosIMTUKO-ypeMuyecknii CUHAPOM, AMCCEMUHMPOBAHHOE
BHYTPUCOCYAMCTOE CBEPTLIBAHME, SKYIN3ymad

ABSTRACT

Thrombotic microangiopathies (TMAs) are induced by several underlying conditions; most are resolved by treating background
disease. Eculizumab is a human monoclonal antibody that blocks the final stage of the complement system and effectively
treats atypical hemolytic uremic syndrome (aHUS). In this report, we present a patient with TMA related to sepsis- induced
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coagulopathy, who was successfully treated with eculizumab.A 44-year-old woman, who had no special medical history or
familial history of TMAs, hospitalized for acute kidney injury.Blood tests revealed a decreased platelet count, disseminated
intravascular coagulation (DIC), renal dysfunction, hemolysis, and infection. Although the coagulation disorder improved with
intensive care, the low platelet count, elevated lactate dehydrogenase levels, and renal dysfunction persisted. Our investiga-
tions subsequently excluded thrombotic thrombocytopenic purpura and Shiga toxin-producing Escherichia coli-induced HUS.
Plasma exchange only improved lactate dehydrogenase levels. We clinically diagnosed this case as atypical HUS and started
eculizumab treatment. The patient’s platelet count increased, her renal dysfunction improved. We encountered a case of com-
plement-mediated TMA accompanied by DIC, which was successfully treated with eculizumab. Further studies are necessary
to support the optimal use of eculizumab for TMA with background diseases.

Keywords: thrombotic microangiopathies, hemolytic uremic syndrome, sepsis, disseminated intravascular coagulation, ecu-

lizumab

BBEAEHUE

Tpomboruueckass mukpoanruonatus (TMA) —
CHUHJIPOM, XapaKTepU3YIOIIMICI MUKPOAHTHOTIaTHYe-
cKkoii remonuTHyeckoit anemueit (MAT'A), TpomOoLH-
TOTIEHUEN U UILIEMUYECKUM MTOBPEXKIEHUEM OPraHoB,
yaie Bcero — nouek u [{HC. TpaauunoHHo npuHATO
BBLIETIATH NepBUUHbIe U BropuuHbie TMA. IlepBuu-
Hbie TMA BKIIIOYAIOT B C€0sl TPOMOOTHYECKYFO TPOM-
oonuronennueckyto nypmnypy (TTID), TunuunbIi
remonuTuko-ypemuueckuii  cunapom (STEC-I'YC,
BBI3BIBAEMBIH MIMTa-TOKCHH npoayuupytomei E.coli)
U KOMIUIEMEHT-onocpenoBannyo TMA, U3BeCTHYIO
KAK aTUIAYHBIA FEMOJIUTUKO-YPEMUYECKUM CUHIPOM
(aI'VC), aTtuonorus u naroreHe3 KOTOPbIX YCTaHOB-
JeHbl. MHoOrouncieHHble Bropudnbsie Gopmel TMA
CBSI3aHBI C Pa3JIMYHBIMU 3a00JI€BAHUSIMU MITH COCTOSI-
HUSAMH: MH)EKIUSIMH, 37T0Ka4eCTBEHHBIMH OITyXOJIsi-
MH, ayTOUMMYHHOM IIaTOJIOTMEH, 3JI0Ka4€CTBEHHOMU
apTepuaNbHON THIEepTeH3HeH, OEepEeMEHHOCTBIO H
poJamMH, MCIIOJIb30BaHUEM JIEKAPCTBEHHBIX Ipernapa-
toB 1 1p. [1]. Kak mpasuio, Bropuunsie TMA pa3-
pemaroTes B pe3yibraTe codeTaHusi Tepanuu GpoHo-
BOro 3a0o0JIeBaHMsI M CHUMOTOMAaTHYECKOW Tepamuu
[1, 2]. JucceMUHHpPOBAHHOE BHYTPUCOCYIUCTOE
ceepteiBanue (JIBC) — cunapom, B 0CHOBE KOTOPOTO
JISKUT TPOMOOOOpa30BaHUE B COCYAaX MHUKPOLHP-
KyJSTOPHOTO pyclla, KIMHUYECKH MPOsBIAIONIEecs
TPOMOOIUTONICHUEH, KPOBOTOYMBOCTBIO U OPraHHON
mucynkuued [3]. Paznuuus B mojaxonax K Tepanuu
TMA u ABC tpeOyroT ux 4etkoro nuddepeHunpo-
BaHUs, YTO, OJTHAKO, 3aTPYIHAET CXOJACTBO KIMHHUKO-
71a00paTOPHBIX MPU3HAKOB ATHX BUJIOB IATOJOTHHU.
B ocoGennoctu 310 Kacaercs auddepeHInaIbHON
JUarHOCTUKHM MEXIY KOMIUIEMEHT-OMOCPEea0BaHHON
TMA u JIBC, nockoneky al'YC, B omin4me ot apy-
rux gopm nepsuuHoii TMA, He umeer cneunduye-
CKUX J1a0OpaTOpPHBIX MAapKepOB M SBISIETCS AMArHO-
30M uckmodeHus. JIBC-cuHapoM 4acTo BO3HHMKAET
KaK OCJIOKHEHHE TKEJION MHPEKIUY (B TICPBYO 04e-
penb, cerncuca), KoTopasi MOXKeT CIYKHUTb TPUTTEPOM
aKTUBAIlMM KOMIUIEMEHTa M WHAYLHUPYET pa3BUTHE
TMA [4-6]. C apyroii cTOpoHBI — T€HEepaJIn30BaH-

Hasl UILIEMUs OpraHoB, cBokicTBeHHas TMA u al'YC,
B YaCTHOCTH, SIBIISETCS (DaKTOPOM PHICKA pPa3BHUTHUS
cerncuca ¢ Bo3MOxHbIM JIBC. Cli0’)KHOCTH B TPAKTOB-
K€ KIIMHUKO-JIA00paTOPHON KapTHHBI IPU COYETaHUN
TMA u JIBC Hepeaxo MpUBOIAT K 3ama3iblBaHUIO
C YCTaHOBKOW JMArHO3a W MOTYT CTaTh MPUYUHOU
omunoOOoK B iedeHnr. Mexy Tem nuaraos al'YC gom-
JKE€H OBITh MOKA3aHUEM K HAa3HAYCHUIO KOMILJIEMEHT-
ONMOKHMpYIOIIEH Teparuu HEe3aBHCHMO OT TpHUITepa
WJTH Pa3BUBIIETOCS OCIOKHEHUS, XOTS Y TIAIUSHTOB C
CETNCHCOM IIPOBECHUE TaKO# Tepamuu TpeOyeT 0co-
00l OCTOPOXKHOCTH. DKynmH3ymMald — TYMaHU3HPOBAH-
HOE€ MOHOKIIOHAIIFHOE aHTHUTEJO, HETIOCPEICTBEHHO
onmoxupyromee C5-KOMIIOHEHT KOMIUIEMEHTa, YTO
HapymaeT QOPMHPOBAHHE TEPMUHAIBHOTO KOM-
TUIeKca KOMIDIEMEHTa [MeMOpaHOaTaKyIOIIHA KOM-
wieke (MAK) C5b-9] — ucnonp3yeTcst s JIe4eHus
KOMILUIEMEHT-onocpeaoBanHoil TMA yxe B TeueHue
HECKOJIbKUX JIET, IpudeM MakcumainbHas d(QdexTnB-
HOCTP TIpemapara JIOCTHTAeTCs TPU €r0 paHHeM Ha-
3Hayennu [1-5]. IlpuBogum KinmHWYECKoe HaOIFo-
JICHHEe, WLTIOCTPUPYIOIee BOZMOKHOCTA COYETAHUS
al'VC u cencuca ¢ JIBC-cunapomoM, B KOTOPOM paH-
Hee Havyaso JICUSHHsI IKYIN3yMaOOM YCIEITHO KyTIH-
poBasio TMA.

Knunuueckoe nabvnwooenue

[Narmentka, 41 rox. B xonme oxtsa6ps 2017 1. ot-
MeTHIIa TIPU3HAKHA TIPOCTYIHOTO 3a00JIeBaHus, MPO-
TeKaBIIero 0e3 IMXopajKu. B cBsi3u ¢ pa3BuTHEM Cy-
xoro Kanutsi ¢ 3 HosOps 2017 1. Havyana JedeHue Ie-
(hazommHOM, KOTOPBIN paHee MpUHUMala 0e3 0CIIOK-
HEHUH, ¥ MHIYKTOpOM UHTepdepoHa (TUKIOPEPOH),
Ha3HAuYeHHBIM BHepBEIe. B mocnenyromme 3 gHSA co-
CTOSTHUE PE3KO YXYAIIWIOCH: TIOSBUINCH BBIPAXKEH-
Hasi ¢1ab0CTh, TOIIHOTA, PBOTA, MOTEMHEHHE MOYH,
YMEHBIITWICSA JUYPEe3, YTO MOCITYKUIO OCHOBAHHEM
st rocrutanmmzanua 06.11.2017 1. B Hedpomoru-
yeckoe oraeneHne PecryOnmnkaHCKOW KIMHHYECKON
OoNbHUIEI I. BiagukaBkasa.

[Ipu mocTyruieHnu cocrosHue TsoKenoe. Temre-
parypa tena — 37,6 °C. KoxHble TTOKPOBHI Olle/THEIE,
yuctele. OTeKoB HeT. ApTepuanbHoe aapneHue (A]l)
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120/70 MM prt. cT. JKUBOT MSrKHii, OOJIC3HEHHBIN B
rpaBoM moapedepbe. MHOTOKpaTHas pBoTa. AHYpuUs
(50 mur/cyr). LIBJl —orpunarensHoe. B aHamu3ax:
aemust (Hb — 70 r/n), nmetixonutos (19,4 x 10°m) co
C/IBUTOM JICUKOITUTApHOH (popmyitel BieBo (/51 9 %),
TpomOoruTonieHust 66 Thic./Mki1, COD 62 Mm/4;
KpeatuHuH cbiBOpoTkH KpoBH (CKp) 540 Mrmoib/m,
a30T MOYEBHMHBI 35 MMOIB/I, MOYeBasi KHUCIO-
ta 720 mMxMmonb/n, amunaza 153 EJl/n (mopma 22—
80 EJ1/m), obmmuii 6enok 75 r/n, AJIT 23 E/l/n, ACT —
167 EJ1/7, rroko3a 6,3 MMOJIB/J1, Kajaui 5,0 MMOJIB/II,
Harpuii 137 mmonb/n, C3 KOMIIOHEHT KOMILIEMEH-
ta 0,89 r/n (Hopma 0,83-1,93), C4 0,17 r/n (HOopMa
0,15-0,57 r/m). B moue Genok 2,9 r/m, neiik. 5-7 B
/3p, aputp. 1-3 BI/3p, NUIUHIPKI 3epHUCTHIC 2—4 B
1/3p, OaKkTepuu B yMEepeHHOM KonudecTBe. Koaryio-
rpammMa: I[I1 — 70 %, ¢pudpunoren — 5,6 r/in, POMK
26 mr/ma (Hopma 3,38—4 mr/mn), J-numep 638 Hr/mi
(Hopma < 243 ur/m).

B TedyeHue mnocieayonmMx CYTOK TeMOIIIOOWH
CHHM3HJICS 70 44 T/1 B OTCYTCTBUE IMPU3HAKOB KPO-
BOTEUCHUs, TPOMOOIMTHI — JI0 46 ThIC./MKJI, TIOSIBH-
JHMCh OOIIMPHBIE TEMaroMbl B MECTax WHBEKIINH,
KPOBOMBIIMSIHHS B CKJIepax 00oWX Iv1a3. BhIsBICHBI
MIPU3HAKY MUKPOAHTHONATHYECKON ITeéMOIUTHYECKON
aHeMHHM: TUMEepOMIUPYOHMHEMHUs 3a CYET HEeNpsIMOi
bpakiun (OrmmupyOuH obmmmid 40 MKMOJIB/JI, HENps-
MO#t — 35 MKMOIIB/JT), ranTorio0uH < 8 mr/mi (pede-
peHcHble 3HadeHus 35-250 mr/mn). 3uauenue JIAT
HE yJaBajioCh ONPEACTHUTh M3-3a BBHIPAKECHHOCTH Te-
Monm3a. Hapacraromas TSHKeCTh TeMaToJIOTHIECKUX
MPOSIBIICHUH COYETANOCh C OBICTPHIM TOBBIIICHUEM
ypoBHst CKp (B Teuenue 2 cyT 10 823 MKMOIB/J), B
cBs3u ¢ yem 07.11.2017 . HauaTa Tepanus ceaHcaMu
reMorauIIBTPAIK B €XKeJTHEBHOM peximMe. Kpome
TOTO, COXpaHsIcs JeiikoruTo3 10 17,3 ThIC. ¢ Hapac-
TaHUEM KOJIMYECTBA I/ HeHTpouios 10 28 %, Obu1
OIpeJiesICH BBICOKUI ypOBeHb npecerncuna — 2067 mr/
M (HopMma — 2942 + 121,4 nir/mun).

Ha ocHOBaHMYM KJIMHUYECKOW KapTUHBI U JTAHHBIX
obcnenoBanns ObUT yCTaHOBIICH auarao3 TMA, B
wiaHe Jau(QepeHIIuaIbHON TUArHOCTUKH 00CYX-
JATUCh NHUArHO3bl cercuca, ocliokHennoro JIBC-
CHUH/IPOMOM, CHCTEMHBIX 3a00JIeBaHMil, Ha MCKIIIO-
YeHHe KOTOPBIX OBIJIO HAampaBlIeHO JalbHEHIIee
obcnenosanue. Jlmarno3 TTII Obut oTBepruHyT Ha
OCHOBAaHWHW HE3HAYUTEIILHOTO CHIIKCHUSI AKTHBHO-
ctu ADAMTS-13 (69 % npu HOp™me 83—112 %), oT-
CYTCTBHE COOTBETCTBYIOIIMX CEPOJIOTHUECKUX Map-
KEPOB HCKIIOYAJIO JIMAarHO3bl KaTacTpOpUUECKOro
ADC, CKB u AHIIA-acconmupoBaHHOTO BaCKYJIUTA.
Hecmotpst Ha oTpunatenbHble pe3yabTaThl IOCEBOB
KPOBU M MOUH (B35ThIC yKE Ha (OHE JICUCHUs aHTH-
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Ouotukammu), nuarHo3 cermcuca ¢ JIBC-cunmpoMom
Npe/ICTaBIsUICS Hauboliee BeposATHBIM. [IpoBonu-
JHUCh aHTUOaKkTepualbHas Tepanus Iedanepa3zoH-
cynpbaktamMoM  (Oakmepas3oH), JeBO(IOKCAIMHOM
(nteobaxT), remorpancdysuu, TpaHchy3UH CBEKE-
3aMOPOKEHHOH TUTa3Mbl (CyMMapHO BBEJICHO OKOIIO
4 71) B coueTaHUM C aHTUKOATyATHTHOH Tepanueit HMIT
(kmekcan). B pesynbrare JiedeHUs HOPMaTU30BATICH
TeMIIepaTypa Tejla U KOJIMYEeCTBO JIEHKOIUTOB B KPO-
BU, 3HAUUTEIILHO YMEHBIIIWIICS YPOBEHb IpecericruHa,
OTMEUYECHBI BOCCTAaHOBJIGHHE JHype3a, HapacTaHhe
YHciaa TPOMOOIMTOB, TMOSBWIIACH TEHJICHIUS K IIO-
BBIIIICHUIO YPOBHS TeMoIyIo0nHa. Bbutn KynupoBaHkI
MPU3HAKK BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOBH.
OnHaKO COXpaHsUTUCh NMPU3HAKK MUKPOAHTHONATH-
YeCKOr0 TeMoJIn3a, MOTPeOHOCTh B MPOBEJICHUN Ce-
aHCOB reMo/inann3a. AHAIN3 XapakTepa TedeHus 0o-
JIe3HH, BKIIOYasl OTBET HA TEPAIUIO, JIAOOPATOPHBIX
JAHHBIX B JMHAMHKE TTO3BOJHI JUArHOCTHPOBAThH
amunuyHslll 2eMoAUMuUKo-ypemuyeckuii cunopom. B
CBSI3U C HENOCTAaTOUYHOH 3()(EKTHBHOCTBIO TLIa3Ma-
teparnuu ¢ 21.11.2017 1. Hayara TapreTHas Tepanus
skynmuzymabom B no3ze 900 mr 1 pa3 B Hememo Ned,
5-s1 undysus B n1o3e 1200 mr. MHAYKIMOHHBIN Kypc
Obu1 3aBepmieH 19 mexabps 2017 1. Yepes 3 Henm ot
Hayajia KOMIUIEMEHT-OIOKHPYIONIeH Tepanuu IpH
MPOJOJDKAIOIIEMCS TPOMUIAKTHUECKOM TpHEME aH-
tubnotukoB 07.12.2017 1. mpoBefcHA BaKIIMHAIUS
IIPOTUBOMEHUHIOKOKKOBOI BaKUMHON «MeHaKTpay.
[Tocne mepBoit wHOY3UH IKyau3ymada OTMEUCHBI
HOpMaJIM3anus yuciaa TpoMoounTos (237 Thic.), Ha-
pacranue He 10 90 r/i1, ynanocs onpeeinuTh ypo-
Benb JIJII (275 El/n mpu Hopme no 220 EJ1/n), Hop-
manm3oBajcs yposeab ACT (15 EJI/n), monHOCTBIO
BOCCT@HOBWJICS JMYpe3, CTal OBICTPO CHUKATHCS
ypoBerb CKp, mocturmuii K MOMEHTY TpPEThEH WH-
¢by3un skyauzymadba 134 MMOJIB/J, YTO IO3BOJIUIIO
NPEKPaTUTh JHATH3HYIO TEPAITHIO.

Jist yTOUYHEHUST TMarHo3a W TaKTHKH JICYCHHUS B
sauBape 2018 r. manuenTka oOcnenoBana B Kimnurke
uMm. E.M. TapeeBa [lepporo MI'MVY um. U.M. Ce-
geHoBa. Jlmaruoz al'YC ObUT TOATBEPKIEH, KOH-
CTaTUpOBaHA TIOJHAs peMuccHs 3a0oleBaHus, JO-
CTHTHYTasl CBOCBPEMEHHBIM HA4YalloM KOMILIEMEHT-
omokupyromei Tepanuu. OgHako odpamaid Ha ceOst
BHUMAaHHUE BBIPAKEHHBIC TUTICPKOATYIISIIMOHHBIC W3-
MEHEHUS KOaryJaorpamMMbl C aKTHBAI[eld BHYTPHCO-
cymucroro cseptbiBanus kposu (POMK — 17 /i npu
HOpMeE 10 5,5 r/im; ¢ubpuHOTreH 6,2 T/ pu HOpMeE
1,8-4,0 r/11), B CBA3M ¢ YyeM ObUIM Ha3HAYCHBI OPaJib-
HbIC aHTHKOATYJISIHTHI MPSIMOTO JICHCTBUSI (PUBApPOK-
caban 15 mr/cyTt). [yig onpenaesieHus BO3MOKHOCTH
MPEKpaIeHNs] KOMIUIEMEHT-OIOKUPYIOIIeH Teparniu
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PEKOMEH/IOBAaHO TEHETHYECKOE HCCIIeJOBaHNE CH-
CTeMBbl KOMIUIEMEHTa, KOTOpoe OBbLIO BBITIOJHEHO B
mae 2018 . OMTHOBPEMEHHO C T€HETHYCCKUM CKpH-
HUHIOM CBEPTHIBAIOIIEH CUCTEMBI KpOBU. MyTanuu,
accormupoBansbie ¢ al'YC, obHapyXeHbl He ObLIH.
Bwmecte ¢ Tem, Ha xpomocome 1 B rere F5 (daxrop
ceepteiBanusa V, OMIM 612309) BeisiBIIeHa MyTaIus
¢.2743A>T B reTepO3UroTHOM COCTOSHHH, OTpee-
JIeHHAsA KaK BEPOSTHO MaTOreHHasi, MOTyIlas IpUBO-
JIUTh K pa3BuThIo JAeduuuta FS cBepThIBaHMS KPOBH.
Pe3ynbrarhl reHeTHYEeCKOTro UCCIIeIOBaHMs B COYeTa-
HuM ¢ HaimureM pemuccenu al'YC gaBanu ocHOBaHUSA
JUTSL TIOTIBITKA OTMEHBI KOMILJIEMEHT-OJIOKHPYIOTIEH
Tepamnuy, MPOJOIDKAIOIMIEHCS B MOMISPKUBAIOIIEM
pexxume (o 1200 mr 1 pa3 B 2 wen). [locnenusis un-
(hy3us sxynm3ymaba Obuta BeimosiHeHa B utone 2018 .,
rociie yero mpenapar Obut otMeHeH. Jlo HacTosero
BpPEMEHH COCTOSHUE TMAI[EHTKH OCTAeTCs Y/IOBIETBO-
puTenbHBIM, petuanea TMA He BO3HHKIIO.

OBCY>XXAEHUE

IIpencraBnennoe Habmronenue codetanust al'yYC
C cerncucoM U ociokHUBIIMM ero JIBC-cunapomom
WUTIOCTPUPYET T€ JAUArHOCTUYECKHE TPYAHOCTH, C
KOTOPBIMH CTaJKUBAaeTCs MPaKTUYECKHil Bpad, Ha-
Omrorast maIMenTa ¢ Pa3BepHyTON KIMHUYECKOH Kap-
tuHoit TMA. Xota nuarHo3 TMA OblT ycTaHOBIICH
MIPaKTUYECKU Cpazy MOCIIe MOCTYIICHUS MallMeHTKA
B CTAllMOHAP HA OCHOBAHUHU MMEIOUINXCS MPU3HAKOB
MATA, BoipaxenHoii Tpombornuronennu u OI1I, Be-
pUQHKAIIUS HO30JIOTHYECKOT0 TUarHo3a noTpedosana
3HAYUTEIHHO OOJBIIEero BpeMeHu. Pa3Burue cummnro-
MokomIuiekca TMA mocne pecnuparopHOil BUpycC-
HOM MH(EKIUU U TpueMa HHTep()EPOHOBOIO mperna-
para (uukiaodepoH) MO3BOJISIIO Cpasy ke 00CyKIaTh
muarao3 arumuaHoro ['YC. OpHako BBIpa)KeHHBIN
HEHUTPO(UIBbHBIN JTEWKOIMTO3, BBHICOKHH YPOBEHb
IpecericuHa, OakTepuypus, OOIIMPHBIE TI'€MaTOMBI
B MECTaX MHBEKUMU U 3MU30/bl KPOBOUBIUSHUN B
CKJiepy OOOMX TIJa3, TOBBINIEHHAs KOHIEHTPAIUsI
J-nvMepa nipu yMepeHHOW TunephuOpHHOreHEMUH
JaBaJId OCHOBAHUS TPENIoJaraTh JAUarHo3 cerncuca,
ocnoxkHeHHoro /IBC-cunapoMomM, HECMOTpPSA Ha OT-
pHULIATENbHBIN pe3yabTaT OaKTepHOJIOTHYECKOTO HC-
clIeZIoBaHus KPOBU 1 MouH. HezaMmemmTensHo Hava-
TOE JICYCHNE aHTUOMOTHKAMU, TpaHC(y3HUsIMHU CBEXKe-
3aMOPOXKEHHOM TIJIa3Mbl M 3PUTPOMACCHI, KIIEKCAHOM
XOTS Y IPUBEJIO K HOPMAIHU3alUY YHCIIa JISHKOIIUTOB
C MCYE3HOBEHUEM «JIEBOTO CABUTa» JICMKOLIMTAPHOU
(hopMyIbI, CHUKEHHUIO YPOBHS ITPECeTCHHa, HapacTa-
HUIO YHCJIa TPOMOOIIMTOB, YMEHBIIEHUIO BBIPAKEH-
HOCTH aHEeMHH M BHYTPUCOCYIUCTOTO CBEPTHIBAHUS
KpOBH, BCE € HE CMOIVIO MOJHOCTHIO KyMHpPOBAaTh

remMatosnorndeckue mposisinenuss TMA u BoccTaHo-
BUTHh (PpyHKIMIO mouek. Takum 0Opa3om, IpesicTaB-
nsanock BeposTHBIM couetanue al YC u cemcuca c
JABC-cunapomom. [IpaBoMepHOCTh TAKOTO MPEATIO-
JIOKEHHUS TIOATBEpANIIa ObICTpast MOJIOKHUTEIbHAS -
HaMHUKa BCEX KIMHHUKO-JIA0OPATOPHBIX IMPOSBICHUN
TMA nocne Havyasa JedeHus HKym3ymadbom. Mel mo-
JlaraeM, 4To B IaHHOM CIlIy4ae CHCTeMHasi HH(EKIus,
ocnoxkuHenHast [IBC-cuHapoMoM, MoIjia MOCITYXUTh
TpurrepoM pazsutusa al YC, mpudem CcBOW BKJIAI B
M30BITOYHYIO AaKTHBALMIO CHCTEMBI KOMILJIEMEHTA,
MO-BUIUMOMY, BHECTH KaK COOCTBEHHO CETICHC, TaK
1 MUKpoTpoMOooOpazoBanue B pamkax JABC.

Hduddepentmansias muarsoctuka mexay al VC
u cenicucoM, al'YC u JIBC-cunapomoM Bceraa ciox-
Ha. OYeBHIHO, YTO CETCHC, KaK ocobasi (opma WH-
(EKIIMOHHOM TATONOTHH, SIBISIETCS MOIIHBIM aKTH-
BaTOpPOM aJIBTEPHATUBHOTO MYTH KOMIUIEMEHTa H,
TakuM oOpa3om, crocobeH ctarh Tpurrepom al'yC
HE3aBUCHUMO OT TOTO, MACHTU(PUIMPOBAHBI HJIN HET
MyTallid B TEHaxX, KOAMPYIOUIMX CHHTE3 KOMILIE-
MeHTapHbIX OenkoB. K cokaneHuio, cerogHst HeT HU
OJTHOTO JTAOOPATOPHOTO MapKepa, CIeU(PUIHOTO IS
al'YC, 4ro CWIIBHO 3aTpyaHSET AUArHOCTHUKY 3TOTO
3aboneBanns. OKOHUATENBHBIA HMArHo3, 0e3ycioB-
HO, TIO3BOJISIET YCTAaHOBUTH T'€HETHYECKOE HCCIIEI0-
BaHUE, OJHAKO PE3YJIbTAT €0 CTAHOBUTCS U3BECTHBIM
HE paHee YeM uepe3 3 Mec, U, TaKUM 00pa3oM, s
CBOEBPEMEHHOW TUArHOCTHKHU TPU HAJIUYUH OCTPO-
ro smm3ona TMA ono Oecnosniezno. Kpome toro, npu
criopajueckoit popme 00JIe3HH MyTallud TEHOB pe-
TYJIATOPHBIX OETIKOB BBISBIISAIOTCS TOIBKO B 30 % ciy-
YaeB, 4TO, 10 COBPEMEHHBIM IIPE/ICTaBICHUAM, TEM
He MeHee, He uckirodaeT quardo3 al' YC. Ananoruy-
HBIM 00pa3oM CKJIaJbIBAaeTCS CUTYaIlUsl TpaKkTHde-
CK{ C €MHCTBEHHBIM JIOCTYITHBIM CETOJHS B HaIlen
cTpaHe J1a0OpaTOpHBIM IOKa3aTelieM, XapaKTepu3y-
IOIIUM cHcTeMy KomIiuieMeHTa — C3-KOMITOHEHTOM.
OH Takke OKa3bIBAETCS CHIKEHHBIM He Oosee ueM
y Tpetu manueHtoB ¢ al'YC, mpuuem JIuib y Tex
U3 HUX, KTO UMEET TOMO3UTOTHbIE MyTallul B T€HaX
¢axropos CFH, CFB, C3. Takum 00pazoM, HOpMaib-
HBIN Moka3aresnb C3 ¥ 0TCyTCTBHE MyTaIlMil B reHax
KOMIUIEMEHTA Y Halllel MaleHTKU He TIPOTUBOpedaT
nmuarfosy al'YC. Mel monaraem, 4To Ui HHIYKIIAU
ocTporo »nu3oaa TMA y moJoOHBIX MMAIUEeHTOB He-
00XOZIIMO BO3/ICHCTBHE MOIITHOTO TPUTTEPA, KAKUM U
SIBIISIETCS CETICHC.

He wmenee clOXXHBI TakXke B3aHMMOOTHOILICHUS
al'VC u JABC-cunmpoma, 0COOCHHO €CIIH YYECTh,
9yT0 00a BH/A MATOJOTHH XapaKTepU3yIOT pa3BHTHE
MUKPOLMPKYIATOPHBIX TPOMOO30B € TPOMOOITUTOTIE-
HUEH TOTpeOIeHUs U TIOJIMOPTaHHOM JucyHKINEH.
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OnHako B OCHOBE 3THUX MPOSBICHUHN JIeKaT pa3HbIe
MEXaHU3Mbl — aKTHUBAIMs IUIa3MEHHOTO 3BEHa Koa-
rymsinun v pudpunonusza npu [IBC-cunapome, mo-
BpEKICHHE dHA0TENUs 1 TpoMOouToB — npu al Y C.
Okazanochk, uto mobas TMA, Bkirouas al'YC, He-
penxo ocioxHseTcs paszButuem JIBC, Torma kak
b y 15 % mnamuentoB ¢ JIBC aumarnoctupyior
TMA [3]. Tak, Y. Sakamaki et al. npencraBuiu ciy-
yaif TMA, cBA3aHHOH C CeNCHUC-MHIYLIHPOBAaHHBIM
JABC-cuHApPOMOM U YCIIEIIHO JIeYeHHOU IMIa3M000-
MeHoM [7]. Heckonbko panee Booth et al. cooOru-
m o 10 mamuenTtax u3 okiaxomckoro TTII/al'VC-
peructpa, y kotopbix TTII pazBuiace nocsue cucTeM-
HON wuH(peknnu, ociokHeHHo JBC-curmapomom.
OOHapyXCHHBI aBTOpPAMH WCCJICIOBAHMS TTOBHI-
LICHHBIH YPOBEHb HIOTOKCHHA B KPOBH CBHJIETENb-
CTBOBAJI, C X TOYKHU 3PEHUS, O TOM, YTO BHI3BAHHBII
rpaMOTpHILIATENILHON OakTepuanbHOW HH(pEKIuei
JABC-cunapom cran npuunHoi passutus TMA [8].
B ciyuae Hamell nandeHTKH, Kak Mbl [0Jaraem, J10-
MOJMHUTENBHBIM (hakTopoM pazsutus [IBC, momumMo
Cerncuca, MOT CTaTb FeHeTH4YeCKHil NedeKkT B reHe
F5, npuBoasmuii k pa3BUTHIO AePUITUTA TTOCICTHE-
TO ¥ CIIOCOOCTBYIOIINH, TAKUM 00Pa30oM, yCHICHUIO
CBEPTHIBAEMOCTH KPOBU C M3OBITOYHBIM TPOMO00O-
pazoBaHuMeM B cocyaax Majoro kanubOpa. I[lepcu-
CTUpYIOIIAass TPOMOMHEMHS, OTpPakKEHHUEM KOTOPOH
ABIISIETCS TIOBBIIICHHBIN YpOBEHb €& MapKepoB B
kpoBu (POMK wu J[-nuMepoB), MOXKET IUTEIHHO
MpoTeKaTh OSCCUMITOMHO M paccMaTpUBaeTCs ce-
rofHg Kak omnpeaeneHHsld cyotun JBC-cunnpoma
[3]. Bosamoxkno, momo6usiii Bapuant JIBC mor cy-
LIECTBOBATh y MAIlMEHTKH U paHee, B IMOJb3Y Yero
CBUJIETENILCTBYIOT COXpPAHAIOIIMECS IOCNe JOCTH-
xKeHust pemuccun TMA BwIpakeHHast runepuopu-
HOTEHEMHUSI U TPOEKPAaTHO TOBBIIIEHHBIH YPOBEHb
PK®M npu HOpMaIbHOM KapTHHE KPOBH U (PYHKIIUU
rmoyek. B aToM cimydae MOXXHO MPEANOIOKHUTH, YTO
cUCTeMHass MH(EKIUs JIMIIb YCWINIA yKE HMEFo-
LIyI0CS aKTUBAIUIO TJIa3MEHHOTO 3B€Ha KOaryJIsIuH,
BBI3BaB PaCpOCTPaHEHHOE BHYTPHCOCYANCTOE CBEP-
ThIBaHUE KpoBU. OOpa3yromuiics B MPOIecce MUKPO-
TpoMO00Opa3oBaHus TPOMOUH, B CBOIO 04Yepelb, MOT
CTaTh eIle OJHUM, JOMOJHUTEIHHBIM K BO3/IEHCTBHUIO
WH(pEKINH, TPUTTEPOM AaKTHUBAIMU KOMILIEMEHTA.
Hamre npenmosnoxeHne OCHOBBIBaeTCS Ha MOSBHB-
LINXCS B MOCJEIHEE BpeMsl JaHHBIX O B3aUMOCBS3H U
B3aMMOYCHJIMBAIOIIEM BIUSHUH MPOILIECCOB KOATYIIsA-
MU U aKTUBALIMM KOMIUIEMEHTA, COIIACHO KOTOPBIM
TPOMOMH-3aBHCHMAsi aKTHBALlMS TIOCTEIHEro pac-
cMaTpHuBaeTcs Kak eIle OANH, YeTBEPThI, ITyTh aKTH-
BallUl KOMIUIEMEHTAPHOM CUCTEMBI, HE CBSI3aHHBIN C
y’K€ W3BECTHBIMH paHee TpeMs. AKTUBALUS KOMILJIe-
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MEHTa, CO CBOCU CTOPOHBI, CITOCOOHA aKTUBUPOBATH
KaK IJIa3MEHHOE 3BEHO KOaryJsluu, TaK U TPOMOO-
IIUTHI, YCUJIMBAS TIPOIECCHl MUKPOTpoMOooOpa3oBa-
HUS B COCYIOMCTBIX pycllaX pa3jIMyHBIX OpraHos [8].
[TomoOHBIN clieHapuit XOPOIIO WLTIOCTPUPYET Ha-
omonenne T. Abe et. al., COOOIIUBIINX O BBICOKOM
ypoBae MAK C5b-9 B cbIBOPOTKE KPOBHU TAIIMEHTA C
unaynupoBanHeiM [IBC-cuanpomom TMA [9].

OCOOCHHOCTBIO TIPENICTABICHHOTO HAOIIONCHMUS,
TTOMHMO HE BIIOJIHE OOBIYHBIX TPUITEPOB aTUITMYHO-
ro I'YC, aBnsieTcst Takxke ObICTPBIN MMOTOKUTEIBHBIN
2 PEKT KOMITTIEMEHT-0JOKUPYIOIIEH Teparuy SKyIu-
3ymMa0oM, KyNHPOBaBIIEH Bce MPOSBICHUS CUCTEM-
Hoil TMA emie 10 3aBepLIEHUsT UHAYKIIMOHHOTO Kyp-
ca. [TonHbIi reMaToNOTHUECKUI U HEPPOIOTHUECKHUI
OTBET NOATBEP:KIaeT HEOOXOMMOCTh PAHHET0 Ha3Ha-
YeHHs dKyIn3ymMaba BCeM MalMeHTaM C aTHIMHYHBIM
I'VC He3aBuCHMO OT XapakTepa TpUrrepa 1 HaJu4uus
WIM OTCYTCTBUS T€HETHUYECKHX aHOMAaJUil B CHUCTe-
Me koMIIieMeHTa. Hare HaGnofenne coracyeTcsi ¢
MMEIOIIUMHUCS COOOIICHUSIMH 00 YCIICTITHOM JICUCHUH
9KYAM3yMaOboM MAIMeHTOB 0e3 BBIIBICHHBIX MyTa-
IUH B CHCTeME KOMIUIeMeHTa ¢ akymepckum al'yYC
u TMA, acconmupoBaHHOM ¢ Ay TOMMMYHHBIMHE 3200-
JIEBaHUSIMU, KOTOPBIE CETOHS pacCMaTPUBAIOTCS TIPU
al'VC xak xomopOuanas maronorus [9—12].

SAKJIKOMEHUE

IIpeacraBieHHoe HaOMIONCHUE WIIIFOCTPUPYET
BO3MOXHOCTh coueTanus arunuunoro I'YC c cemn-
cucoM u JIBC-cuHApOMOM, aKIEHTUpPYS BHUMAaHHE
NPaKTHYECKUX Bpaueil Ha CIOKHOCTSIX quddepeHiu-
aJbHON JAMAarHOCTUKHA MEXIY 3THUMHU COCTOSHUAMH,
00YCJIOBJICHHBIX CXOJICTBOM KIMHUKO-Ta00paTOPHBIX
nposeinennit TMA u [IBC-cunapoma mpu OTCyT-
CTBHH cIiellu(PUIecKuX J1adOpaTOpPHBIX MapKepoB
kak al'YC, tak u JIBC. O4eBUIHO, YTO KOHCTATAIIHI
TMA, ocHoBanHO#l Ha mpusHakax MAI'A, Tpom6o-
UTOTICHUN ¥ OpPTraHHON Nuc(yHKINHU, HEJOCTATOU-
HO Ui Bepu(PMKAIlMU HO30JIOTHYECKOro JHarfHosa,
OIIPEJEIISIOIIEro OAX0/ K Tepaluu U, Cllel0BaTellb-
HO, TIPOTHO3 JUIA MaleHTa. B ciaydasx codyeranus
al'YC c cencucom u [IBC-cuHAPOMOM KOMILJIEMEHT-
Onmokupyromas Tepanus JO0JDKHA TPOBOTUTHCS C
OCTOPO)KHOCTBIO, COYETasCh C AHTHOMOTHKAMHU U
AQHTHKOATyJASHTAMM, TPUMEHAEMBIMH JJIUTEIHHO.
[larmentslr 6e3 WASHTU(PULIMPOBAHHBIX MYTalUN
B CHCTEME KOMIUIEMEHTa, TI0-BHAUMOMY, MOTYT
OBITH OTHECEHBI B TPYIIy HU3KOTO PHCKa pPEeIHInBa
al'YC, B cBsi3u ¢ yeMm olpaBjaHa MOMbITKA OTMEHBI
KOMIUIEMEHT-OJIOKHUPYIOLIe Tepanuy He paHee dyeM
gyepes 6 Mec mociie ToCTIKeHust pemuccuu TMA, ox-
HAKO 3TO HYXKJAeTCs B JaJbHEHIIIeM UCCIIEOBAaHUH.
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