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B craThe mpHBeEHO OMMCAHNE KIMHITIECKOTO HAOMTIONEHNUS] PA3BUTHS aTHITITIHOTO T€MOJIUTHKO-YPEMUYECKOTO CHHAPOMA ¥ TIAIHEHTKHI ¢ MEHO-
MeTpopparueii, ManndecTHpoBasiiero Ha hoHe MATOUHOTO KPOBOTEUEHUST ! COIIPOBOSK/IABIIETOCS PA3BUTHEM OCTPOIL II0YEYHOI HE/IOCTATOYHOCTH.
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ATYPICAL HEMOLYTIC-UREMIC SYNDROME IN THE FEMALE PATIENT WITH CONCURRENT
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The article describes the follow-up over the development of atypical hemolytic-uremic syndrome in the female patient suffering menometrorrhagia
which manifested with concurrent metrorrhagia and was accompanied with acute renal failure.
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ATUTIMYHBIN TeMOJTUTUKO-YPEMUYECKUN CUHIPOM
(al'YC), napsiy ¢ tunmarbiv I'YC 1 TpoMOOTHIECKON
Tpomboruronenndeckoii mypmypoit (TTIT), siistercst
KJIacCHMYeCKUM 3a60JIeBaHUEM U3 TPYIIIbI TPOMOOTH-
yeckux Mukpoanruonatuii (TMA). Cerogna al'YC
paccMaTpUBaeTCsl Kak XPOHUYECKOE CHCTEMHOE 3200-
JieBaHWe TeHeTUYECKOU MPUPO/IbI, B OCHOBE KOTOPOTO
JIE)KUT HEKOHTPOJUPYyEMasi aKTUBAIUS albTepPHATUB-
HOTO MIYTH KOMILJIEMEHTA, Be[ylas K reHepaJn30BaH-
HOMY TPOMG00OPA30BAHUIO B COCYIaX MUKPOIIUPKY.JIs-
TOPHOTO pycJia (KoMIieMeHT-orocpenoBanaas TMA)
[1, 8, 29]. Mopdoaornaeckn TMA paccmaTpuBaetcsa
KaK 0COOBIN THUII TIOBPEKAEHUST COCY/IOB, COTPOBO-
KAAOMTUICS OTEKOM 9HIOTENNANbHBIX KJIETOK C WX
OTCJIONKO# OT Ga3aIbHON MeMOPAHDI, PACITHPEHUEM
Cy0aHIOTETNATBHOTO TPOCTPAHCTBA ¢ HAKOTJICHUEM
B HeM aMOp(HOr0 MeMOPaHOTIO00HOTO MaTepuaa
1 06pazoBaHneM TPOMOOB, COEPIKAIINX TPOMOOIIUTHI
u (HubpHUH, YTO MPUBOAUT K OKKJIO3UH TIPOCBETA CO-
CYZIa, BBI3bIBAs PA3BUTHE UIIEMUU OPTaHOB W TKAHE.
TMA Bcerga compoBoKAaeTCs TPOMOOIMTOTIEHHENH,
pasBuBaolIeiics BCAeACTBHE MOTpebaeHusT TpoMOO-
IIUTOB B IPoOIeccax pacipocTpaHeHHOro TPoMO006-
Pa30BaHUsT, MUKPOAHTUOTIATHYECKOHN TeMOJIUTIHYECKOI
aHeMuel, JINXOPAJIKOH, TTOpaKeHUeM MoYeK, MeYyeHH,
JIBIXaTeJbHON ¥ 1EeHTPaJbHON HepBHOU cucTeMsl [1,
15]; aT'YC oTHOCHTCS K PeAKUM 3a60JI€BAHUSIM, €TO
gacToTa coctaBisgeT 2—7 caydaeB Ha 1 000 000, gamte —
110 60% 3a60J1eBIINMX — JIETH, B CTapIlieM BO3PacTe Jaliie
crpajaoT keHuwHel [ 1, 28]. dTrosorus o6ycioBieHa
MYTAIUSIMU T€HOB PETYJISITOPHBIX OEJTKOB 1 KOMITOHEH-
TOB KOMILJIEMEHTa, MEMOPAHHOTO KO(AKTOPHOTO MPO-
tenna, tpombomonyanaa, CFH, CFI, CFB (dakropsr
H, I, B) 60 nammuuem anturen K CFH. Otu dakro-
PBI IPUBOJAT K PA3BUTHIO XPOHUYECKOW HEKOHTPO-
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JUPyeMOl aKTUBAIIUW KOMILJIEMEHTA U Pa3BUTUIO
komtmeMenT-3aBucumoit TMA [8, 17, 33]. IIporHos
HeOIaronpUsTHBI CO CMEPTHOCTBIO 10 25% 1 ¢ pas-
BUTHEM TTOYEUHON HEAOCTATOUHOCTH B 56% ciydaeB
[15, 22, 30, 39]. ¥ 10/10BUHBI BBIKUBIINX [MAIIUEHTOB
(QYHKIIUS TTOYEeK TTOTHOCTHIO HE BOCCTAHABINBAETCS.
be3 cemeiinoro anamuesa al' YC paccmaTpuBaercs Kak
CIIOPAJIMYECKUI ¥ PA3BUBAETCS IPU HAJTUUUM J[PYTUX
TPUTTEPHBIX (PAaKTOPOB, TAKUX KAaK CUCTEMHbBIE ayTO-
UMMyHHbIe 3a00/eBaHus (CHUCTeMHAs KpacHasi BOJI-
yaHKa, aHTU(HOCHONMITUAHBIN CHHAPOM, CUCTEMHAS
CKJIEPOJIEPMUSI, PEBMATOUHBIN apTPUT U [p.), UH-
(dbekiK, KPOBOTEYEHUSs, OHKOJIOTYECKHe 3a00JeBa-
HUS, JIeKapCTBEHHbIE Tperaparhl (aHTUOUOTUKY, TH-
KJIOMUIITHBI, OpaJIbHbIe KoHTparenTussl) [11, 21, 34].
OO6b1uHO 3a60J1€BaHIE Pa3BUBAETCS BHE3AITHO, MOKET
COTIPOBOKIATHCS ACTEHOBETETATUBHBIM CHHIPOMOM,
TOIIHOTOM, PBOTOM, 3aTPy/THEHHBIM JIbIXaHUEM, OTE€KA-
mu. B 20% cirydaeB BO3MOKHbBI CUMIITOMBI yTHETEHUST
CO3HAHWS W CYIOPOTU BCJIEICTBUE KPOBOUIIUIHUS,
oreka Mosra. [Ipu mabopaTopHOM HCCIeIOBAaHNN BHISB-
JISeTcs XapakTepHasd quarnoctrudeckas tpuaga al'yYC:
TPOMOOIIUTOTIEHHS, ToYeuHast AuCHyHKINS (TOBBIIIIE-
HU€ YPOBHSI MOYEBUHBI U KPEAaTHHUHA) C PA3BUTHEM
OJINTOYPHUHU/aHYPUU U TIPOTEUHYPUH, BHYTPUCOCYIH-
CTBIN reMoJin3: TtoBbeHne JI/1I, mosgBieHne KIeTok —
mu3onuToB [22, 34]. [dna uckmioyenus TTII Bcem
607bHBIM ¢ TMA HeoOXOAUMO TaKKe orpejiesieHue
aktuBHocT ADAMTS-13. AktuBnocts ADAMTS-13
B HOpMe cocTaBisieT 80—110%. CHuskeHre aKTUBHO-
ctu ADAMTS-13 1o 5% 1 MeHee CBUIETENBCTBYET
B moJib3y auarnosa TTII. ¥ mamuentos ¢ al'YC ax-
tuBHocTe ADAMTS-13 Bcerna npesbiinaer 5%. Ciie-
IyeT TOAYEPKHYTH, UTO OIpe/eieHrne aKTUBHOCTH
ADAMTS-13 Heo6X0AUMO IIPOBOIKTH 10 Ha3HAYEHUST
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[IJIa3MOTEPATIIH, TIPU KOTOPO# MOKA3aTe I aKTUBHOCTH
ADAMTS-13 6yayT HegoctoBepubiMu 3, 5, 8, 10, 34].
[Tpu nmevennn al'yY C mpoBOAAT M1a3MOTEPAUIO B BUJIE
TpaHchy3uil TOHOPCKOU CBEKe3aMOPOKEHHON TIJIa3Mbl
WK B pexknMe TiazaMooOMena ¢ yaasiennem 1—1,5 OTITT
1 3aMeNIeHNeM €€ CBEKe3aMOPOKEHHOU TOHOPCKOM
TJIa3MOH, KOTOPask COMEPKUT (DYHKIIMOHATBHO aKTUB-
HBIE PEryJIsITOPHbIE OEJIKKM CUCTEMbI KOMILJIEMEHTA, YTO
ycTpassiet geuIuT COOCTBEHHBIX €CTECTBEHHBIX PETy-
natopos — (aktopos H, I, B. Kpome Toro, nonopckas
nasmMa — cbaJlaHCUPOBAHHBIA MCTOYHUK €CTECTBEH-
HBIX KOMIIOHEHTOB TIJIa3Mbl, 00JIaIal0IUX TPOTEOJIH-
TUYECKOM aKTUBHOCTBIO B OTHOIIEHUU CBEPXKPYITHBIX
MyJIBTHMEPOB (hakTopa Buiiebpania, aHTHKOATYJISTH-
TOB ¥ KOMIIOHEHTOB CHCTeMbI (PUOPUHOJIN3A, YTO MTPH-
BOJIUT K YMEHBIIIEHHIO TIPOIECCOB TPOMOGOOOPa30OBaHMUsT
B MUKPOIUPKYJIATOPHOM pycie. [Ipu mrasmooOmeHe
He BO3HUKAET TAKUX OCJIOKHEHUH, KaK TUTIEPBOJIEMUS
U TUTIEPrUApPATAIUsT, 9TO OCOOEHHO BasKHO Y TTallUeH-
TOB C OJIUTYyPUEN, CePAEYHO-COCYITUCTHIMU HAPYIIIe-
nusimu. [1pu akcTpakopropaabHON TeMOKOPPEKIIHT
MPOUCXOIUT yAAJeHUe KPYIMHOAUCIIEPCHBIX OEIKOB,
[UPKYJUPYIONUX UMMYHHBIX KOMILJIEKCOB, SH/IOT€H-
HBIX [UPKYJIUPYIONUX HHIHOUTOPOB KOMILJIEMEHTA
W IUPKyIupyfonux antuten K paktopy H. Cunraercs,
YTO MPOIIEAYPHI IIa3MOOOMEHA CJIEYET TPOJOJIKUTh
JI0 HOPMaJIM3alliK Yrcja TPOMOOIMTOB, MpeKpaiie-
HUSI TEMOJTM3A U YJIydIleHUs (DYHKIINY [T0YEK, TI0ITOMY
HEOOXOMMO KOHTPOJUPOBATH KOJIMYECTBO TPOMOO-
[IUTOB, reMorJ00KHa, mU301uToB, yposHs JIJIT [34].
[Marimentam c al'YC ¢ BeipaxxeHHO# aHemuelt (YypoBEeHb
remoryio6una Meree 70—75 1/71) mokasaHbl TpaHcdy-
3UU 3PUTPOLUTHBIX JOHOPCKUX KOMIIOHEHTOB (3PUT-
POB3BECH, OTMBITBIX 3PUTPOIIUTOB). Tak:Ke IPOBOAUTCS
cuMIIToMaTuyeckas tepanusi (Ipu apTepuajbHON I'i-
[ePTeH3UN Ha3HAYEHUE AHTUTUIIEPTEH3UBHBIX ITpera-
paToB, HU3KOMOJIEKYISIPHBIX TeTapuHOB, aHTHOAKTE-
puajbHas Tepanus, IIIIOKOKOPTUKOU/IHBIE TIPENapaThl
[IPU JIEYEHU M CUCTEMHOM KPACHOU BOJTYAHKU U IPYTUX
conpoBoxgatonux al'YC sabonesanwuii). B mocues-
HUE TOJbI B Caydasix Hea(OEeKTUBHOCTH IPOBOIMMOI
Tepanuyu Mpu PelUuAuBUPYIONeM TedeHurn 3aboJie-
BaHUsI Ha3HAYAIOT 9KYJIU3yMab — TperapaT TPYIIbl
KOMILIEMEHT-UHIMOUPYIONIMX aHTUTET (deJIOBEeYeCKUe
MOHOKJIOHAJTbHBbIE aHTUTeNa K C5-(hakTopy KoMILIe-
MeHTa). JlaHHbIi Tperapar 6JOKUPYeT paciierieHie
C5 na C5a u C5b, uto mpemnsarcTByeT 06pa3oBaHUIO
MeMmOpatoarakyiorero komirekca C5b-9 u mogasisier
MPOBOCTTATUTENLHOE, TTPOTPOMOOTHYECKOE U JIUTHYE-
CKOEe JIEHCTBUSI KOMILJIEMEHTA, [IpeIoTBpallasi oBpe-
JKIEHUE dHOTENHST U TIPEKPAIiasi IPOoIecChl MUKPO-
[UPKYJISTOPHOTO TPOMOOOOPA3OBAHMSL, YTO IPUBOIKT
K obpatHOoMy pasButiio TMA. B paspaboTke Haxoast-
cst pactBopuMbie (hopmbl utrn6utopa C3,/CS-konBep-
Taswl, perentopa kommaementa I [12, 16].
Kimnnueckoe na6mopaenue. [TammenTka A., 50 Jer,
nocrynuia B OIBY «HITATull um. B. U. Kymnakosas
13.01.2016 1. ¢ skamo6aMu Ha KPOBSIHUCTBIE BbIAEJIE-
HUSI 13 [TOJIOBBIX ITyTeH, TIPOIOJIKAIONINECS B TEUEHUE
2 ez, B kImHUYeCKOM aHaM3e KPOBU OTMEUYEHO CHU-
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JKeHue reMorso0uHa 10 72 /1, KOJM4ecTBO 9PUTPO-
1uToB — 3,15 X 10'2/71. JIlnarnos: auchyHKInoOHAILHOE
MaTOYHOE KPOBOTEUEHUE; MOCTTEMOPPAarniecKas aHe-
MUST; OskupeHne 3-1 cterenn. B aKcTpeHHOM TMopsiKe
BBITIOJIHEHBI TUCTEPOCKOIUS, PA3/IeIbHOE JMATHOCTH-
yecKoe BBhICKaOJMBaHKME CIAUBUCTON TTOJOCTH MaTKU
U [[EPBUKAJIBHOTO KaHAJIA B YCJOBUSIX CIHUHAJIBHOM
aHecTe3nr. BbIOOP pernoHapHON METOIUKN ObLI Cie-
JIaH B CBSI3U C TIPUEMOM TTAIMEHTKOUN TUIIN MeHee 2 9
IO OTIEPAITNH, OTIEHKOU BEPXHUX JbIXaTeIbHbIX ITyTel
no mkase Mallampati TV, MopOuIHBIM OKUpEHEM
3-it crentenn. O6bEM ONEPATUBHOIO BMEIIATEIbCTBA
ObLT MUHUMAJIbHO HEOOXOAUMBIM [IJIs OCTAHOBKU
KpoBoTedeHus. VIHTpaorepalinoHHo 0TMeYaIach TeH-
JNEHIIMUS K TUIOTEH3UH, 4TO TTOTPeOOBAIO BBEICHUS
Bazonpeccopos. Ilo okoHuanuu omepamuu ¢ MeTbIO
COKpaIlleHUsI MATKUA BHYTPUBEHHO KalleJIbHO BBOJIUJIN
oxcurore 2,5 Ef, mocse 4ero oTMeueHbl yTHETEHIE
co3HaHus Ha 15 ¢ U CHWKEHWE apTepruaJbHOTO JAaB-
aenns (A/l) no 80/40 mm pt. cT. Undysus coctaBu-
ga 1 000 M c6amaHCUPOBAHHBIX KPUCTAIOUTHBIX
pactBopoB, KpoBotorepst — 300 mut, guype3 — 50 M.
TpaHcOpTUPOBKY B OT/eieHUE PEAHUMAIUU U UH-
teHcuBHON Teparmuu (OPUT) mannentka nepenecsa
YIOBJIETBOPUTEITHHO.

ITpn moctynnenun 8 OPUT ormevanucey TomrHo-
Ta U PBOTA, KYIIUPOBAHHbBIE BBE/IEHUEM OHJ/IACETPOHA.
Ormeuaiach taxukapans g0 115 B munyty. To Moue-
BoMYy KaTeTepy — cBersiasg Moda 100 mu. Beimosnen
o0Iuil aHau3 KPOBU: reMoriobuH — 59 T,/71, reMaro-
kputr — 19%, apurpouutsr — 2,69 x 10'%/1, TpombO-
utel — 183 X 10°/1. IlanueHTKe IPOBELEHA FEMOT-
patchysust B o6beMe 670 M OTMBITBIX 9PUTPOIUTOB.
Yepes 1 4 Obl1a OTMEYEHA TEHAEHIINS K THITEPTEH3UH
(cucrommueckoe A/l — 150—160 mm pt. c1.). Hauara
AHTUTUTIEPTEH3WBHAs Teparuis (MHTrUOUTOP aHTHOTEH-
3MHITPEBpaIamero epMeHTa — KarnTomnpui u 6J1o-
KaTop KaJbLMEBbIX KaHanoB — Hupeaumun). SpO,
coctaBysima 93-95% ¢ uncydbasueit Kucaopoa.
Uepes 3 u mocisie TpaHCHY3UU OTMEUYEHO CHUKEHUE
TeMIIa Inype3a, BBezieH hypocemu 10 Mr ¢ adhdexTom.
B kIMHUYECKOM aHaIM3e KPOBU: reMoriobud — 791/,
reMaTtoKpuT — 24%, saputporutsl — 3,48 X 10'2/11, pom-
Gouutel — 64 x 10°/1. CyTOUHBIA TUYPe3 COCTABUI
570 M.

Ha 2-e cyT cocTosiHMEe MaiMeHTKA ¢ OTPUIIATETbHON
JMHAMUKOIT, OTMEUYEHBI 5KaJ00bl Ha C1ab0CTh, TOIIHOTY.
g yrounennsa nuaraosa B OPUT naniuenTKe BHITTON-
HeH psz maboparopubix uceaegosanuii, KT, Ixo-KT,
Y3U 6pirowmnoit nonoctu, Y3 BeH HUAKHUX KOHEU-
HocTel, pubpoasodaroracTpoayoeHockonust. B k-
HUYECKOM aHaJIM3€e KPOBU — IIPU3HAKY TUITOXPOMHOI
aneMuu (reMorjio6un — 79 r/ir), TPOMOOIUTONIEHUS
(64 x 10%/1), HeitTpoUIbHBII JTEHKOIUTO3 (JTeHKO-
uTel — 16,6 X 10°/1). B koaryiorpamMmMe — pU3HAKH
XPOHUYECKOI TUIIEPKOATYJISAIIUN, BbIPAKEHHAS] TPOM-
OuHeMust 6e3 SIBHBIX TIPU3HAKOB TTOTpeOIeHus (aKTH-
BUPOBAHHOE YaCTUYHOE TPOMOOILIACTHHOBOE BPEMSI
(AYTB) - 19 ¢, D-mumep — 9 999 mMKr/71, akTHBHOCTD
AT-IIT — 103%, ¢pubpunoren — 4 v/a, r + k — 16 ¢).
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OO6umii aHaIM3 MOYM — MPOTEHHYPUSI, TITIOKO3YPHUSL.
[Tocse pymieKCHOTO CKAHUPOBAHNUS BBISIBJIEH MACCHB-
HBII TPOMOO3 IIyOOKMX BEH HUKHUX KOHEYHOCTEN
(OKKJIIO3UBHBII TPoMOO3 3ajiHel 6OJIbIIeOEPIIOBOI
BeHbl (3BBB) B cpenneil TpeTu, MOTHOCTHIO CYpalib-
Hble BeHBI MTpaBoii rosiean, 3bbB B Bepxuelt u cpej-
Hell TPeTHU U CypajibHble BEHBI TOJHOCTHIO B JIEBOI
rosenn). Ilo nanusim Ixo-KIt ymepennas jserounas
runieprensust (CIJIA 60 mm pr. cT.), rirobasibHast co-
KPaTUMOCTbH JIEBOTO JKeJyI0UKa B MpefesaXx HOPMBI.
[Mentpanbuoe BenozHoe nasiaenne (I11B/]) — 26—-28 cm
BOJI. CT. BbICTaBIeH AMAarHo3: COCTOSTHIE MOCJIe THCTe-
POCKOTINH, PAa3eJTbHOTO JTUATHOCTUYECKOTO BBICKA-
OJIMBaHMsI, TIOCTTEMOPPATHYECKast aHEMUST TSIKEJION
crereHu, TpoM603 riIybOKHUX BeH HIKHUX KOHEYHOCTEH,
MOPOUIHOE OKUPEHIE 3-i CTENEeHH, THITEPTOHUYECKAsT
6oJe3HDb 2-11 cTa[UK, XPOHUYECKH MTAaHKPEATHT, XPO-
HUYECKUI TacTPUT, COCTOSHUE MOCJEe XOTEIUCTIKTO-
M, TPOMO0aMOGOMsE terounoit aprepun(?). B csisu
C Pa3BUBIIENCS OCTPOI TOYEUHON HETOCTATOUHOCTHIO
OT BBEJIEHUS KOHTPACTHBIX BEMIECTB JIJIST TPOBEIEHUS
KT-anruorpacdun pemeno Bosdaep:xkarbcd. HauaTnr
Teparust HU3KOMOJIEKY/ISTPHBIMIE FeTllapuHAMU B Jiedel-
HBIX 7103aX, TPO(MUIAKTHKA CTPECC-SI3B, CTUMYJISIIHS
maypesa 1o 1200 mr ¢pypocemuzga 6e3 orsera. IIpo-
JIOJIKEHA Teparusl apTepuaJbHON TUIIEPTEH3UH, KUC-
noponotepanus (SpO, — 92-96%). K koniy 2-x cyT
COXPaHSJIACh TsKelast aHeMust (reMorIoouH — 68 /1),
tpomborronens (28 X 10 /1), IeiiKoIuTo3, OT™MEUE-
HO TOSIBJIEHUE ITU30IUTOB. B GHOXMMIYeCKOM aHaITI3e
KpoBu — runonporenremus (o6muii 6emok — 51 /71,
anpOymun — 29 /i), runepriaukemust (10 MMoJIb/1),
OTMEUeHO HapacTaHue COoNepPKaHUSI MOYEBUHBI
(14,1 mMoan/n) n kpeatnauua (250 MKMOJB/J),
noswimerue yposuasa JIAT no 600 Ex/n. HecmoTps
Ha CTUMYJISINI0 GYypPOCEMHUIOM, CYTOYHBIA 0ObeM
moun cocrasuit 200 mu. TuapobanaHe 3a CyTKH cocTa-
B +2 600 mut. [l iuddepertmaabHON AMarHOCTUKI
mexay TTII, al'YC u antudochomunuaapiM CUHIPO-
MOM TAIMeHTKE BBITIOJTHEHO UCCIe0BAaHNE aKTUBHO-
ctu ADAMTS-13 (me3uHTETpIH METATIIIONTPOTENHASI
tpombocnionaraa 1 tuna 13), ypoHst anTHdOCHOII-
MUHBIX AHTUTEJ, BOJTYAHOUYHOTO aHTUKOATYJISHTA
NUJIST UCKITIOUEHUST TUArHo3a aHT(hOCHOIUTUIHOTO
CUHIPOMA M CUCTEMHON KpacHOH BoYaHKW. B cBsA3m
C Pa3BUTHEM MOYEYHOU HEIOCTATOYHOCTU MpOBee-
Ha mporeaypa remMoaraduabTpanun, 0ObeM yIbTpa-
¢unwrpara cocrasui 1 100 mur.

Ha 3-u cyt npebsiBanuss 8 OPUT — cocrosiame
6e3 orpurarenbHON uHaMuKd. COXPAHSIICS acTeHO-
BeTreTaTUBHBIN cUHAPOM. [arneHTKe KaTeTepru3npoBa-
JIY TIPaBY10 BHYTPEHHIOI speMHYI0 BeHy. [IpoBezieHb
Koppeknust runoanboymuaemun (200 M 20% anb0y-
MuHa) U Koppekius anemun (500 My apuTporuTap-
HoW B3Becn). K KIMHIYECKOMY Martosy J00aBJIeHbI:
octpas noyeunast nepocrarounocts (RIFLE 4-5 cr.);
caxapHbIil aber 2-ro TUIIA, BIIEPBbIE BBISIBICHHBII.
OcyiecTBjieHa 3aMeHa dHOKCANlapUHA TeNapuHOM
25000 Ex B cytkn. MHdysuio remapuna MpoOBOAWIN
€ KOpPPEKIIHell CKOPOCTU B 3aBUCUMOCTH OT 3HAUEHWS
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AYTB. Koatpoas AYTB ocymecTBasamm kaxapie 4 9,
niesiesbiM ypoaem AYTB 6biio 90 ¢. Otmevanocs 1mo-
BBITIIEHNE COePsKaHUsI MOUeBUHBI 10 16,9 MMOb /T
u KpeatuamHa 70 404,9 MKMOIB /71, ypoBHS D-1mmepa
10 4 567 MKT/JI1, TJI0KO3bI 10 8,5 MMOJh/71. B mmane
AQHTUTUIIEPTEH3UBHOI TepaIiy BLIOOP CIeJIaH B [OJIb3Y
6JIOKATOPOB MEIJICHHBIX KAJbITHEBBIX KAHATIOB BBUILY
WX MUHUMAJIBHOTO BJUSHUST HA TOYEUHYIO (DYHKITHIO.
wuypes 3a cytku coctaBua 370 M1, cO CTUMYJIATINECH
netseBbiMu quypeTukamu 1 000 mr 3a cytru. [IB/] ko-
nebasoch B nipeaesax 18—23 e Boa. cr. Kuciopomo-
Tepanuio npogoskanu (SpO, —90-93%). Ilposoaunn
POIIEAYPY TeMOANADUIBTPAIIMN ¢ 00BEMOM YJIBTPa-
¢uaprpara 1 000 M.

Ha 4-e cyT cocTogHue 0CTaBaIoCh TIXKEJBIM,
6e3 yxyauieHusi. AHTUKOATYJISTHTHAsI Teparus mpo-
noskeHa c 1eseBbiM 3HadeHneM AUYTB 90-100 c
(28 000 Exn HedpaknmOHWPOBAHHOTO TemapuHa
3a cyTkn). ITo 1abopaTOPHBIM JAaHHBIM: COXPAHSIINChH
anemust (remorsiobuH — 71 /1), TPOMOOIUTONIEHWS
(41 x 10°/m1), HeUTPOUABHBIN JTEHKOIIUTOS, TMH30-
utel — 50 Ha 10 000; ymMmepeHHasT TUTIOTIPOTENHEMIS,
azotemud (MoueBUHA — 19 MMOJB/JI, KpEaTUHUH —
460 MKMOJIb/JT), YPOBEHD JIEKTPOJIUTOB B HOPMeE. YPO-
BEHbD TJIIOKO3BI HAXOAMJICS B ripeesiax 8—10 MMoib /1.
Al ckoppexruposano a0 120/80 mm pr. ct., SpO,
coctaBiisiia 96—98% ¢ uncybdsiueit Kucaopojaa.
uypes 3a cytku coctaBusa 600 M co cTumyisinei
dypocemuom 1 000 mr, bamanc xuarocTr +1000 M1,
IIB/I xonebanocs B npegenax 15—20 cM Boz. CT.

B nocsenyioniem oTMeuasoch yBeJuveHUuEe ypPOB-
HS KpeaTwHWHa M0 630 MKMOJIB/J, MOUEBUHBI —
110 29 MMoJib /1. OTMEYeHO TOBBITIEHNE JIAKTAT/IeTH]T-
porenassi 10 2 500. Tiukemus octaBasach B mpeeaax
7-9 mmoums/71. [luypes 3a cytku — 1 340 mut. YuutbeiBas
BBISIBJIEHHBIN cuMnTOMOKOMILIekc TMA (mwu3somnu-
t03 — 50 1a 10 000, JIZIT — 2 500, TpoMboLuTONIECHIST —
60 x 10°/11), oTpUTIATENLHBIN BOTYAHOUHBIN KOATYJISTHT,
TpoM603 IJIyGOKKMX BeH HUKHIX KOHEYHOCTEH, yPOBEHb
ADAMTS-13 Boite 10%, BbicTaBIeH AUarHo3: aTU-
MAYHBIN TeMOJTMTUKO-YpeMudecknil cuuapoM. Ilocie
[PE/IBAPUTELHOTO BAKIIMHUPOBAHUS KOHBIOTUPO-
BaHHO TeTpaBakImHON MeHnteBakc mpoTuB Neisseria
meningitidis (Tak kak Ha (hoHe IPUMEHEHNsT penapaTa
BO3PACTAET PUCK PA3BUTUSI MEHUHTUTA) TAI[UEHTKE
BBezieHo 900 Mr akym3yMaba BHY TPUBEHHO.

[Tpu ganbHeiiemM HaOIOAEHUN OCTIE YIBTPa3BY-
KOBOT'O CKAaHUPOBAHUSI BEH HUKHUX KOHEYHOCTEN OT-
MeueHa peKaHaausanus scex Tpom6030B. I1o mabopa-
TOPHBIM JIaHHBIM: YBEJUYNJICS YPOBEHD TPOMOOIIMTOB
(113 x10°/11), ypoBeHb reMOTIO0MHA COCTaBUI 77 T/11,
COXpaHsIUCh TUIonpoTernHeMust (6eok 49 r/1), Bbi-
COKWe yPOBHU KpeaTuHUHA (427 MKMOJIb/JT1) 1 MOYe-
BuHbI (21 Moab/n). ¥YpoBeHnb D-aumepa cocraBisin
4 500 mxr/n, AUTB moamepskuBaics Ha yPOBHSX
oT 40 mo 60 c. [TanimeHTKe TIpOBeeH TPETUH ceaHc
reMouaduIbBTpaliiu ¢ 0ObeMOM yJbrpaduibTpaTa
950 M. TemoguHamMuKa 3a BpeMs HaOIIOeHKs OCTaBa-
sack crabuabnoll. IIB/I coctaBisano 14—20 cM Boz. CT.
Jlnypes 3a cyTku co cTumyJisitireit coctaBui 1 450 mir.
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BBuy BO3MOKHON CBsSI3M TPOMOOIIMTOIIEHNUH C rera-
puHOTepanueli HepaKIMNOHUPOBAHHBIN TrelapuH 3a-
MEHEH JaJTellapuHOM HaTpus B osuposke 15 000 Ex
B cyTKU. C 11€JIbI0 BHISICHEHUSI IPUYUHBI JIUCTIETITHYE-
CKUX SIBJIEHUI BBITIOJIHEHA 330(aroracTpoayoieHo-
cxorug (DT C). 1o pesyasratam I /[C BIsiBIEHBI
9PO3UH B AaHTPAJIBHOM YaCTH JKeJyIKa ¥ B JIYKOBUIIE
JIBEHA/IIATUIIEPCTHOM KUITKK. Tepanus mpojoJiKe-
Ha B nipeskHeM oObeMe. [1o 1abopatopHbIM TaHHBIM:
coxpausiach aHemust (reMoryaoOus — 72 /i), yBe-
JIMYUJIOCH KOJIUYECTBO TPoMOOITOB 10 177 X 10°/1,
HOpPMaJIM30BaIach JeikoruTapaas ¢opmy.ia. ITo 6uo-
XUMHWYECKOMY aHajnu3y KPOBU: COXPaHIJIach yMe-
pEHHast TUMIOTIPOTEUHEMUSI, YPOBEHb KpeaTUuHUHA —
358 MKMOJTB/JT, MOYeBUHBI — 15 Mmoub /1. J{nypes
3a cytku coctaBui 1 500 ma co crumyssinueit (dy-
pocemu 80 MT).

Ha 13-e cyt maniueHTKa B yI0BJAECTBOPUTEITHHOM CO-
CTOSTHUM C INArHO30M: aTUITUYHBII TeMOJUTUKO-Ype-
MUYECKUI CHHIPOM, MUKPOAHTUOTIATHST, AHEMUST CPEJI-
Hell CTeTeHN TSPKECTH, TIOPasKeHNe MO/KeTYT0UHON
JKeJesbl, KeJTyTOYHO-KUIIEYHOTO TPaKTa, TUIIEPTO-
Hudeckas 6oae3Hp 2-i craguy, 3-i cTeneHu, puck 3,
caxapHbiil giuaber 2-ro Tuma, TpoMO03 rIyOOKUX BEH
HIDKHUX KOHEUYHOCTel (peKaHaJam3aiusd), OXHupe-
Hue 3-# cTeneHn nepeBesieHa B OT/e/ICHNEe XUPYPIUH
JUTST TATbHEHTIIETO JIeYeHrs.

Ha 15-e cyt noBTopHO BHyTprBeHHO BBezieH0 900 Mr
9Ky/IM3yMaba, ypPOBeHb KPeaTHHUHA B IMHAMIKE CHU-
xascst ot 340 1o 104 MKMOJTB/J1. YPOBEHD TPOMOOTIH-
TOB yBesmanicst 10 430 Thic., reMorsiobuHa — 10 76 1/11.
ITo Y3/II' BeH HMKHUX KOHEUHOCTE — HadajbHas
pekaHanuzanus. 1IpogokeHsl Tepanus HU3KOMO-
JIEKYJIIPHBIMU TeTIapUHAMU, aHTHOMOTHKOTEPATTHS,
TUTIOTEH3UBHAs Tepanusd. [ucromornyeckoe uccie-
JIOBaHUE CJU3UCTOU MATKU — IHJOMETPUN B CTAIUU
nposudepannu (McKIioUYeH oukonpoiecc). Ha 21-e
CYT TAIlMeHTKa OblTa TepeBeieHa ISt MPOIOJIKEHUST
teparut B MOHU KU, rae 6bia mpoBeieHa Teparmst
9Ky IM3yMaboM. B pesyJibraTe Tepamniu OTMEYEHO CHH-
JKeHue ypoBHS KpeatuHuHA 10 104 Mxmons /7, JIJIT —
1o 350 Ex/n, tpombonuter — 420 x 10°/11, remoriio-
6uH — 105 /11, 4TO IBUJIOCH KPUTEPHUSIMHE JIJISI OTMEHBI
NaJTbHEHIIIET0 BBEAEHMS 9Ky IU3yMaba.

OG6cyskaenue

Takum o6pasom, al'YC — pezikoe, Tsikesnoe 3abogie-
BaHUE, COMPOBOKAAIOTIEECS MTOUETHON HEJJOCTATOTHO-
CTBIO, TPOMOOTUYECKUMU OCJIOKHEHUSIMU, TPOMOOIIH-
TOIleHUEN, MUKPOAHTHOTIATUYECKON TeMOJUTUIECKOMN
aHeMuel, HepeIKo ¢ HeGMArOPUSITHBIM TIPOTHO30M.
B CHIA aI'YC Bcrpeuaercs B 1-2 caygasax Ha 1 MiH
xuresneit B tox |9, 32]. Buepsbie tepmun al'YC 6611
ucmosb3oBad B 1955 r. Taccep ommcan 5 nereii B Bo3-
pacte OT 2 MecsIIeB /10 7 JieT ¢ TIPUOOPETEeHHOI reMo-
JINTIYECKON aHeMuel, «<He0OBIYHBIMY MTOMKUIIOINTA-
MU» B Ma3Ke KPOBU U TIOYEUHOI HE[OCTATOUHOCTHIO, 3
13 KOTOPBIX UMEJIH TPOMOOIIMTOIIEHUIO; BCE MAIUEHThI
ymepau [ 14].
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B manmoii cTaThe pefcTaBIeHO KIMHUYECKOE Ha-
Omoiervie maruenTku 50 JIeT ¢ HATUYueM Psiia Tpe/i-
pacroyiaraioniux GakTopos k pazsutuio al' YC — miu-
TeJbHOE KPOBOTEUYeHMeE, OKUpEHNE, TUTIePTOHIMYeCKAs
6oJ1e3tb. OTHCaHHOE COCTOSTHIE TIPEACTABIISIET YTPO3Y
JUIST JKU3HU 1 TPeOyeT HeMeJIEHHON TePaIui, 4TOObI
usbekaTh HeOOPaTUMOTO TIOBPEKAECHUST OPraHoOB, Be-
IYIIETo K JeTaTbHOMY MCXOAY, TaK KaK COCTOSHUA,
kotopsie conmpoBoxkaaioTcss TMA (al'YC, TTII, antu-
(hochommmuaHbI CUHAPOM ), TPUBOIAT K PA3BUTHIO
HOJTMOPTaHHON HEOCTATOYHOCTH ¥ THOEIN OOJIbHBIX
[6]. Tak:xke TMA MOXeT IPUCYTCTBOBATH TIPU 37I0KA-
YeCTBEHHBIX HOBOOOPA30BAHUSX, XUMUOTEPATTAN LTI
TP TPAHCIIAHTAIIMHA KOCTHOTO MO3Ta [2].

Huddepenmmanpras auarnoctuka al' YC B ganaOM
cJryyae MpeiCTaBJIsIACh IOCTATOYHO CJI0KHOU 3a/1a4yel,
tpebosasieii uckaouerns TTIT, KADC, koTopble K-
HIYECKH MTPOSIBJISTIOTCSI MACCUBHBIM TPOMOO30M U HIIIe-
MHEN OPTaHOB, a TaKXKe OPraHHOU HeJ0CTATOYHOCTHU
[19]. ITarmenTka nMesna Bce mpusHaky Haamausd TMA,
C TIOPKEHUEM COCY/IOB HMKHUX KOHEYHOCTEH, TIOYeK,
MO/UKETY IOUHO# sKesie3bl. HeBO3MOKHO OBIIO TIOTHO-
CTHIO NCKJTIOYUTD U ME3EHTEPUATBHBII TPOMOO3, TAK KaK
pasBUTHE OYEYHON HEOCTATOYHOCTH MCKITIOYATO HC-
cJIeZI0BaHe C TPUMeHEeHNEeM KOHTPacTHpoBaHus. Baxk-
HbIM B inddepentmanbruoi ruaraoctuke al YC u TTII
apasgercsa yposerb ADAMTS-13. [Tpu TTII nedwmmr
BmasMe ADAMTS-13 npuBoauT K HAKOTIIIEHUTO OYeHb
6oJIbIIIOTO KosmuecTBa (hakropa Busiebpanma Ha 9H-
norenuu. B HOpMaIbHBIX (HDU3UOJTOTHYECKUX YCIOBU-
ax ADAMTS-13 pacuienyisieT U3umIHee KOJTNIECTBO
dakropa Busiebpana, 0cBO6OK 1ast SHIOTETHATHHBIE
KJIETKH TTOCJIe TIOBPEXKAECHUS COCYAOB. DTOT TIPOTIECC
VMeeT pelraoniee 3HaYeHUE IS YIIPABJIEHNS aKTHB-
HOCTBIO hakTopa BurmeGpanga v st TOAAEPKAHIS
paBHOBECHS TeMOCTa3a. SHAUYNTEThHOE CHIKEHUE aK-
tuBHoctdu ADAMTS-13 (< 5-10%) npuBouT K arpe-
raiuy TPOMOOIIUTOB Ha KJIETKAX SHOTEHs, aKTHBHU-
poBanHbIX (hakTopom Buiebpania, 1 Kk 06pasoBaHUIO
MHUKPOTPOMOOB B HEGOJIBIINX apTEPHOJIaX U KAITHILIsI-
pax 1o Bcemy Teny [8, 31]. TTII moTeHnIma pbHO MOKET
6piTh TouHO Aubdepentposana ot al'YC mo Tske-
aomy nepunuty ADAMTS-13 nporeass. B nanaoM
HaOJI0IeHUN aKTUBHOCTH (pepMeHTa cocTaisiia 23%,
cienoBaTenbHO, quarno3 TTII 6bL1 uckmoden. EcTb
MHOTOYHCJIEHHbBIE COOOIIEHMUsI, OMUCHIBAIOIINE MOSB-
senus cumntoMoB al'YC mocie TpurrepHoro Boszei-
CTBUS OKpYyKaroniei cpeibl. bepeMenHoCTs, IeKapCTBa,
3JI0KQueCTBEHHbIE HOBOOOPAa30BaHus, 3a00JICBAaHUSI CO-
eIMHUTEIHHON TKAaHU U HEKOTOPbIe MeTabOIMIeCKue
TATOJIOTUH TAKKe SBITIOTCS JJOKA3aHHBIMU TPUTTEPAMH
[1,23,32]. B atux caydasx ciemyeT yCTpaHUTD IPEITO-
JIaraeMbIil TPUTTEDP, KOTOPbII MHUTIMAPOBAJI TIOSIBJIEHUST
CUMIITOMOB, 4TO MOKET MPUBECTHU K pa3peniennio TMA.
Ecmu TMA coxpanseTcs, y aiiieHTa UMeeTCsI TeHeTH-
yeckas npeapacnosioxkeHtocTs K al'YC [3, 35]. Beposit-
Hee BCEero, y IAHHOU MaI[MeHTKH TPUTTEPHBIM (haKTOPOM
MTOCITY>KUJTO HAJTNIHE XPOHUIECKOTO KPOBOTEUEHN S, Me-
TabOJIMIECKOTO CHHPOMA ¥, BO3MOKHO, HEYCTAaHOB-
JIEHHBIX ()aKTOPOB B cyMMe. XOTs AMATHO3 TSXKETON
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ADAMTS13-uenocrarounoct (TTII) moxeT ObITH
MOYTH MCKJIIOYEH HA OCHOBAHUU YPOBHST KPeaTHHITHA
B kKpoBu BbIe 150—200 MKMOJIb/J1 ¥ TPOMOOIIUTOB
umxe 30 x 10%/x [8, 10, 37], uTo TOXKE MMETO MECTO
y MAIMEeHTKY yoKe Ha 2-e cyT Tepanuu. V3mepenue Chi-
Boporounbix ypoHel C3, C4, CFH u CFI u reneru-
YeCKUH CKPUHUHT MyTaIUil He TTPOBOANIIH, XOTSI OHU
MOTYT ObITh 1oJie3HbIMH |3, 36], HO CJIelyeT OTMETHTD,
YTO HOPMAJIBHBIN YPOBEHD GEITKOB KOMILJIEMEHTA HLIH
OTCYTCTBHE MyTaIluu He ncKJodaeT auarno3 al'yYC, tax
KaK KOJIMYeCTBO KOMIIJIEMEHTA B TIJIa3Me He KOPpeJn-
PYET C €ro akKTUBHOCTBIO HA MOBEPXHOCTH H/IOTEIUS
[13, 24, 26].

OcnoBoii neyennda al' YC aBriseTcsa mmasmMo3aMecTn-
TeJIbHAsST TEPAIKsl ¢ 3aMEHOI OOJIBIINX 0OBEMOB ¢ MaK-
CUMaJIbHO paHHUM Ha4yaioM. B To Bpems Kak ra3amosa-
MelleHre epBOHAYATbHO YCTPAHSAET TeMaTOJIOTHYECKIe
CUMIITOMBI Y HEKOTOPBIX HTAI[EHTOB, /10 637 TAIIMEeHTOB
¢ al'YC Tpebyror npoBeieHUsT 3aMEeCTUTETbHON TToYey-
HOIT TEpAIiy, TaK KAK 9aCTO PAa3BUBAETCST HEOOPATHMOE
noBpeskaenne movex [4]. ATYC moutn Bcerzma mpoTe-
KaeT ¢ TIOPaKEHNEM TI0YEK, B 72% cIrydaeB TPeOyOIiM
MIPOBEZIEHNS TEMOANAIN3a, B TO BpeMd Kak npu nedu-
nmute ADAMTS-13 o pa3BuTtuu mouedHolt HemOCTa-
TouHOCTH coobmaercst Toabko B 10% ciryuaes [5, 20].
[TanuenTke B JTaHHOM HaGJIIOEHUU OBLIO MPOBEIEHO
TPU IIPOLEAYPHI 3aMECTUTEIbHON IIOYEYHOW Teparuu
C TIOJIO;KUTEJTBHBIM PE3YJIBTATOM, €3 TasbHediero ¢hop-
MUPOBAHUSI XPOHUYECKOU TOYCYHOI HEIOCTATOUHOCTH,
HO cJielyeT TTOMHHTD, YTO TeMaTOJIOTHYECKOe YITydIIe-
HUe He o3HauaeT, uTo TMA He mpomokaeTcs B opra-
Hax. B paccMoTpeHHOM citydae GbIIO PelieHo HaYaTh
TEpaIMIo TPEMapaToM 9KyJIN3yMaboM B CBSI3H C TsKe-
CTBIO COCTOSTHHS TTAIMEHTKU, UMEBINEH TPU3HAKY TIepe-
IPy3KM MaJjioro Kpyra kposooOpaiienus [13]. B 2009 r.
IPYIIIOii nccaeaoBaresieil ObLI OIyOIMKOBaH MePBbIi
ycnenmHbri mpuMep sederns al YC ¢ ucmomapzoBanneM
akyauaymada [4]. B CIIIA npu moctaHOBKe AHarHosa
al'YC axy/mmsymab peKOMeH/yeTcsl B KauecTBe TePBOii
muaun tepanuu [3]. IIpemapat mpeacrasisier coboit
MOHOKJIOHAJbHOE aHTUTEJ0, KOTOPOE CBSA3BIBAETCS
¢ 6enkom komriementa C5, 60Kupyst o6pasoBanme
Ha KJIETOYHON MeMOpaHe MOBPEK/IAIONIEr0 KOMILIEKCA
C5b-9. /IBa nepcrneKTUBHBIX UCCIIEA0BAHNS, BKIIOYNB-
mmx 37 maruentos ¢ al' YC, mokasasnu, 4To BBeLeHNE
aKyn3yMaba aeT GbICTPOE U YCTOMINBOE TOPMOKEHUE
nporiecca TM A co 3HAUUTETbHBIMU YITYYIIEHVSIME KJTU-
HITYECKHX UCXO/0B (TEMOJIH3, KOJIMYECTBO TPOMOOIUTOB
1 ToyeyHas (PyHKINS ), paHHEH OTMEHOM TIJIa3Mo3aMe-
IIAIOIEl TEPATTMY 1 CHUKEHIEM HEOOXOIMMOCTH B [I1a-
suse Ha 80% [24]. TanuenTke 6b110 BBEeeHo 900 Mr
aKyJIM3yMaba TocJie TpeBapUTeIbHON BaKIIMHATINT
MeHIleBakcoM. Ha ciemyiomme cyTkm mocie BBeje-
HUSI TIperapaTa OTMeYeHO 3HAYUTETbHOE TIOBBINIIEHTEe
ypoBHst TpoMOo1ToB: ¢ 40 Thic. 10 120 ThIC., AUYpE3
yBeamunics a0 1 700 mj, ypoBeHb a30TeMUH 3HAUN-
TEeJBHO CHU3MJICS. Psiiom uccieoBaresieil y GOJbHbBIX
nocJie JiedeHust 9Ky Iu3yMadoM ObLIO 3aperucTpupoBa-
HO /[Ba CJTy4ast MEHMTHTOKOKKOBOH NH(EKITIH, KOTOPBIE
ObLIM KyTUPOBAHBI IPH Tepariu aHTuoroTnkamu [ 18].
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3-3a MexaHM3Ma JICHCTBYS 9KyIn3ymMaba TpeGyoTcst

MIPEBEHTUBHBIE MEPHI /IO HAYAJIA JIedeHUsT — IPUBUBKU

nporuB Neisseria Meningitides u npu Heo6xomuMoCTH

antubnoTrkonpoduaakruka [3]. B Hamem kinHnve-
CKOM TIPUMepE BBeJIEHNE 9Ky TN3yMaba POBEIEHO TTOCIe

MIPeIBAPUTEILHON BAaKITMTHAITMN MEHTIeBaKkcoM. B cirydae

(popMupoOBaHNS XPOHNYECKOH TIOUEUHON HETOCTATOYHO-
CTH MOJKET MOTPe6OBaThCS TPaHCIUIaHTAI st oK. Oj1-
HAaKO M3-32 BBICOKUX PUCKOB penuanBa TMA u motepn

tparcmianTaTa al'YC saBisieTcst MpoTHBOMOKA3aHUEM

LTS IOHOPCTBA XKUBoW TIoukH [ 7, 27]. Ilepen epecankoii

JIOJIKEH OBITh BBITIOJHEH TIOJHBIN TEHETUYECKHiA aHa-
Ji3, 9ToOBI 06HapyskuTh MyTaruu 1 antu-CFH antu-
tesia. TMA riocsie iepecaiku ouku umeet Mecto y 50%

MAIMEeHTOB, OTTOPXKEHNE TPAHCIIIAHTATA MTPOUCXOINT

B 80—100% coryuaes npu pazsutiu TMA [25]. [Taruen-
TBI, Y KOTOPBIX CYNTAETCS BO3MOKHOI Tlepecasika MovKH,
JIOJKHBI GBITH 0OCJIEZI0BAHBI ¥ OlleHEHbI MH/IMBU/LYAJTb-
HO JIUISI OLICHKU PHCKa OTTOPKEHHST TPaHCILIaHTara [3,
27]. Tak kax He4eHb SIBJISICTCS UICTOUHUKOM HEKOTOPBIX

6eJIKOB KOMILIEMEHTA, TIEPEeCajIKa 1 IeYeHH, U TI0YeK MO-
JKeT ObITb BADUAHTOM TS TPOMUIAKTUKH ATbHeN e

TMA y 6osbhbix al' YC. Y 6oabtbix al'YC ¢ HopMaiib-
HOH (QYHKIMEH T04YeK N30JIMPOBAaHHAs TPAHCIIJIAHTAIIS

[eYyeH He PeKOMEH/I0BaHa M3-32 PUCKOB, CBSI3aHHBIX

C IO’KN3HEHHOH MIMMYHOCYIIPECCUBHO Teparneii (3Ha-
YUTEJbHO IIePeBelNBAOT PUCKU IIPU J[OJITOCPOYHOM

Tepanuy MOHOKJIOHATbHBIMU aHTHTeTaMu ) [38]. Hareit

HaryeHTKe OblIa TIPOJI0JIKEHA TEPAITHS OKYIH3yMaboM

C TIOJIOKUTEJbHBIM 3((EKTOM CO CHUKEHUEM YPOBHS

kpeatunuHa, JI/IT, yBesmuerrem ypoBHs TPOMOOLIUTOB

JT10 HOPMAJTBHBIX 3HAYEHU T, TeMOTTIOONHA, TOSIBJIEHIEM

[PU3HAKOB HAYaJIbHOH PEeKaHAJIN3aIUK BeH HUXKHUX

KOHEYHOCTEH.

[IpescraBienHoe KJANHUYECKOe HabJioeHne Jie-
MOHCTPHpYeT TpyaHocTu B auarnoctuke al'YC, Heo0-
XOJIMMOCTD MYJIBTH/IMCIUIITHAPHOTO MTO/IX0/1a TIPH 00-
CJIEZIOBAHUM U JIEUEHUH TAKUX HAIlMEeHTOB. BO3MOKHO
ycrerHoe jedenne al'YC 6e3 1mpoBezieHusI 111a3M03a-
MECTUTEJIbHON TeParuy, HO IIPYU CBOEBPEMEHHOM Ha-
Yajie 3aMECTUTEIbHON NOYeYHON Tepaluy ¢ BBEJICHNU-
€M COBPEMEHHOTO MaTOTreHeTHYeCKn 000CHOBAHHOTO
nperapara sKyJn3ymal, 4To Mo3BOJISIET JOCTATOYHO
OBICTPO KOMIIEHCUPOBATH COCTOSTHUE MAIMEHTKH, YJIy4-
HIUTDH MCX0JT 3a00seBanust 6e3 GopMUPOBAHUST XPOHU-
YeCKOH [M0YeyHO! HeJJOCTAaTOUHOCTH.

3akjaoueHue

[Tesbio TyOIMKAIMN SIBJISIETCS IEMOHCTPAIHSI OYEHb
PEJKOro Cciaydasi pa3BUTUS aTUIMUYHOTO TEMOJUTHU-
KO-yPEMHUYECKOTO CHHIPOMA B TIOCJIEOTEPAIUOHHOM
nepuojie y THHEKOJOTUYEeCKOU TalneHTKu. Pemgkas
BCTPEYAEMOCTbh JaHHOTO 3a60JIeBaHusT 00YCIOBINBA-
€T TPY/THOCTU B CBOEBPEMEHHOI IIOCTAHOBKE /IMArHO3a.
Bompoc nuddepenrtmaabHON TUarHOCTUKYA MEKTY aH-
ThOChHOTUTUIHBIM CHHIPOMOM, CUCTEMHOI KPaCHOH
Borgankou, TTII u al'YC gBisieTcss oqHOBPEMEHHO
CJIOKHBIM ¥ BaskHbIM. KiMHUKO-1a60paTopHbIe TIPO-
SIBJIEHUS HTHX 3a00JIeBAHUI BO MHOTOM CXOJIHBI, OJlHA-



BecTHWK aHecTe3nonoruum u peaHumatonoruu, Tom 13, Ne 3, 2016

KO TIOZIXO/IBI K JIEUEHHUIO pa3InyaioTcs. MakcumMaabHO
paHHUe AMATHOCTHUKA, BKJIIOYas MCCe0oBaHNe Ha jie-
byt ADAMTS-13 nipu BBISIBJIECHUH TPOMOOIIUTOIIE-
HUM (710 HAYasa IIa3MOTEPAIii ), U HA4aJo JeIeH s,
B TOM YHCJIe TepaTiusgd MOHOKJIOHATbHBIMU aHTUTEJA-
MU U 3aMeCTUTeJbHAS MToYedHas TeParus, SABISTIOTCS
HEOOXOMMbIMHU Y TIPOTHOCTHYECKHU OJIarOIPUSATHBIMHE
NI TIATTeHTa.
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