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JL.b. ®unaroB TpomboTHueckas TpoMOOIUTONIEHHYecKas myprypa (06one3Hbr MOIIKOBHIIA).
Mertomuueckoe ocobue. ExatepunoOypr. — 42 c.

B paGote oTpakeHbl pe3ynbTaThl (yHIAMEHTAIbHBIX HCCIEIOBaHHUM, OOECIeunBIINE
MPOPHIB B MOHMMAaHWU TaToreHe3a 0osie3Hn MOMIKOBHIIA — TPOMOOTHYECKOM TPOMOOIUTOTIE-
Huueckod mypmypsl (TTID). Onucansl KIMHUYECKUE U TA0OPATOPHBIE CUMITOMBI KH3HEYT-
poxarolero, 0e3 onepaTUBHO MPOBEIEHHOI0 aJeKBAaTHOIO JIEUEHUs, 3a001€BaHuUs, OTMEUEHa
TEHAECHLN U3MeHeHus KinHndeckoi kaptunsl TTII. W3mo)xeH coBpeMeHHBIN B3IJIAA HA JU-
arHoctuky TTII. AkueHt chenaH Ha BaKHOCTH OUACHOCMUYECKOU Ouadbl — MUHUMAIBHO
JOCTaTOYHBIX JUIsl mocTaHOBKH auarHo3a TTII mpusHakoB (Mpu OTCYTCTBUH IPYTHX KIMHUYE-
CK{ BBISIBJICHHBIX MPHUYUH) — MUKPOAHSUONAMUYECKAS. 2eMOAUMUYECKas anemuss + mpomoo-
yumonenus. Oco00 MOTIEPKUBAETCS pPEUIafoIIee 3HAUCHHE [T yCIIeXa TeParui COKPAICHHS
nepuo/a OT MOSIBIICHHSI CHMITTOMOB OOJIE3HU JI0 OTIPE/ICTICHNUS TMarHo3a 1 Hadasa Teparnmu.

[Ipoananu3upoBaHbl BO3MOKHBIE OIIMOKM TPU TPAKTOBKE KIMHHYECKHUX CHMIITOMOB
TTII B monb3y auar"osa “uouonamuueckas mpomooyumonenuveckas nypnypa’”. Onpenenéu
Kpyr 3a00JieBaHUM, IPU KOTOPBIX MOXKET Pa3BUTHCS MPOMOOYUMOnenus 6 co4emanu c ee-
Moaumuyeckol anemueti, BbIIEIEHbl XapaKTePUCTUKHU, O3BOJISIOIIME IPOBOIUTE JU(depeH-
nuanuio ¢ TTII. bonblnoe BHUMaHUE YIENEHO WiUCmoyumosy U €ro pojld B JUarHOCTHKE
TTII, nepevyuciieHbl TATOJIOTHH, TIPU KOTOPBIX B KPOBH MOMKET HAOJIONATHCS TOBBIIICHHOE
KOJIMYECTBO (hparMEHTHPOBAHHBIX IPUTPOIUTOB. PaccMoTpenbl ocobenHocT auddepeHiu-
anpHoW  jmuarHoctuku  TTII wu  TMA-accoyuuposannvix  cunopomog (TeMOIUTHKO—
YPEMUYECKUN CHUHAPOM, CHHAPOM IUCCEMHHHPOBAHHOTO BHYTPHCOCYIUCTOTO CBEPTHIBAHUS
KpPOBH, 3JI0OKaYECTBEHHAsl apTepuaibHas THIEPTEH3Us, Karactpodudeckuit aHTHU(OCHOIH-
nuaHblil cuHapom). OtaensHO BhiHeceH Bompoc o TTII u auarnoze TMA (TpomboTHueckas
MUKPOAHTHOIIATHUs) npu bepemennocmu. PekoMeHa0BaHbl 1a00paTOpHbIE UCCIEIOBaHMs, He-
00xouMBbIe ISl TOCTAaHOBKU/UCKIIOUeHUs “TpyaHoro nuarnosza” — TTIIL. Jana xnaccugpuxa-
yus TTII, ¢ nmogpobHoit xapaktepuctukoi BTopuuHbix TTII: nekapctBennoit TTII (ocTpoi
WMMYHOOTIOCPEIOBAaHHOHN (THKJIOMUANH-, KIOMUAOTpeb-, XUHUH-acconunpoBannoit TTII) u
no3o3asucumoit); TTII Ha ¢one nHDekyK; Mociie TpaHCIUIAHTAIMU KOCTHOTO MO3Ta; MpH ay-
TOMMMYHHBIX 3a00JIeBaHMSIX; 3710KaUeCTBEHHBIX omyxoisix. [Ipencrasiena cospemennasn na-
paouema neverusi TTII, U3I105KEHBI TAHHBIE O HOBbIX 8bICOKOMEXHOIOSUUHBIX CPEOCMBAx me-
panuu npu msaxicENon pe@paxmephol 6oie3HU U peyuousax.

Pabora mpenHasHaueHa Ui TEMATOJIOTOB, HEBPOMATOJIOTOB, PEAHUMATOJIOTOB, THHEKO-
JI0TOB, NH(EKIIMOHUCTOB, XUPYPIrOB, PEBMATOJIOTOB, KapIUOJIOTOB.

Peuensent: moueHT kadeapsl MponeIeBTUKYA BHYTPEHHUX 0oJie3Hel Y panbcKkon
rocy/IapCTBEHHON MEIUIIMHCKON aKaJieMuu, KaHAUJAT METUIIUHCKUX HaYK,
remMaroJior Beiciied kpanudukanuu, koucynbTanT OKb Nel
A.®. Tomunos

© JI.b. ®unaros, 2006
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BBEOAEHME

1924 rox (7 despans): Ha 3acenannn Huro-HMopkckoro IlaTonormueckoro
OO6miecTBa aMEpUKaHCKUM KIMHUIIUCTOM U matosnioroMm Eli Moschcowitz Gbl1o
cleano coobmieHne 006 ucropuu Oosie3nu 16-nerneit neBouku. CTaThs C OMNU-
CaHHWEM OCTpOH OOJIe3HW C JUXOPAIKOH, aHEMHEH, TETEXHSIMHU, Pa3BUTHEM
UIIEMHYECKOTO HMHCYJIbTa M OCTPON JIEBOXKETYJIOYKOBOW HEIOCTAaTOYHOCTH,
BBISIBJICHHBIMH MHO>KECTBEHHBIMU THAJIMHOBBIMU TPOMOAaMU B TE€PMHUHAIBHBIX
apTepuojax M Kanuuisipax BHYTPEHHUX OpPraHoB, MosiBuiack B 1925 rony B
x)ypHane “Archives of Internal Medicine” (B 2003 r. mepem3ngana B “The
Mount Sinai Journal of Medicine”"). O6HapyxeHHas GONE3Hb MOJTYUYMIA Ha-
3BaHMe 0oJie3HU (WK cuHApoma) MomkoBuIa.

1947 ron: K. Singer, F.P. Bornstein u S.A. Wile® BBenu B MEMIMHCKYIO
OPAKTUKY TEPMHH “TpoMOOTHYEcKass TpPOMOOLUTONEHUYECKas Mypmypa”
(TTTI), akTUBHO MCTIOJIL3YIOIIUICS B MOCICIHHUE NECITHUIICTHUS.

Yacrora BozHukHOBeHUsT TTII — TsOKEIOTO MyIBTHCUCTEMHOTO 3a00JIeBa-
HUS — HyX/1aeTcs B yTouHeHuu. [IpuBoguMbIii B tuTeparype nokasarens (3,7 B
TOJl /MIJIH. )KUTEJIei) ObUI pacCuMTaH Ha OCHOBE aHAJIM3a CEPTU(PHUKATOB O TH-
oemu mamuentoB B CIHIA ¢ 1968 mo 1991 rr.: npuHUMAaNOCh, 4TO JETAIBHOCTh
cocraBisieT 30%, 3aTeM NPOU3BOIMIMCH COOTBETCTBYIOIIME BBIYHCIICHUS .
D.R. Terrell ¢ coaBTOpaMH CUMTAIOT', UTO IONyYEHHbIE TAKMM 0Opa3oM pe-
3yJIbTAThl OTJIIMYAKOTCS OT JEWCTBUTENBbHOW cHUTyaluu. DakTudeckas 4actora
BO3HUKHOBeHUs 3a0oneBanus B CILIA Beime: 4-11 cayyaeB Ha MUJUIMOH KU-
teneir’. Tlo rnocjaeagHuM cBeqeHusM, exxeroqno B CIIA BwigBisiercs ot 500 mo
2000 HOBBIX MALMEHTOB TOJBKO C MaMONaTHUecKoit hopmoit TTII .

Cy1iecTByIomye perucTpbl OOJBHBIX JOJDKHBI COJNCUCTBOBATL OMpEIeIie-
HUIO peaJIbHOW BEJIMYMHBI 3TOTO MOKa3aTess: Mo JaHHbIM Peructpa mrara Ok-
naxoma (CIIIA), gactora mauomnarnaeckoir TTII cocraBnser 4,46 B roa/mMiH.
JKUTeNlell’; COOTHOLIGHHE K€ WMIMONATHYeCKoil M BTopuuHOil popmbl TTIT B
ctpykrype npuodperénnoit TTII B Peructpe Anonuu — 50,7% u 49,3%".

Onwucansl ciaydau pazsutust TTII y manmenTos B Bo3pacre no 90 ner, me-
JMaHa BO3PAcTa — 35 JIeT, yarle BOSHUKACT y KEHILUH .

TTII xapakTepu3yercs KpailHe arpeCCUBHBIM Te€UE€HUEM U TpeOyeT Hayaa
TEpanuu y>ke B NEepBbIE Yachl BOSHUKHOBEHUS, MIPU OTCYTCTBUU aJEKBATHOTO
OTEpaTUBHO HA3HAYEHHOTO JICYCHHUS MOKAa3aTeNb JETATbHOCTH MPUOIMKACTCS
k 100%'°. TTo naHubIM E.L. Amorosi wn J.E. Ultmann, onyoiukoBaBmux B 1966
roay 0030p JUTEpPATypPhl U PE3YJIbTaThl COOCTBEHHOTO OMbITA, U3 271 morudiam
244 marmenta ¢ TTIT (90%)"".

Hctopuss moucka crnocoda Je4eHHs, MO3BOJISIIOIIEr0 Cracath »KU3Hb
OO0JIbHBIX, BKIIFOYAET HECKOJIBKO 3TAIOB.



1925 ron: E. Moschcowitz B cBoel cTaTbe cchulaeTcsi Ha JokTopa (Max
Lederer (Hpro-Hopk)), cooGumpiuiero eMy o 4 GONBHBIX, OBICTPO BOCCTAHO-
BUBIIIMXCS MTOCJIE OJTHON TeMoTpaHchy3un.

1959 ron: M.A. Rubinstein, B.M. Kagan, M.H. MacGillviray ¢ coaBTopa-
MU OIUCAIU ‘“HEOOBIYHYI0 PEMHCCHIO” TIOCJIE KPOBE3aMCHHOM TEparuu Y
OJIMHHAIATHICTHEN T€BOYKH, BOCCTAHOBUBIIEHCS TIOCTIE TITyOOKOM KOMBI.

1976 ron: R.M. Bukowski, J.S. Hewlett, J.W. Harris ¢ xonneramu oiy0-
JIMKOBAJIM PE3yJIbTaThl JICUEHUsI KpOBE3aMEHOM, mpoBoausIierocs ¢ 1961 rona:
Tepanus OblIa ycremHon y 7 yenoBek u3 13.

1977 ron: J.J. Byrnes u M. Khurana onucanu ciy4ail peluIuBUPYIOIICH
TTII y nmamueHTa, KOTOpbI OTBEYasl Ha 3aMeHy KpoBH. OJHaXIbl BMECTO
IIETFHOW KPOBH €My OBUIM BBEJICHBI OTMBITHIC SPUTPOIIUTHI B PACTBOPE aIb0y-
MUHA, TOCIEAOBAI PEIUANB, KOTOPBIA OBLI KyNnmUpoBaH HWHQY3UEH CBEKen
11a3Mel. B nanmpHENeM nanueHT NOAIEPKUBAICS CBEKEH, a BIIOCIEICTBUU —
CBE)XE3aMOPOKEHHOW M KPUOCYIEPHATAHTHOM (OCTAIOIICHCsl MOce M3BJIeUe-
HYSL KPHOTIPEIUITATATA) TUTA3MOi

OmnbIT, Mpexae BCero, 3TUX Bpadeil co3/ial OCHOBY AJi BBIPAOOTKH HO-
BOT'0O M0JIX0/1a K JieueHUto (patasibHON 10 KoHIa 70-X ro/1oB 001€e3HU, KOT/Ia B
KayecTBE TEPANUU CTaIM MCHOJIb30BaThCsA MH(QY3UU IJIa3Mbl U IUIa3MO3aMeHa
(I13). Tpanchopmanus B3risiga Ha TEpaIvio MO3BOJWIA JOOUBATHCS BBI3IO-
posnenns 70-91% Gonsupix TTII",

B 3apy0OexxHoil nuTepaType €cTh paOOThl, AHATU3UPYIOIMINUE JCCATKH U
JTaKe COTHU OOJIBHBIX TTII". OreuecTBeHHBIMHE KE CIIeI[MaJINCTaMU ONMCAaHBI
eIMHMYHbIC ciydan 3a0oneBanmsi . Juarno3 TTII — “TpyaHblil AHATHO3”, BBI-
SIBJICHHE OOJIBHBIX C ATOU IMATOJIOTHEN — cepbE3Hast mpobiema.

Knunuka 0one3Hn He UMEET CreUuPUUECKUX YePT, MOITOMY MAIlUEHTHI C
TTII MOryT rocnUTaIM3UPOBATHCS B PEAHUMALIMOHHOE, XUPYPTrUUE€CKOE, HEB-
poJioruyeckoe, UHPEKIUOHHOE OTJIEICHHUE, YTO OCJIOKHSIET CBOEBPEMEHHYIO
JMarHOCTUKY. AKTUBHOE HH(POPMUPOBAaHUE Bpaueil 00 0COOEHHOCTAX JUArHo-
CTUKHU U MPUHIIMIIAX JICYCHHUS STOTO OMACHOTO JUISl )KM3HU TMalMeHTa 3a00JeBa-
HUS TOJDKHO CIocoOCTBOBaTh panHeMy BbisiBieHuio TTII, obecrieuennro aaek-
BATHOCTU HA3HAYAEMOTIO JICYEHUSI.



1. NATOrEHE3 TTN

OcHoOBY 00JI€3HU COCTAaBJIAET PE3KOE MOBBIINICHUE arperaiuy TPOMOOIU-
TOB ¢ 00pa30BaHHEM TPOMOOIMTAPHBIX (MU THAIIMHOBBIX) TPOMOOB, COCTOS-
X u3 TpoMOonuToB U ¢akropa hon Buwmieopanma (PBB), B Menkux cocy-
nax OOJIBIIIMHCTBA OPTraHOB.

B nepByro ouepenp mopaxaroTcsi rOJIOBHOM MO3r, mouku U jerkue. Ilo-
TpeOaeHne TPOMOOLIMTOB MPUBOJAUT K PA3BUTHIO TPOMOOLIUTONIEHUH, CYKEHUE
IIPOCBETA COCYIOB BBI3BIBAET MUKPOAHTUOMATHUYECKYIO TEMOJUTHUECKYIO aHe-
MUIO (ITPOUCXOJUT MEXaHUYECKOE pa3pyIICHUE SPUTPOLIMTOB), HIIEMHUIO BaXK-
HEWIINX OPTaHOB.

B mocnennue nBa mecarwieTwsi ObLT cAenaH psn GyHAAMEHTaIbHBIX OT-
KPBITUH, OCYIIECTBUBIINX MPOPHIB B MOHMMaHuu Mexanu3ma TTII.

1982 rox: J.L. Moake ¢ xomteramu'® (CILIA) B mra3sme 4 MamueHTOB ¢
pemuausupytomeit TTII oOHapyxunu “HEOOBIYHO OOJbIIME” MYJIbTHUMEPHI
O®Bb, no pa3mepy oHu ObUTH MOAOOHBI TEM, KOTOPBIE CEKPETUPYIOTCSI MErakKa-
pUOLIMTAMU U DHJIOTENUATbHBIMU KJIETKaMHU, a COJAEpKarcs B O-TpaHyJiax
TpoMGOLHTOB 1 Tembiiax Weibel-Palade sHmoTenManbHBIX KIETOK' .

BreiaBunyTtas rumnote3a o0bsAcHsANA Hanuuue makpomoisiekyna @Bb orcyT-
CTBHEM Y MAIIMEHTOB MPOTEa3bl WU IUCYJIb(QHUIHON peayKTa3bl, KOTOpas HX
pacmensier. B xauectBe nmpuuunsl TTII Obuto mpenioxkeHO paccMaTpuBaTh
MakpoMoJiekyJibl @PBb, BbI3bIBaONIME HEKOHTPOJIUPYEMYIO ArrJHOTHHAILIO
TPOMOOLIMTOB, TPOMOO3BI.

1996 ron: H—-M. Tsai (HLIO-PIOpK, CIIA) u M. Furlan, R. Robles, B.
Liammle' (Bepn, lllBeiiuapus) ony6ankoBand B OJHOM HOMEpEe JKypHaja
“Blood” pe3ynbTarhl CBOMX HccienoBaHuid. HezaBucumo npyr ot apyra umu
ObUIO ycTaHOBJEHO, 4TO y OonbHbIX TTII ecTh gepuuuT mMeramionporeassl,
yMEHbLIAOWIEH pazMepbl MyasTuMepoB @Bb nmocpeacTsom ux pacierieHusl.

Bnocneacteuu (2001 r.lg) OHa OblJIa OYMINEHA W WACHTHU(HUIIMPOBAHA KaK
ADAMTS-13 (A Disintegrin And Metalloprotease with ThromboSpondin type 1
motif).

1998 ron: H—-M. Tsai, E.Ch.-Y. Lian (CLLIA) v M. Furlan, R. Robles,
M.Galbucera c konneramu (IlIBeitiapusi) cooOIIMIM B CBOMX CTaThsIX, OIMyO-
JMKOBaHHBIX B OJHOM HoMepe xypHana “The New England Journal of Medi-
cine”, 00 oOHapyXeHUH y B3poCibIX nanueHToB ¢ npuobperénnon TTII ay-
ToaHTHTEN Knacca IgG, HHrHGUPYIONMX AKTHBHOCTh METAILIONPOTEasbl .

Cuamxenue aktuBHOCTH ADAMTS—13 BBIsIBIEHO NpU CUHAPOME AUCCE-
MUHUPOBAHHOTO BHYTPUCOCYAMCTOrO CBEPTHIBaHUA KpoBU (IBC—cunmpom),
IpU LUPPO3€E MEUEHU, YPEMUHU, OCTPHIX BOCHAIMUTENbHBIX 3a00J€BaHUSX, B M10-
cieornepauroHHOM mepuoje. Ho BO Bcex MEpedyHCIeHHbIX ClIydasX YpPOBEHb



aktuBHOCTH ADAMTS—-13 > 10%' (B 3aBUCHMOCTH OT METOJa OLEHKH HOpMA
— 50-178%, mompobHee 0 MeToax CM.>).

Kpaiine Hu3Koe 3HaueHuWe 3TOro mokasarens (<5%) crenuduano mms
TTIT™, y OONBIIMHCTBA OOJBHBIX U3 ATOW TPYNIBI OMPECNIAIOTCS aHTUTENA K
ADAMTS-13. Yacrora TTII ¢ Tsokéneim aedpunmrom depmenta — 1,74 B
rOJI/MITH. HaceneHus. B To e Bpems aktuBHOCT ADAMTS—13 >/= 5% He
uckmtovaer TTILL

2. KNIMHUKA TTN

CJI0KHOCTh JHArHOCTHKH OoJie3HM MOIIKOBUIIA OOBACHIAETCA OT-
CYTCTBHEM y MAIMEHTOB CHEIU(PHUECKUX KIMHHYECKUX CHUMIITOMOB, 3abo0ie-
BaHHE Pa3BHBAETCS, KaK MPAaBUJIO, BHE3AMHO Ha ()OHE MOJIHOTO 370poBbs. Yac-
TO BO3HHKAET MPOAPOMA, HAIOMUHAIOIIAS BUPYCHYIO, IPOCTYAONOI00HYIO 00-
JIE3Hb, 3aTEM PA3BUBAETCS Pa3BEPHYTCS KIMHHKA.

E.L. Amorosi u J.E. Ultmann  BbisiBUIM xapaktepuyto s TTII

KJIACCUUYECKYIO NeHTaAY>, cé aneMeHTbI:

1.TpoMOGOUMTONEHNA (JacTo TsHKeas):

— KoMHYecTBO TpoMGoImToB < 30x10°/11 — y GONBIIMHCTBA MAIUEHTOB
(cp. — 18x10°/1);

— TeMOpparuyecKkuii CUHAPOM (TeMopparuu Ha Koxe (meTexun),
HOCOBBIE, IECEHHBIE U, PEXKE, )KEITYJOUHO-KUIIEYHbIE KPOBOTEUEHUS,
MEHOpparuu, cyOapaxHOUJaIbHbIe KPOBOU3IUSHUSA,
00MJIbHOE KPOBOXapKaHUE);

2. MukpoaHruonartmnyeckasi remonMTmyeckas aHeMus:

— cHmkeHue remorioduna (40-80 r/mn);

— PETHKYJIOIUTO3;

— IMUCTOIUTHI (PparMeHTUPOBAHHBIE DPUTPOIUTHI) B Ma3Ke KPOBU
(> 1% OT 06IIEro KOIMYECTBA SPUTPOLIHTOB) ;
runepOuTupyOrHeMus (3a CYET HEIPSIMOU (PpaKIum);

— OTpULATENbHBINA NPSIMON aHTUTII00YJIMHOBBIN TECT
(orpunarensHas npoda Kymoca);

MOBBIIICHUE YPOBHS JIaKTaTa JETHIPOT€HA3BI
(JIAI" oTpaxkaeT Kak CTEMEeHb FeMOJIN3a, TaK U UIIEMHIO TKaHEe ),
3. HeBponorunyeckue HapyLweHus:

— HapylIeHUE CO3HAHMS BIUIOTH J10 KOMBI (Harbosee 4acTo);

— TOJIOBHas 00Jib, CYJIOPOTH;

— (¢okanpHbIE HApYIIeHUs (MEHEE XapaKTePHbI

(remuIUIEeT WS, HAPYIICHHUE 3PCHMS, adasusl, mape3sl));




4. MNMopaxeHne noyek:
— MHUKporeMmarypus (Haubojee XapakTepHa);
— mpoTeunypus (Haubosee xapakTepHa);
— IWIMHAPYPUS;
— TIOBBIIICHNE KpeaTHHUHA (OKOJIO TIOJIOBHHBI OOJIBHBIX);
— OCTpas mo4YevHasi HeIOCTaTOYHOCTh (MEHEEe XapaKTepHa);
— HeppOTHUECKUI CHHAPOM (OYCHB PEIKO);
5. Jlnxopapka (uamie — HenmpaBUIBLHON (GOPMBI,
HEXapaKTepHa OYeHb BBICOKAsl TEMIIEPATYPaA C MOTPSACAIOUIUMU
03HO0aMM).

[Ipu TTII y 3nauntenbHOM yacTu nauueHToB (35%) Bo3HMKaeT ab1oOMuU-
HAJIBHBIA CUHAPOM (CHIIbHBIC OOJM B )KMBOTE, TOITHOTA, PBOTA), O0YCIOBIICH-

o ¥ w2
HbIN a6Z[OMI/IHaJ'IBHOI/I HIIEMUECU 8.

Penkoit manudecrauuein TTII mMoxer ObITh: maHKpeaTUT, T€NaTuT, paod-
JIOMHOJIM3, OCTPBIM pecnMpaTOPHBIM AUCTPECC-CUHAPOM, UHPAPKT MUOKApAa,
HEOKKJIIO3UBHAsI ME3€HTepuaibHas WIIEMUs, NEepUPEPUUECKUNA HILIEMUYECKUI
CUH/IPOM, TaHTPEHA KOXKU.

NMpn ocMoTpe 6ONBLHOrO MOryT BBISIBJIATHCS: OJETHOCTh KOXKHU U CITHU-
3UCTBIX, MYpPIypa, JKENTyXa, YBEIWYCHHUE CEIe3EHKU (PEeaKo), apTephalibHas
runepTeH3ust (peaKo).

JlTabopaTopHble uccnenoBaHuA:

— KOJIMYECTBO JICMKOLIUTOB HOPMAIbHOE MIIM HE3HAUUTEIBHO YBEIUYEHO;

— NpOTPpOMOMHOBOE BpEMsI M AaKTUBUPOBAHHOE NAapLHMAIBLHOE TPOM-
oorutactunoBoe BpeMs (AIITB) oObiuHO B HOpME HIIM HE3HAYUTENHHO YBEIH-
YeHO;

— HA MO3JHUX CTA/UAX MOXKET IpHcoeanHATECS JJBC—cHHIpoM” .

lWucTounTbl (bparmeHTUpPOBaHHbIE IPUTPOLUUTDLI). — Dopma BbI-
SIBJISIEMBIX B Ma3Ke KPOBU IIHUCTOIUTOB pa3HooOpa3Ha. OOJIOMKU 3PUTPOIIUTOB
MOTYT UMETh BU/I: MOJTYAUCKA C IBYMS — TPEMs OCTPBIMH BBICTyHamu (IIIEMO-
06pa3Hblif), TPEyroabHIKA, MAICHBKOrO HEMPABHILHON (GOpPMBI (pparmMeHTa ..
[Mucrommter mpu TTII coctaBmsroT B cpearem 8,35% ot obmiero KonmdecTra
sputpountos (1-18,4%), Hopma: 0,05-0,08% (0-0,27%)’". B Tedenne mepBbix
JIBYX faHEW B KpoBU O00yibHBIX TTII yBenuwdyeHus KOJIMYECTBA MIUCTOLIMTOB MO-
KeT He OBITh .

[Mpn KOMNbLIOTEPHOM TOMOrpPaUN TOJIOBEI MOTYT OBITH OOHAPY KCHBI
WHTpaKpaHUaJIbHbIE KPOBOU3IUSHUS, UHPAPKTHI.



3. AMATrHOCTUKA TTN

IToka He cymecTByeT JOCTYMHBIX TECTOB st AuarHocTuku TTII.
C uenblo paHHEro BbIABNEeHUsi NauneHToB ¢ TTM B IPaKkTHKY ObLIH
BBEJ/ICHBI

! nepBMUYHbIE AUaArHocTuuYecKmue Kpurepum??,
couyeTaHMe KoTopbix (amanpa),

npuv yCriIOBMM OTCYTCTBUA APYrux

KJIMHUYECKM YCTaHOBJIEHHbIX NpUYuH 3abonesaHums,
CUMTaeTCH AOCTAaTOYMHbIM OCHOBaHUEeM

AnAa punarHo3a TTI.

OAVATrHOCTUMECKAA OUALDA:

1. TpomGouuToneHus;
2. MukpoaHruonaruuyeckass (HEMMMyHHasl) remonuTUyeckas aHeMusi
(MATA).

OmnpeneneHre MMHMManbHO AOCTaTOYHbIX ANA AuarHocTuku TTM npwu-
3HaKoB 00JIE3HU:

BO-IIEPBBIX, 00YCIOBUIIO POCT KOJIMYECTBA BBISIBJICHHBIX OOJIBHBIX (4acTO-
Ta BOSHUKHOBEHHUS KJIACCUYECKOU MEHTAbI: 34—77%34);

BO-BTOPBIX, CMECTUJIO HA4yaJIo TepaIluy Ha MepBbIe THU 3a00JIeBAHUS;

B-TPETbUX, U3MEHWIO KIMHUKY OOJIE3HH.

CHwKeHue yacmomsbl pa3eumusi mpéx (HEBPOJIOTUYECKUE CHUMIITOMBI,
MOpaxeHHe MOYEK, JTUXOpaaKa) asemMmeHmoe neHmaodsi (Tabin. 1), otmeuaemoe
B TIOCJTIEJIHUE TOJbI, SIBJSIETCS] PE3YJIBTaTOM IEPECMOTpa MPU3HAKOB, HEOOXO-
TUMBIX A7 obocHoBaHMs auarHo3a TTII: yckopuiack QUarHoCTHKa, COKpa-
TWJICSI TIEPUOJ OT BO3HMKHOBEHMs 3a00JieBaHUs 10 Hayaja Tepanuu. O BiIus-
HUU ONEPATUBHOCTU JTMAarHOCTUKU U, KAK CJIEJCTBUE, OBICTPO HAYATOIO Jieue-
HUSl Ha MpEeJOTBpAIICHHUE “pa3BOpAYMBaHUs MEHTAAbl” CBUACTEIBCTBYIOT pe-
3yJbTAaThl HICTOPUUECKOTO aHAJIM3a KIMHUKM 3a0oneBaHus. PanHee Havaio te-
panuu, BEpOSITHO, MPEAOTBpAIllaeT MOpPaKEHHE TaK HAa3bIBAEMbIX OpPraHOB—
MUIICHEH, KOTOPHIE CTPAJAIOT M3-3a OTCYTCTBHS JICUCHUS B MEPBHIC Yachl 3a-
OoseBaHUs.



WU3MEHEHUWE KJIMHUYECKOM NPE3EHTALIMU TTII (ucTopuyecKkuii aHaju3)

Tao6auma 1

Amorosi | Ridolfi, Rock George® Dervenoulas Suvajdzié- George'
UCCJIEJOBATEJIN Ultmann' | Bell>? | ccoasr.’ | (TTI-I'YC) | ¢ coasr.’ Vukovié (TTII-
¢ coasr. ° ryo)
Tox myboamkanuu 1966 1981 1991 1999 2000 2004 2004
Koau4vecTBo 00JbHBIX 271 258 102 160 48 36 22"
Cpennuii mepuoa oT HavaJa 60JIe3HN 10 - - - - - 8,5 6
TMOCTAHOBKH /INAarHO32 M HAYAJIA JIeYeHUs, THH
KIIACCHYECKASI IEHTAJIA
Tpombouutonenusi, % 96” 98 100 100 100 100 100
MATA, % 96 96 100 100 100 100 100
HeBpoJjioruueckne cMuMnToOMbI, % 92 84 63 73 73 81,6 59
Mopaxenue noyex, % 88° 96°/76" 59" 93%/73" 46 75,0 41°
Jluxopaaka, % 98 59 24 46 46 58.3 -
JONOJHUTEJIBHBIE XAPAKTEPUCTUKH

A0IOMHHAJILHBIE CHMIITOMBI, % 34 25 - 34 - - 27
Caaboctb, % 25 24 - 60 - - 18

_ JIaHHBIE O TPOMOOLMTAX OBLIU HE Y BCEX OOJIBHBIX, °_ noueynas CHMIITOMATHKQ, "— IIOBHILIEHHE YPOBHS KPEATUHHHA; '— YPOBEHb AKTUBHOCTH
ADAMTS-13 <5% — y Bcex nmanueHToB; oxxupenue — 55%.

! George J.N. Thrombotic Thrombocytopenic Purpura - Hemolytic Uremic Syndrome Newsletter. TTP-HUS 1999; N.5 (August).

http://moon.ouhsc.edu/jgeorge/ TTPNEWSS5.htm
% Tam xe.
3 Tam xe.
* Tam xe.

> Dervenoulas J. et al. Thrombotic thrombocytopaenic purpura/hemolytic uremic syndrome (TTP-HUS): treatment outcome, relapses, prognostic factors. A single-center experience of 48

cases. Ann. Hematol. 2000; 79: 66-72.

8 Suvajdzié-Vukovié N. et al. The successful treatment of refractory thrombotic thrombocytopenic purpura with vincristine: a case report. Haema 2005; 8(2): 300-303.
7 George J.N. Clinical course and long-term outcomes of thrombotic thombocytopenic purpura/ in: Recent advances in thrombotic thrombocytopenic purpura. Hematology 2004: 407-423.



Hekotopsie aBTOpsl cuntaroT, uto quardo3 TTII moxker ObITH ompeneneH
npu Hanuyuu mpomboyumoneHuu + MAIA @ coyemaHuu ¢ NMNo8bILEHHbIM YPOBHEM

JIAl e ceisopomke Kpoeu35.

HecMOTpSt Ha TO, YTO B OTEUECTBEHHBIX PYKOBOACTBAX ' MMEIOTCS MOJ-
pOOHBIE XapaKTEPUCTUKHU OOJIE3HU, B MEPUOANUCCKUX U3TAHUSIX OMUCHIBAIOTCS
JUIIb €IMHUYHBIE cilyyau OOJIE3HM, KAacarolluecss B OCHOBHOM JIMarHOCTHKH,
0a3upyrolIeiics Ha JaHHBIX ayTONCUH. MOXHO cliefaTh BBIBOJ O IUIOXOW WH-
(GbOpMHUPOBAHHOCTU Bpayeil O KIMHUKO-T1a00pPAaTOPHBIX CUMITOMAX U CIEIH-
¢uke quarnoctuku TTIL.

! B xka>kgom crny4yae Bnepeblie oOHapy>XeHHOoM
TPOMbOyMNTONEHUHN

Hapo ctaBuTb Bonpoc o6 ucknroueHum TTI,
(cnepyer BbIABNATH reMonins).

Uavonatnyeckas TpombouutToneHnyeckas nypnypa (MUTII). — T'emop-
parnueckuii cunapom npu UTII cxonen ¢ TakoBbiM nipu TTII, Tak kak B 060oux
ciydasix oOycClIOBI€H TpoMOouuToneHue. B muenorpamme Habmronaercs
YBEIMYCHHUE YHCIIa METAKAPHUOLUTOB.

! OwnMbKM Npu TPaKTOBKE KNMHUYECKUX NPU3HAKOB
TTN B nonb3y anarHo3a UTH:

— aHEMUS C YBEITUYCHUEM KOJUYCCTBA PETHKYJIOIUTOB B KPOBH H
APUTPOKAPHUOIMTOB B MUEIIOTPAMME, BbI3BAaHHAS TEMOJIH30M,
MO3KET OBITH OIIMOOYHO OOBsICHEHA KaK CJIEJICTBHE HOCOBOTO,
MaTOYHOTO WJIU KEITYI0YHO-KUIIIEYHOTO KPOBOTECUEHUS;

— Hanu4yue PparMeHTHPOBAHHBIX IPUTPOLUTOB (IIUCTOIIMTOB) B
Ma3Ke KPOBH BpadyH-T1a00paHThI, KaK MPaBUIIO, HE OMUCHIBAIOT;

— B KauecTBE NMPUYMHBI MUKPOT€MaTypUU MOXKET PacCMaTpUBATHCS
TPOMOOIIMTONIEHUS;

— BHE3aIHO PAa3BUBIIEECS NTOPAKECHUE LIEHTPAJIbHON HEPBHOM
cuctemsbl (ITHC) MoxkeT paclieHUBaTbCsl KaK KPOBOU3IUSHUE B
TOJIOBHOU MO3T.




[TpoBonumas Tepamnus rIFOKOKOPTUKOCTEPOUIAMU B TAaKOW CUTYyaIluH, KaK
npaBuio, Hed(ppeKkTHBHA.

4. ANVOOEPEHUMUAINIBHAA OANATHOCTUKA
4.1. TEMOJIMTUYECKAA AHEMUA + TPOMBOLIUTONEHUA

CoBpemennas nuarnoctuka TTII, 6azupyromascs Ha IByX KpUTEPHSIX, TpeOy-
€T MCKIYeHUA 3aboneBaHWM, TIPU KOTOPBIX MOTYT OBITH FeMONUTUYecKast
aHeMMA ¥ TPOMOGOLIMTOMNEHUS.

Merano6nactHas aHemua (MA). - [Ipu nepBom 0o0cCiieIOBaHHH TAlUEHTA
¢ MA moxem ebifsiensimbcs: aHeMMs C IPU3HAKaMU T'eMOJIM3a U IHCTOLUTA-
MU, TpomOouuTonenus, ypenudenue JI/I', OunupyOuHa, MEHTalIbHbIE Hapy-
wenus. [Ipu 3Ton aHemun pedko 6bieaem 2emoppazudeckuli cuHOpom. Xa-
pakmepHbI TAHUUTONEHUSA, MAKPOLIUTO3 U TUIIEPXPOMHUS SpUTPOLUTOB. Juae-
Hocmuka MA: oripenienieHre coepkaHus BUuTamuHa B, U ¢omeBoil KUCIIOTHI,
METHJIMAJIOHOBOM KHCJIOTHI M TOMOIIMCTEHHA B CHIBOPOTKE HJIM OOHapy’KeHHE
Merajgo0JacTHOIO KPOBETBOPEHUSI B MUEIOIPaMMe CHUMAeT Bce Borpockl. Ho
HeJsb3s 3a0b1BaTh 0 TOM, yTo npu TTII Toxke MOryT ObITh HpU3HAKK JeduLnTa
(oJIMeBOM KUCIOTHI, BBI3BAHHBIE TEMOJIM30M.

CuHapom JBaHca. - CoueTaHue ayTOMMMYHHOM TPOMOOIIUTONICHUN U ayTO-
UMMYHHON TE€MOJIMTUYECKOW aHEeMHH, OCOOCHHO IpH JIOKHOOTPUIIATEIHHON
npobe KymOca MoOXeT 3aTpyJHHUTHh JUArHOCTHKY JTOTO 3a0oieBaHUs. Xapak-
mepHO OTCYTCTBHE MUCTONUTOB. [IpsMOil aHTUTIIOOYIUTMHOBBIA TECT BBISBIIS-
€T aHTUIPHUTPOIMTAPHBIC AHTUTEIA.

NapokcusamanbHas HoYyHas remornoouHypus (ITHI). - bone3ss nposis-
JSIETCS TPOMOOIUTONIEHNEH, BHYTPUCOCYIUCTHIM T€MOJIU30M U TPOMOO3aMHu
(Ml HabOOaU 6oBHYI0, ¥ Komopot 6 Oediome ITHI nocie 6nympugennou ypoepaghuu
passunacy oaucypuyeckas ocmpas nodeunas neoocmamounocms (OIIH), no nosody
Komopoﬁ nayueHmkKa Jjeduldcob 6 omoeneHUU 2eMoOUAIU3A C OUASHO30M 2eMOIUMUKO-
ypemuueckuii cunopom). Mpu MHI: TUCTONUTOB HET, aHEMUS U TPOMOOIIMTOIIC-
HUs OOBIYHO COYETAIOTCS ¢ JielKorneHueu. ['mcromornueckoe uccieoBaHUE
KOCTHOT'O MO3ra, KaK MPaBWIO, BBISBISET CHUKEHHE KIETOYHOCTU. [JuacHo3
MHIr nodmeepxdarom: caxapo3Has npoda, nmpoda Xema, 0OHApYKEHHOE INPHU
UMMYHO(EHOTUIIMPOBAHUN CHIDKEHHE WIN OTCyTcTBHE 3Kkcnpeccun CDSS u
CD359 na sputponurax.

Centnuemusa (Boi3BanHass OakTepusiMu (B-CTPENTOKOKK, MEHHHTOKOKK),

BUpycaMH (LIUTOMETAIOBUPYC), TpruOaMu (IMCCEMEHUPOBAHHBIN acIEPTHILIER),
pukkeTcuen (msaTHucTas jguxopanaka CKaaucThix Top)). — MoxeT nposBiAsSTHCS
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(ocobenno npu Bo3HukHOBeHUU JIBC—cuHapoma) TpoMOOIMTONIEHUEH, B TOM
Yucjie, U C TeMOPpPAaru4ecKuM CHHAPOMOM, T'€MOJIU30M, C HAJIUYHEM IIIHUC-
TOIIMTOB M MOJIMOPTaHHOW HEJIOCTATOYHOCTHIO. [17 ymoyHeHusi duazHo3a He-
06Xx00UMbI: TIOCEBBI KPOBH, pEHTTeHOTpad sl JIETKUX, Mpoda Ha MPEeKaIbIIHOTO-
HUH. B HEKOTOPHIX Ciydasx TPyAHO WIH HEBO3MOXKHO Pa3TPaHUYUTh ITH 3a00-
JIeBaHUS, B TAKOM CHUTyalWH, Ieecoo0pa3Ho HaunHATh ogHOBpeMeHHO [13 u
AHTUOMOTUKOTEPATIHIO.

Oucdy3Hble 6one3Hn coeanHuTenbHon TkaHu (JIBCT) moryT naBath
KIUHUKY, cxoanyio ¢ TTII: TpomOounTonenus, reMoiu3, HHOTJa — B COYeTa-
HUU ¢ Juxopaakoi, nopaxkenueM [[HC u moyek. B mepByro ouepear 310 Kaca-
eTcs cucteMHoU kpacHou Bomdanku (CKB). Ans CKB xapakmepHbi: Kymoc—
MO3UTHBHAS reMojuTudeckas aneMmusi, LE—kneTku, aHTUHYyKJIeapHble aHTUTE-
na. [Ipu IBCT moxet Bo3Hukats ¥ BropuuHas TTII.

! Bo BCex cnyvyaax HeEMMMYHHOIO reMosin3a
Hapo ctaBmTb Bonpoc 06 nucknoueHmn MArFA,
cnepyeTt NpoBOAMUTb NOACHET LWMCTOLMTOB.

4.2. WILCTOLIUTO3

[IpeBpilieHNE HOPMAIBHOTO YPOBHS KOJMYECTBA ITUCTOLMTOB MOXKET OBITh
. 37
IpU pa3IMYHON MATOJIOTUH '

- MexaHu4ecKasi remMoniMTuyeckas aHemus (3aboneBaHus cep-
JIEYHO-COCYAMCTON CHUCTEMBI: M3MEHEHHBIE/IPOTE3UPOBAHHBIE KIIAMIaHbI CEp/-
113, A0PTATBHBIA CTEHO3, APTEPHO-BEHO3HAS (PUCTYIIA);

- cCOCyAUCTble aHOMaruU (reMaHruoMbl, TeMaHTHOCAPKOMBI, TIEKCH-
dbopMHBIE COCY/IbI B JIETKUX MPH JETOYHOW TMIEPTEH3UU U B TICYEHU MPU LIUP-
po3ax);

- BHYTPeHHMe aHoMarium 3puUTpoUuMTOB, onpegensowme UX
CKNMOHHOCTb K dpparMeHTauuMm (HacJeICTBEHHBIH MHPOMONKUIOLNUTO3,
remornoounonatust H, BpoXIEHHAs AU3IPUTPOINOITHYECKAS aHEMUs, Mera-
no0nacTHas aHEMUS);

- MapLueBasi reMornoGuHypus;

- TpoMmboTU4eckne mukpoanrmonatum (I'VC, IBC—cunapom, 3io-
KayeCTBEHHasl apTepuajbHasi TUIEPTEeH3Ms, KaracTpouueckuil aHTH(OC-
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bomunuansii cungpom (KADC), a Takke BOZHUKAIOIINE BO BpeMs OepeMeH-
Hoctu npesdxnammcus (I19), HELLP—cunnpom, octpas >kxupoBast AUCTpoQust
MIEYCHN ).

B nocnennee BpeMs MOSBWIKCH ammapaThl, OCYIIECTBISIONINE MOJICYET
muctoruToB. Ho, HECMOTpsl Ha HOBeliee 00OpyAOBaHWE, A TOTO, YTOOBI
KJIIMHUIIUCT MOT CBOEBPEMEHHO IOCTAaBUTh “‘TPYJHBIA AMArHo3”, HEOOXOIUM
KBaJTU(DUITMPOBAHHBIN SKCIIEPT-Ta00pAHT.

Hekotopsie nccnegoBaTeny NpUalOT MUCTOIUTAM OOJIbIIOE 3HAYEHUE B
mudepeHIMaIbHON  JHArHOCTUKE mpomM6omuYyecKux MuKpoaHauonamui
(TMA). YT1Bepxkaaercs, 4To JOCTATOYHBIM apryMeHToM B moJb3y TTII sBis-
€TCs JIOJIS IIHUCTOIMTOB, 3HAYUTENHHO TpeBbImaronias 1% oT olIiero Koamde-
CTBa BpHTpOLlI/ITOB38. Xoms 6 Haweti npaxmuxe ovin cayyau I'VC 6 couemanuu c

BUY~ungexyueti, koeoa 6 maszke Kkpou 60avHouU 8pay-n1abopanm evisisun 40% wucmo-
yumos.

4.3. TPOMBOTUYECKAA MUKPOAHIMONATHUA

(TMA = MATA + TPOMBOLIUTONEHMUA)

1952 ron: W. Symmers  BBET  TEpMHUHBI “TpOMOOTHYECKas MHUKpPOaH-
rUOIaTUYecKasi TeMOJIUTHYECKAss aHeMus™ WM “TpoMOOTHYECKass MUKPOAHTHO-
natus’. TMA — KIUHAYECKHH CHHAPOM, XapaKTePU3YIOITUHCS TPOMOOIIUTOTIE-
Huei, MAT'A, MUKpOBacKyJIsIpHBIM TPOMOO30M KOHIIEBBIX apTepUON M KaIluj-
JSIpOB, MHOKECTBEHHOU nuchyHkuuen opranos. [latonornuecku TMA ompene-
JsIeTCs KaK yIUIOTHEHUE COCYIMCTON CTEHKU ¢ Ha0yXaHHWEM WM OTIeJIEHHEM
DHIOTEJIMAIBHBIX KJIETOK OT 0a3aJbHON MEMOpaHbI, OTJIOKEHUEM TMaIMHOBBIX
JIENIO3UTOB B CYOSHAOTENHAIBHOM IPOCTPAHCTBE, BHYTPHUCOCYAHUCTBIE TPOM-
GOLHTAPHBIE TPOMOBI M OKKITFO3Us COCYIOB” .

TMA-accouMMpoBaHHbI€ CUHAPOMbI

TTII BXxoguT B rpynmy Tak Ha3biBaeMbIX TMA-—-accOUMMpPOBAaHHBIX CUHIPO-
MOB40, 00s13aTeIbHBIMH AJIEMEHTAMU KOTOPBIX SIBIsSItOTCS MAIA u mpom6oyu-
monenus. uddepennmanpaas guarHoctuka TTII ¢ gpyrumm TMA-—
ACCOIIMMPOBAHHBIMU CHHIIPOMAMH YPE3BBIYAHO clIokHA. OCOOEHHOCTHIO 3200-
JIEBAHUM ATOW TPYNNbI ABIAECTCA HaJW4duhe TJIaBHOTO opraHa-mwumieHud: TTII —
MopakeHHWe IEeHTpallbHOM HepBHOW cuctembl, ['YC — mnopaxeHue TmOUeK,
HELLP—cuHapoM — nopakeHue MeYeHHU.

I'emonmuxo—ypemuqecxm‘/’l CUHAPOM. - CuHapOM BHEPBBIE BBI-
sBineH C.E. von Gasser ¢ coaBropamu (IlIBeiinapus, 1955 r.) y nereit ¢ npo-
JpOMOi1 B BUIe KpoBaBoii auapeu, ¢ TpomOonuronenueii, MAI'A u OIIH. Yc-
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TaHOBJIeHa cBs3b cuHApoMa ¢ Escherichia coli 0157:H7 (M.A. Karmali ¢ xoin-
neramu, 1983 r.). 3HaUUTENBHO peke 3a00JIeBaHUE TUATHOCTUPYETCS Y B3POC-
neIxX marmenToB. I'YC MoxkeT pa3BuBaThCs BCIen 3a auapeeii (JI), Ho BeTpeya-
ercs u arunuuHas (“Oe3muapeitnas’ (I17)/ mmuomarnueckas/ criopaauueckas/
nepBuyHas) ¢popma ¢ 0osee MIOXUM IPOTHO30M.

'YC xapakmepusyemcs couetannem TMA (MAI'A+TpomMOOIUTONIEHMS)
¢ OIIH. bone3np MHOTAA MPOSBISETCS MOJUOPTAHHOM MATOJIOTHEH, BKIIHOYAs
HEBPOJIOTUYECKUE OCIIOKHEHMsI, TOpakeHHe nedyeHu u cepaua. Kimanyeckue
cumnToMbl I'YC, 0coO€HHO mpu MOpaXeHUH HEPBHOW CUCTEMBI, MAJIO OTJIU-
yarotest ot TTII, ux nuddepenuumanus cioxHa.

Hekotopsie cnenmanuctel paccMmarpuBatoT TTII u I'YC kak onno 3a00-
nesanne — TTII-T'YC*' (Bepostaast wactora TTII-I'YC: B CIIA — 6,5 B
TOJI/MITH. KuTeNel, B Benmkobpurannu — 2,2%). B To Bpems Kak MpH “KIaccH-
yeckoM” I'YC aktuBHOCTH (hepmenTa ADAMTS—13 HopmanbHas (y 21 6oiib-
HOTO 13 23 HCCIICIOBAHHBIX MALICHTOB) .

OBC—-cuHapoM. - Ilpu JIBC—cunapomMe MOTyT ObITh BBIPasKeHHAs TPOM-
OOLUTONEHHUS, TEMOJIU3 C HAJTUYHEM HIMCTOIIMTOB, MOJIMOPTaHHAs HEJIOCTATOU-
HOCTb. JueppepeHyuanbHass duaecHocmuka MPOBOJUTCA HA OCHOBAHUM JaH-
HBIX Koarynorpammsel. Ho nuddepennmaiis Bo3MoKHa HE BCer/ia, Tak Kak Mpu
TTII moxer pa3BuBatbcsi BTOpuuHbI [IBC-cuHapOM (Mmbr Habmodanu 6onsryto ¢
peyuousom TTII, y komopoii oviiu rabopamopmsie npusnaxu J{BC — cunopoma: noio-
HCUMEIIbHbLE MeCnibl napaxkoazyiidyuu, 6blpadsxCeHHOe CHUINCEHUE qbu6puHoeeHa u npo-
MPOMOUHOBO20 UHOEKCA).

3nokavyecTBeHHasi apTepuanbHasi TMNEepPTeH3USA. - Xapakmepu-
3yemcsi GUOPUHOMIHBIM HEKPO30M apTEPHON, TSNKEIBIM COCYJIUCTHIM TMOpa-
KeHueM. KnuHuyeckue nposieneHusi: TsKENas THNEPTEH3Us (apTepHalibHOE
nasienue (AJl) >/=200/140 mm pt. cT.), s3HUE(aIONATUsA, 3aCTOHHAs cepey-
Hasg HegocTaTouHocTh, OITH, oTék nucka 3puUTEeNbHOrO HEpBa. 3JI0KAYECTBEH-
Hasl apTepualibHasi TUMIEPTEH3US MOKeT ObITh npuuuHoit MAT'A u TpomboIu-
TONEHUHU, HAJIIMYME y TaKUX OOJbHBIX YEThIpEX 3JieMeHTOB meHTtanbl TTII
(MAT' A, TpoMOOIMTOTICHHS, HEBPOJIOTHIECKUE HAPYIIECHHUS, TIOPAXKEHUE I10-
YeK) OCJIOKHSIET TUarHocTuKy. TMA MOXXET pa3BUBAaThCA U MIPU 00jIe€ HU3KOM
AJl, 1 6e3 oTéKa [HCKa 3puTenpHOro Hepsa' . [locne Hopmammsamuu AJl mpo-
HCXOJIUT BOCCTAHOBJIEHHE TPOMOOLIUTOB U MpEKpalleHue remonnsza. Yacmoma
803HUKHogeHus1: 1% NalueHToB ¢ FHHepTeH3H6ﬁ45

Katactpoduueckun aHtudochonunmaHbii CUHAPOM. -
KA®C Bnepssie BoiicnieH R.A. Asherson (FOAP, 1992 r.). Pan aBTopoB npen-
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naraet paccmatpuBath KADC kak TMA ¢ antudochonunuIHpMu aHTUTENA-
MHU.

HAuacHocmuyeckue kpumepuu KA®PC:

— BOBJICUEHHE, 10 KpaifHEeH Mepe, TPEX OpraHOB/CUCTEM/TKaHEH;

— MaHu(ecTanus OTHOMOMEHTHO WJIM B TCUCHUE HENIETH;

— TUCTOJIOTUYECKOE BBISIBICHHE OKKJIKO3MHM MEJIKHX COCYJIOB, IO KpaiiHei

Mepe, B OJHOM OpraHe/TKaHHU;

— 7nabopaTopHOE MOATBEPKACHUE HAaIU4Us aHTU(POCHONUIUIHBIX aHTHU-

Ten"

XapakmepHo: tiopaxxenue mnouek (78%), cepana (66%), nérxkux (56%),
HC (50%), xoxu (50%), TpomboTHUYeckre MaHU(ECTalUuK, BKIIOYAIOIINE
AMOOJINIO JIETOYHOW apTepuH W TiIyOOoKuii BeHO3HBINH TpoM0603, JIBC-cunapom
(25%)*". MukpoBackysipHas Maundecranus: modednas TMA, pecrupaTop-
HBI JTUCTPECC-CUHAPOM, IepeOpaibHble MUKPOTPOMOBI M MUKPOUH(APKTHI,
MHKPOTPOMOBI B MHOKapze. JIeTalbHOCTh O4eHb BBICOKA — 50% ", mpu nede-
Hun tuazmo3zameHamu (I13) BoccranaBnuBaercs 73% naupentos®. 113 pU
BosHuKHOBeHHH TMA npu KA®C sBisercs Teparnueii nepBoii THHUK ° B He-
koTopbix caydasx KADC npaktuyeckn HeoimuuM ot TTII. Yacmoma eos-
HukHoeeHus:: 1% MaIMeHTOB ¢ aHTHPOCHOMMIHIHEIM cuHApoMoM (ADC) !,

OuarHo3s TMA npu 6epeMmeHHOCTM

Jnaraoctuka TMA mipu G€peMEHHOCTH OCJIOKHSETCS BO3MOYKHOCTBHIO Pa3BH-
tust ipu [19 1 HELLP—cunnpome TTII-mogo0HO0M cCUMIITOMATHKH.

MpeaknamMncua. - Xapakmepusyemcs aprepuanbHOl runepreHsueil u
nporennypueii (>0,3 T B cytkn) nocie 20" nenenu. Jlo 50% narmentox ¢ I19
UMEIOT TPOMOOLMTONEHUIO, TSHKECTh KOTOPOH OOBIYHO MPONOPLUOHANIBHA TS-
xecTu 0osie3HU. TpoMOOIUTONEHUsT MOKET MPEIIeCTBOBATh APYTUM IPOSB-
nenusiM 6omnesnu. [Ipu [19 y GonpmMHCTBA KEHIMH BO3HUKAIOT nepudepuye-
ckue oTéku. Yacmoma eo3HukHoeeHusi: 4% OepeMEeHHBIX.

HELLP—cuHApoM. - L.Weinstein (CILIA, 1982 r.) BBEN Ha3BaHHeE
(hemolysis (H — remomm3), elevated liver enzymes (EL — yBenumdeHue meué-
HOYHBIX (epmenToB), low platelet count (LP — HHM3KOe KOJWYECTBO TPOM-
OouuToB)) W cdopMyiupoBall OQuacHocmu4veckue Kpumepuu HELLP-
CuHOpoma:

— MATA;

— ACT (acnmaprat amunotpancdepasza) > 70 en./m;

— tpombormromnenns < 100 x10°/71.

16



TpomOouuTONeHUsI U HapylIeHHUEe NEYEHOYHOM (DPYHKIMH MOTYT BO3HH-
KaTh 0e3 CyIIECTBEHHOW apTepHaIbHON TUIIEPTEH3UN U MPOTEUHypuu. KnuHu-
Yyeckue nposiesieHusi: TOUIHOTA, ci1ab0CTh, OOMM B SMUTAaCTPUU WU MPABOM
noapebepre, oréku. HELLP—cunmpom wmoxer ocnoxusaTbes: JIBC—cuH-
apomoM (21%), orcnoiikoit mnaneHtsl (16%), OIIH (8%), orékom nérkux
(6%)*. Bpemsi 803HUKHOEeHUsI: B OCHOBHOM Mexay 27" u 36™" Hememsimu,
panblie 3Toro cpoka — 10% ciiydaeB; MOKET pa3BUBAThCS U IMOCIE POJIOB —
20% (B TeueHue 48 UacoB; ONKICHIBAIOT Pa3BUTHE U yepe3 6 nHeil) . Yacmoma
e03HuUKHOBeHuUs: 10% eHIMH ¢ Tsokénoi 1197,

HELLP—cungpom xapaktepusyercsi 0ojiee BBICOKMM YpPOBHEM MaTe-
PUHCKOM U IeTCKO# cMepTHOCTH, yeM nipu [19. Kak mpasuiio, mposiBnenus: 0o-
JIE3HHU YCTPAHSIOTCS B TEYEHUE HECKOJBKUX JHEW MOcie POJIOB, XOTS Y HEKO-
TOPBIX TMAlMEHTOK KOJMYECTBO TPOMOOIIMTOB MPOJOIDKAET CHUXKATHCS B TIO-
caenytomue aBoe cytok. Cpounoe ponopaspemienue npu HELLP—cunapome
u I1D yIydIaeT CoCTOSHHE MALHEHTOK .

MocnepoanoBon INYC. - Tunuunoe TeueHue: MOAOCTPOE C OJUTypHUE-
CKOM MOYEYHOM HEIOCTAaTOUYHOCThIO. Bpemsi e03HUKHogeHusi: B TedueHue 10
Hezenb nocie poaoB. Mmerorces onucanus pazsutusa I'YC Bo Bpems 6epeMeH-
HOCTH, BCE€ ciiydan ObUTH CBsi3aHbl ¢ E. coli. [1nmoxoil mporHo3. Y GONBHBIX,
JOCTUTIIMX PEMHUCCUU, YacTO PA3BUBAETCS XPOHUYECKAs MMOYEYHAs HEAOCTa-
TOYHOCTb.

OBCT. - TMA npu 6epemennocT: MokeT 6bITH cBs3aHa ¢ ADC u CKB. Ilo-
yeynsle mnposiBiaeHuss CKB moryr mmutupoBate ['YC u IID. IlpaBunsHOMY
JIMarHo3y y TaKux OOJBHBIX MOTYT IIOMOYb YKa3aHHs Ha apTPaJTUU U KOXKHbIE
nposisinenusi. ADOC npenpacnonaraetr k [13. Antudocdonunuanbie aHTUTENA
moryT nosiBnsTecs pu pazputuu TTII u I'YC y GepemMeHHbIX.

OcTpas xupoBasa auctpodusa nevyeHu. - Peaxoe (1 ciydait/5—-10
THIC. GepeMEeHHOCTel ), TIOTeHIMAIBHO (aTalbHOe 3a00NeBaHNE, PA3BUBAIO-
nieecss B TPETbEM TPUMECTpPE OEpEeMEHHOCTH. KnuHu4eckue nposienieHus: Tie-
yEHOYHAs HEIO0CTaTOYHOCTh (MpeolbsagaeT B KIMHUYECKOH KapTUHE), cla-
00CTh, TOIIHOTA, 0OJIb B SMUTAaCTPUU U MIPABOM BEPXHEM KBaJPAHTE, OJBIIIKA.
XapakmepHbl: TUNOTIMKEMUS (4acTO TsDKenas), CYLIECTBEHHOE CHH)KCHHE
¢ubpunorena u anrurpom6buna III. JIBC—cunapom pas3suBaercs y 75% 060mb-
HBIX . ['eMOH3 He SBIseTCS XapakTepHoil yepToil, XoTs 1D Moxker ObITH y
NOJIOBUHBI NalueHToK. Tspkecth MAT'A ¥ TpoMOOLMTONHUM (€C/IM BO3HUKA-
10T) 3HaunTenbHo MeHblue, yem npu HELLP—cunnpome, TTII wnu I'YC. du-
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arHo3 OOBIYHO CTaBUTCS Ha OCHOBAaHUM KJIMHUYECKUX JAHHBIX (MOXET OBITh
MOJITBEPKIEH TP OMOTICHH TIEYCHH).

OBC—-cnHAOPOM He nomxkeH 6bITH 3a0HIT pu TIpoBeAeHuH AU depeHu-
aJbHOM IMATHOCTHKU B Clydyae BO3SHUKHOBEHHMS juxopanku, MAT'A, Tpombo-
IUTONEHUHU U TOYEYHON HEAOCTaTOYHOCTH B MEPUO]] OEPEMEHHOCTH.

KnuHunueckue yepthbl, Nnpeagnonarawowme
anarHo3s TTIM m pewieHue o0 nnaamo3amMmeHe
npu 6epemeHHocTU/NOCNE poRoB’:

FemaTonornyeckme U3MeHeHus:

Tsoxénas tpombouuTonenust u MAT'A,

HapacTarolye B TeueHne 0osiee TpEX JTHEH Mocie poaoB
HopmanbHbie mapaMeTpsl Koaryisiun/

paspemenue [IBC-cunapoma

HeBponornyeckme HapyLieHus:

Tspk€nple HapyIEHUs CO3HAHUS

®dokalibHbIE HAPYLICHUS

Cynoporu, He CBsI3aHHbBIE C TSHKEON rurepTeH3ueit/
coxpausoImecs 6oee TpEX JHEH Tocie POJIOB

NoyeyHas naTonorusa:

Onurypuueckast OITH

CucteMHble HapyLIeHUA:

PazpemuBiiiasics runepTeH3usi C COXpaHEHUEM MeMaTOoJIOrMYECKUX
VU3MEHECHUN

Poct JIJII' B coueTaHMU C BOCCTAHOBJIICHUEM IIE€UEHOUYHBIX TECTOB
(AJIT, ACT)

Eciu st Hapymenus BbI3BaHbl TskEnbiMU [13/sknamncueit/HELLP—
CHUHJPOMOM, OHU MOTYT MPONUTH CIIOHTAHHO IOCJE POJOB MPU HAOIIOJECHUU U
nojAepxkuBaronieit tepanuu. OgHako, mpu npenanonaraeMoMm auarHosze TTII
MEPEUYUCIICHHbIC KJIMHUYECKUE YEPThl CBUACTEILCTBYIOT O MPOTPECCUPOBAHUU
00JIe3HU U ABJSAIOTCS OCHOBaHHEM sl ipoBeneHus [13. TpomOomuTonenus +
MAT'A, cBszannbie ¢ [I9/HELLP, MoryT ObITh TSXKENIBIMU U MOSBUTHCS MOCIE
POJOB; CYIOPOTH, ONMPEACISAIOIINE SKIAMIICUIO, TAKXKE BIEPBBIC MOTYT IOSB-
JATHCS TIOCJIE POAOB. DTH CUHAPOMBI JOJDKHBI IIPOUTH B TEUEHUE HECKOJIBKUX
JTHE! TOCJIe POJIOB, XOTsI OMUCHIBAOTCS Cilydau 0oJiee JIUTEIbHOTO TEUCHHST .

Pemienne o ma3mMo3aMeHE OCHOBAHO Ha OILIEHKE MIAHCA CaMo-

CTOATCIIbBHOTO BOCCTAHOBJICHUS IIPOTHB pPHUCKA TPOrpeCCUpPOBAHUA  II10-
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JMOPTraHHON HEIOCTATOYHOCTU W cMepTH. Ecnu keHimHa He OCTpo OOJbHA,
HaOJIFOZICHUE B TEUEHNE HECKOJIBKUX JHEH MOJXKET 1aTh BpPEeMs IS CIOHTaHHO-
T'0 BOCCTAHOBJICHUS, JKEHIITUHBI ¢ 00Jiee OCTPOM M TSKEIOW TOJMOPTaHHON He-
JIOCTATOYHOCTBIO TPEOYIOT OBICTPOIl [Ta3MO3aMEHBI’

MccnepoBaHusa, peKkoMmeHayeMmblie
npu TMA y 6epemeHHbIX"':

— 00uMii aHAIU3 KPOBH, C 005i3aTeNbHbLIM _NOACYETOM:
V' TpoMOOIHUTOB,
V' PETUKYJIOLMTOB,
HIUCTOIINTOB;
yposeHns JI/IT;
— npoba Kym6ca (npsimoit aHTUTI00Y TMHOBBIN TECT);
— KpEaTUHUH U JJICKTPOJIUTHI,
— TeYEHOYHBIE TECTHI (OMIMPYOHH, TPAaHCAMUHA3HI);
— KOaryJiorpamma;
— 0o0IHi aHAJIN3 MOYH,
— aHTUHYKJICapHBIC aHTUTENA;
— BOJIYAHOYHBIH aHTHKOATYJISHT;
— aHTUKAPJUOJIUIIMHOBBIC aHTUTEIA.

5. KNACCUOUKALIMA TTN

1.HacnepcrtBeHHaa TTHN (cusdpom Upshaw-Schulman) BcTpeya-
eTCsl pPeIKO, HACIeAYyeTCsl MO PELeCCUBHOMY MEXaHU3MY, BbI3bIBA€TCS MYyTa-
musiMu reHa ADAMTS-13, npuBonsmumu K aepuuury ¢depmenta. bonesns
Yare MposBIIETCS B JETCTBE, HO WHOTAA OOHAPY>KMBAECTCS BO B3POCIOM BO3-
pacte. UatepBansl xponudeckoil peuuauBupytomeit TTII - okoso 3 Hexems .
Onucanvl 06a bpama ¢ HacredcmeenHou gopmot TTII, npossusuietica nocie
35 nem®. TlosBnenue MPU3HAKOB 3a00JieBaHMsI MHOTAA (DUKCUPYETCS IMOCIe
XUPYypruyeckoil onepanuu, Ha GoHe HH(EKIHH.

2.MpuobperéHHbie TTH:
2.1. MOuonamuyeckasi TTIl. — HekoTopbie aBTOPBI MOIPA3ACISIOT
nauonarnueckyro TTII Ha ocmpyro u peyuduesupyrowyro.
2.1.1. OcTtpasa uwanonatnyeckaa TTI (xax npaswuno, Qynbmu-
HaHTHas U 4acTo, K COXKaJeHUto, (patasibHas);
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2.1.2. PeunauBupyrowana mauonartnyeckaa TTI. — Tua TTII
0osee xapakTepHO OJHOKPATHOE PEIUANBUPOBAHUE, XOTS MOTYT BO3HHKATh U
MHO>KECTBEHHBIE PELUIMBBI C HEPETYJIAPHBIMU WHTEPBAIAMU. BOJBIIMHCTBO
penuauBoB (UKCUPYETCS B TEUCHHE TOjla, HO OMHUCAHBI ClIydand Bo3Bpara 0o-
ne3Hu u depe3 10 yer mocne nmepBoro snu3ona 3aboneBanus’’. Yacmoma pe-
yuduea y INALMEHTOB, NOCTUTILIHUX PEMUCCUHU, — 11%-36%". B rpynmne 60ib-
HBIX ¢ TsOKEnbIM aepuuutoM ADAMTS—-13 wactora peuuauBa JTOCTHraeT
50%".

®akTopoM, BIUAKOLIMM Ha pasButue peuuausa TTII, HekoTOpbIE aBTOPHI
CUUTAIOT OEPEeMEHHOCThb. Yacmoma peyuousa TTII npu nocnedyiowei Gepemeno-
cmu no 0OHum Oanuvim — 73% (36 uenosex uz 49 (70 b6epemennocmeil)); no opyaum —
26% (5 ocenwgun uz 19 (30 6epemennocmeii))”.

UHOukamop onsi paHHeU QuazHocmuku peyuduea. Ecmb onucanue pe-
yuousa y 08yx OONbHLIX, NPOABUBULE20CS CUMNIMOMAMU UHCYIbMA 0e3 couemaHus ¢
mpomboyumonenuei u MAI'A. Yposenv axmuenocmu ADAMTS-13 6 niazme OvLn cywe-
cmeenno chudcen. Ilayuenmvr omeemuny Ha nevenue niazmozamenoi’”. Beposmuo, mo-
Humopune ypoensi akmusnocmu ADAMTS-13 modcHo ucnonvzosams 0ns panHell ouae-
HOCMUKU peyuousa npu GO3HUKHOGEHUU CUMHIMOMOE OCMPO20 YepedpanbHo2o nopa-
JHcenust y 601bHbIX, nepenécuux 3nuzo0 TTII

2.2. BmopuyHbie TTIT:

2.2.1. TTIN, cBA3aHHasaA ¢ 6epeMeHHOCTbI, BO3HHKAET B J0- H
nociaepo1oBoit nepuoa. Jonst Takux 00abHBIX cpenu namueHtoB ¢ TTII ot 12
110 25%"°. OKOJIO TONOBHHBI CIly4aeB HAOTIOAACTCS B CpoKe 10 24 Hexenb, 10—
15% — B paHHHII OCIEPOIOBOI TIEPHON .

2.2.2. TTIMN, conpsiXkéHHass ¢ ayTOMMMYHHbIMMU OONe3HAMU
(CKB”*, A®C”, Gonesnb LHerpeHa74, PEBMATOUIHBIA APTPUT, CKIEPOAEP-
mus’”, y3€JIKOBBIN nepuaptepuut): anu3oabl TTII vame pazBuBaroTcs Ha (hoHe
TEYEHHs] CUCTEMHOT0 3a00JIeBaHUs, HO MHOTJa MOTYT IMpPEAIIECTBOBATh yCTa-
HOBJICHHMIO JIUArHo3a.

2.2.3. TTN, pa3BuBWAasAcA nocne nNpuéma JreKapCTBEeHHbIX
npenapaToB (aHTHOMOTUKH, TUCHOUPUIUHBI (TUKJIOMHIWH, KJIOMUIOTPENb),
XUHUH, XUHUJIWH, OPAJIbHBIE KOHTPAIENTUBHI, CYJb(paHUIaMHUIbI, ITATOCTATH-
ku (OJICOMUITUH, TUTapaOWH, MUTOMUITUH, TEMITUTA0NH ), UMMYHO/IETIPECCAHTHI
(LLHKJIOCTIOPHH, TaKpoInMyc))'® MoxeT GbITh ABYX TUMOB.

2.2.3.1. Ocmpasi uMmmyHoonocpedoeaHHasl JIeKapcmeeHHasl
TTI (TuxionuIuH, KIOMUAIOTPETb, BOZMOXKHO, XHHHH), TSOHKEIBIA JEQUIAT
ADAMTS-13 BbI3BaH NOSIBICHUEM ayTOAHTUTEI.
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2.2.3.1.1. TuknonuguH-accoummpoBaHHaa TTIM. [Ipodosmxu-
menbHocmb npuéma npenapama: < ByX Henelb — 21%, < mecsa — 95%"7,
Yacmoma eo3HuUkHoeeHusi muknonuduH-accoyuupoeaHHol TTI1 (OICHUTH
CJIOHO, TaHHbIe TPOTUBOpEUuBHI): 1 ciydait/1600-5000 mui, npUHUMAIOIIUX
npenapaT78.

2.2.3.1.2. Knonuporpenb—accouumpoBaHHas TTIM. [Ipodos-
JXumesibHOCMb npuéma npenapama: </= 2 Hexenn - 65% OCIIOXKHEHHI *, Onu-
can cnyyaii pazeumus TTII-T'VC nocne npuéma 300 me npenapama®. Yacmo-
ma knonudoepenb—accoyuuposaHHol TTI Hy>)XKIaeTcs B yTOUHEHUU: 1 ciy-
qait/ 8500-26000 muL, MPUHUMAIOIMX Hperapar . KauHu4eckasi xapakme-
pucmuka (37 uenosex, > 60 nem — 52,8%): nesponocuueckue cumnmomvl — 47,4%; no-
yeuynasn ouc@ynxyua — 28,8%, nuxopaoka — 26,3%. Peyuousvl 8 meueHue 200a ¢ Mo-
MeHma nepeoeo 3mu300a 3aguxcuposanvt y 3 yenosex™.

2.2.3.1.3. Xunun-accoummpoBannas TTM™. BeposiTHas mpudmHa
xuHuH-accoruupoBaHHoi TTII — nmosBneHne “nexkapcTBO3aBUCUMBIX aHTUTEN.
B Pecucmpe TTIH-I'YC Oxknaxomwr - 17 nayuenmox ¢ TTII, pazeuswietica nocae npuéma
XUHUHA no nosody cyoopoe Hoe. KnuHUYeckas xapakmepucmuka: nopascenue no-
yek (OIIH) — 94,1% (16/17), nesponoeuueckue cumnmomvt — 70,6% (12/17); nuxopaoka
— 52,9% (9/17). Xponuueckas noueunas HedOCMamoyHocmvb 603HUKAA y 57% omee-
muewux Ha mepanuro 6o1vHwIx (8/14).

2.2.3.2. [J]o3o3zasucumasi nekapcmeeHHasi TTIl (muroMuIuH,

IMKJIOCTIOPHH, TAKPOIUMYyC, Iukaodocdan)™.

2.2.4. TTIN nocne TpaHcnnaHTauum opraHoB. - Yacmoma TTI1
MOCJIe ayTOJIOTUYHOM TpaHCIaHTauuu kKoctHoro mo3ra (TKM): 0,13—7%; mo-
cie aywtorensoit TKM (atoTKM): 4,8—14%; epemsi eosHukHoeeHus: 13" —
319™" ners mocne TKM (Menmnana — 44™ nenn)®.

®akmopsbl pazsumusi nocmmpaHcnnaHmauuoHHou TTIT: Bwicoko-
J03HAss XUMHUOTEPAIns, TOTAIBHOE O0JyYeHHEe Tella; UCIOJIb30BAaHUE ITHKIIOC-
MOPHHA;, IUTOMETaOBUpycHas nHMeKIus. Bo3MokHO, pakTopoM pucKa sBIIS-
€TCsl BO3JICHCTBUE pEaKIuu "TpaHCIJIAHTAT MPOTUB XO35SMHA" HA SHIOTEIUM.
@axropamu pucka BosHukHOBeHUs TTII nmocne annoTKM sBnsrorcs xeHCKuin
MOJI ¥ HEPOJICTBEHHBIM ,Z[OHOpSé.

CmeneHb mshxecmu nocmmpacrinaHmayuorHot TTIT B 3asucu-
MOCTH OT KOJIMYECTBA (PparMEHTUPOBAHHBIX 3PUTPOIUTOB U ypoBHs JIAI: 0 —
mucrouutsl < 1,3%, JIAI' — nHopMma; I — mmctoruter > 1,3%, JIII' — nopma; 11
— mucrouutsl 1,3—4,8%, JIAI' — Boimie Hopmbr, I — mmctomuter 4,9-9,6%,
JIAT" — Beimre HOopMbI, [V — mmctonutel >/=9,6%, JIJII" — BbIIe HOPMBL.

[Tpu nosienenun xknuandeckux npuszHakoB TTII mocne TKM ¢ukcupyer-
Cs HOpMaJIbHBIN ypoBeHb akTUBHOCTH ADAMTS—13 u nosbiieHusiin — ®BB,
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KOTOPBIM HEKOTOPBIE MCCIEIOBATENIM CBS3bIBAIOT C BBICBOOOXKIEHHUEM 00JIb-
88
moro konnuectsa @Bb B pe3ynbrare nopaxxeHus 3HA0TEINS

2.2.5. TTIN Ha ¢phoHe uHeKuunn.

2.2.5.1. TTI1, accoyuuposaHHasi ¢ MOKCUHOM Kuuwe4Hou
nanoyku: vudexuus, Bei3BanHas E. coli 0157:H7, vame unaynupyet ['YC,
HO HEKOTOPBIE CITy4Yad UMEIOT TUITUYHBIEC YEPThI TTITY.

2.2.5.2. BUY-accouyuupoeaHHasi TTI1: vactotra TMA (TTII u
I'VC) npu BUY-undexnmm BeIme, YeM B NONyIAOuMH . B OCHOBHOM
pa3BuUBaeTCs B TMO3JHEW CTaAuM OO0JIE3HHU, HO MOXKET OBITh W TEPBUYHBIM
nposisnenueM BUYU-unpexmum.

BeeiBaercs mu TTII cooctBerno BUY wnu codeTaHHBIMEH C 3TOW WH-
dekmueit muromeramoupycom (mpu BUY-accommupoBanHoin TMA wHbUIIN-
posaurocTs LIMB — 50%'), kumredroii mamouxoir 0157:H7, BTOpHYHBIMH
OIYXOJISIMU — HEU3BECTHO.

2.2.6. TTMN npu OoHKONOrn4Yyecknx 3aboryieBaHUAX: BEPOSTHOCTDH
Bo3HMKHOBeHUs TTII npu omyxoisax cocraBisieT 5%, MOJIOBUHA BCEX CIIydacB
TTII npu OHKOJOTHYECKUX 3a00JIEBAaHUSIX PAa3BUBACTCS MPHU aJCHOKAPIIMHOME
KeTyIKa .

Uccnenoatensmu n3 OKIaxoMbl ObUT POBEAEH CPAaBHUTEIBHBIN aHAN3
rpynnsl nanueHToB ¢ uauonarudeckord TTII (133 yenoreka) u rpynmsl TTII,
BO3ZHUKIIEH MPU OHKOJIOTHYEeCKUX 3a0oneBaHusax (10 yenoBek): >KEHUIMHBI B
nepBoi rpynne cocrasuin 73%, Bo Bropoit — 30% (p=0,008), nepBbie cuMm-
NTOMBI — Kallelb, OAbIIKAa — B IepBoM rpynne 26%, Bo BrOopoil — 70%
(p=0,007), npoAOIKUTENEHOCTh CUMIITOMOB /10 AMAarHo3a B MEpBoi rpymrme — §
nHeit, Bo Bropoit — 21 (p=0,005), oreer Ha I13 B mepBoii rpynmne — 10%, Bo
BTOpOil — 82% (< 0,001), cmMepTh B Teuenue 30 nHelr B mepBoit rpymme — 20%,
BO BTOPOit — 90% (p=0,001) "

Pezucmpor Anonuu u Oxnaxomwl, epynna nayueumos ¢ TTIH-I'VC 2. Can-
Opanyucko (Bay Area Mobile Apheresis Program, Kanugopnus, CIIA™) oa-
I0M B03MONCHOCMb B8bIAGUMb COOMHOUEHUE POPM U BUO08 NPUOOPEMEHHOU
ITI, TTI-T'YC (maban. 2).

Tao6auna 2
COOTHOHMEHHUE BUJIOB U ®OPM TTII (TTII-I'YC)
Buael u popmbl TTI-I'YC TTI-I'YC TTII
TTII, TTII-TYC OxiaaxoMma Can-®paHuucKo SInonus
(176 4yenoBeK) (137 yenoBek) | (213 yesoBeK)
W auonarnyeckas 43,75 40 50,70
Bropuunas, 56,25 60 49,30
B TOM YHCIIE:
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Buael u ¢popmbl TTI-I'YC TTI-I'YC TTII
TTIL, TTI-I'YC Oxknaxoma Can-PpaHuucko Snonus
(176 yenoBek) (137 yenoBek) | (213 yenoBek)
CBsI3aHHAs ¢ OEPEMEHHOCTHIO 7,95 8 425
NIPY Ay TOUMMYHHBIX 3a00JI€BaHUSX 14,77 18 20,19
JIEKapCTBEHHASI 14,77 7 3,76
nociie TKM 5,11 - 8,92
MIPH 3JI0OKAYECTBEHHBIX OIYyXOJISIX 4,55 9 9,85
BUY-acconumupoBanHas 2,27 6 —
ACCOLIMUPOBaHHAs C MH(EKITHeH 6,82 12 —
JIpYTUE BUJIBI — - 2,35

T 2 .
npu Backynute, - E.coli

B Pecucmp TTII-I'YC Oxnaxomet 3a nepuoo ¢ 01.01.96 no 06.30.04 6winu
sratouenvl 176 uenosex ¢ ouacnoszom TTII-I'VC (8 samoii epynne nayueHmos
ITI u I'VC ne ougpgpepenyupyiomces). Ilo oannvim Pecucmpa 6 epynne 60mb-
Hbix U3 27 uenosek ¢ yposuem axmusrHocmu ADAMTS—13<5 % ovliu ouazHo-
cmuposanvl cieoyiowue opmvi: uouonamuyeckas — 24 uenosexa (88,9%);
ces3anHas ¢ bepemennocmoio — 2; Ha ¢pone BUY — 1 . Ilpezenmauusa o60-
ne3nu (uouonamuyeckas TTII — 133 uenoseka): crabocmsv — 53%, xawens,
ooviuuka — 26%, auxopaoka — 31%, aboomunanvuwvie 6oau — 35%, mowHo-
ma/peoma — 53%. Hesponozuueckas cumnmomamura obuapysicena y 76%°.

B Peaucmpe TTII/I'YC Anonuu’” — 257 uenosex, TTIT u I'YC paccmampu-
saromcs Kak pasnvle 6onesnu: nayuenmos ¢ TTII — 82,88% (213 uenosex), c
I'yc—17,12%.

Cmpyxkmypa emopuunou TTII 6 Pecucmpe TTII/I'YC Hnonuu npounnio-
cmpuposana ouazpammou (puc. 1).

B pecucmp FO20-Bocmounoui Anenuu (anpens 2003 2. — dexabps 2005 2.)
souwinu 156 uwenosex (176 snuzooos) ¢ TTII. Cmpyxkmypa 123 cobvimuii: uouo-
namuueckas — 56%, ceazannasn c ungpexyueu — 11%, c bepemennocmoio — 6%,
¢ BUY — 7%, ¢ aymoummynnvimu 3abonesanusimu — 6%, apoocoénuas — 5%.
Ilpezenmayusa 6onesnu: negponocuyeckas namonoaus — 39%, auxopaorka —
15%, aboomunanvhvie cumnmomwvl — 12%, nopasxcenue novex — 10%, kapouo-
cumnmomol — 7%, CUMNMOMbI, C8A3AHHbIE C HUSKUMU mpomboyumamu —17%,
6e3 cumnmomos — 2% .
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Puc.1. Coornomienue ¢popm u BuaoB sropuanoi TTII

(Peructp TTII/T'YC Slnonumn)

Apyrve Buabl

Tmn CBﬂ;raTHrII-I’ail c
4,76 6epeMeHHOCTbIo
TTMN npu 8,57
3J10Ka4eCTBEeHHbIX TTn nocne TKM
onyxonsax
20,0 18,1 0
""" TN,
MHOYUMpOBaHHas
nekapcTeamm
TTM npu 7.62
ayTOMMMYHHbIX
3aboneBaHuUAX
40,95

6. IEMEHME TTN

B HekoTophIX cityyasx, 0COOEHHO IPHU MEPBUYHOM OCMOTpPE, HEBO3MOXKHO OT-
anunTh TTII oT HekoTOpbIX 3a00JieBaHUI (CETCHC, 3JI0KaYeCTBEHHAsI TUIEP-
TEH3Us), HO, TaK Kak JyieyeHne TTI He MoXxeT ObITb OTCPOYEHO, Haun-
HaTb Tepanuio niasMmo3amMeHaMun cnenyet ©e3oTnaratenbHo. Eciu He
UCKJTIOYaeTcsl MHMEKIHs, TO HeOOXOIUMO MPOBOIUTH U AHTUMHUKPOOHYIO Te-
panuio, OJHOBPEMEHHO MPOAOJIKAs BBINOJIHATH JUATHOCTUYECKUE MEPOIPHUs-
Tusd. Eciii B mocrienyrooleM BhIIBUTCS Apyroil auarHos, 113 ciaemyer mpekpa-
TUTh U OTKOPPEKTUPOBATH TEPAIIHIO.

JuccemuHupoBaHHbie Oomyxoiu mMoryT umutupoBats TTII, HeoOxomumo
UCKJIIOYUTh OHKOJIOTUYECKYIO IAaTOJIOTHIO, MPOBOAUTH OMOICHI0 KOCTHOTO
Mo3ra, 0cobeHHo npu HeahdekTuBHOCTH [13 M aTUMMYHBIX KIMHUYECKUX MPO-
SIBIICHUSX .

Ilpumepom peanuzayuu maxoeco nooxooa modxcem cayxcums Pezucmp
TTII-I'YC Oxnaxomst (c 01.01.96 no 06.30.04 6 nezco exnouenvr 206 yenogex),
BKIIOUAIOWUL NAYUEHMO8, KOMOPbIM nposoounacy 113 no nosody npeonona-
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eaemoeo ouaznosza TTII-I'YC. On yyumsigaem He moabko OOJbHLIX C PA3HLIMU
Gdopmamu TTII-TI'YC (176 uenosex), Ho u nayueHmos ¢ 8vid1eHHbIMU HA PoHe
NIA3MO3AMEHHOU mepanuu ‘“‘anbmepHamueHbiMu ouazHosamu’”: cencuc — 18
uenosek, 310KA4eCmeeHHas apmepuanlbhas eunepmensus — 3 yenogexd, noju-
opeannas nedocmamounocmv — 9 uenogex’”.

“I'mnepauarHocTUKa” Ha COBPEMEHHOM JTare 3HaHUH 00 3TOM KHU3-
HeyTrpoXkarouiei 00Je3HH, BEpOATHO, Hen30exHa. [Ipu nomo3pennn Ha [uarHos
TTII ot Bpaua TpeOYIOTCS SKCTPEHHBIE MEPHI.

! TmaBHbIX NPUHLUUMN, KOTOPbIM AOJXEH
PYKOBOACTBOBAaTbCA Bpay NpM BO3SHUKHOBEHUM
BOMNpocCa O BepoaATHOM auarHo3e TTI, -
NPUHUMN “MONMTHUEHOCHOro pearuposaHma’:
Tepanuio crneayer HauMHaTb HesamMmeanuTernbHO.

PannomusupoBanHoe uccineaoBanue, nmposenéunoe G.4. Rock ¢ komieramu
(Kananckas I'pynma Adepesa), nokazano 60nbmryro sddextuBHocts 113 1o
CpaBHEHHIO C HH(QY3UsIMU cBexe3zamopokeHHOM twiasmel (C3II): mokazartenb
BbUKMBaeMocTu uepe3 6 mecsueB — 78,4% u 49,0%, coorBercTBEHHO (p =
0.002)"". TIpn masmadepese ynamsercss HHTHOUTOP METaUIONPOTEasbl, a IPH
BnuBanuu C3II wim KprocynepHaTaHTHOW TIJIa3MBI OTOT ()EPMEHT BBOJIUTCS B
OpraHu3M.

B ocHoBe anroputma nedyenust npuodpeténnoit TTII (puc. 2) — cxema Tte-
pamuu, paspaborannas J.N. George'”, yurensl pexomennawuu British Commit-
tee for Standards in Haematology, British Society for Haematology'”. Dnemen-
ThI, BKIJIFOYEHHBIE B OTJICJIbHBIE peKUMbI Tepanuu T 111, BbIIeI€HbI TyHKTUPOM.

BasaucHasa tepanua TTMN
» HayaTb nevyeHue XxenaTtenbHO B TeYeHUE NepBbIX CYTOK Oose3Hu;
» Tepanusa gomkHa Bknro4yatb M3: 40-60 mn/Kr Maccbl B CYTKHN

Heobxooumwiit 06vém naazmol
npu gece nayuenma 60 ke
cocmasnsiem 2400—-3600 ma ¢ cymru"”.

WMIIM (B Cilyyae HEBO3MOXXHOCTU HeMeuieHHoi 113)

= Cnepyet npoBoauTb UHMY3uKM 6onbLunx gos C3I1
(vwnn kpuocynepHaTtaHTHOM): 25—-30 MN/Kr Maccbl B CYyTKU
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PucyHnok 2. AnroputMm tepanuu npuodperénnoin TTII

Ba3ucHas Tepanus
TpombouunTbl o (HaunHas ¢ nepBoro AHs
>50x10°/n [MarHoCTUKM)
' !
He3arperaHThbl: N3 (40-60 mn/kr maccbl B CYTKWN) eXeAHEBHO
AueTtuncanuuunosas uau
kucnota C3l/CynepHaTaHTHas nnasma
+/- (25-30 mn/kr Maccbl B CyTKM)
Awnwpwpamon | | __ o
FnroKoKkopTUKOCTEpOUALI
OueHka acphekTa
yepes 7 gHen N3
A
Nnoxon oTBeT Xopowun oTBeT:

- HOpmanun3auuma
noKokopTUKocTepouabl HEBPONOrMYEeCcKoro cTaTyca;
(ecnu He GbINM Ha3Ha4eHbl HAa NEPBOM 3Tane) .| - BOCCTaHOBNEHME ypOBHA
N3 (yBenuuyeHne ob6bvema B 2 pasa) TpomGoLmToB (>/= 150x10°/n);
3ameHa C3I1 Ha cynepHaTaHTHYIO - Hopmanusauus  yposHs JIAT;
nnasmy +/- - cTabunusaums ypoBHs

------------------------- remornobuHa
BUHKPUCTUH
__________ l oo MpoaomkeHue Tepanum
KaK MUHUMYM 2 OHA
Tepanusa pedpakTepHon T
éoneasm | | peemeeeea-- | A |
B KoHconugupyrowiasn :
MHKPUCTUH/ Tepanus !
LUuknococchamua/ I
Linknocnopux A/ CHMXeHue YacToThl M3 :
Putykcumab/ ; (2-3 pasa B Hepento) I
CnneHakTomusa (?) A T TTTTTTTTTT T T T !
KoHTponeb .
. |e--=-=-=-=-=-4
yepes 30 gHen
PeuungunB l
BoaBpaT 6onesHu Pemuccusn
nocne pemMuccuu <
B TeuyeHue MecsiLa OtcytcTBue
6e3 Nnasmo3aMeHsbl CUMNTOMOB GonesHu
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Ilo s¢hhexmuenocmu dannas mepanusi 8 OOILUUHCTNGE CYUACE
conocmasuma ¢ 113, oonaxo, okono 30% 6onbHblX HYHCOAIOMCSA 8 NEepesooe
105

na I13 u3-3a nepezpy3ku HuoKocmovio .

HecmoTpst Ha TO, 4TO He AoKa3aHa HEOGXOAUMOCTb NPUMEHEHUs TMHOKO-
KOPTMKOCTEPOUAOB U Ae3arperaHToB npu neyveHuu TTI, MHOrME PEXKUMBI Te-
parnuu peKOMEHIyI0T UCTIOIb30BaTh UX Hapsaay c 113, Bkiatouas TeM caMbIM B 0a-
3UCHYIO TEPAMUIO.

I NIOKOKOPTUKOCTEPOMADI, yUNUTHIBas CBEACHUS O POJIM ayTOAHTHTE] B
pa3BuTHH OOJIC3HH, IPUMEHSIOTCS B Ka4eCTBE MMMYHOeNpeccanToB. HekoTo-
pbie pexxuMbl B gonosiHeHue K [13 ¢ meporo aus nedenus TTII npexycmatpu-
BalOT HAa3HAYCHHE TIIFOKOKOPTUKOCTEPOUAOB (mpemaam3oion (1 wMr/kr wmac-
CBI)/METHIIITPETHU30JI0H (2 MI/KT Macchl B/B) Wiu myibc-Teparus (mo 1 T B/B — 3
nust))' . TOpMOHOTEPAIIHIO MPOIOIKAIOT [0 HOMYUYEHHS OIHOTO OTBETA, 3aTeM
HAYMHAIOT MEJUICHHOE CHIDKCHHUE JIO3BI JI0 OTMEHBL. VIMEIOTCS JTaHHBIC O pe-

. 107
3yJIbTATUBHOCTU MOHOTEPANUU TOPMOHAaMHU TpH JNErkux popmax TTIT .

AHTMTPpOMOOULMTaApHbIE areHTbl (Ae3arperaHTbl): HU3KHE 03B

AlETUJICAIUIIMIIOBOM KHUCIOTHI (75-375 Mr/cyTKd) Ha3HAYalOTCS, €CJIH KO-
JUYECTBO TPOMOOIIUTOB OOJIbIIIE 50x109/n108, YacTO — B COYETAaHHUU C JUIIH-

przamoioM (400 mr B cyTkm)' .

BcnomorarenbHasa Tepanusa

TpaHcdhy3umn I3pUTPOLUTOB: HA3HAYAKOTCS IO KIMHUYECKMM ITOKa-
3aHUAM.

TpaHchy3um TPOMOOLMTOB: 00BLIYHO NPOTHBONOKA3aHbI! Moryt
BBI3BaTh PE3KOE YXYAIICHHE U THOENb nmanueHTa. [IpoBoasTCs UMb TIPU YTPo-
JKaromuXx XKU3HU KPOBOTCUCHUAX.

dPonueBaa KUCNOTA: 10 MHEHHUIO psja MCCIea0BaTeNIel, mpemnapar Ie-
H6C006p33H0 Ha3zHa4aThb BCEM HaHI/IeHTaM“O.

reMO,D,VIaJ'I M3: yacThb OOJILHBLIX C ITIOYEYHOMI HCAOCTATOYHOCTBIO HYKIOACT-

Cs B €r'o IMMpOBCACHUMU.

OueHKa oTBeTa Ha Tepanumio

D¢ddekTUBHOCTh 0A3MCHOM Tepanmuu OIICHHWBAIOT Yepe3 7 AHEeW Je4veHus.
KonudectBo TpoMOOIIMTOB — HanbOOJIee BAXKHBIN MapaMeTp OICHKU pe3yJibTaTa
TEpaIuH.
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OTBeTOM Ha Tepanuio SBISETCS:
yCTpaHEHUE HEBPOJIOTMUYECKUX CUMIITOMOB,
HOPMAJIM3aIHsl KOIMYECTBA TPOMOOLHTOB (>/= 150x10°/1),
— BoccTaHoBjeHue ypoBHs JIJII,
— cTabunM3aius ypoBHs reMorjaoOuHa.
Cunraercs nenecoodpa3HbIM ocyuiecTBiATh [13:
— eXeOHeBHO OO Nory4yeHUsi oTBeTa Ha Tepanuio
— 3aTeM — elé B TeYeHMne Kak MUHMMYM ABYX anen''.
Her xnumHuyeckux mnapameTpoB, ONPEAEISIOMIMX ONTHUMAIbHYI MPOIOJI-
KUTEIBHOCTh TEPAHH.

! Mocne NpuHATUA peweHUAa O npekpaweHuu N3
cnepyer ocobeHHO BHUMaTEenNnbHO cneauTb
3a AMHaAMMKOM TpoMboumTOoB.

Nocne otmeHbl M3 TUNMYHO KpanHe ObicTpoe obGocTpeHue, IIPoO-
SIBJISIFOLIIEECS TaJIeHUEeM TPOMOOIIUTOB U TPeOyrolee BO30OHOBICHUS €KETHEB-
HOM TUTa3MO3aMEHHOM Tepanuu (4actora Bo3BpaTa Oosnesnu — 29-82%). Bos-
MOXHOCTh OTKaza oT [I3 y KaXqoro KOHKPETHOTO TMAaIlMeHTa OIpPEAesieTCs
OIIBITHBIM HyTéMm.

KoHconupupylowana Ttepanua. - C 1elbio OpeIoTBpalleHus
YXYAIIEHUSI COCTOSIHUSA OOJIbHOTO B HEKOTOPHIX KIIMHHUKAX MOCIE MOTYUYSHHs OT-
BETa MPOBOJAUTCS KOHCOIUAUPYIOIIAs Tepanusi — CHI>KeHue yacTtotsl 113 no 2-3
pa3 B Hefemo' . KOHCOMMIAIMS BEITOHSETCS B TeUeHHE 2—4 HeJIeb.

O6ocTpeHume:
— HapacTaHHWE TPOMOOIMTOIICHUH, BOSHUKHOBEHHUE IPYTUX CUMIITOMOB
00JIe3HU TI0CIC MOTYUYSHHUS OTBETA Ha Teparuio Ha ¢oHe npoBeacHus [13;
— BO3BpalIeHne TPOMOOIIUTONIEHNH Tociie OTMeHHI [13 B TeueHne mMecsia.
O6ocTpenue TpedyeT HHTCHCU(DUKAIINH JICUCHUS.
PedpaktepHocTb K 6a3aucHon Tepanum (nnoxoi oteet)'
rocsie 7 THEN JICYEHHUS:
— nepcucTupyrowas TpombouutoneHus (< 150X109/J'I) unu
— MNOBbIWEHHbIN YPOBEHb Hﬂl’“s.
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JNMleueHnue pedpakrepHou 6oneaHm

Her enunoit TakTuKY eueHus: pepakTepHbIX OOIBHBIX:

— 1npu orcyTcTBUM 3P PexTa ot [13 nenecoodbpa3Ho npuMeHeHHne
KpuocynepHaTaHTHON NNa3mbl;
— TIPU YTPOXKAIOIIEM JKU3HH COCTOSTHUHM HEOOXO0IMMO
yBenu4nTb 06 BLEM 3amMeHsseMoun nrnasmbl B ABa pa3a“6;
— €CJIM JI0 3TOro0 dTana JEYECHUs Tepalrs HE BKIKYaIa rMIOKOKOPTUKOCTEpOu-
Abl, ocye pUKcaiiy pepakTepHOCTH OHY HA3HAYAIOTCS
— B pa3HbIX NpoTokonax K [13 u rimokokopTUKOcTEpOouAaM 100aBISIOTCS pa3-

JIMYHBIC TIpCIIapaThl.

BUHKPUCTUH. - [Ipu neueHnn pedpakTepHO K MIa3MO3aMEHHOW Teparuiu
00J1€3HU UCTIOIB3YIOT BUHKPUCTHUH:
— peowcum I: 4 6eedenus no 1 me uepes 3 ous (1 g 7o 10 o)
— pearcum II: 0,02 me/xe (I, 577 9™ 137" onu).
— peacum III: 2 me — 1 paz 6 nedeno’”.
— peacum IV: nepevuii kype: 1™ denv — 2 me, 4" u 7°" onu — no 1 me;
uepes Hedenio nposodsim emopoii kypc'='.
OTBeT oTMeuaeTcs nmociie MepBoil Heleau Tepanuy, HHOT A — YK€ Yepes3 J1Ba
JTHS TIOCTI€ TIEPBOM MHBEKIIMY BUHKPUCTHHA.

Linknocdocchamup'?'. - Exennenoe Beenenme muxnodochamuna (1,5
MI/KT' Macchl) W myibce Teparms (1 r/m”) aaroT ¢ QeKT mpy THKEIOM TeUeH H,
pedpaxreprom k [13.

Linknocnopun A'*. — HecMOTpst Ha yBEIHYCHHE PHUCKA BO3HHKHOBEHHS
NOCTTPaHCIUIaHTaMOHHBIX TMA mpu JieueHUn LUKIOCIIOPUHOM, UMEIOTCS CBe-
JIGHUsI O €ro pe3yJbTaTUBHOCTHU MpPHU THKENOU pedpakTepHOCTH: pexcum [ — 5
MT/KT Macchl; peaxcum I — 150 mr B cyTkn. KnMHUYECKUI W reMaToI0TrnIeCKHUM
OTBET OoTMeuaeTcss uepe3 7—14 gHel mocie Hadana mpuémMa Mpernapara, ONTH-
MaJIbHasl MPOAOJDKUTEIIBHOCTh TEPANIMU HE OINPEIETICHA.

Putykcuma6'>. - Janusie 06 ycmemHoM gedennn purykcumabom (1 pas B
Hememto — 375 Mr/M” B/B (0T 2 10 8 BBEICHMIA)) TIONYICHBl HpPU MANCENOU peqph-
paxmepnoi/peyuousupyrouieit TTII B Manbix rpymmnax 00JIbHBIX.

B uccnenosauuu A. Ahmad ¢ coasropamu (putykcumab (375 mMr/m” x 2—4
Hezjenu) ObUT Ha3HA4YeH B JomoiHeHue K rwiazmo3amene (I13), BuHKpucTHHY,
TIFOKOKOPTUKOCTEPOHIaM) OTBET ObUT TmosydeH y 3 u3 4 mamueHtoB (75%) c
pedpakreproit TTII, mpoIOIKATETEHOCTS OTBETA y 2 MAITMEHTOB — 13+ MecsIeB.
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Tperuit mauueHT peuuauBUpoBal yepe3 13 mecsieB, OblIa TOCTUTHYTa BTOpas
peMuccHs, pojoKaomasics 6+ mecsien' >,

B uccnenoanun P.S. Reddy ¢ coaBTopamu B rpyrine OOTBHBIX U3 5 YEITOBEK
(2 Myx4uHBbI, 3 KEHILUHBI, MEUaHa Bo3pacTta 37 net, 27-70) ¢ peuuauBUpyro-
et TTII nonubiit orBeT ObUT NoNydyeH y 100% OonbHBIX. Mennana BpeMeHH OT
nrartosa Jo tepanuu — 24 mecsia (8—60). Tepanus 10 putykcuMaba BKJIIOUYasa;
[13 ¥ rIIOKOKOPTUKOCTEPOUIBl Y BCEX MALIMEHTOB, CIUIEHIKTOMUS — 4, BUHKPH-
CTUH — 3, acniupuH — 3, aszatuonpul — 2. Meauana konudecrsa [13 no Tepanum —
59 (21-158). Meauana BpeMeHH OTBeTa MOcjie MepBOM MH(Dy3uM puUTykcumada
obL1a 5 Henenb. [IpogomkurensHoCcTh oTBeTa OT 10 10 21 MCCHHalzs.

B cuctemuom 0630pe J.N. George ¢ coaBTopamu 0000ITIEHBI CBEICHUS O pe-
3yJbTaTax jedeHus 27 manueHToB, peMuccHs Obuta 3aduKCUpoBaHa y 25 4enoBek
(92,6%)"°.

B cucremnom 0630pe M. Franchini ¢ coaBTOpamMy U3y4e€HBI TaHHBIC JTUTE-
parypsl, ony6arkoBaHHOH B 2002—2005 roay'?’. Pe3ynbTaThl Je4eHHs PHUTYKCH-
mabom 51 6ompHOTO TTII:

— KJIMHAYEeCcKas peMuccus Oblia JocTuruyTa y 48 uenosek (94%);
— KosM4yecTBO UH(py3uii npenapara — 1-11;

— MPOJIOJDKUTENLHOCTh HaOMIofeHust coctaBuia 1-36 mMecsieB3adukcupo-
BaH OTBET Ha YETHIPEXHEJECIbHYIO TEPANUIO PUTYKCUMAOOM, COIMPOBOXKIABIIHIA-
Csl CYILLIECTBEHHBIM NOBBIILIEHHEM ypOBHs akTUBHOCTH ADAMTS—13 (18-75%) u
ucyezHoBeHneM antutenl Kk ADAMTS—13, koTopoe ObUIO OTMEUYEHO y BCEX HC-
cienoBaHHBIX OoNbHBIX (11 uenoBek: 6 mManMEHTOB ¢ TOKENONU pedpakTepHOU
oone3npto U 5 — ¢ peruauBoM TTII). Knuaudeckas pemuccus y Bcex MmarueH-
TOB ¢ ocTpbiM snu3040M TTII Obuta monyueHa uepes 5—14 aHel mocie 4eTBEPTON
uady3HH puTyKcHMatda'*,

HekoTopsie uccienoBareny npeajiaraloT pacCMaTpuBaTh pUTyKCUMad B Ka-
YyecTBe IpernapaTa MepBOy JMHUU Tepanuu Npu TsokEnon pedpakrepHoctu. Kpo-
Me Toro, Bo dpaHIuu HAa4aTO MHOTIOLIEHTPOBOE HMCCIEIOBAHUE PE3YJIbTaTUBHO-
CTH pUTyKcuMala MpHU OCTPOil pedpakTepHOil O0NE3HU M KaK cpeAcTBa mpodu-
JAKTUKU PEeIUInBa = .

Pemuccusn:

— YCTpaHEHHE CUMIITOMOB
u
130
— npekpaienue nposenenus 113 B reuenne 30 e ™.

JNleueHue peunpgusa TI1TI1
HG‘IGHI/IG peLII/II[I/IBa AHAJIOTUYHO HaanBHOfI TepaHI/II/I U B 60J'IBIJ_II/IHCTB6 cnyqaeB
YCIICIIHO Oyarojiapss yCKOPEHHOMY IMPOIECCY TUArHOCTUKU U ONEPATUBHOMY
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peuennto Bompoca o nposenenuu [13. K coxanennto, y HEKOTOPBIX MAI[MEHTOB
OTMEUAETCSI MHOTOKPATHOE PEIUIMBUPOBAHUE.

Mpodcdunakruka peunanea
C 1enpro CHMKEHHS PUCKA pElUANBa MPUMEHSIETCS CMNIIEH3KTOMMA, pOIlb KO-
topoi B siedenun TTII mo cux mop muckytupyercs. CylIecTBYIOT JaHHBIE 00
>ddexTuBHOCTH cruieHskToMun - 1ipu permause TTII, kpome Toro, mpu ped-
pakrepHocTH K I13.

[Ipu BTOpOM U MOCHIENYIOMUX peruanBax Hapsay ¢ [13 ucnons3yroTcs:

— umknodocdammupg (1,5 mr/kr maccol — 6—12 MecsI1EeB) ¢ MOCTECICHHON
OTMEHOH B TeUEHHE 6 MECSIEB 2;

— asatmonpuH (1,5 Mr/kr Maccel — 6-12 mecsiues)' .

JNleuenue HacnepcTtBeHHou TTI

Nudy3un mnasmel kaxasle 2—-3 Hemenu 0e3 [I3 momkHB mpenoTBpaliarh

134
BO3HUKHOBEHHE PEIUIUBA ~ .

Neuenue TMA npu 6epemeHHOCTH

Tepamnus 15 — 06bpIYHO MOAAEPKUBAIOIIAS C LIETBI0 CTAOMIM3AIUHN TIEpe] po-
namu. Ponel — equHCcTBeHHOE 3P dekTrBHOE euenue. [Ipu kommdaecTBe TpomMO0O-
nutoB < 50x10°/1 mokasaxa Tpom6omacca (10 mo3). ITpu HELLP—cuuapome
POJIBI TAKXKE SABIIAIOTCS Tepanued BbIOOpa, Kak MPaBHIIO, MOJIHOE BOCCTaHOBJIE-
HUE MpoucxoauT B TeueHue 48 yvacoB. Coxpanstomascs 00Je3Hb MOXKET ObITh
OCHOBaHUeM 115 nnpoBeneHus miazmadepesa. [lpu ABC-cunnpome — C3II mpu
Heooxoaumoctu. be3 Tepanuu TTII umeer muoxoi mMporHo3 Jjsi MaTepu U pe-
O€HKa, YCIIeIHOE )K€ JICYEHUE MPUBOJUT K POXKACHUIO 310pOBOro pedénka. Jle-
YeHHe — IJIa3MO3aMeHbl, POJbl TOJBKO B ciaydyae oTcytcTBus 3¢ dexra ot I13.
[Tocnepomosoit I'YC — nenecoobpazen auanu3, TpaHCPY3UH MO TOKA3aHUSM,
nonib3a [13 He onpenenena.

NMouck HoBbIX cnocoboB neyenua TTN. — B CIIA nauamo mmuoz2oyen-
mposoe pPAHOOMUBUPOBAHHOE UCCAe008aHUe IPpexmusHocmu pumyKkcumaoa
(375 me/m’ 6/8 edcenedenvho, 4 nedenu) 6 kauecmae npenapama nepeoti IUHUU
mepanuu & covemanuu ¢ I13 u npednuzononom (1 mr/xr maccs)’ ™.

Ecmo onwim nonyuenus pemuccuu nocie mepanuu 6UHKpucmunom (1,4
Me/M’, 2 Me — makcumanvhan 003a) 6 couemanuu ¢ 113 6 kavecmee nepeoii -
nuu mepanuu & epynne uz 12 uenosex (100%)"°. Ho nooxniouenue eunkpucmu-
Ha Kk oazucHou mepanuu (I13) yoice na nepgom smane neyeHus He ABAAENICA

oowenpunsamoim!
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LIpu peyuousupyroweri TTII onucawnvl ciyuau 0oCMudCeHUss peMuccuu no-
clle nposedeHust 08yX Kypcoe yukiogochamud + aopuamuyun + uUHKpucmun ~+
npeonusonon (CHOP)™’,  a maxoce nocie aymonozuunoii mpancnianmayuu
CMB0JI06bIX  KNemOK Kp08u138. Cozoan  pexombuHaHmmuwlll  Yen06e4ecKull
ADAMTS-13, komopwiti 0aém nonoxcumenvhulil d¢gexm npu 0obasieHuu K
Kpo8u 60bH020 ¢ 8poCcOEHHOI Bopmoti TTI, dannvie noryuensi in vitro™’.

Kapounanvuvie usmenenus 6 nonumanuu mexanusma 3a001e8anus, Komo-
pble npousouiiu 8 nocieonue 200vi, noocomosunu, no muenuro C. Balduini,
nou8y 0/ KIUHUYEeCKUX UCCIe008aHUll, HANPABGIEeHHbIX Ha 000CHO8aHUue Ooiee
agppexmuenon mepanuu TTII, 6 Umanuu cywecmsyrom ose KoonepamusHvie
I'pynnwi T,

Humepecnor neuebnas u nHayuno-ucciredogamenvckas oesmenvHocme Ka-
Haockou I pynnwl Apepesa, cozoannoii ¢ 1980 2., 06veounuswen 42 omoenenus
agpepesa’”’.

Onwvim, naxonneuHwvlli cneyuanucmamu, cozoasuiumu Peeucmp I'VC-TTII
Oxnaxomwt (3a 16 nem k 2004 2. 6 Pecucmp 6vi1u exarouensvt 326 nayuenmos),
0aém 603MOINCHOCb U3YYAMb IMY PEOKYI0 NAMOJI02UI0, YMOYHISL CYMb Mexa-
HU3Ma 803HUKHOBEHUSL, BbIABIASA (PAKMOPbL PUCKA, ONpeoess ONMUMAlbHble pe-
JrcumMsbl mepanuu 05 pasuwix popm oonesnu. Ilo muenuio J.N.George, Pecucmp
8bINOIHAECM 00PA308AMENbHYIO0 QYHKYUIO, NPedoCmasinem YHUKANbHbIN Mame-
puan o uccied008anull, N30 8 pe3yibmame 0Kazvleams Oojiee OelcmeeH-
HYI0 noMOWb nayuenmam'

MporHo3 adpheKTUBHOCTU Tepanun. — Mzyuaemcs 603MONCHOCHb UCHONb-
3068amb 8 Kayecmee UHOUKAMOpa NPOSHO3a pe3yIbmamos je4eHus OYeHKY YpPos-
Hs akmusrHocmu ADAMTS-13 u uneubumopa. Ilayuenmol ¢ HUBKUM UU HeOnpe-
oensieMbIM YpO8HEM AKMUBHOCMU UuHeubumopa pedko peyuousupyrom (5%), 6
epynne nayueHmos ¢ 8blCOKUM MUMPOM UHSUOUMOPA 4acmoma peyuousa eeu-
Ka (47%).

Ilo oannvim Pecucmpa Oknaxomvl npu HU3KOM — YPOGHE AKMUBHOCHMU
ADAMTS-13 swiorcusaemocmv cocmasnsem 83,3% (15/18), npu evicokom ypos-
ne— 51,6% (64/124)"".

Hccneoosamenu npeononazaiom, umo 6biCOKUL MUMpP UHSUOUMOPA CEA3AH
€ NO30HUM OMBemoM Ha mepanuio uiu ¢ pegppakmeprHocmoio 6one3nu. bonvHwvix
C BbICOKUM YPOBHEM AKMUBHOCMU UHSUOUMOPA NPeonosazaemcs paccmampu-
6amv 8 Kawecmae KaHOUuoamos 0Jis npogedetus 6oiee UHMEHCUBHOU UMMYHOCY-
npeccusHou mepanuu”".
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7. PE3YNIbTATUBHOCTb TEPANMMMU TTN

AMHaMmuka cuMnToMOB B npouecce neveHms. - C.E. Thompson ¢
COaBTOpaMH'~ MPHBOINT JAHHbIE O BPEMEHHM, 3aTPAUMBACMOM HA YCTPAHEHHE
cumnToMoB 3a0oneBanus (35 narmenTtos ¢ TTII, 41 snu3ox Gone3Hn):
* HespoJsioz2u4eckKasi CUMImMoMamuka:
— IIepUOo/ YIy4IlIeHUs: MeuaHa BpeMenu — 2 aus (1-7 aueit),
— TIEpUOJ BOCCTAHOBJICHUSA: MEIMaHa BPEMEHH — 3 JHS;
=  CHWXeHue ypoeHsi JIA4r:
—nepuos cHukeHus Ha 50%: Mmenuana Bpemenu — 3 nHd (1-20 aneil);
— HepUoJ HOpMAJIM3allUK: MeJuaHa BpeMeHU — 5 aHeit (2-22 naus);
* pocm Kosnu4yecmea mpomb6oyumos:
— HEPUOJT YBEJIUYEHHUS KOJIUYECTBA TPOMOOLMTOB 10 50X 10°/11:
MequaHa BpeMeHu — 7 nHei (3—-28 aHeil),
— NEPHOJ] yBEIMYEHHS KOJIIMUECTBA TPOMOOIMTOB 10 150x10°/1:
meaunana Bpemenu — 10 queit (3—32 nus);
* goccmaHoesieHue (hyHKUUU MOYeK:
— TIEpUO/] CYIIECTBEHHOT'O CHU)KEHHSI YPOBHSI KpeaTHHUHA!
MeJuaHa BpeMeHu — S5 nHel (2-25 nuei),
— IepUOoJ BO3BpATa ypOBHS KpeaTMHUHA K 0a30BOMY/HOPMaIbHOMY
YPOBHIO: MelnaHa BpeMeHu — 15 nueit (8-36 nueit).

Jns ycrpanenus cuMntoMoB OosiesHu Tpedyetcst ot 3 mo 36 I13 (cpeanee

146
KoJIn4ecTBO — 15,8) ™.

! MakcumanbHoOe cokpalleHune nepmoaa BpeMeHu
OT Hayana 3aboneBaHusa OO Hayana Tepanuu
(cuMnTOMBI — AMArHOCTMKa — Tepanus)

B 3HA4YMTENbHOMN Mepe BIUAET Ha Ucxopn fNeyYeHus.

HaGntonaercss 3aBUCMMOCTb BbIKMBAaE@MOCTU OT NPOAOINKMTENBHOCTU Mne-
puoaa ¢ MOMeHTa BO3HUKHOBEHWUsi NepBbIX CUMNTOMOB Gone3HW A0 Hayana
nnasMo3ameHHon Tepanuu. [IpumepoM BIUSHUS ONEPATHBHOCTH JIEYEHHS HA
€ro pe3yJbTaTUBHOCTD SABJISIETCA Kionuaorpenb-uaaynuposansas TTII. Hagano
Tepanmuu B TeUYeHHWE 3 JHEW C MOMEHTa MOSBICHUS MPU3HAKOB 3a00JeBaHUS
oOecrevynBaeT ycrex JedeHus — BeKIBaeMocTh coctaBisieT 100% (18/18). [Ipu
Tepanuu, MPOBOAUBIIEHCS yepe3 4 Hs 1 OoJiee mociae BOSHUKHOBEHUS O0JIE3HH,
BBDKHBAEMOCTb — 0% (6/6), 06mast BBIKHBaeMOCTb — 75% .

3aTsHyBIIAsCSA MAarHOCTUKA MOXKET KaTacTpO(pUUYECKH CKa3aThCs HA pe-
3yJbpTaTax JICYEHUSI.
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! OwmbkM Nnpm guarHocruke

TMKNnonmauH-accouumposaHHom TTI:

BO3HMKaromas npu pazsutuu TTII HeBponornyeckas CUMOTOMATHKA Y
MOKWIIBIX JIFOJIEH, MOTYYaroIINX TUKIONUINH

C LIeJIbI0 MPO(PMIAKTUKY UHCYJIbTA,

MOXET PacliEHUBATbCA UIMEHHO KakK MPOSIBJIEHUE UHCYJIbTA,
IJ1a3MO3aMEHHAs Tepanus MPOBOIUTCS

numib y 60% Takux GOMBHBIX'

BrokuBaemocts ipu TTII, BI3BaHHOUN TUKJIOMUIUHOM — 67%'%.

AddheKTMBHOCTbL NNasmo3amMmeHHoOU Tepanum TTI:
* Bblcokas 3¢p(hpeKTMBHOCTb NNa3Mo3aMeHbl:

- TTI, cesszaHHasi c 6epeMeHHOCMbIO;

- ocmpasi uduonamu4veckasi TTI1;

- ocmpasi uMMyHoornocpedoeaHHasi siekapcmeeHHasi TTIT;

* cpeaHAs 3(PeKTUBHOCTb NNa3mMo3amMeHbl:

- TTI Ha ¢poHe aymoumMmMyHHbIx 3abosnieeaHuli (I13 ucmnonb3yercs Kak
JIOTIOJIHEHHE K MHTEHCHBHOM HMMYHOCYIIPECCHBHOM Tepammiu '~ );

- BWY-accoyuupoeanHas TTI1 (ocHOBHOW MeToA jeueHus — 113, BBIKHU-
BaeMocTh GombHbIX TTIT Ha done CITHa — 57%"'; pexomengyercs
MOJIKJIFOUYEHUE BBICOKOAKTUBHON AHTHUPETPOBUPYCHOM Tepamnuu, npu
JAaHHOM BapHaHTE JICYCHHS MPOTHO3 HESICEH ),

* HU3KkasA 3¢pheKTMBHOCTb NNasMo3aMeHbl:

- TTI nocne mpaHcniaHMayuu KOCMHO20 Mo32a (Kak MpaBWIIO, He-
¢ exTuBHA, TPOBOAUTCS MUMMYHOAJCOPOIUS C MOMOIIBI0 KOJIOHOK,
COJIEPIKAIIIX BHICOKOOUNIEHHBIHN CTahUIOKOKKOBBIH npotert A'>):;

- TTN npu oHkonoau4eckux 3aboneeaHusix (4acTo pedpakTepHa K
IU1a3MO3aMEHHOW Tepaluu, TAKXKe MCIONb3YEeTCs METOJl SKCTPAKOp-
TopanbHON HMMyHOacopOImH ' ~);

- 0do3zo3aeucumasi nekapcmeenHasi TTI1 (I13 moxer ObiThb Hed(DPek-
THBHA'>>, B HEKOTOPHIX CIydasX ILMKIOCIOPHH- U TaKPOIUMYC-
accouunposanHon TTII ormeHa mpenapara nocTaTo4yHa Ui JOCTH-
KCHHS PEMUCCHH ~*).

BO3MOXHbIC OCNIOXKHEHUSI NPU NPOBEAEHNN NNIa3MO3aMeHbl ~ :
— OCJIOXKHEHHMS, CBSI3aHHBIE C IEHTPAJIbHBIM BEHO3HBIM KaT€TEPOM
(mHeBMOTOpakc/reMopparuu — 4%; uapexuuu — 15%; tpomo60361 — 10%);
— aJulepruyecKue peakunu, o0yclIOBICHHbIE BBEJEHUEM M1a3Mbl (4%);
— OCJIO)KHEHHs, BBbI3BAaHHbIC BBIIIOJIHEHUEM alIapaTHbIX adepe3oB
(yMeHbLIeHHEe 00beMa LUPKYJINPYIOIIEH KPOBH, aJIKaj03);
— UH(EKIUH, CBI3aHHbIE C TPaHC(PY3HUeH M1a3Mbl;
— TOCJECTBUS LUTPATHOM TOKCUYHOCTH (MTapecTe3uu, CyA0POTH WK
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TCTAHUA IIPHU PA3BUTUU I‘I/IHOKaJIBI_[eMI/II/I).

HJonrocpouHbie pe3ynbTarthbl TEpanmMm

[Ipu BO3HMKHOBEHHMM peuuuBa OOJIbHBIE, KaK MpaBUiio, oTBedaroT Ha [13, ne-
TaTbHOCTh NPU PEIUANBAX MUHUMAaJIbHA. B 3HAUNTENBHON CTENEeHH 3TO 00BsC-
HSIETCSl TEM, YTO IIPU PA3BUTHH PELUANBA HET TIOTEPH BPEMEHH Ha OIpeieTIeHIEe
JIMarHO3a, 3aJepKUBAIOIIEH Havalo JICYEHHs MPH MEepPBOM 3Mu30je Oone3nu. B
TEYEHUE HECKOJIBKMX MecAleB Iocie nepsBoro snu3zona TTII y HEeKOoTOpsIX ma-
LMEHTOB HAa0II0AAE€TCA HHTEPMUTHPYIOIIasi TPOMOOIUTONIEHHUS.

HecMmoTps Ha Hanmuyue Bcex mapaMeTpoB PEMHUCCUHU, BOCCTAHOBIIEHHUE HE
BCerja ObIBA€T IOJIHBIM: MOCJE CEPhE3HOI0 MIIEMHYECKOrO MOPaXEHUs TIo-
JIOBHOTO MO3Ta B HEKOTOPBIX CIyyasX COXPAHSIOTCS OCTAaTOYHbIE M3MEHEHUS
(4,76%) ', y 3HAUMTEILHOI YACTH MALMEHTOB OTMEYAETCS: CIAbOCTh, YXy/Ille-
HYE TAMSTH, TONOBHAS OO . DTH TOCIEACTBHS IyOOKOi CHCTEMHOI HIle-
MHUHU MOTYT HaOJII0aThCsl HECKOJBKO JIET, K CYACThIO, Y MHOTHX MAIlMEeHTOB Ha-
cTynaer yiayuuieHue. [lpy Tsok€noM nmopaxeHuH Movek y psaga OOJbHBIX MOXKET
Pa3BUTHCS XPOHUIECKAS! TOUEUHAS HEAOCTATOYHOCTD .

3AKINMIOYEHME

[Matimentsl ¢ TTII MOTyT OBITH TOCTIUTAIU3UPOBAHBL: B XUPYPTUUECKOE OT-
JIeJIEHHE TI0 MOBOJY a0JOMHUHANBHBIX OOJiell C MOAO03pEeHUEM Ha "OCTPBIN KU-
BOT", B MH()EKIIMOHHOE - B CBS3M C JKEITYXOU U JIMXOPAJKOH, a TAK)KE B peaHU-
MalMOHHOE, HEBPOJOTHYECKOE, TEPANEBTUYECKOE M TMHEKOJIOIMYECKOE OT.e-
JIEHUSL.

PexomeHayemblie naboparTtopHble uccnepoBaHUA:
— TIOJTHBIN aHaJU3 KPOBU (TPOMOOIIMTHI) + Ma30K KPOBH;
— IOACYET PETUKYJIOLUTOB;
— Koarysorpamma (puOpHHOTeH U TECThI MapakoaryJsilyn);
— Me4Y€HOYHBbIe MPOOHI;
— aHaJu3 MOYU;
— 3JIEKTPOJIUTHI;
— KpEaTHHUH;
— npoba Kymb0ca;
— onpenenenue yposus JIT;
— aATUdOoChHONHUNIHIHBIC aHTUTEIA;
— aHTHUHYKJICapHbIC aHTUTENA.
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Bpauam-nabopanram cienyer obpamarb 0co00e BHUMaHUE Ha Ma3Ku Kpo-
BU C TOBBIIICHHBIM KOJIMYECTBOM WWIMCTOUMTOB. [Ipu oOHapyxeHuu Qpar-
MEHTHUPOBAHHBIX 3PUTPOLIUTOB MPU MPOCMOTPE Ma3Ka HEOOXOAUM UX MOJCUET.

! YchoBuemMm NOCTaHOBKM KNMHMUYeEcCKoro gpmarHosa 111
(npu oTCyTCTBMM APYIruX BbIABJIEHHbIX NMPUUYMUH)
AIBNAETCA Hanmume Kak MMHMMYM ABYX CMMNTOMOB:

— TpoMbouuToneHus;
— MMKpoOaHruonarMyeckas remosiuTuyeckKkas aHeMus.

[Tpu Bo3HMKHOBEHUH MoAo03peHuss Ha nuarHo3 TTII HeoOxoaumo:
— HEMEJUICHHO HayaTh Teparuio —
riazmo3amena (40-60 Mi/Kr Macchl B CyTKH)
WJIY, 110 KpaliHER Mepe,
uH@y3us C3I1 (mo 30 MiI/Kr Maccel B CyTKH);
— CpPOYHO NMPOKOHCYJIBTHUPOBATh OOJIBHOIO Y FeéMaToJIora.

CNMUCOK COKPALLEHMUM

AL - apTepHaIbHOE IaBJICHHE

ANT -  ananuda amMmuHOTpaHchepasza

ANTB - akTuBHPOBAaHHOE MAPIHATBHOE TPOMOOIUIACTHHOBOE BPEMs
ACT -  acnaprar amuHOTpaHchepasa

A®DC - anrudocHOoNUITUIAHBIN CHHAPOM

BUM - Bupyc nmmyHoaedUIIMTA YETOBEKa

FYC —  reMONUTHKO-ypeMHUYECKUI CHHAPOM

ABCT — 1uddysusie 60e3HN COCTUHUTEILHON TKaHH

ABC —  ucceMUHHPOBAHHOE BHYTPHUCOCYIMCTOE CBEPTHIBAHUE KPOBU
MUTN - uawonaruyeckas TpOMOOIMTONICHUYECKAs Ty PITypa

KA®C - xaractpoduyeckuii anTrdochHOIUIUAHBINA CHHAPOM

NAr - nakrat geruaporeHasa

MA - Merano0acTHass aHeMUs

MATrIA - MuKpoaHrHONATHYECKast FTeMOJIMTHYCCKAs aHEMHS

OINH - ocrpas noyeyHast HEAOCTATOYHOCTh

n3- I1a3Mo3aMeHa
MHI - napokcusmanbHas HOYHAsI TEMOTJIOOUHYPUS
na - MPESKITAMIICHSI

36



C3IN -  cBexe3aMopoXkeHHas I1a3mMa

CKB - cucremHas kpacHasi BOJTYaHKA

CNMUA - cusapOoM NPHOOPETEHHOTO UMMYHOIEHUIIUTA
TKM -  rtpanciuianTaius KOCTHOTO MO3ra

TMA -  TpoMOOTHYECKAsT MUKPOAHTHOIIATHS

TTMN -  TtpomOoTHYECKass TPOMOOIIMTONICHHUYECKAs Iy pITypa
®BB -  (daxrop ¢pon Buiiebpana

LLMB - uuromeranoBupyc

LUHC -  uecHTpanbHas HepBHas cUCTEMA

ADAMTS-13 - A Disintegrin And Metalloprotease with ThromboSpondin type 1 motif 13
E. coli— Escherichia coli

HELLP-cunapom — hemolysis (H — remonus), elevated liver enzymes (EL — yBenuuenue
ne4€HouHbIX PpepmenToB), low platelet count (LP — HU3KOE KONMYECTBO TPOMOOITUTOR)
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