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AmepukaHnckuit kauHunucT U natosior Eli Moschcowitz 7 despans 1924 ro-
na cienan coobmenne Ha 3acenanun Hero-Hopkckoro ITatonornueckoro O6me-
cTtBa 00 ucTopuu OoJe3HH 16-leTHEW NEBOYKU C JTUXOPAIKOH, aHEeMueH, nere-
XUSIMHU, Pa3BUTUEM HUIIEMUYECKOTO MHCYJbTa U OCTPOH JIEBOXKEITYJOUYKOBOU He-
JOCTaTOYHOCTH, BBISBIICHHBIMU MHO>KECTBEHHBIMU THAJUHOBBIMH TpoMOaMH B
TEPMUHAIBHBIX apTEPHOAX U KalWUIApaX BHYTPEHHUX opraHoB. Ero cratbs c
ONMHMCAHUEM OOHapYKEHHOW OCTpoi OOJIe3HM, HAa3BaHHOU B JajbHEHIIeM Ooe3-
HbI0 (WU cuHApoMoM) MomikoBuna, nosisuiack B 1925 roay B xypHaie “Ar-
chives of Internal Medicine”. OHa HEOIHOKpPATHO Mepen3/1aBanach, B TOM YUCIIE B
2003 rony B “The Mount Sinai Journal of Medicine” [1]. B 1947 rony B mMenu-
IUHCKYIO TPAKTUKY BBEAEH TEPMHUH ‘‘TpoMOOTHUYECKas TPOMOOIMTOIEHUYECKas
myprnypa’, akTUBHO WCIIOJIb3YIOIIUICA B IOCIEIHUE AECATUIETUA [2].

YactoTa BOZHHUKHOBEHHUS TPOMOOTHYECKOW TPOMOOLUTONEHUYECKON MypIly-
pol (TTIT) B CIIA: 4—-11 cnywaeB ron/ muH. skureneit [3, 4]. CooTHoIeHUE Uano-
natudeckoit u Bropuunoit popmsl TTII B ctpyktype npuobperénnoit TTII B Peru-
ctpe Anonnn — 51% u 49% [5]. Onucansl ciydyau passutus TTII y manueHToB B
Bo3pacte ot 0 1o 90 ner, Mmeauana Bo3pacta — 35 €T, Yallle BO3HUKAET y KEHIIUH
[6, 7].

B 3apyOexxHolt nuTepatype ecTh pabOThl, AHATU3UPYIOLIUE IECITKU U Jaxe
cotHu OonbHBIX TTII [5, 8—12]. OTeuecTBEeHHBIMU K€ CHEIUATUCTAMH OIMUCAHBI
€AMHUYHbIE cllydau 3aboseBaHus, O0a3upyroliMecss B OCHOBHOM Ha JaHHBIX ay-
tonicuu [13—17]. CBenenunii o yactote 3aboneBanus B Poccun HeT.

TTII xapakrepusyercs KpailHe arpecCUBHBIM T€UEHUEM U TpeOyeT Hayvaja Te-
panuu yxxe B MepBble Yachl BOSHUKHOBEHHUS, IPU OTCYTCTBUM aJ€KBATHOI'O OTepa-
THBHO HA3HAYEHHOTO JICUCHHS MOKa3aTesb JeTaTbHOCTH mpuommkaetcs Kk 100%
[18]. ITo nmanubiM E.L. Amorosi u J.E. Ultmann, onyb6nukoBapmux B 1966 romy
0030p TUTEpaTyphl U Pe3yabTaThl COOCTBEHHOTO OmbITa, U3 271 morubnau 244 na-
nuenta ¢ TTII (90%) [T, mo: 19].

HcTopus noucka croco0a JedeHusl, TO3BOJISIIOIIETO CIAacaTh KU3Hb OOJIBHBIX,
BKJIIOUAET HECKOJbKO 3TanoB. E. Moschcowitz B cBoeli ctatbe (1925 ron) cchiia-
etcs Ha nokropa (M. Lederer), cooOmuBiiero emy o 4 mogo0OHbBIX OOJIbHBIX, OBICT-
PO BOCCTaHOBUBIIUXCSA TOCE 0HON remotpancdysuu. B 1959 rony Obuta onuca-
Ha (M.A. Rubinstein ¢ coaBropamu) “He0ObIUHAs peMUCCHUs’, TIOJy4YeHHas Ojaro-
napsi KpOBE3aMEHHOM Tepamnuu, y OJWHHAJLATUICTHEH JeBOYKH, BOCCTAHOBHB-
mieiicss mocne riayookod kombl. B 1976 romy Obuium omybnukoBanbsl (R.M. Bu-
kowski ¢ komieramu) pe3ysibTaThl MpoBOaUBIIETOCA ¢ 1961 roma neueHust KpoBe-
3aMeHOM: Tepamnus Obula ycnemHoi y 7 denoBek u3 13 nmanuentoB. B 1977 rony
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J.J. Byrnes u M. Khurana onucanu cnyuaii peunnusupytouieit TTII, npu xoTopoit
Obu1a 3¢ dexTuBHa 3aMeHa KpoBH. OJHAXKIbI BMECTO IIEJIbHONH KPOBU OOJBHOMY
OBLIM BBEACHBI OTMBITHIE IPUTPOLUTHI B PACTBOpPE alibOYMUHA, UTO MPUBEIO K pe-
HUAUBY OOJIE3HHU, KOTOPBIM ObLI KyNUpOBaH MH(Y3UEH cBexel mia3mbl. B nanb-
HEHIIeM MalKeHT MOJACPKUBAJICS CBEXKEH, a BIOCIEICTBUM — CBEXE3aMOPOKEH-
HOM U KpUOCYNEPHATAHTHOM (OCTaIOLIEHCs MOCIE W3BICUECHHS] KPUOIPEIUITUTATA)
miasmoii [20].

HakorneHHbIi OnbIT NOCTYKUJI OCHOBOW 171l BEIPAOOTKH HOBOT'O MOAXOAA K
nedyenuto ¢araibHOM A0 KoHla 70-X ronoB 00JIe3HHU, KOT/Ia B KAYECTBE Tepanmuu
CTJIM HCIOJNb30BaTbCd MH(PY3UU IUTa3Mbl U Iula3Mo3aMeHa. TpaHcopmaius
B3rsaa Ha Jieuenue TTII mo3Bonmna noGuBathest BoizgopoBieHus 70-91% 60mb-
HbIX [21, 22].

IMATOI'EHE3 TTII. — OcHoBY 00JIE3HU COCTaBISIET PE3KOE MOBBIIICHUE ar-
peranu TpoMOOIUTOB C OOpa3oBaHUEM TPOMOOIMTAPHBIX (WU THATUHOBBIX)
TPOMOOB, COCTOSIIIMX U3 TPOMOOLUUTOB U (pakTopa ¢oH Bumnebpannga, B MeIkux
cocyaax OOJBIIMHCTBA OPraHoB. B mepByio ouepenb mopa)karoTcsi TOJIOBHOM MO3T,
MOYKH, CEPALE, JIETKHE.

B nocnennue necsatuieTus ObUl clienaH psiag PyHIAMEHTaJbHBIX OTKPBITHMA,
OCYIIECTBUBIIUX MPOPHIB B moHMManuu Mmexanusma TTIL

B 1982 rony B minasme 4 namuentoB ¢ peuuauBupytomein TTII Ot oOHa-
pPY>KEHbI “He00bIYHO OOJbIIKe” MyNIbTUMEPHI (pakTopa Gon Bunnedbpanna [23]; no
pa3Mepy OHHU ObUIM MOJOOHBI TEM, KOTOPbIE CEKPETUPYIOTCS MErakapuoluTaMu U
HHAOTEINAIBHBIMU KIIETKAMH, a COJAEPIKATCA B O—TpaHysaX TPOMOOIIMTOB U TEJb-
nax Weibel-Palade snnorenuansHbIx KieTok [24]. BeiagBUHYTas TUnote3a o0bsic-
HsJIa HaJu4Me Makpomodiekyn (aktopa pon BumieOpanaa oTcyTcTBHEM y Malu-
€HTOB IPOTEa3bl WM AUCYIb(PUAHON peAyKTa3bl, KOTOpas UX pacuierser. B ka-
yectBe npuuuHbl TTII ObUT0 MpeasioxkeHo paccMaTpUBaTh MAKpPOMOJIEKYIbI (ak-
Topa (o BunneOpanna, BbI3BIBAIONIME HEKOHTPOIUPYEMYIO arrjtOTHHAIUIO
TPOMOOIIUTOB, TPOMOO3BI.

B 1996 rony 6b110 ycTaHoBieHo, uyto y 6osbHbIX TTII ecth geduuut metan-
JIOTIPOTEa3bl, YMEHbIIAIOLIEH pa3Mepbl MyJbTUMEpOB (pakTopa ¢oH Buinedpanna
MOCPEACTBOM X paciierienus [25, 26]. Bnocnencteuu (2001 r. [27, 28]) ona
Obuta ouniieHa U ujaeHTuduupoBana kak ADAMTS-13 (A Disintegrin And
Metalloprotease with ThromboSpondin type 1 motif). B 1998 rony y B3pocisix ma-
nreHToB ¢ npuobperénnoit TTII Obuiu OOHapykeHBI ayToaHTUTeNa Kiacca 1gG,
WHTUOUPYIONIME aKTUBHOCTH MeTayutonporeasbl [29, 30]. OmnucaHbl €IWHUYHBIC
ciy4au BeisBieHus antutell K ADAMTS—13 kmacca IgA/IgM [31].

[Tpu nacnencrBenHoit TTII nepuumr ADAMTS—13 BbI3BaH MyTalueil reHa
ADAMTS-13, nzpectHo 6omnee 80 myrtanuii [32].

Camxenue akTuBHOCTH ADAMTS—13 BbIsSIBIIEHO IPU CUHAPOME JUCCEMUHU-
POBAaHHOTO BHYTPUCOCYIUCTOr0 cBEPThIBaHUA KpoBHU ([IBC—cunapom), npu uup-
po3e MEeYeHHU, YPEMHUH, OCTPhIX BOCHAIUTENIbHBIX 3a00JIEBaHUSX, B MOCJIEONepa-
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LIMOHHOM MEePHOJIEe, FenapuH-uHIyIIMpoBaHHON Tpombouuronenuu Il tuna. Ho Bo
BCEX IEPEUYUCIIEHHBIX cllydasix ypoBeHb akTuBHOCTH ADAMTS-13 > 10% [30,
33-37] (B 3aBUCHUMOCTH OT MeTOJia olleHku HopMma — 50—178% [38], moapoOHee o
MeTomax cm. [39]).

Benunuuna storo nokasarensa < 5% cneunuduuna g TTII [40], y Gonbiius-
cTBa 00JBHBIX ¢ TSHKENBIM nepunuroM ADAMTS—-13 (< 5%) onpenensitoTcst aHTH-
tena kK ADAMTS—-13. B 1o ke Bpems aktuBHoctb ADAMTS—13 >/= 5% He wuc-
xiroyaet TTIL

K/IMHUKA TTII. — CioXHOCTh DTUArHOCTUKU Oosie3HH MomkoBuia 00b-
SCHSIETCSI OTCYTCTBUEM Yy MALMEHTOB CHEHU(PUUECKUX KIMHHUYECKUX CHUMITOMOB.
3aboseBaHue pa3BUBAETCA, KaK MPABUIIO, BHE3AITHO HA ()OHE IMOJIHOTO 3/10POBbS.
YacTto BO3HMKAET TPUNIONOI00HAs MPOJIpOMa, 3aTeM pPa3BUBAETCS Pa3BEPHYTCS
KJIMHUKA.

E.L. Amorosi u J.E. Ultmann BeisiBiin xapaktepayto aist TTII kmaccuue-
CKYI0 MeHTaay [uut. no: 18], e€ 3J1eMeHThI:

1.tpom6GoruTonienus, yacto tsoxenas (100% [41-46]): konuyecTBO TpoMOO-
uuToB < 30x10°/1 — y GonbiruHCTBa HamueHToB (cp. — 18x10°/1); remopparude-
CKUU CHHIpOM (TeMOopparuu Ha Koke (IIeTeXuHu), HOCOBbIE, JIECHEBBIE U, PEXKE,
KEITyJI0UYHO-KUIIEUHbIE KPOBOTEUECHHSI, MEHOppAruu, cybapaxHouaaIbHbIE KPOBO-
U3NIUSHUS, OOMIbHOE KPOBOXapKAHUE);

2. MHUKpoaHruornaruueckas remosnutuueckas anemus (100% [41-46]): cHu-
xeHue remornobuna (40-80 T1/1); pPETUKYIOUMTO3; IMIHCTOUUTHI (dparmeH-
TUPOBaHHBIEC SPUTPOLIMTHI) B Ma3Ke KpPOBU; TUIIEpOMIMPYOHHEMHUS (3a CUET Henpsi-
MO# (pakuuM); OTpULIATENbHBIA MPSAMON aHTUTIIOOYIUHOBBIN TecT (mpoba Kywm-
Oca); MOBBILLIEHWE aKTUBHOCTHU Jakrtataeruaporenassl (JIJI', orpaxaer kak cre-
MeHb TeMOJIN3a, TaK U UIIEMHIO TKaHEH); CHI)KEHHUE YPOBHS TalTOrNIOONHA B ChI-
BOPOTKE;

3. HeBpoJornueckue HapymieHus (92—59% [41-46]): HapylieHHe CO3HAHUS
BIUIOTHh /10 KOMBbI (HamOoJiee 4acTo); MCUXWYECKUE HapyIIeHHs; rojloBHas O0Jb;
cynoporu; (¢GokajgbHble HApyIlEHUs (MEHee XapakTepHbl): Mape3, FreMUIUIerus, Ha-
pylieHue 3penus, adaszus;

4. nopaxxenue nouek (96—41% [41-46]): mukporematypus (Haubosee Xxapak-
TepHa); MpoTeuHypus (HamboJiee XapakTepHa); MOBBIIICHHE KpeaTUHUHA (OKOJIO
MOJIOBUHBI OOJIbHBIX); HWIMHAPYPHS; OCTpasi MOYEHHAs] HEJOCTATOYHOCTh (MeHee
XapakTepHa); HepoTHUECKU CUHAPOM (OUYEHBb PENIKO);

5. nuxopanka (24-59% [41-46]) yame — HenpaBWIbHOU (HOPMBI, HEXapak-
TE€pHa OYEHb BBICOKAs TEMIIEpaTypa C MOTPSACAIOIIUMH 03HOOAMU.

[TIpu TTII y yactu mauuentoB (12—43%) Bo3HMKaeT abJOMUHAIBHBIN CHH-
IpoM (CuiibHbIE OOJU B KUBOTE, TOITHOTA, PBOTA), 0OYCIOBICHHBINH a010MUHAIb-
Ho umemueit [20, 45-47].
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Jlo HemaBHEro BPEMEHHM MOPAXKEHHUE CEPALlA HE CUYMTAIOCh THUIIWYHBIM IS
TTII. Takue cumnToMbl Kak cepaueduenue, onpimka (7-29,3% O6onpHbIX TTII
[47]) oOBsicHsuCh aHemuel [48]. BBejeHne B KIMHUYECKYIO MPAKTHKY HCCIEI0-
BAaHMS CEPJCUYHBIX TPOIIOHWHOB U U3MEHEHNE KPUTEPUEB AUATHOCTHUKHA OCTPOTO KO-
POHAPHOTO CHHJIpoMa U MH(papKTa MUOKap/Aa MO3BOJIMIA TO-HOBOMY B3IUISIHYTh Ha
nopaxenue cepaua npu TTIL

[ToBeiienue ypoBHst TpornonuHa T (=>0,5 Hr/mit), xapakTepHOE AJiE OCTPOrO
KOPOHApHOTr'0 CUHApoMa, onpeaensiercs y 54% nauuentos ¢ TTII [49].

WNudapkr muokapaa aumarnoctuposan y 15,3%—-20% 6onsnbix ¢ TTII [50].
Jlnaruno3 uH@apkT Muokapaa y nanueHToB ¢ uauonatuueckoi TTII, yctanoBien-
HBIM 110 JaHHBIM AnekTpokapauorpaduu (OKI') u yBenuueHuto ypoBHSI TPONOHUHA
I (>1 ur/mn), 3adukcuposan B 40,6% cinydaeB yepe3 2—11 gHeil mociie NOCTaHOBKU
nuarnosa TTII u Havama Tepanuu mIa3M03aMeHOM, XapaKTepU3yeTCsl BBICOKOM Jie-
TaJbHOCTHIO (46%) [51].

VY manuentoB ¢ octpoit TTII pa3zBuBaercs “monvamuii nHGApKT MUOKapaa”
[50], mumb 57% GonpHbIX TTII ¢ MHpapKTOM MHUOKapAa UMEIOT CUMIITOMBI TUITHY-
HOM MMOKapauaIbHOM niemuu [S1].

Ocrtpas cepaedHas HeIOCTATOUYHOCTh pa3BuBaeTcsa y 8,2% MmanueHToB C UANO-
natuyeckor TTII u MOKET BOZHUKHYTh B TE€UCHUE HECKOJBKHUX JHEWU IOCIIE Juar-
Hoctuku TTII, acconuupyeTcs ¢ MOBBIIEHHON JIETAIBHOCTBIO [48].

CornacHo MOCJIEIHUM JAHHBIM, MOPaXEHUE CEepAla B MOMEHT JWAarHOCTUKU
TTII ormeuaetcs y 42% nauueHToB [7].

VY Gonbubix TTII onMchIBalOT BHE3AMHYIO CEPACUHYIO CMEPTh, KapANOTE€HHBIHI
ok, aputMuu. [lopakeHrne MuOKapaa MOXKET ObITh HEPACHO3HAHHOM MPUYMHOMN
cmeptu npu TTII [48]. [lo naHHBIM ayTOnCUM, Opa)keHUe cepjla Obuio 0OHapy-
#eHo B 76,4%—100% cnyuaes [50].

Penkoit manudecrauueit TTII MmoxxeT ObITh: MaHKpPEaTUT, FeNaTUT, padAOMHO-
JU3, OCTPBIA PECHUPATOPHBIA JUCTPECC-CUHIPOM, HEOKKIIFO3UBHAS ME3EHTEpPHUAIIb-
Has UIIeMus, NepupepruuecKuil HIIeMHUYECKU CUHAPOM, TaHTPEHa KOXKH.

[Ipu ocMoTpe OONBHOTO MOTYT BBISIBISTBHCSA: OJIETHOCTh KOXKH M CIU3UCTHIX,
nypIypa, JKenTyxa, yBeaudueHue nedeHu u cene3€Hku (20% [52]), aprepuanbhas
runepTeH3us (penko).

[TpumepoMm knuHHUKO-1abopaTopHoit npezeHtauun TTII MoxkeT ObITH UCTOPUS
6one3nu mauueHTku 27 ner. Hayano 3aboneBanHus ObUIO OCTPBIM: MOSIBHIUCH Pe3-
Kas c1ab0CcTh, TOJIOBOKPYKEeHUE, pBOTA "KOodeitHoit rymei". B ToT ke 1eH» oHa ObI-
Jla TOCIUTAIU3UPOBAHA B XUPYPIrUUYECKOE OTAECIEHUE C MOAO3PEHNEM Ha KEIIyJ04-
HO-KHIIEYHOE KpoBOoTeueHHUE. [Ipy ocMOTpe BBISBIEHA MOBBINIEHHAs TEMIIEpATypa
(37,7°), Ha KOXe KOHEYHOCTEH OOHapyKeHa OOWIIbHAs IeMOpparduecKas Chillb.
Jlanubie 1a00paTOPHBIX UCCIEIOBAHUN OBUIN CIEAYIOUUMU: TeMOrJIo0uH — 66 1/,
rematokput — 0,18, Ounupyoun — 44,0 (npssmoit — 6,0) MKMOJIB/J1, B OOIIIEM aHAIU3e
MouH — puTpounTsl 40—-60 B nosie 3peHus. [Ipu >HAOCKONUK JaHHBIX 32 KPOBOTE-
YyeHHue KellyJKa He BbisiBiIeHo. Ha cienyromuil neHp OonbHas Oblia mepeBe/ieHa B
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OTJeJICHUE pEeaHWMAIIMM B CBA3M C HApacTAIOMIMMH SBICHUSAMHU SHUEDaTONnaTHH
(comop ¢ meproilaMu MCUXOMOTOPHOTO BO30YkaeHUs). Pe3ynbrarsl 1a60paTopHbIX
MCCTICI0BAHMIA: TeMOrIo0uH — 83 /1, sputpouutsl — 2,40x10'%/1, TpoMGOIUTEl —
50x10°/x, neiikomutsr — 14,1x10°/1, s03uHOPmIBl — 1%, MeTamuenouutsl — 4%, mna-
noukosnepHsie HeTpopuibl — 10%, cermenrosaepusie HeUTpoduibl — 71%, 1uMm-
douutel — 10%, morouuTsl — 4%, COD — 40 mm/yac. B muenorpamme, ciaenaHHOM
Ha BTOPOM JIeHb OO0JIE3HHM, OOHAPYKEHO OOJIBIIOE KOJUYECTBO METaKapUOIIUTOB U
SPUTPOKAPUOLIUTOB.

[IpoBoaumas tepanus (npeaHu3oioH (1 Mr/kr), nHPY3UU CBEKE3AMOPOKEH-
Hot ma3mel (C3I1) u sputporurapHoit Macchl, 1edaszoivt (4 T B CyTKH), hoaueBas
KHCIIOTa) Jajna OBICTPbIA MOJOXKUTENbHBIA 3(P(EKT: BOCCTAHOBHIIOCH CO3HAHUE,
HOPMAaJIM30BaJIaCh TEMIIEpaTypa, MPEKPATUIICS TeMOpparndeckuii cuaapom. Yepes
JEBATh JHEW IMOociie Hayaja JEeYeHHs COCTOsiHME OOJbHOW OBbUIO YAOBIETBO-
PUTENIbHBIM, aHATN3 KPOBU HOPMAJIM30BAJICS.

JIaHHBINM cilydyald JEMOHCTpUpPYET Kiaccudeckyr kaptuHy TTII ¢ meHTtamon
(TpoMOOLMTONIEHUS, TEMOTUTHYECKAsT aHEeMUs (XOTS He ObUT MPOU3BENEH MOJCUET
PETUKYJIIOUMTOB U LUIMCTOLIMTOB), MOPAKEHUE LIEHTPAIbHOW HEPBHOM CHUCTEMBI (CO-
1op, CyJOpOrH), MopaxxeHue noyek (MUKporeMarypus), JUXopajaka), 3J1eMeHThl KO-
TOPOM MPOSBUIIUCH B TEUEHUE JBYX JHEH C MOMEHTa Hayaja OOJIE3HH.

JlabopaTopHble M HHCTPYMeEHTAJbHBIE HccaeaoBaHuA. [lomumo remonmnsza
C IIKMCTOLUTaMH, TPOMOOIIMTONIEHUH U U3MEHEHUHN B aHAIM3aX MOYM HAONIOAaeTCs
HOpPMAaJIbHOE WJIM HE3HAYWUTEJIHHO YBEJIWYEHHOE KOJMYEeCTBO JehkouuToB. Illpo-
TPOMOMHOBOE BpEMsi U aKTUBHPOBAHHOE MaplHalibHOE TPOMOOIUIACTUHOBOE BpeMs
(AIITB) 00bIYHO HOpMAJIBHBIE MM HE3HAYUTENBHO Y/UIMHEeHbl. Ha mo3auux cragu-
ax MoxkeT npucoenunsaTbes JABC—cunapom [53].

KomunuectBo mucrouuto mipu TTIIL: B cpennem — 8,35% ot o01iero Koau4ecTt-
Ba spurpouutoB (1-18,4%, nopma: 0-0,27%) [54]. B TeueHune nepBbIX JBYX JHEH B
kpoBu 60nbHBIX TTII mmcTomuTo3a MoxeT He ObITh [54, 55]. YTBepxkmaeTcs, 4To
J0CTaTOYHbIM aprymeHToM B noib3y TTII siBrsieTcs q0J1s MKUCTOMUTOB, 3HAUYNTEIb-
HO TipeBbIaromas 1% ot 0011ero KoJu4yecTBa 3pUTPoIuToB [24, 54].

Onpenenenne ADAMTS—-13 u antuten k ADAMTS—-13 emé He cTano pyTuH-
HBIM BO BpaueOHOM npakTuke. Tsoxénbiii neguut ADAMTS-13 (< 5%) xapaxre-
peH kak jis HacieAacTtBeHHou TTII [52], tak u nns 6onbimHacTBa (80%) MaMeHToB
¢ uanonaruueckoi TTII [7, 52]. Kpome Toro, y yactu OOJIbHBIX UAMONATHYECKON
TTII ¢ tsoxensim aepunutom ADAMTS-13 (<5%) omnpenensitorcss aHTUTENA K
ADAMTS-13 [7, 52]. [ns GonbmmuHCcTBa ciaydaeB BropuuHou TTII Tsokéneiii ge-
burutr ADAMTS-13 (<5%) He xapakTepeH.

Jlns auarHocTvKU cepiedHou umemun y Bcex OonbHbix TTII mpemnaraercs
MPOBOJUTH PYTUHHBINA CKPUHUHT U MOHUTOPUHT CepJIeYHbIX (PepPMEHTOB (TPOMOHUH
[ wnu Tpononun T) [S51]. IIpu noBbIIEHHOM YPOBHE TPOIIOHUHA OOJILHOMY J0JDKHA
OBIThH BBINIOJIHEHA YX0Kapauorpadus u Tpedyercs KapIuOMOHUTOpUpPOBaHUe [56].
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[Ipu xomnbroTepHOM TomMorpaduu rojgossl y namueHToB ¢ TTII moryT ObITH
0oOHapy>KeHbl HHTPAKpAaHUAJIbHbIE KPOBOU3IUSHUS, UH(DAPKTHI.

JAUATHOCTHUKA TTII. — C uensto panHero BeisiBiaeHUs nanuueHToB ¢ TTII
B MPaKTUKYy OBUIM BBEICHBI NEPBUUYHBIC JUAarHoctudyeckue kpurepuu [18, 21], co-
YeTaHhe KOTOPBIX (Maja), MpU YCIOBUU OTCYTCTBUS IPYTUX KIMHUYECKH YCTa-
HOBJICHHBIX NIPUYUH 3a00JI€BaHUS, CUUTAETCSA JIOCTATOYHBIM OCHOBAHHEM I JIH-
arnoza TTII. Aumarnocruueckas nuaga TTII:

1. TpomMOoOIIUTOTICHUS

2. MUKpOaHTHONaTH4YecKas (HEMMMYHHasl) TeMoJiuTuueckast anemus [ 18].

Hekoropslie aBTopsl cuutatot, yto nuaruo3 TTII MoxeT ObITh onpeneneH npu
HaJIUYUA TPOMOOIMTONEHUU U MUKPOAHTHUOMATUYECKON TeMOJIUTUYECKON aHEMUU
B COUETAHUHU C TOBBIIIEHHOW aKTUBHOCTHIO JI/II' B ChIBOpOTKE KpOBHU [S7].

Onpenenenne MUHUMAIbHO AOCTATOUHBIX I fuarHocTuku TTII npusHakos
00J1€3HU 00YCIOBHIIO POCT KOJIMYECTBA BBISBICHHBIX OOJIBHBIX (4aCTOTa BO3HHK-
HOBEHUS Kiaccuueckou meHrtanbl: 14—77% [42, 58]); cMecTMO Hayano Tepanuu
Ha MepBble JHU 3a00J1€BaHUs; U3MEHWIO KIMHUKY 00J€3HH B MOMEHT JUAarHOCTH-
KM — CHU3WIACh YaCTOTA HEBPOJIOTHYECKUX CUMITOMOB, TIOPAKEHHS MIOYEK U JIN-
XOpaJIKHU.

CHI)KEHUE 4YacTOThl Pa3BUTHA TPEX NEPEUUCIEHHBIX AJIEMEHTOB IEHTAlbI,
OTMEYaeMO€ B IOCJIEAHUE T'ObI, SABIISIETCA PE3YIbTATOM IIEPECMOTpPA IIPU3HAKOB,
HE0OXoIUMBIX 11 o0ocHOBaHMs quarHo3a TTII: yckopunack IMAarHOCTHKA, CO-
KpaTWics NEpPUOJ] OT BO3HUKHOBEHHMsI 3a00JieBaHMs 10 Hayana tepanuu. O Bius-
HUU ONEPATUBHOCTU JUATHOCTUKU U, KaK CIIEJCTBUE, OBICTPO HAYATOIO JICUCHUS
Ha MPEJOTBpALLCHNE ‘“pa3BOPAYMBAHMS MEHTAAbl CBUIACTEIBCTBYIOT PE3yJIbTAThI
MCTOPUYECKOT0 aHaNIM3a KIMHUKH 3a00JieBaHus. PaHHee Hayano Tepanuu npeaoT-
BpallaeT MOPAXKEHHE TAK HA3bIBAEMBIX OPraHOB—MMILEHEN, KOTOPBIE CTPAJAOT
M3-32 OTCYTCTBHS JICUEHHUS B MEPBbIE Yachl 3a00JI€BaHUSI.

st Toro, utoObl He mpomnycTtuTh Auarno3 TTII, mpennaraem mnonb3o0BaThCA
IBYMSI IPABUIIAMMU:

1. BO Bcex ciyyasix BIEPBBIEC BBISIBICHHOI'O HEMMMYHHOTO reMojn3a HeoOXo-
JUMO CTaBUTh BOIPOC 00 MCKIIOYEHUH MUKPOAHTMONATHYECKON MreMOJIIUTUYECKON
aHEMHH U IPOBOJUTH IMOJACYET IIUCTOLUTOB;

2. B K&XJIOM cJydyae BIepBble 0OHAPYKEHHOW TPOMOOLUUTONEHUN HEOOXO011-
Mo uckiodath TTII (cnenyer BHIABIATH TEMOJH3).

['emopparuyeckuii CHHAPOM TPU MIUONATUYECKON TPOMOOLMTONEHUYECKON
nypiype (UTII) cxonen ¢ takoBeiM nipu TTII, Tak kak B 000uX ciiydasx 00yciioB-
JeH TpomOouuToneHuen. B muenorpaMmme HaOII0aeTCsl yBEIMUEHUE KOJTMYECTBA
MerakapuouutoB. OmuUOKM MpU TpakKTOBKE KiuHWYeckux mpusHakoB TTII B
MOJIb3Yy JMArHo3a UANONaTuyecKas TpOMOOLMTONIEHUYECKas IMypIypa: BO-IIEPBBIX,
aHEMHsI C YBEJIMYEHUEM KOJMYECTBA PETUKYJIOLUTOB B KPOBU M 3PUTPOKAPUOLU-
TOB B MHUEJIOTPaMMe€, BbI3BaHHAsI T€MOJU30M, MOXKET OBITh OLIMOOYHO OOBsICHEHA
KaK CJIECTBUE HOCOBOI0, MATOYHOI'0 WJIU KETYTOYHO-KUIIEYHOTO KPOBOTEUECHHUS;
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BO-BTOPBIX, Hallmyue (hparMeHTUPOBAHHBIX 3PUTPOLUTOB (LIUCTOLMTOB) B Ma3Ke
KpOBHU BpauM-T1a00paHThl, KaK MPAaBUIJIO, HE OMUCHIBAIOT; B-TPETHUX, B KAUECTBE
MPUYMHBl MHUKPOTEMaTypUM MOXET paccMaTpUBaThCs TPOMOOLMUTONEHUS; B-
4eTBEPTHIX, BHE3AIHO Pa3BUBIIEECS MOPAXKEHHUE LIEHTPATbHON HEPBHOW CHUCTEMBI
MOXKET pacliEHUBAThCS KaK KPOBOM3JIMSHUE B TOJOBHOU MO3T. IIpoBoaumas Te-
panusi TIIOKOKOPTUKOCTEPOUJAMU B TaKOW CUTyalluu, Kak NpaBuiio, Hedddek-
TUBHA.

Wnmioctpanueid ommbOoYHON TPaKTOBKH KIMHUKO-T1a00paTOPHBIX MPU3HAKOB
TTII siBsieTcst uctopus 6osbHOrO 15 5er. 3aboseBanue NPOSBUIOCH MTOBBIIIEHUEM
Temmeparypbl 10 38,0°-38,5°, KpOBOMIIHUAHUIMHU Ha KOXKE W CIU3UCTOMN TOJIOCTH
pra. KpoBoTOuMBOCTh HapacTalla, HA4aJUChb HOCOBBIE KPOBOTEUEHMUS, IMOSBUIICA
yepHbIi cTyn. Yepes aBa JHS MOCIE MEPBBIX CUMIITOMOB OH ObLI TOCHTUTAIU3UPO-
BaH B OTOPUHOJIAPUHTOJOTUYECKOE OTIEIEHUE MO MOBOJY HOCOBOI'O KpPOBOTEUE-
Hus. KpoBoTeueHue ObLIO OCTAHOBJIEHO MOCPEACTBOM 3aJHEl TaMIOHAIbI HOCA.
Ha 4™ neHp GonesHu, B CBSA3M C BBISBICHHON TPOMOOIMTONCHHEH, IAIHEHT GBI
nepeBe/ieH B Tremarojoruyeckoe otnaeneHue. OH  JkajoBajicsi Ha HOCOBOE
KpOBOTEUEHHE, TeMOPparuu Ha KOe, TEMHYIO MOy, cl1a00CTh, TOJOBOKPYKEHUE,
OJIBINIKY, TMOBBIIEHHYIO Temmeparypy (38,3°). BonpHOW OBUI B TSDKEIOM
COCTOSIHUH, 3aTOpMOKeH. [Ipu ocmMoTpe 0OHapyKEeHbI ETEXUH HA KOXKE PYK, HOT,
IPyAH, )KUBOTA, CIM3UCTOM POTOTJIIOTKH, BBISIBIEHA CYOMKTEpUYHOCTH ckiep. Ile-
YeHb U CeJIe3eHKa y MalMeHTa He NaibnupoBaiuck. [locie aHanusa nmyHkTara rpy-
IUHBI, 3a(UKCUPOBABIIETO OOJBIIOE KOJIUYECTBO METrakapHOLMTOB, JEKYPHBIM
BpauoM ObUI MOCTaBJIEH JUArHO3: UAMOMATUYECKAs] TPOMOOIMTONIEHUYECKAs Typ-
nypa U HayaTa Tepanus, BKiIrovawmas npeanu3onoH (200 mr 8/B) u C3I1 (2,5 1 B
cyTkH, 50 MII/KT).

JlabopaTopHO-UHCTpYMEHTAIbHbIE UccienoBaHud. OOmMIl aHamu3 KpOBU:
sputpouutsl — 2,28x10'%/11; reMorno6un — 75 r/1; peTUKYIOUUTH — 6,4%; TpoM-
OOILIMTHI — 10x109/J1; JICUKOITUTHI — 6,8X109/JI; n03uHODMIIBI — 2%; TaI0uKosAep-
Hble HeUTpoduibl — 5%; cermeHTos iepHble HEUTpODIIbl — 42%; TUMPOLUTHI —
40%; monouutsl — 11%; HopMoOGaacTel — 5/100; COD — 4 mm/gac. [Ipoda KymOca
— oTpuuarenbHas, ounupyous — 51,0 (nmpsmoit — 7,0) MkMow/1, kpeaTuHuH — 0,08
MMOJIB/JI. TecThl mapakoaryysiiiui: 3TaHOJOBBIM — OTPHUIIATENbHBIN, MPOTAMUH-
Cynb(MaTHBI — OTpUIATENbHBINA, OPTOPEHAHTPOIUHOBBIN TECT — B Mpeaesax HOp-
MbI. OOIIHMi aHaM3 MOYH: IIBET KPacHbIN, ynenbHblid Bec —1014, 6emnok — 0,4 1/,
SPUTPOLIUTHI — B OOJIBIIOM KOJIUYECTBE.

Jleuenue mpeguuzononom u C3II (1,5 nm B cytku, 30 MI/Kr, €XeTHEBHO)
OO0JBHOrO C KIMHUYECKUM JIMarHO30M WAMONATHYECKass TPOMOOLMTOIEHUYECKAs
nypIypa npoaoKanoch.

JluHaMuKka CUMITOMOB B MpOIECCEe JeUeHHs Oblia CIeIyIolleil: B TeueHue
CYTOK IpeKpaTHiaCh KPOBOTOYMBOCTh, CAMOYYBCTBHUE MALIMEHTA YIIYUIIUIOCH; Ye-
pe3 2 aHs Temieparypa crana cyopeOpuibHOu; uepes 4 JHs Tepanuu HOPMaau30-

-BId

BaJICS IIBET MOYH; 8" JIeHb — MPEKpaTHIach reMarypus; 15" neHs — HOpMaIH30-
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BAJIOCH KOJMYECTBO TPOMOOIIMTOB, FeMOTIOOHH MOBBICHICS 10 96 T/71, 25™" nens —
HOPMAaJTH30BaJICs yPOBEHb Ormpy6rHa. OH GbLT BEIHCAH Ha 287" 1eHb B Y/IOBIIE-
TBOPUTEIILHOM COCTOSIHUHM ¢ quaraozom UTIL.

BriocnenctBum npu aHanu3e ero UCTOpur 00JI€3HW Ha OCHOBAHUU TPOMOOIIN-
TONCHUU, HEUMMYHHOU T€MOJUTUYECKON aHEeMUH, JTUXOPAIKH, TOPAKEHUS MOYEK
(mpoTeuHypusi, reMatypus), MOpaXKeHUs] EHTPAIbHOW HEPBHOW CUCTEMBI (3aTOp-
MOXeHHOCTb) Obuta quarHoctupoBana TTII. Ilpu manpHeleM HaOIIOACHUY B TE-
yeHue 36 MecsIeB penuaua 0osie3Hn He ObU10. HeobXoauMo OTMETUTh, 4TO TH-
KECTh COCTOSIHMSI OOJILHOTO MPHU MOCTYIUIEHUHU B KIMHUKY OOYCIIOBHUJIA JTUTEIb-
HOE JICYEHHE €r0 CBEKE3aMOPOKEHHOM IIa3MOM, KOTOpasi HE MOKa3aHa MpU Juar-
Hoze UTII.

OTnenbHO cleAyeT OCTAaHOBUTHCA HAa OCOOEHHOCTSIX JIMarHOCTHKHU IIO-
crrpanciantTanmonHoi TTII. Anemus u TpoMOOIUTONEHMS, SBISIOIIUECS KpUTE-
pussmu nuarHoctuku TTII, XapakTepHbl 1 MOCTTPAHCIIAHTALIMOHHOTO COCTOS-
HUs, CJIEIOBATENIBHO, OHU HE MOTYT CIY>)KUTh JOCTATOYHBIM OCHOBAaHUEM IS JIH-
arHoza TTII. ®parmeHTanust 3pUTPOLUTOB OOHAPYKUBAETCS TIOUTH Yy BCEX Malu-
€HTOB IOCJIE aJUIOTEHHOW TPaHCIUIAaHTAIMKU KOCTHOrO mMo3ra [59—-61]. OTto cymiect-
BEHHO OCJIOJKHSIET MOCTaHOBKY nuarnosa TTIL

B nutepatype onucansl 28 pa3nuuHbIX KPUTEPUEB THATHO3A MTOCTTPAHCILIAH-
TallMOHHOW TpoMOoTHUYecKOW MHUKpoaHruonaTuu. C Lenapio YHU(PUKALUUA TUAarHO-
ctuku B 2007 rogy MexayHapoIHON paboyel rpynmnou, Co31aHHOM 10 MHUITUATHU-
Be EBMT (European Group for Blood and Marrow Transplantation) u European
LeukemiaNet, Obutn pa3zpaboTaHbl JUArHOCTHYECKHE KPUTEPUU TPOMOOTUYECKOU
MHKPOAHTHOIIATHH, ACCOLUMUPOBAHHON C TPAHCIUIAHTAIIMENH TEMONO3THYECKUX
CTBOJIOBBIX KJIETOK. J[MarHo3 JOJKEH CTaBUTHCA NPU HAIMYMUU BCEX CIIECIYIOIIHAX
KPUTEPHUEB: KOJIMYECTBO IIUCTOLIMTOB B KPOBU >4%; BIEPBBIE BBISBICHHAS, MPO-
JOJKUTENIbHASL WU MPOTrpeCCUpyIomias TpPOMOOIUTONEHHs (KOJIMYECTBO TPOMOO-
nuToB <50x10°/7 MM cokpamieHHe KoTHdecTBa TPOMOOLHUTOB Ha 50% 1 Gounee):;
BHE3AITHOE U ITOCTOSTHHOE yBeJInueHHe akTUBHOCTH JI/II'; CHM>KEHUE ypOBHS TeMo-
rJI00MHA WM yBEIMYEHHE OTPEOHOCTU B TpaHC(DY3USIX; CHUKEHHE TanTorio0nHa
B CBIBOPOTKE [62].

KIACCUPUKALIUA TTII. — OOmas xapakTepucTuka KiaccupuKaiuu
TTII npencrasnena B Tabuuue 1. CymectBytomue Peructpst TTII gator Bo3mMoxk-
HOCTh BBISIBUTH cooTHoleHue ¢opm TTII. B Perucrtpe Slnmonum pacnpeneneHue
213 nanuenTtoB no ¢popmam npuodbperénnont TTII cnenyromee: nauonaTuyeckas
TTII — 50,7%; TTII, cBsi3annas ¢ 6epeMeHHOCTBIO — 4,2%; nekapcTBeHHass TTII —
3,8%; TTII nocne TpancmianTanuu koctHoro mosra (TKM) — 8,9%; TTII mnpu
ayTOUMMYHHBIX 3a00neBanusx — 20,2%; TTII npu 3m0KkauyeCTBEHHBIX OIMYXOJsAX —
9,8%; npyrue dopmbl — 2,4% [5].

O6mas xapakrepuctuka 348 nauuentoB u3 Peructpa TTII-I'YC (remonutu-
Ko—ypemudeckuii cunapom) Oxnaxomsel (1989-2006 rr.) TakoBa: uanonaTuyeckas
TTII — 40,2%, TTII, cBs3annas ¢ 6epemeHHOCThIO — 7,5%, nexapcTtBenHas TTII —
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12,6% (ummyHoomnocpenoBanHas — 7,5%, moszozaBucumas — 5,1%); TTII mocne
TKM - 6,6%, TTII na pone nndexuuu (¢ xkpoBaBoi auapeeit) — 7,0%, TTII na
¢doHe npyrux 3aboiieBaHM/ albTepHATUBHbBIEC AUArHO3bl (AyTOUMMYHHBIE 3a007e-
BaHUs, CeTcuc, BUpyc uMMmyHoaeduuura yenoseka (BUY) u ap.) — 26,1% [65].

JANPPEPEHIUAJIBHASA TUAT'HOCTHUKA. — CoBpemMeHHass HarHo-
ctuka TTII, 6azupyromiascs Ha ABYX KpUTEpUSX, TpeOYyeT UCKIIIOUEeHUs 3a00seBa-
HUH, IPU KOTOPBIX MOT'YT ObITh T€MOJIUTHYECKAsE aHEMHUS U TPOMOOIIUTOTICHHUS.
MeranodaacTHas anemusi. — [Ipu nepBom 00ciieoBaHUU MALMEHTa C MErano0-
JACTHOW aHEMHUEN MOXET BBIABIATHCS: aHEMUS C MPU3HAKAMH T€MOJIU3a U IIUCTO-
UTaMH, TPOMOOLIMTONIEHUS, yBennueHue aktusHoctu JIJII', ypoBHs OunupyOuHa,
MEHTaJbHble HapymieHus. [Ipu 3Tol aHemMuu penko ObIBaeT reMoOpparuvyecKuit
cugapoMm. Jlinsg He€ XapakTepHbl: MAHIUTONEHHS, MaKpPOLUTO3 M THUIEPXPOMHUS
SPUTPOLUTOB. [lnarHoctuka Merano0JacTHOM aHeMHH: OIpEAeNICHUE COAepKAHUS
BUTaMHuHa B, 1 PoaueBoit KUCIOThI, METHIMAIIOHOBOW KHUCIOTHI U TOMOIIUCTENHA
B ChIBOPOTKE MJIU OOHApYy>KEHHE MErajo0JacTHOTO KPOBETBOPEHHUS B MHUEJIOIPaM-
Me cHUMaeT Bce Bompockl. Ho Henb3s 3a0b1BaTh 0 ToM, uto nipu TTII Toxke Moryt
OBITH IPU3HAKH JePUIUTa (POJIMEBON KUCIOThI, BHI3BAHHBIE T€MOJIM30M.

Cunapom JBaHca. — XapakTepu3zyeTcs COUYETaHHEM ayTOMMMYHHOW TPOM-
OOLIUTONIEHUU ¥ ayTOMMMYHHON T€MOJUTHYECKON aHeMUU. B TUMHMYHBIX ciayyasx
noJioxkuTenbHas npoba Kymbca noareepxkaaet nuarno3. Ho noxxHooTpuiarenbHas
npoba KymbOca MOXeT 3aTpyAHUTh NMArHOCTHKY 3TOTO 3a0osieBanus. st aToro
CUHAPOMA XapaKTEPHO OTCYTCTBUE IIMCTOLIUTOB.

I[Mapoxkcu3majbHasi HOYHAs reMoro0MHypusi. — boye3Hp mnposiBisercs
TPOMOOIIUTONEHUEH, BHYTPUCOCYIUCTHIM TeMOJIN30M U Tpombo3zamu. Ilpu mapo-
KCU3MaJIbHOW HOYHOM reMOrJoOUHYPHUH ITUCTOLIMTOB HET, aHEMUS U TPOMOOIIUTO-
neHus: OObIYHO COYETaIOTCs C JeHKoneHuen. ['ucronornyeckoe ucciieqoBaHue Ko-
CTHOTO MO3ra, KaK MpaBWJIO, BBISIBISET CHUKEHHE KJIETOYHOCTH. [[narHos mapo-
KcU3MaJbHasi HOYHAsi TeMOTTIOOMHYpHs TIOATBEPKAAIOT: caxapo3Has mpoba, nmpoda
XeMa, 00Hapy>KeHHOE NP UMMYHO(MEHOTUITUPOBAHUH CHI)KEHHE WIIU OTCYTCTBUE
skcipeccun CDSS u CDS9 Ha spuTponurax.

Mpg1 HaGmoganu 6osbHY0 (15 7eT), oOpaTUBIIYIOCS K TeparneBTy MO MOBOAY IO-
aBiieHus TEMHOM Mouu. [lociie BBINOMHEHUS BHYTPUBEHHOHN yporpaguu y mnaiu-
€HTKHU pa3BWJIach aHYpUSs, B CBSI3U C 3TUM OHa ObLIa TOCHUTAIIM3UPOBAHA B OTJIETIe-
Hue remMoauanusa. [Ipu oOcrnenoBaHuM OBUTM BBISIBICHBI: BHYTPUCOCYAUCTBIN Te-
MOJIU3 (@HEMHS C PETUKYJIOLUTO30M, CBOOOIHBIN reMOrJo0UH B CHIBOPOTKE KpO-
BU, TUNIEpOUTUPYOMHEMHUS 32 CUET HENpsIMOH (pakiuu, CBOOOAHBIA reMOTJIOOUH B
MOY€) U TPOMOOLMTONEHUS. BbUl NHAarHOCTUPOBAH TI'E€MOJUTUKO—YPEMHUYECKUI
CUHApPOM U Haudar remonauanuis. [locie BoccraHoBieHUs Auype3a y OOIbHOM co-
XPaHSJIUCh aHEMHsSI U1 TPOMOOLIMTONIEHHUS, ObLIO OOpallleHO BHUMAaHUE Ha YMEpEeH-
HYIO JIEHKOINEHUIO B aHanu3e KpoBH. [Ipu BhIMHCKE M3 CTalMOHApa C JAMArHO30M
reMOJIMTUKO-YPEMUYECKUM CHHAPOM TAIlMEHTKE ObUla PEKOMEH/IOBaHAa KOHCYJIb-
Talus remaTtoJiora. B nanpHelieM Ha OCHOBaHUU Pe3yJIbTATOB UCCIEAOBAHU I
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IATOI'EHE3

XAPAKTEPUCTHUKA ®OPM N BUJIOB TTII

DAKTOPBI PUCKA KJIMHUKA

10

Taoauna 1

TEYEHHUE

Myrarus rena npuBoaut k gepuuuty ADAMTS-13

HACJIEJCTBEHHAS TTII [3, 5, 7, 24, 40, 52, 55, 63]
Manudecrupyer 4aie B gerctse, y 16% GOMbHBIX — B BO3pacTe V B3poCIbIX GONBHBIX Pa3BHBACTCSI TUITHYHAS KINHAYECKAst
18 et u crapiue, mocie HHEKIUHU, OTEpalii, BO BpeMst KapTHHA HEOTJIMYUMAast OT KIMHUKH uauonaTuaeckoit TTIT
OepeMEeHHOCTH

PenuiBel BOBHUKAIOT KaXIble 3 Hefe-
Ji1, HO MOT'yT OBITH JUTUTEIBHBIC U HEpe-
TYJSIPHBIC WHTCPBAJIbL

[IPMOGPETEHHAS TTII

Tsoxénerii neduunt (<5%) ADAMTS-13, BEI3BaHHBII HHTHOUPYIOIUM JCHCTBH-
em ayroaHTutel, y 80% GonbHbIX

WIUOIATUYECKAS TTII [3, 5, 7, 52, 55, 64]
Yare pa3BUBAETCs Y MOJIOJBIX XKEHIIHH, OKHPEHNE — (GaKTop
pucKa.

Iopaxenne LIHC Bo3unkaer y 50—70% GOIbHBIX,
smxopaaka 1 OITH (<10%) — penko

Yacrora oboctpenuit — 21%. Peruaussl
pa3suBarorcst y 20%—50% GoIbHBIX.

Tsoxénerit nepumut (<5%) ADAMTS—-13 ¢ HammuneM aHTHTET y YacTH OOJIBHBIX.

TTII, CBA3AHHAS C BEPEMEHHOCTBIO [3, 65-68]
64-74% ciyyaeB BO3HUKAET B IIEPHHATAILHOM IIEPHO/IC. Mosxer 6bITh HeoTIMUMMA OT npedknamncun, HELLP—
CUHJpOMA

PeryBbI pH MOCIIe Iy IOIeH
O6epemenHoct — 13,9-58,9%

Bricokast aktuBHOCTB ayronmmyHHoro nponecca (CKB, CCI, A®C u np.),
ypoBeHb ADAMTS—13 00bI4HO HOPMATBHBIH, Y YacTH OOIBHEIX — AyTOUMMYH-
Heli nepumur ADAMTS-13

TTII TP AYTOUMMYHHbBIX 3ABOJIEBAHUSX [3, 52, 66, 69-74]
Ha ¢done ayronmmynHoro npouecca — 61%, oqHoBpeMeHHas Bricokas wactora Tskénsix nopaskenuit LIHC (71%) u
manudecranus — 26%, octpsrif snuzon TTIT moxer nouek (4acto passuBaercs OITH)
IPE/IIIECTBOBATh Pa3BUTHIO ayTOMMMYHHOT0 3a00JIeBaHHs

XpOHHYECKOE TEUECHHE

TTII HA ®OHE MH®EKIHWN

INoBpeskneHne MOYeYHOr0 SHAOTEIHS IUTaTOKCHHOM, IPOYLIUPYEMBIM
SHTEPOreMOpparndecKoil KNIeuHoH nanoukoi, nepunura ADAMTS—13 ner.

TTII, accounupoBannas ¢ E. coli O157:H7 [75-77]

Kenckuit mox (81%), 6emas paca (95%) Onmony TTII mpenmecTByeT reMopparudeckuii SHTEpoO-
komuT. Y jeteit pasuBaercs tHuHbi ['YC. YV B3pocibix
nanuenToB: yacrora nopaxkenust LIHC — 81% (67% — ts-
xémnoe), OITH — 62%, mxopanka — 4,8%. [lotpedHOCTH B
remoanaimse — 43% OOJIBHBIX.

Yacrora oboctpenuit — 6%. Peruauser
HE XapaKTepHBI

Tsoxénerit nepumur ADAMTS—-13 (<5%) y 58% naunenTos. Ha panneii cragun
BUY undexnun — 38% 6ompubIX ¢ nedpunntom ADAMTS-13, BeI3BaHHBIM
aHTHTENaMH; Ha OoJee MO3MHEeH CTaany OHCcaHbl OONbHEIE €3 aHTUTENT K
ADAMTS-13 (npeamonaraercs npsiMoe IOBPEXICHHE YHI0TEINATBHBIX KJIETOK
BHPYCOM).

TTII na ¢pone BUY [78-85]
Yamme pa3BuBaeTcs y O0IBHBIX B MO3JHEH cTaguu 3a001eBaHus C
HU3KUM ypoBHeM CD4 u Hamuunem apyrux ocnoxxuenuii BUY.

V GonpmmHCTBA GONBHEIX MaHH(beECTUpyeT Ha (oHe
npyrux ocnoxuenuit BUY ungexnun. TTII sBistercs
nepBoit Mmanudecranueit BUY undexunn y 28% GonbHBIX.
Kraccnueckas meHrana passusaercst y 60%.

PenunuBupyer pexe, ueM Mpu uANONA-
Tnaeckoi popme TTII. Teuenue 3aBu-
cut ot craguu BUY nndexunn,
BO3MOXHO JOCTHXKEHHUE JIUTEIBHON
(boxee 5 1eT) peMuccHn

JIEKAPCTBEHHAS TTII

ViMmyHOOMIOCpe/JoBaHHAs JIEKApCTBEHHAs TOKCUYHOCTD, PUBOJAIIAS K MOSIBIIE-
HHIO aHTHUTEN U Tskénomy aeduunty ADAMTS—-13 y GonpImHCTBA MAIUEHTOB C
TTII nocne npuéma tuxnonuanna (80,6%), n 'y wactu — ¢ TTII mocie knornmgor-
pens. Ilpu xunuH — nagynuposanHoi TTII — “XuHKMH-3aBUCHMBIE” aHTHTENA K
TpOoMOOLMTAM, SHAOTENHIO U JIp. KieTkaM, ypoBeHb ADAMTS—13 HopManbHBIi

JlexapcrBennas ayronmmynHnas TTII [3, 52, 86-92]
THUKIOMUINH: NPONOKATENBHOCTE TpuéMa 10 passutusa TTII Ipu TTII mocne npuéma THEHOMUPHMHOB ITOPAKEHNUE
>14 nueit — 90,3%. Knonuarpens: IpoaomkKHTeIbHOCTD TpHEMa IHC —y 50% 6onbHbIx, OITH — y 28%, muxopajka — y
1o passutus TTII </= 14 nueit — 74,3%. 26%. TTIl mocne xuHKHA: TOYTH Y Beex OonmbHBIX — OITH,
nopaxkenue LIHC — 70%, maxopanka — 52,9%.

PenuauBupyeT TONBKO IPU MOBTOPHOM
npuéme JIeKapcTB

Toxcuueckoe aeiictBue Ha sHA0TEINH, ypoBenb ADAMTS-13 HopMmanbHbIi

JlexapctBennas nososasucumast TTII [3, 40, 52, 65, 93, 94]
Luknocnopun A, Takpommmyc, Mutomutun C, I'emuurabun JIMarno3 4acTo ycTaHaBJIMBAIOT HA OCHOBAHHMH BEISBJICHHON
2 o
(KyMynaTHBHAs 1032 — 9-56 T/M") TIpH MCcTIeoBaHuM OuonTara rnovek mnodeunoi TMA

He peunnuBupyer

IMopaxenue sugorenus, yposenb ADAMTS—13 HopMabHbIH

MOCTTPAHCIUVTIAHTALIMOHHAS TTII [59-62, 95-99]
Bricokonosnas [1XT, TOT, mukinocriopun A, octpast PTIIX, Ipeobmnanaer moueunas TMA
reHepaIM30BaHHast HHQEKINs

He peunnuBupyer

IMatorenes nenssecteH, ypoBeHb ADAMTS—13 nopManbHbIH

OITYXOJIEBAS TTII [66, 100—103]
80% ciryuaeB BO3HHKAeT Ha (hOHE MYLHHIIPOAYLMPYIONIEH
aJICHOKapIIMHOMBI (3KeJTy/IKa, MOJIOYHOM JKeJIe3bl )

TspKEBIH TeMOoIN3, ABISIOMMNCT MaHU(pecTamei
OITyXOJIH y TPETH OOIBHBIX

IMporuos HebnaronpuaTHBIH

IMHC — nentpansHast HepBHas cucrema; HELLP—curnpom: hemolysis (H — remonus), elevated liver enzymes (EL — yBenmdenue neu€HouHbIX pepmenToB), low platelet count (LP — HU3KOe KOIHIECTBO TPOMOOIUTOB);
CKB — cucremnas kpacHas Bomdanka; CCJ/I — cucremnas ckineponepmust; ADC — antudocdomumumustii cuaapom; OITH — octpast mogednas HenocraTrouHocTh; BUY — Bupyc mMmyHozneduura genoseka; TMA —
TpomboTHaeckast Mukpoanruonatust; TKM — tpancmranramms koctHoro Mo3ra; [IXT — momuxumuorepamst; TOT — TotansHoe o6mydenue tena; PTITX — peakius “TpaHCIUIaHTAT IPOTHUB XO35HHA”
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(MOJOKUTETBHBIN caxapo3HbIN TEeCT U Mpoda Xema) ObUl YCTAaHOBJICH AMArHO3: Ha-
pPOKCU3MaJIbHAsi HOYHAs! TeMOTJIO0OUHYpHS.

CenTunemusi (BbI3BaHHas OakTepusiMH (-CTPENTOKOKK, MCHUHTOKOKK), BH-
pycamu (LIUTOMETaJIOBUPYC), TpubaMu (IMCCEMEHUPOBAHHBIN acnepruui€s), puK-
KeTcuen (maTHucTas auxopaaka CKaguCTBhIX TOp) MOXKET IPOSABIATHCS TPOMOOIH-
TonieHueil (oco0eHHo npu Bo3HUKHOBeHHH [IBC—cunapoma), B TOM 4HcClie U C re-
MOpPparu4eckuM CHUHIPOMOM, T€MOJIM30M, C HAJTMYUEM IIMCTOLUUTOB U MOJUOpPraH-
HOM HEeJI0CTAaTOYHOCThIO. [l yTOUHEeHUs! [uarHo3a HeoOXOJIMMBI: MTOCEBbI KPOBH,
peHTrenorpadus yerkux, nmpoda Ha MPOKAJBIMOTOHUH. B HEKOTOpBIX ciydasx
TPYIHO WJIM HEBO3MOXHO Pa3TpaHUYMTh 3TU 3a00JIeBaHUs, B TAKOW CUTYallUH Lie-
Jeco00pa3HO HAYMHATH OJJHOBPEMEHHO IJ1a3M03aMEHY U aHTHOMOTUKOTEPAITHIO.

Jupdy3nbie 001e3HN COCTUHUTEJIbHOM TKAHM MOTYT JaBaTh KIMHUKY,
cxoanyto ¢ TTII: TpomOonuTONIEHUs,, TEMOJIU3, UHOT/IAa B COYETAHUU C JINXOPa-
KOM, MOpakKeHUEM LIEHTPAJIbHOM HEPBHOM CHCTEMBbl U MouYeK. B mepByio ouepenb
3TO KACAETCsl CUCTEMHOW KPACHOW BOIMYAHKU. /{11 CUCTEMHON KpAacHOM BOJIYaHKU
xapakTepHbl: KymMOc—mo3uTuBHas remonutuueckass anemusi, LE—kneTku, aHTH-
Hykieapuble antuTena. [Ipu auddy3Hbix 00JIE3HIX COETMHUTENbHON TKAHU MOXKET
BO3HUKATh U BTOpuyHas TTIIL

JABC—cunapom. — [Ipu JIBC—cunapomMe MOryT ObITH BhIpaxKeHHass TPoMOo-
LUTONECHUS, TEMOJIM3 C HAIMYUEM IIHUCTOLUTOB, MOJUOPraHHAs HEJOCTATOYHOCTb.
HuddepenuunanbHas AMarHOCTUKA MPOBOAUTCS Ha OCHOBAaHUU JAHHBIX KOAryJso-
rpaMMBbl: yJJIMHEHUE TPOTpoMOrnHOBOTO BpeMenu, AIITB u nonoxxurenbHbie Tec-
Thl mapakoaryisinuu. Ho nuddepenumanus Bo3MoxkHa He Bcerja, Tak Kak Npu
TTII moxeT pazBuBatbesi BropuuHblid J[BC—cunapom.

[Ipueném npumep cnoxuoit auarnoctuku TTII y 6onbHoOM (29 neT) ¢ nabo-
patopHbeiMu Tipu3Hakamu JIBC—cunapoma, 3HAUMTENBHO 3aTPYJHUBLIIMMHU II0CTA-
HOBKY JIuardosa. IlalueHTKa moCTynuiIa B TEMATOJIOTHUECKOe OTAeaeHue Ha 14™"
JIEHb TIOCJIE CaMOCTOSITebHBIX poaoB. CocTosiHue O0JIBHON OBLIO KpalHEe TsKe-
JBIM (COTOp, MICUXOMOTOPHOE BO30YXACHHUE, METEXUU Ha KOKE, MATOYHOE KPOBO-
Te4eHue). 3a TpHU JIHA 0 MOCTYIUICHUS B KJIMHUKY Y KCHIIWHBI MOSBUIHCH T'e-
MOpparu Ha KOXe, 3a JiBa JIHS J0 TOCMUTaIN3aluu Obljla OTMEUYEHA BhIpAaXKEHHAs
COHJIMBOCTh, TEMIIEpaTypa He u3Mepsiiaack. /J[aHHble 1a00paTOPHBIX UCCIEAOBaHUMN
OBLIN CIIETYIOMMMI: FeMOIIOOHH — 54 /1, spuTponuTs — 2,16x10'%/1, TpoMGoIH-
61 — 50x10°/1, neiikouutsr — 14,1x10°/x, 703uHODMIBI — 4%, METaMUEIIOIUTHI —
1%, nanouxkosiaepHbie HeUTpodubl — 7%, cermenTosiAepHbie HeUTpoduibl — 57%,
mumpouutel — 21%, moHouThl — 10%); B MuenorpamMmme ObLII0 OOHAPYKEHO 00JIb-
10€ KOJIMYECTBO MErakapuouMTOB. [lexKypHbIM BpauoM ObLIa HAarHOCTHPOBaHA
UIMONaTHYecKasi TPOMOOLIMTONIEHUYECKas MypIypa.

HeBpomnarosnor, KOHCYIbTUPOBABIIUNA OOJIbHYIO0, HE UCKIIOYMI BO3MOKHOCTb
KPOBOM3JIUSHUS B TOJOBHOM Mo3r. llcuxoMoTopHoe B030yXI€HHE, BO3HHUKILEE
Ipy MPOBEACHUM MYHKIUH M MHBEKIUH, HE MO3BOJWIO CHeNaTh JTIOMOAIbHYIO
MYHKIIHIO.
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[lanmeHnTke OBLIM HAa3HAYEHBI: MyJbC-Tepanus MeturnpeaoM (500 mr), TpaHc-
dby3un C3I1 (500 mi1) u 3puTporTapHoit maccel. Kpome Toro, npoBoauiack cena-
TUBHAs Teparusl.

Bo BTOpO# monoBuHE IHS MosBMIAch uxopaaka (38,5°), ObuLI caenad moces
KPOBH U Ha4aTa aHTUOMOTHUKOTEPATIHSL.

Koarynorpamma 3adukcrpoBaina BEIpaXKEHHOE CHIKEHHE MPOTPOMOMHOBOTO
unaekca (ITTHU) — 66%, 3TaHOTOBBIN TECT OBLIT MOJIOKUTEIBLHBIM.

MatouHoe KpoBOTeueHHE Ha (hOHE MPOBOJMMON TE€pamuu YMEHBIIWIOCH, HE
OBLJIO CBEXKUX METEXUN Ha KOXKE, B OCTAIbHOM — 0€3 TMHAMUKHU.

YTpoM BTOpOro AHS TOCNUTaIu3alMu OOJbHAs ObLIa OCMOTPEHAa THHEKO-
JIOTaMH, MOCTaBUBLUIMMU JUArHO3: CENTUUYECKUNA METPOIHJIOMETPUT IMOCIE CaMo-
CTOSTENBHBIX POOB, (hJIEOMT BEH MaTKH M Ta3a. YuuThiBas juxopaiaky (39,5°),
JEHKOUUTO3 ¢ HEUTPOPHUIBHBIM CIBUIOM 10 MeTamuenonuToB, [IBC—cunapom c
notpebieHreM (HakTOpOB CBEPTHIBAHUS M0 KOAryjorpaMMe, UMEIOIIMICS odar WH-
dbexuun, ObUT ocTaBieH auarnos: cencuc u JIBC—cunapom ¢ motpediieHuem (dak-
TOpOB cBepThiBaHuA. Hanuumne uanonaruyeckod TpoMOOIUTONEHUYECKON MypIy-
PBI CYUTAIOCH MAJIOBEPOSTHBIM.

[Ipuunna HapyuieHus co3HaHus y 00JIbHOM He Oblia sicHa. B kauecTBe Bepcuii
paccMaTpUBAINCh: TEMOPPAruu B TOJOBHOM MO3T, MEHUHIHUT.

BriBog HeBpormarosora mociieé MOBTOPHOIO OCMOTpa — KoMa. B pesynbraTte
MoMOanbHOM MyHKIMH ObUT MOTYYEH IPO3PayHbIi TUKBOP.

[Tpo6a Kym6ca Obuta oTpuniatenbHas.

bonbHyto  mepeBenm B oTAeneHue — peanumaiuu.  JlabopatopHo-
MHCTPYMEHTAJIbHBIE MCCIEOBaHUS: PEHTTE€HOJIOTHYECKOE MCCIEOBAaHUE JIETKUX
MaTOJOTHH HE BBIABHUIIO, TIPU MAarHUTHO-PE30HAHCHOW TOMOTpaduu JaHHBIX, CBU-
JIETEeIbCTBOBABIIMX 00 MIIEMHUYECKOM HHCYJIbTE M KPOBOM3IUSHHUM, HE OOHApPY-
KEHO; Pe3yJIbTaT YJIbTPa3BYKOBOW JAOIIEpOrpauu — BHYTPUUEPEITHOE JABICHUE
HOPMaJIbHOE; JaHHbIE KoaryjorpaMMbl noATBepauiau Haauuue J{BC—cungpoma c
norpebnenrem ¢paktopoB ceptbiBanusa (IITU — 58%, ¢ubpunoren — 1,25 1/m,
pacTBOpHMBIC (pHOpHH-MOHOMepHEIe KoMILiekchl (POMK) — 21-26x107 r/x).

AyrMeHTHH ObLI 3aMEeHEeH MepoHeMOM (3 T' B CYTKH), Ha3HauYeH (paKkCUNapuH
(0,3 r — 2 paza B cytku), nponomkena undysus C3I1 (1,1 1) u sputpoumTapHoit
Macchl, HO 3¢ (deKTa OT OCYIIECTBISBLUIEIOCS JIEYEHUS OJy4YE€HO HE ObLIO.

YTpoM TpeThero IHsS TOCHUTAIN3AUUA TMHEKOJOraMu ObUIO MPHUHSATO pellie-
HUEe 00 ONEPATUBHOM JICUCHHH.

C y4eToM NMpU3HAKOB reMonn3a (Pe3yibTaThl MOJACYETa PETUKYIOUMTOB, BbI-
HoJIHeHHOTO Ha 2" neHb, — 18%, ompenencHust ypoBHs OWIMpyOWHA, BIIEPBbIE
crenanHoro yrpom 3°° mus, — 50,0 MKMOJIB/NT (HENpsIMOii)), BIIEpBBIE OBLI ITO-
craBied Bompoc o TTII kak o BeposiTHOM quarHose. [IpoBoaunacs nuddepeHiu-
anpHas auarnoctuka ¢ JJBC—cunapoMom.

Bce umeBminecs y 00JbHOW CUMOTOMBI (JIMXOpaJKa, MOPAaKEHUE IIEHTPAIb-
HOM HEpBHOW CHCTEMBbI, TeMOpPPAruyecKuii CUHAPOM, OOYCIOBIECHHBIM TPOMOOIIH-
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TOTNIEHUEH, HEUMMYHHAsI TEMOJIUTUYECKass aHEMUs, MUKPOTeMAaTypHsi) BO3MOXKHBI
kak B ciaydae TTII, tak u B cinyuyae [IBC—cunapoma. Hanuune ouara mndexuuu
(METpO’HIOMETPUT) U OTCYTCTBHE MOBBIIIEHHON CIOHTAHHOM arperamnuu TpomoOo-
UTOB 00YCIIOBUIIU BBIOOD B M0JIB3Y cerncuca ¢ IBC—cunapomom.

bonbHas Obla mepeBefieHa B OTACICHHE CENTHUECKUX IMOCIEPOAOBBIX 3a-
0oJeBaHUN C PEeKOMEHAALMIMU: JICUEHUE Celcuca, MiazMadepes3 ¢ 3aMelIeHHEM
C3II (22,5 n). [TauuenTke OblIa MPOBEEHA SKCTUPIALUS MAaTKU, BO BpeMs KOTO-
poii kpoBonoTeps coctaBuia 1 1, 6buto BBeaeHo: C3I1 — 2,5 i1, spurpomacca — 0,65
1. CMepTh 00JIBHOW HACTYNHJIA Yepe3 HECKOJIBKO YacoB IMOCTE ONepanuu. 3aKiio-
YUTEJIbHBIN KIMHUYECKUM AUAarHo3: CeNTUUYECKUN SHAOMETPUT MOCIE CPOUHBIX PO-
noB, cencuc, [IBC—cunapom. Ilpu naTosioroaHaTOMMYECKOM UCCIIEOBAHUU BbISIB-
JIEHbl MHOXECTBEHHBIE TPOMOOIUTapHbIE U (UOPUHHBIE TPOMOBI B COCY/IaX MUK-
POLIMPKYISATOPHOTO pyciia TOJIOBHOIO MO3ra, CEpALA, JETKUX, NEYEHH, MMOIKETY-
JOYHOM xeme3bl, Mop(oJIornyecKrue JaHHbIe B MOJb3Y CENTUYECKOTO IHAOMETPUTA
U cerncuca orcyTcTBoBaiu. IlaTomoroanaromMmuyeckuii Auario3 — TpoMOOTHYECKas
MUKpPOAHTHONATHA: TPOMOOTHYECKass TPOMOOLUTONICHUYECKas ypIypa.

3/i0kauecTBeHHAs1 apTepHa/ibHAs THIEPTEH3Usl XapakTepusyercs Quo-
PUHOUJIHBIM HEKPO30M apTepUOIL, TSKEIBIM COCYAUCTHIM NopaxeHueM. Kinunuye-
CKHE ITPOSIBJICHUS 3JIOKQUECTBEHHOW apTEPUaIbHON TMIIEPTEH3UU: TAKENAsL TUIIED-
TeH3us (aprepuanibHoe naBieHue >/= 200/140 mMm pT. cT.), sHUEamonarus, 3a-
CTOMHAs cepAcdHasi HEJOCTATOYHOCTh, OCTpasl MOYEYHAas HEIOCTaTOYHOCTh, OTEK
JMCKa 3PUTENIBHOTO HEpPBA. 3J0KAYECTBEHHAsl apTepHAIbHAs THIEPTEH3USI MOMKET
OCJIOXKHSTHCS MHUKPOAHTUOTNIATHUECKON TemonuTthueckod anemueit (MAI'A) u
TpoMOoruTonenre. Hanuune y Takux OONBHBIX YETBIPEX AIEMEHTOB MEHTAIb
TTII (MAT' A, TpomOonMTONIEHUS, HEBPOJIOTUYECKHUE HAPYIIEHUS, TTIOPAKEHUE T10-
YeK) OCIOKHSIET JAMArHOCTUKY. TpomOoTHUecKkass MUKPOAHTHOINATHUS MOKET BO3-
HUKHYTh U NIpU O0Jiee HU3KOM apTepUalIbHOM JIaBJIEHUU, U 0e3 OTEKa JUCKa 3pHU-
tesnbHOro Hepsa [104]. Tlocne HopManu3aluu apTepruanIbHOTO JABJICHUS MTPOUCXO-
JIUT BOCCTAHOBJIEHHE TPOMOOILMTOB M MpeKpalieHue remoinsa. Yacrora BO3HUK-
HOBeHUsA: 1% marueHnToB ¢ runeprensuei [105].

Karactpodpuuecknii antudochonunuanbiii cuaapom (KADC). — Bnepsroie
KA®C Boigenun R.A. Asherson (FOAP, 1992 ron). Psig aBTopoB npesaraet pac-
cmatpuBaTh KAD®C kak TpoMOOTHYECKYI0O MHUKpPOAHTHONATUIO ¢ aHTU(Ocou-
nuaHbiMu antutenamu [106]. Iuarnoctudeckue kpurepuun KADC: BoieueHue,
1o KpaitHeil Mepe, TpEX opraHoB/cUCTeM/TKaHeH; MaHHUecTalus 0JHOMOMEHTHO
WM B TEYEHUE HENIENN; THCTOJIOTMYECKOE BBISIBIEHHUE OKKIIFO3UH MEJIKHUX COCYJ0B
KaK MUHUMYM B OJIHOM OpraHe/TKaHH; J1abopaTOpHOE MOATBEPXKACHHE HAIUYU
antudocomunuaabix antuten [107]. s KADC xapakTepHbl: TOpaKEHUE TTOYEK
(78%), cepana (66%), nérxkux (56%), neHTpanbHON HEepBHOU cuctembl (50%), KO-
xu (50%), TpomOOoTHUECKHE MaHH(ECTalMK, BKIIOYAIOIMIKE 3MOOJIUI0 JErOuYHON
apTepur W riayookuil BeHO3HBIM TpoM003, JIBC—cunnpom (25%) [108]. Mukpo-
BacKyJisipHas MaHu(decTalus: noyeyHass TpoMOOTHYECKass MUKPOAHTHOIATHs, Pec-
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MUPATOPHBIA TUCTPECC-CUHIIPOM, LiepeOpalibHble MUKPOTPOMOBI 1 MUKpPOMH(DapK-
ThI, MUKPOTPOMOBI B MUOKap/e. JleranbHOCTh OueHb Bbicoka — 48% [109]. B To xe
BpeMsl, 1a3Mo3aMeHHas tepamnus dpdextuBHa y 73% nanuenton [106]. I1nazmo-
3aMeHa Mpu BO3HUKHOBEHUH TpoMmOoTHyeckoi mukpoanruonatuu npu KADC sB-
nsiercst Tepanueit neppoit nuHum [106]. KADC, nporekaromuii 6€3 TpoMO030B
KPYIIHBIX COCYI0B, npaktuuecku HeoTnimuum oT TTII [110, 111]. YacToTa BO3-
HUKHOBEHHUS: 1% manueHToB ¢ antTugocPoaunuaabiM cuaipomom [106].

JIEHEHHUE TTII. — B "HekoTOphIX ciydasiX, 0COOCHHO MpH MEPBUYHOM OC-
MOTpe, HeBO3MOKHO OoTiinuuTh TTII oT HekoTophix 3aboieBaHui (cercuc, 3I0-
KaueCTBEHHAsl TUIEPTEH3MsI); OJJHAKO, Tak Kak JyieueHue TTII He MoxeT ObITh OT-
CpPOYEHO, HayMHATh TEPANMIO IIa3MO3aMeHaMu cieayeT Oe3oTnaratenbHo. Ecnu
HE MCKJII0YaeTcss UHPEKLHs, TO He0OX0AUMO POBOAUTH U aHTUMUKPOOHYIO Tepa-
MU0, OJJHOBPEMEHHO MPOAOJIKAas BBIOJHATH AUArHOCTUYeCKue Meponpusitus. Ec-
JM B MOCJIEIYIOUIEM BBISIBUTCS JAPYroil AMArHos, mia3Mo3aMeHbl CIeyeT MpeKpa-
TUTh U OTKOPPEKTUPOBATH TEPATHIO.

JlucceMUHUpPOBAaHHBIE OMYXOJW Takke MoryT umutupoBath TTII, moatomy
HEO0OXOIUMO HCKIIIOUUTH OHKOJIOTUYECKYIO MaTOJOTUIO0, MPOBOAUTH OHOICHIO KO-
CTHOTO MO3ra, 0cOO€HHO Npu HEeAIP(HEKTUBHOCTU IUIA3MO3aMEHBI M ATHUIHYHBIX
KIIMHUYECKUX TPOSBICHUSAX.

“I'unepauarHocTvka” Ha COBPEMEHHOM JTame 3HaHUW 00 JTOM Ku3-
HEyrposkarole 00Je3HH, BEpOATHO, Heu3OexHa. [Ipu momo3peHun Ha JUArHos
TTII ot Bpaua TpeOYyIOTCS IKCTPEHHBIE MEPHI.

['aBHBIN MPUHLINI, KOTOPBIM JOJKEH PYKOBOJACTBOBATHCS Bpay MpPU BO3HUK-
HOBEHUU Bompoca 0 BepoATHOM auarnose TTII — npuHumn “mMoIHMEHOCHOTO pea-
TUPOBaHUA”: TEPANUIO CIIeyeT HAYMHATh He3aMe JIUTEIbHO.

PannomusupoBanHoe uccinepoBanue, nposeaéHHoe G.A. Rock ¢ komneramu
(Kananckas I'pynna Adepesa, 1991), nokazano 00nbiyio 3¢ HeKTUBHOCTD IUIa3-
MO3aMEHbl IO CPAaBHEHUIO C MH(PY3USIMHU CBEKE3aMOPOKEHHOW IJIa3Mbl: MOKa3a-
TeJIb BbDKHMBaeMocTu 4epe3 6 wmecdaneB — 78,4% u 49,0%, COOTBETCTBEHHO,
(p=0,002) [21]. ITpu mnazmadepese yaaiseTcs UHTHOUTOP METAJLIONPOTEasbl, a
IIPY BJIMBAHUU CBEKE3aMOPOKEHHOMU MJIa3Mbl WJIM KPUOCYIIEPHATAHTHON IJI1a3Mbl
3TOT (DEPMEHT BBOJUTCS B OPTaHU3M.

B ocHoBe MomudunupoBaHHOTO anroputrma jedenus npuodoperénnon TTII
(pucynok 1) — cxema Tepanuu, pazpadborannas J.N. George [18] u pekomenganuu
British Committee for Standards in Haematology, British Society for Haematology
[55]. Kpome TOro, B alirOpUTM BHECEHBI JIEMEHTHI, BKIIOUEHHBIE B HEKOTOPHIC
pexumbl Tepanuu TTII, OoHM BbIIEIEHBI IYHKTUPOM.

basucnas repanusa TTII. — Hauate neyeHue xenaresbHO B TEYEHHUE TIEPBBIX
CyTok Oosie3Hu. Tepanus AOHKHA BKIIIOYAThH IJIa3Mo3aMeHy — miia3madepes B 00b-
éme 40-60 mu/kr B cyTku [ 18]. HeoOxoauMeblit 00bEM T1a3MBbl  TIPU BECE MAITUEHTA
60 xr cocraBmsier 2400-3600 mu B cyTku. B ciydae HEBO3MOKHOCTH HEMENJICH-
HOM TIa3MO3aMeHbl ClieyeT MPOBOAUTh MHGY3UU OONBIIMX 103 CBEXKE3aAMOPO-
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KEHHOM TIa3Mbl (WM KpuocynepHaTaHTHOM): 25-30 mu/kr B cyTku. [lo addek-
TUBHOCTH JIaHHAsl Teparusi B OOJIBIIMHCTBE CJIy4aeB COMOCTABUMA C IJIa3MO3aMe-
HOH, ogHako, okoyio 30% OOJIBHBIX HYXAAIOTCS B MEPEBOJIC HA TJIa3MO3aMEHY U3-
3a meperpy3Ku KUAKOCThIO [112].

HecmoTps Ha TO, 4TO HE JOKa3aHa HEOOXOJAUMOCTh MIPUMEHEHHS TIIFOKOKOP-
TUKOCTEPOUJIOB M JAe3arperaHToB mpu JieueHun [TII, MHOTHE peXUMBI Tepanuu
PEKOMEHIYIOT MCIOJIb30BaTh UX HApSAy C IJIa3MO3aMEHOM, BKIIOYasi UX TEM ca-
MBIM B 0a3MCHYIO TE€paIHIo.

[ TIOKOKOPTUKOCTEPOU/Ibl, YUUTHIBAS CBEJICHUS O POJIM AyTOAHTUTEI B Pa3BU-

TAU OOJIe3HU, TPUMEHSIOTCS B KadeCTBE HMMYHOJCIpeccaHToB. Hekotopsie
pPEKUMBI B JOMOJIHEHHE K IUIa3Mo3ameHe ¢ mnepBoro aHs jedenus TTII mpeny-
CMaTpPUBAIOT HAa3HAUYCHHE TIIFOKOKOPTHUKOCTEPOUIOB (MpeaHu3oioH (1-2 wmr/kr
MaccChl) WK MYJIbC-Tepanusi METHINPeIHU300HOM (110 1 T B/B — 3 nH)) [55]. Pan
MPOTOKOJIOB JICUECHHS TTPEAYCMATPUBAET UCIOIBb30BAHUE UX MPU UAUONATHYECKOMN
TTII ¢ nepBoro nHs Tepanuu [3]. [opMOHOTEpANMIO TPOJOIKAIOT A0 MOTYUEHUS
MOJIHOTO OTBETA, 3aTEM HAYMHAIOT MEIJIEHHOE CHWXEHHE J03bl O OTMEHBI. MMe-
I0TCSl JTaHHBIE O PE3YJIbTATUBHOCTH MOHOTEpAIUU TOPMOHAMH TIPHU JETKUX (Pop-
max TTII [22].
AHTUTpOMOOIIMTAPHBIE  areHThl  (Ae3arperaHtThbl):  HHU3KUE  JIO3BI  alle-
TUJICATTUIIAIIOBOM KHUCIOTHI (75-375 Mr/CyTKM) MOTYT Ha3HA4aThCs, €CJIU KO-
JTYecTBO TpoMOOIHTOB Gobire 50x10°/1 [55, 113], 4acTo — B COYETAHUH C IHITH-
punamosiom (400 mr B cytku) [113]. B HacTosiiee BpemMsi akTUBHO M3ydaeTcs Iie-
7ecoo0pa3HOCTh MPUMEHEHUS PUTYKCHMMa0a B KaUeCTBE MEPBOW JTUHUU TEpaluu y
OonbHbIX uanonatudeckod TTII B momosHEeHWE K Miia3MO3aMeHe U TJIFOKOKOPTH-
koctepouaaM. IIpenBapurenbHble AaHHBIE MHOTOLICHTPOBOIO HEPAHIOMHU3UPO-
BaHHOT'O HCCJIEOBAHUS CBUCTEIBCTBYIOT 00 YMEHBIICHUHU JOJU IMAIlUEHTOB C
pedpaxreproit TTII ¥ CHMWXKEHHU KOJIMYECTBA PEUMANBOB NP T0O0ABICHUU PH-
Tykcumaba k 0asucHoi Tepanuu [114].

Bcnomorareabnasi Tepanusi. — Tpancdy3uu 3puUTPOIMTOB Ha3HAYAIOTCS T10
KIIMHUYECKUM TOKa3aHusM. TpaHchy3uu TpoMOOIIMTOB OOBIYHO MPOTHUBOIIOKA3A-
Hbl. OHM MOTYT YCWJIUTh TpoMOOOOpa3oBaHME W TMPUBECTH K rHOeIu MarueHTa.
[TpoBoasTCS MU MPU YTPOKAIOMIUX KU3HU KpoBOoTeueHUsIX. OHAKO OmyOInuKO-
BaHHBIE HEJABHO JAHHbIC HE MOJATBEPKIAIOT CBEICHUS O HETaTUBHOM BIIUSIHUU
UCIIOIb30BaHusl TpoMOoMacchl y OonbHBIX TTII Ha pesynbraTel nedenus [115].
[Ipu remonuze Bo3HUKAET AeDUIUT (HOTUEBOM KUCIOTHI, TOITOMY, MO MHEHHIO
psaa ucciefoBaTesiel, mpemnapar eiaecoo0pa3HO Ha3HAuaTh BCEM MAllMEHTaM ¢
TTII [55]. YacTh OOJIBHBIX C MOYEYHON HEAOCTATOYHOCTHIO HYXKIACTCS B MPOBE-
JCHUHU TEMOINAIIN3A.

JlonmoIHUTEIbHAS Tepanus NMPU nopaskeHnu muoxkapaa. — 1. IIpu noBbI-
IIICHWW YPOBHS TPOTIOHMHA MOTYT OBITh Ha3HAYE€HBI KJIOMUIOTPEIIb, CTATHUHBI, OeTa-
anapeHoOsokatopsl. Eciu uiieMun HET WK 30Ha UIIEMHUH HEOOJIbIast, T0CTATOYHO
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Pucynok 1. Anroputm tepanuu npuodperénnou TTII

BasucHasa Tepanus
TpombGouuTbl | (HaynHaga ¢ nepBoro gHA
>50x10°/n ANarHoCTMKM)
De3arperaHTbl: ' N3" (40-60 mn/kr Mmacchl B CyTKM)
' AueTuncanuuunosasa | exxegHeBHO
! KAcnoTta | W
! +/- ! C3MN?*/CynepHaTaHTHas nna3ma
Ouvnupuaamon ; (25-30 mn/kr maccbl B CYTKN)
"""""""""""""" FnokokopTUKOCcTEpPOUALI
A 4
OueHka achekTa
yepes 7 gHen M3
y A
MNnoxon oTBeTt Xopowun oTBeT:
- HopManu3sauus
n IOKOKOPTUKOCTEepouabl HEeBPOJIOrM4ecKkoro crartyca,
(ecnu He BbINM Ha3HaYeHbl Ha NepBOM 3Tane) .| - BOCCTaHOBIIeHWE YPOBHA .
N3 (ysenuueHune o6Lema B 2 pa3sa) TpomGouuToB (>/= 150x10°/n);
+/- - HopManusaums yposHsa J10T;
| - cTabununsauuns ypoBHS
i BuUHKpUCTUH/ : remorno6uHa
. LUmknodocamun/ '
1
i LlmuknocnopwuH A/ I MpoponxeHne Tepanun
! Putykcumao/ | KaK MUHUMYM 2 OHA
! CnneHakTomMus (?) :
1

KoHconuaupyrowas
Tepanus

CHMXxeHue vacTtoTbl M3
(2-3 pa3a B Hepento)

KoHTponb I
yepe3 30 gHEN (€ --=---=-=-==

v

Pemuccusn

Peungus <

OTcyTcTBME
CUMNTOMOB GOJIe3HU

MR o 2
I13 — nnazmo3amena, “C3I1 — cBexke3amMopoKeHHas I1a3Ma
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npooJKuTh 6aszucHyto tepanuto TTIL 2. Ecnu BbIABIEHHAs] IpU 3XOKapAHOTpa-
¢un ppakuus BeiOpoca < 40%, TO peKOMEHIyeTCsl MPOBOAUTH JIEUEHUE KapBeIU-
JIOJIOM, K KOTOPOMY MOTYT OBbITh J100aBiI€Hbl MHTMOUTOPHl AHTHOTEH3UH MpPEeBpa-
maroniero ¢pbepMeHTa Wi 0J0KaTOPhl PEENTOPOB AaHTMOTEH3WHA U/WJIU HUTPATHI +
ruapanasul. 3. [Ipu octpom noaséme cermenTa ST ¢ HapylIeHMEM JTOKAJIIBHOU CO-
KpaTUMOCTH MUOKap/a HE00X0[MMa Tepanus HU3KOMOJIEKYJISIPHBIMU TeapuHAMHU.
4. Tlpu 3arpyauHHBIX 00JIsIX ¢ Aenpeccueit cermenta ST win ¢ HapylIeHHUEM JI0-
KaJIbHOM COKPAaTUMOCTH MUOKAap/a Mpu OOJIbIION 30HEe 0OpaTUMON UIIEMUH MallH-
entsl ¢ TTII Hy>k7at0Tcs B IedeHUU HU3KOMOJIEKYIISIPHBIMU TrenapuHamu [56].

Ouenka oTBeTa HA Tepanuio. — IPPEeKTUBHOCT OA3MCHOM TEepanuu OICHHU-
BalOT uepe3 7 nuew jedyeHus. KomnyecTBo TpoMOOIIUTOB — HanboJiee BaXKHBIN Ma-
pameTp OLIEHKH pe3yibTaTa Tepanuu. OTBETOM Ha TEpaluIo SBISETCS: YCTpaHe-
HUE HEBPOJIOTMYECKUX CUMIITOMOB, HOpMalM3alusi KOJUYECTBA TPOMOOLIUTOB
(>/= 150x10°/m), BoccTaHoBNeHNe akTuBHOCTH JIJII', CTAGMIM3AIMS YPOBHS TEMO-
rJI00MHA.

CuuTaetcs 1enecoo0pa3HbIM OCYIIECTBIATh IIa3MO3aMEHbl €KETHEBHO 10
MOJIyYeHHsI OTBETa Ha TEpaNuIio, 3aTEM €lIE B TEUCHHWE KaK MUHUMYM ABYX JTHEU
[55]. Her xnuHMYEeCKUX MapaMeTpoB, OMPEAEISIOMIUX ONTUMATBHYIO MPOAOTKH-
TeIbHOCTh Tepanuu. bonbHbIM ¢ TsxkénbiM nedpunurom ADAMTS-13 (<5%) B
MOMEHT MOCTAaHOBKH JMAarHo3a M3-3a 4acThbIX 000CTpeHUI HEO0OX0quMa MOCTETEH-
Has OTMEHa I1a3Mo3amMeH [116].

O6ocTpenue. — [lociie MpuUHATHS pEIICHUs] O MPEKPAIICHUH TU1a3MO3aMEHbI
cienyeT 0COOCHHO BHUMATEIbHO CJIEAUTH 32 JTUHAMHUKOM TPOMOOIIMTOB, TaK Kak
st TTII B TeueHue Mecsiia mociie OTMEHbI IUIa3MO3aMEHbl TUIIMYHO Pa3BUTHE
000CTpeHHUsl, TPOSBISAIOIIETOCS BO3BPALIEHUEM TPOMOOLUTONEHUHU, BO3ZHUKHOBE-
HUEM JPYTHUX CUMITOMOB Ooje3Hu. OO0ocTpeHus: pa3BuBaroTCS y 7% OOJBHBIX C
OBICTPBIM NOJIHBIM OTBETOM Ha JieueHHe (MOJHOE BOCCTAHOBJICHUE HA MATHIM JEHb
Tepanuu), y MaueHToB ke ¢ 0oJiee MEeIJIEHHBIM OTBETOM 4acTOTa MOAOOHBIX 000-
cTtpenuit nocturaet 77% [42].

Yacrora Bo3BpaTa 0OJI€3HM TOCJIE OTMEHBI MJIa3MO3aMEHbl y MAIMEHTOB C
TTII mo pa3ubiM naHHbIM cocTaBisieT 29-82% [18]. YacTtoTa obocTpeHus mpu
uauonaruyeckor TTIT — 21%, mequana BpeMeHU BO3HUKHOBEHHSI OOOCTPEHHUSI TTO-
cJie OTMEHBI M1a3mMo3amensl npu 3Tor popme TTII — 3 nus [64].

[Ipu oOocTpeHHH HEOOXOAUMO HE TOJBKO BO30OHOBJIEHHE €XKEIHEBHOU
M1a3MO3aMEHHOM Tepanuu, HO W JaibHeWInas HUHTeHcHupukauus jedeHus. llpu
pa3BUTHH O0OCTpeHUs HAa (POHE MPEeTHU30JOHA Tpebyerca Oosiee MHTEHCUBHAs
MMMYHOCYIIPECCUBHAs Tepanusi, Harpumep, putykcumab [116].

O6ocTpeHue MOXKET pa3BUTLCA W MOCJE MOJYyYEeHHs OTBETa HAa TEpamuio Ha
(dboHe npoBeneHus MmiIa3Mo3aMeHbl. BO3MOKHOCTh OTKa3a OT IJIa3MO3aMEHbl y Ka-
KJO0r0 KOHKPETHOTO NAllMEHTa ONPEEIAETCS ONBITHBIM ITyTéM [ 18].

17



TpomboTHueckast TpoMOoIUTOIEHHYecKas myprnypa (oonesub Momkosuna)/ JI.b. dunatos// Penkue re-
Marojoruueckue Oomnesan u cuHapombl/ [lox pen. M.A. BonkoBoit. — M.: [lpakTuyeckas MeIuIlMHA,
2011, c. 32-51.

Koncomumaupyrwomas tepanusi. — C [ENbI0 NPEIOTBPALLCHUS YXYALICHUS
COCTOSIHUA OOJIBHOT'O B HEKOTOPBIX KIMHUKAX MOCIIE MOTYYEHHUsI OTBETA MPOBOIUT-
Csl KOHCOJIUAUPYIOIIasl Tepalns — CHUKEHUE Y4acTOThl IIa3MO3aMeH 10 2—3 pa3 B
Henemo [42]. Konconuaauus BBINOTHIETCA B TeUeHUE 2—4 HEAEb.

PedpakrepHocTh K 6a3ucHOi Tepanum (1wioxoit oteet) [116] dukcupyetcs
nocyie 7 JHEW JieYeHUs NpU HAJIUMYMM MEPCUCTUPYIOIIEH TpoMOomuToneHuu (<
150x10° /1) unu noBeImeHHon aktuBHocTr JIJII™ [55].

Jleuenne pedpakrepHoit 601e3HU. — HeT ennMHON TaKTUKHU JICUCHUS MAIUEH-
ToB ¢ peppaxkreproit TTII. Ilpu orcyrcTBUM 3ddekTa OT MmIazMo3aMeHsbl 1eIeco-
o0pa3HO yBeNIMUUTh 00BbEM 3aMeHsieMoil M1a3Mbl B Ba pasza [18]. Ecau go aroro
JTana JieYeHusl Teparnusi He BKI0Yalla TIIIOKOKOPTUKOCTEPOUIBI, TTocie (puKkcanuu
pedpakTepHOCTH OHM Ha3zHaudaroTcs [18]. B pa3HbIX nmpoToKkoiax K Iia3Mo3aMeHe
U TJIIOKOKOPTUKOCTEPOUIaM 100aBISIOTCS UMMYHOCYTIPECCUBHbBIE Tpenapathl.

Bunkpuctun. — Ilpu neuenun pedpakTepHoil K IMIa3MO3aMEHHOW Tepanuu
00JIE3HHU UCTIONB3YIOT BUHKPUCTHUH: pexuM I: 4 BBenenus o 1 mr yepe3 3 aus (1°
P A7 10 ram) [44, 117, 118]; pesxum I1: 0,02 mr/xr (177, 57H 9# 31
nun); pexum I1: 2 Mr — 1 pas B megemo [117]; pexum IV: mepseiii kype: 1™
neHb — 2 mr, 4™ u 7% qum — 1o 1 Mr, uepes HEZENIO MPOBOAT BTOPOIl Kype
[118]. OTBeT oTMEUaeTcs mociie NeEPBOM HEJEIN Tepauu, UHOTIa — YK€ Yepe3 JIBa
IHS TIOCTIE IEPBOM MHBEKIIUM BUHKPUCTHHA.

Huxnodochamun [119]. — ExxenneBHoe BBeneHue uukinodochamuna (1,5
MI/KT Macchl) Win myisc-Tepanus (1 r/mM°) naoT 3bGdeKT mpu THKEIOM TeYeHNH,
pedpakTepHOM K TUIa3MO3aMEHE.

Huknocnopun A [55, 120]. — HecmoTps Ha yBenMYEHHE PUCKA BO3HUKHOBE-
HUA TNocTTpaHcIulaHTauumoHHbIX TTII mpu neyeHun LUKIOCIIOPHUHOM, UMEKOTCS
CBEJICHUS O €ro Pe3yJlbTaTUBHOCTH IMpHU TxKENON pedpakTepHOocTH: pexxkum [: 2-3
Mr/Kr Macchl; pexxuM 1I: 5 mr/kr maccesr; pexxum III: 150 mr B cytku. Knunnyeckuit
Y TeMaTOJOTMYECKUN OTBET oTMevaeTcs uepe3 7—14 nHeil mocie Hadalia mpuéma
npenapata. [{uknocriopun A Hopmanuzyetr ADAMTS—13, npuBoauT K mcye3HO-
BEHUIO MHrUOUTOpa. OnTUMalnbHas MpoJ0HKUTENbHOCTh TEPANMK HE OIpejesieHa
[55], XOTs, MO MHEHHIO HEKOTOPBIX aBTOPOB, OHa cocTaBisieT 6 mecaies [120].

Purykcumad [121-123]. — Ha mpoTspkeHUU MOCTEIHUX JIET B 3apyOeKHOH
HAy4HOH JIuTepaType MyO0IMKOBaIUCh pabOThl, OMUCHIBAIOIINE YCIICIIHOE MpUMe-
HeHue puTykcnmaba (1 pas B Hemento mo 375 mr/m® — ot 2 10 13 BBeaeHwuii) B co-
yeTaHuM ¢ 0a3ucHOU Tepanued npu Tsokénoi pedpakreproit TTII B Manbix rpyr-
nax O0oJbHBIX. Bpems 10 oTBeTa mocie mepBoi 103bl Mpenapara B CPEeJHEM CO-
ctaisieT 10 nueit (5—32 au.). EcTh m1aHHBIE O COXpaHEHUH OTBETA MOCIIE JICUEHUS
putykcumabom Oosiee 79 mecsues [124].

Jlns skeHIuH aeropoaHoro Bo3pacta ¢ TTII B kauecTBe JOMOJIHUTENBHOTO K
0a3uCHOI Tepanuu UMMYHOCYIPECCUBHOIO MpernapaTa MpearnoYTuTelIbHee Ha3Ha-
4yaTh puTyKCcUMao [52], ueM, HarpuMep, IUTOCTATHKHU.
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Pemuccusi onpejenseTcss Kak yCTpaHEHHE CUMIITOMOB M HEBO300HOBIICHHE
ux B TeueHue 30 IHEH npu npeKpamieHuu miasmo3aMensl [ 18].

Penuaus — Bo3Bpamenue TTII nocne noctuxenus pemuccuu. s TTII 6o-
Jiee XapaKTEPHO OJHOKPATHOE PELUAUBUPOBAHHE, XOTS MOTYT BO3HUKATh U MHO-
’KECTBEHHbIE PELUIUBBI C HEPEryJIAPHbBIMU MHTepBasaMH. BOJBIIMHCTBO (pUKCH-
pyeTcs B TeUeHHUE roja, yepes3 4 roja nocjie Hayajga 00Je3HU peluIMBbl pa3BUBa-
10Tca peako. OgHako, onmucaHbl cilydad Bo3Bpara Oone3Hu u yepe3 13 jet mocie
nepBoro smnu3ona 3abonieBanus [40, 52, 116]. YacTora peuuauBa y MalUeHTOB,
nocturmux pemuccunt — 11%-36% [18, 43, 125], npu oTaensHbIX Gpopmax — 50—
70% [3]. YV OonpmMHCTBA TAaMEHTOB C TsHKENBIM aedurutrom ADAMTS-13
(<5%) B momgHOW peMHCcCHUU BO3HUKaeT peruauB [126]. Hamuuue anTHTEN K
ADAMTS—-13, BbIABISIEMBIX JHIIb Yy YacTu OonbHbIX wuauonatudeckod TTII ¢
TsokenbiM aehunurom ADAMTS-13 (<5%), — dakTop pucka pa3BUTHS peIUANBA
[127]. B rpynne nmanyeHToB ¢ BBICOKMM TUTPOM aHTUTENI B MOMEHT JUarHo3a 4dac-
ToTa peuuanBa — 47%, NMpU HU3KOM WIM HEONPENEIIEMOM YPOBHE AHTUTEN K
ADAMTS-13 - 5% [128].

PeunauBrupoBanue Kaxable 3 HeAeU XapaKTepHO ISl HAaciaeACTBEHHOU dop-
Mol TTII (cunnpom Upshaw-Schulman) [24]. B psiae ciaydaeB 3a00jieBaHHE MPOSIB-
JSieTCS Y B3pOCHBIX Ha (poHEe MH(DEKIMHU, OTIEPAaTUBHOTO BMEIIATEILCTBA, OepeMeH-
HoctH [3, 52, 55].

Nuaukaropsl A1 paHHEH JTHATHOCTUKY PelUAMBA NIPU HAUONATHYECKOH
TTIIL. — Ponb pe3ynpratoB oneHku ypoBHSI ADAMTS—13 u Hanuuus aHTUTEN K
ADAMTS—-13 B AuarHocTuke peuuavBa HaXOJIUTCS B CTaAuu M3y4deHus. B mo-
CJIeIHHUE TOJbl TOJIYYEHbI TaHHbIE, CBUIETEIIbCTBYIONIME 00 acCOLMAIMK HU3KOTrO
ypoBHsI ADAMTS—-13 (<5%) u nanuuus antuten (IgG) k ADAMTS—-13 y 60mb-
HBIX B PEMHCCHH C BBICOKMM PHUCKOM penuauBa. B HeOoabmMX rpynnax 00JbHBIX
TOKA3aHo, YTO MOHOTepanus purykcumabom (1 mHby3Hs B Hememo mo 375 Mr/m>
4 pa3a) NOpUBOJUT K KMCUE3HOBEHUIO AHTHUTEN, BOCCTAHABIMBAET YPOBEHBb
ADAMTS-13 u npenynpexzaaeT pazputue peuuausa [122]. Otu obHanéxuBaro-
1IMe pe3yJbTaThl HYKJAIOTCS B MOATBEPXKIACHUU B XOJ€ OOJBIINX PAHIOMHU3ZHPO-
BAHHBIX UCCIIEIOBAHUI.

Kpome Toro, no gaHHbIM, NOJYYEHHBIM B MAJIBIX TPYIIAX NAUEHTOB, MOHHU-
topupoBanue ypoBHsi ADAMTS—-13 u antutren k ADAMTS—-13 y GonbHBIX TTOCIIE
octporo 3nu3ona TTII no3BoJseT BbIABUTH MALIMEHTOB ¢ HAUMHAIOIHUMCS PELHIH-
BoM. Haznauenue purykcumaba B JaHHOM CHUTyalluu HOpPMaju3yeT YpPOBEHb
ADAMTS-13 u camxkaet tutpsl antuten [129, 130].

Jleuenne peuuauBa TTII. — Jleuenue penyarBa aHaIOTMYHO HAYAJIBHOM Te-
panuu U B OOJIBIIMHCTBE CIIy4aeB YCHEIIHO Ojarofaps YyCKOPEHHOMY IpOLEcCy
JUArHOCTUKHA M ONIEPATUBHOMY PELIEHHUIO BOIPOCA O NMPOBEICHUH IIa3MO3aMEHBI.
JleTanpHOCTH MpU peUANBAX MUHUMAJIbHA.

IIpopunakruka peunausBa. — C LENbI0 CHUKEHUS PUCKA PELUANBA IIPUME-
HSETCS CIUIEHAPKTOMHS, poJib KOTOpoil B neueHnu TTII 1o cux nmop AuCKyTUpyeTcs.
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CymecTBy10T nanabie 00 a3 pekTuBHOCTH cruieH kTomMuu [131, 132] npu penuau-
Be TTII, xpome Toro, npu pepakTepHOCTH K MIa3MO3aMEHe.

Hcnonw3oBanue nukiaocnopuHa A (2—3 Mr/kr) B TeueHue 6 MecsIieB Npe1oT-
Bpamiaer pa3Butue peruansa y 89,4% OOJbHBIX ¢ MHOXKECTBEHHBIMU PEIUI1Ba-
MU, obecrieunBaeT HopMaau3aluuo ypoBHa akTuBHOCTH ADAMTS—-13 u ucuesno-
BeHue/ cHkenue tutpa anturen k ADAMTS-13. Tlocne okoHYaHUs HIECTUME-
CS'YHOT'O Kypca JICUEHHUs LUKIOCIIOPUHOM A penuauB pa3Buics y 41% OonbHBIX,
nocturmux pemuccuu [133].

B nocnegnee BpeMs MOABWIMCH MaTepuaibl, CBHIETEIbCTBYIOLIUE 00 (-
¢dexkTuBHOCTH puTykcumaba npu npodunaktuke peuumausa TTII [122, 129, 130,
134—137]. ¥V 4acTu nanueHToB, JICUMBIIUXCS MPENapaTtoM, HOpMaIu30Balach aK-
tuBHOCTE ADAMTS-13 (01HaKO HE y BCeX OHA MOJJIEPKUBAJIACh) U OBLIIO OTME-
yeHo ucue3HoBeHue antutena Kk ADAMTS—13 [129]. IlpeanpunsaTa nonsiTka pe-
HIEHUST BOIpPOCa O MPOJOKUTENIBHOCTH JIEUEHUS pUTYKCUMAaOOM Ha OCHOBE pe-
3yJbTAaTOB OLICHKHU ypOBHs aKTUBHOCTH ADAMTS—13 u Hanmuuus aHTUTEN Kiacca
IgG x ADAMTS-13 [138].

Jleuenne nacaencreennoi TTII. — Uudy3un mnaszmer (5—10 mu/kr) kaxable
2—4 uenenu 0e3 MmiIa3Mo3aMEHbl JOJDKHBI MPEJOTBPAIaTh BOZHUKHOBEHUE pEIIU-
nuBa [52, 139].

Coznan pekomOMHaHTHBIN denoBeueckuit ADAMTS—13, koTopbiit gaét mo-
JIOKUTENBHBIA 3P(EKT mpu J00aBIEHUH K KPOBH OOJBHOTO C BPOXKIAEHHOU (op-
Mot TTII, nanHbie mory4eHsl in vitro [140].

Pe3yabTaTthl Jeyenus. — XapakTepucTuka Tepanuu otaenbHbix Gopm TTII,
a Taioke cBefeHUs 00 3(P(HEKTUBHOCTH JieueHus AaHbl B Tadswuie 2. OCHOBHBIMU
npudrHaMu rudenn O60JbHBIX Mpu ocTpoM snu3one TTII sBustoTcs mopaxeHue
LEHTPAJIbHON HEPBHOM cucTeMbl U TopaxkeHue cepaua. [Ipu anurensHoM HaOIIO-
naeHuu 3a rpynnoi naureHtoB ¢ TTII ycTaHOBIEHHBIMM MPUYMHAMU CMEPTH, BE-
POSITHO CBSI3aHHBIMU C 3TUM 3a00J€BaHUEM U €T0 JICUCHHUEM, ObUIH: MaTOJIOTUs T1e-
YEeHH, aCCOLIMUPOBAHHAsA C TeMOTPaHCPY3UIMU, U XPOHUYECKAs MOYEUHAs] HEA0C-
TaTOYHOCTH [141].

/lMHAMHKa CHMIITOMOB B IpoLecce Je4YeHHus. — YIydlIEeHUEe HEBPOJIOTrHye-
CKOM CUMIITOMAaTUKMU HaOogaeTcs yepe3 1—7 nHel mocie Havajna Tepanuu, Me-
JIMaHa BPEMEHU BOCCTAHOBIICHMS cocTaBiseT 3 aHsA. CHmxeHue aktuBHocty JII
Ha 50% mpoucxoaut uepe3 1-20 nHeH, mepruoa HOpMaIu3aluu KojieOaeTcs B mpe-
menax ot 2 1o 22 mHeil. Poct kommuectBa TpoMGoruToB 10 50x10%1 orMeuaercs
yepes 3—28 HEH, MepHOJ YBETHUCHHs KOIMYecTBa TpoMOonuToB 10 150x10%/1 —
3-32 nus. Jns cynecTBEHHOTO CHUKEHHUS YPOBHS KpeaTHHUHA TpeOyeTcs oT 2 110
35 nmHel, oS BO3BpaTa YpPOBHSI KpeaTWHHHA K 0a30BOMY/ HOpMaJIbHOMY HE00XO-
numo 8—-36 auei [58]. KiimHnueckne CUMITOMBI UCUE3aI0T B TeueHue 24—72 4acoB
[IOCJI€ Hayaja IUIa3MO3aMEHBbl, MPEAUIECTBYS TeMaTOJOTHYECKOMY OTBeTy [42].
Jlns1 ycTpaHeHusl CHMIITOMOB 0oJie3HH TpeOyeTces oT 3 10 36 miazmo3ameH [S55].
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HaGmronaercst 3aBUCUMOCTh BBKUBAEMOCTH OT MPOJIOJKUTEITLHOCTH TIEPHO-
Jla ¢ MOMEHTa BOZHUKHOBEHUS MEPBBIX CUMIITOMOB OO0JI€3HU /10 Hayaja Ija3Mo3a-
MEHHOU Tepanuu. [IpuMepom BIUSHHS ONEPATUBHOCTH JICUEHUS HA €0 pe3yJibTa-
TUBHOCTb SIBJISIETCS Kionuaorpensb-uaaynuposansas TTII. Hauano tepanuu B Te-
yeHue 3 JHel ¢ MOMEHTa MOSBJICHUS MPU3HAKOB 3a00yieBaHUs 00€CIeunBaeT yc-
nex JieyeHus — BbbkuBaemMocThb coctaBisieT 100%. IIpu Tepanuu, mpoBoaMBIIEHCS
yepe3 4 nHs U Oojee mocjae BO3HUKHOBEHHUs 0o0Jie3HHU, BhDKUBaeMOCTh — 0% [91,
144]. 3aTsHyBIIasCsl TUArHOCTUKA MOXET KaTaCTPO(PUUECKH CKa3aThCs Ha PE3YJIb-
TaTax JEUYCHUS.

N3ydaercss BO3MOXHOCTH HCIOJB30BAaHUS PE3YJIbTATOB aHalIW3a YPOBHSA
ADAMTS-13 u nanuuuga antuten Kk ADAMTS—13 B olileHKe OTBETa HA TEpANUIO.

B manbix rpynmax GoJIbHBIX MOJYYEHbl JaHHBIE 00 acCOIMMPOBAHHOCTH Ha-

muuust uHruouTopa (anturen k ADAMTS—-13) B MomeHT auarnosa c¢ Oosee men-
JIEHHBIM OTBETOM Ha IIa3Mo3aMeHy, pedpaKkTepHOCTbIO U pPaHHEH JieTaabHO-
CThIO. BOJBHBIX C BBICOKMM YpOBHEM aKTHUBHOCTH uHruoutopa ADAMTS—
13 mpeanonaraercst paccMaTpuBaTh B KaueCTBE KaHAWAATOB JJIsi MPOBEACHUS 0O-
Jle€ UHTEHCUBHOM MMMYHOCYIIpECCUBHOM Tepanuu [ 128, 145].
Bo3moxkHbIe 0C10KHEHUsI TPHM NPOBeJAeHMHU IU1a3Mo3aMmensl [6, 18]. — [To6ou-
HbI€ peaKIK, BbI3BAHHBIE T1a3M0O3aMeHOU, oTMevatoTcst y 42—51% O6onbabix TTII
[12, 64]. Tsx€nble OCIOKHEHUSI BO3HUKAIOT y 26% mauueHToB [12], ocnoxxHeHus,
CBSI3aHHBIE C LIEHTPAJIbHBIM BEHO3HBIM KaTeTepoM (ITHEBMOTOPAKC/ KPOBOTCUECHHS;
uHpexuun; TpoMO03bl) — 5-26,5%; OCIIOKHEHHs, OOYCIOBJIEHHBIE BBEJICHUEM
11a3Mbl (aJUIeprudeckrue peakiiuy, B TOM Yucie, aHapuiIaKTHIeCKUi oK, apTepHu-
aJbHas TUIOTEH3UsI, TpeOyromas nHQy3uu aonaMuHa, u ap.) — 2—6,4%; ocioxHe-
HUS, BbI3BaHHBIC BBHINIOJHEHUEM armapaTHbIX adepe3oB (yMeHbIIEHHE Oo0bema
HUPKYJIUPYIONIEH KpOBHU, alKaio3); HH(EKIHH, OOYCIOBIEHHBIE TpaHCc)y3uen
M1a3Mbl; MOCJEICTBUS HUTPATHOM TOKCUYHOCTH (ITapecTe3nu, CyI0pOTH WU TeTa-
HUS NpU pa3BUTUH runokanbiieMun) — 30%. JleTanbHOCTh, CBSI3aHHAs C TIa3M03a-
MeHamu y niaruentoB ¢ TTII, coctaBnsier 2,8% [12]. boyiee BBICOKYIO 4acTOTy OC-
JIO’)KHEHUW TpU MPOBEJAEHUU Iia3mMo3amenbl y OonbHbIX TTII mo cpaBHEeHMIO €
MPUBOJIUMBIMU B JIUTEPATYPE NAHHBIMU MPU JIPYTUX MATOJOTUSAX MOXKHO, BEPOST-
HO, OOBSCHUTH TSAKECThIO cocTostHUS manuenToB ¢ TTIT [12].

Joarocpoynsie pe3yabTarsl Tepanuu. — HecMoOTps Ha Hanuuue Bcex napa-
METPOB PEMHCCHH, BOCCTAHOBJIICHHE HE BCETJa ObIBAET TMOIHBIM: TIOCIE CEPhE3HO-
ro MIIEMHYECKOTO TIOPAKEHUSI TOJIOBHOTO MO3ra B HEKOTOPBIX CIIy4asiX COXpaHs-
I0TCSI OCTaTO4YHbIe M3MeHeHus (4,76%) [113], y 3HauUTENbHONW YacTH MAIMEHTOB
OTMEUaeTcs: caabdocTh, yXyAllleHue naMmsTH, ronoBHas 0onb [40]. Ilocne snuzona
TTII y 88% mnanueHTOB OCTAKOTCS MEPCUCTUPYIOIINE KOTHUTHUBHBIE HApYIICHUS
[146]. DOTu nocnencTBus riyOOKOW CHCTEMHOM MIIEMUU MOTYT HaOJI0aThCs He-
CKOJIBKO JIET, K CYACTBIO, Y MHOTUX MallUEHTOB HACTYMAET yiyulieHue. [lpu Tsoxé-
JIOM MOPaKEHHUH MOYEK Y psAZia OOJIbHBIX MOXKET Pa3BUTHCA XPOHUYECKAS MTOYSHHAS

21



TpomboTrueckas TpomOonuToneHnyeckas nypmypa (6onesup Momkosuna)/ JIL.b. ®unatos// Penkue remaronorunueckue 6one3nn u cunapomsl/ [lox pen.

M.A. BonkoBoit. — M.: [Ipaktuueckas meauiuna, 2011, c. 32-51.

22

Taoauna 2

OBIIASA XAPATEPUCTUKA JIEYEHUSA OTAEJIBHBIX ®OPM TTII

KJACCUOUKAIIUA TTIT

TEPAIIUA

SOOEKTUBHOCTbD IIJIASMOTEPAIINN
BBI)KUBAEMOCTbB/JIETAJIBHOCTb
[3, 65,75, 83, 84, 86, 128, 142, 143]

1.HacnencrBennas TTII (cuanpom Upshaw-Schulman)

CBC)KC?)aMOpO)KCHHaSI IJiasmMa

Beicokast 3¢ peKTHBHOCTH CBEXE3aMOPOKEHHOH IITa3MBl.

2. Ilpuodperénnas TTII:

T
2.1. Unnonatmueckast TTIT | [Tra3mo3ameHa | Bericokast 3¢ heKTHBHOCTH Mm1a3Mo3aMensl. Pemuccust — 80%.
2.2. Bropuunas TTII:

2.2.1. TTII, cBsi3aHHAs ¢ OEPEMEHHOCTHIO ITna3mo3amena Bericokast 3¢ (heKTHBHOCTH IIa3MO3aMEHBI, OTBET — 72,7%.

2.2.2. TTII, conpspk€HHAs ¢ ayTOMMMYHHBIMH O0JIe3HIMHA

HNmmyHOCYnpeccuBHas Tepanus +
TIa3MO3aMEHa

7
Cpennsist 3h¢GEKTHBHOCTH I1a3MO3aMEHBI .
JleTanbHOCTDH BBICOKASI.

2.2.3. TTII, pa3BuBIIasics mocie mpuéma JeKapCTBEHHBIX MPETapaToB:
2.2.3.1. TTII, BBI3BaHHAs OCTPOH IMMYHOOIIOCPEIOBAHHOM
JICKApPCTBEHHOH TOKCHYHOCTBIO
Tuxnonuaun-accounnposannas TTII

Knonunorpens-acconuuposannas TTII
XunuH-uaAynuposanHas TTII
2.2.3.2. JlekapctBenHas nozo3aucumas TTII

(umrocTaTHKK (MHTOMMITMH, TeMIUTa0NH, IMKIodochan),
HMHTUONTOPHI KAJIBIIMHEBPHHA (IIMKJIOCTIOPUH A, TAKPOIUMYC))

IIna3zmo3zamena

IIna3zmo3ameHna
ITnazmo3amena +/-

OrMeHa mpenapaTa

Bercokast 3¢ peKTHBHOCTD II1a3MO03aMeHBI, BBKHBaeMocTh — 75,3% (mipn
JICYCHUH TUTa3Mo3aMeHoi — 85,5%, 6e3 miazmo3amensl — 46%). [Tpu npué-
Me Tuknonuaaa < 14 maHeit BepkuBaeMocTh — 100%, mpu TUTETEHOCTH
npuéma rpemnapara > 14 qHell BBDKHBAEMOCTH IIPH JICYCHUH IUTa3Mo3aMe-
Hoit — 84,1%, 6e3 muasmo3ameHsl — 38,1%.

[Mpwn mrensHOCTH pHEMa KITomuIorpess < 2 Hexesb 3¢ ¢eKTHBHOCTh
Tepanuy He 3aBUCHT oT npuMmeHenus 13, BenkuBaemMocts — 84,6%.
Hmskas s¢ppexrnBHOCTS T1a3M03aMeHsl. JletansHOCTh —15%.

JleransHocTs BecoKast. [Ipu TTII Ha oHe BEICOKOIO3HOI XMMHOTEpAINN
otseT — 27%.

2.2.4. TTII na done nHDeEKIMN:
2.2.4.1. TTII, accounupoBannas ¢ Escherichia coli 0157:H7
2.2.4.2. BUY-acconmupoBannas TTII

IIna3zmo3ameHna
ITna3mo3aMeHa + BEICOKOAKTUBHAS
AHTUPETPOBUPYCHAS TEPATTHS

Cpennsist 3¢ GeKTHBHOCTH MI1a3Mo3aMeHsl. JleransHocTh — 31%.

Cpennsist 3¢ dexTuBHOCTH M1a3Mo3aMensl. [Ipu Tsoxénom neduimre
ADAMTS-13 (<5%) neranpHOCTh — 11,7%. IIprt HOpManTLHOM ypOBHE
ADAMTS-13 neransHocTh — 50%. CymecTByeT KOPPEISIHS MEKITY OT-
CYTCTBHEM MHTHOMTOpA y MaryeHToB ¢ HIBKUM ADAMTS—13 u xyammm
TIPOTHO30M.

2.2.5.TTII noce TpaHCIUTAHTAIIMK OPTAaHOB U TKaHEH

IMna3mo3amena He MOKa3aHa
(oTMeHa muKIIOCTIOpHHA A,
neuenne PTIIX, nadexnnm)

Hmskas s¢dppexrnBHOCTS TU1a3M03aMeHs!. JletambHOCTE BICOKast — 60—90%.

2.2.6.TTII mpu OHKOJIOTUIECKUX 3a00JICBAHHSIX

IIna3mo3amMeHa He TTOKa3aHa
(HC‘ICHI/IC OCHOBHOI'O 3360JICBaHI/I$I)

Huskas a3 hekruBHOCTS 1a3mMo3aMeHsI. JIeTaabHOCTh BEICOKASL.

T .2
BBICOKast 3 hexkTuBHOCTE — 70-90% pemuccuit, “cpenusis — okoso 50%, PTIIX — peakuust “TpaHCIUIaHTAT NPOTHB X03suHa”, [13 — m1a3mo3ameHa
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HenocTaTouHOCTh [40]. [lepcuctupytomiye KapauaibHble HAPYIICHUS MOTYT UMETh
MECTO MOCJIE€ BbI3IOPOBIICHUs [48].

3AKJITIOYEHHUE

Knunuka TTII He mMeer cnenu@puyecKux 4epT, MOITOMY MALMEHTHl MOTYT
OBITh TOCIUTATU3UPOBAHBI: B XUPYPTrUYECKOE OTJIEJICHUE TI0 MOBOAY a0JOMHUHAIIb-
HBIX 00JIell ¢ o103peHneM Ha "OCTphIif )KUBOT", B MH(EKIIMOHHOE — B CBSA3U C KeJl-
TYXOW U JINXOPAIKOH, a TAK)KE B pEAHUMALIMOHHOE, HEBPOJIOTUYECKOE U TEPAIIEBTH-
4ECKOE OTIEIICHMS.

[Ipu oOHapyXeHUU TPOMOOLUUTONEHUU HEOOXOAUMO OOpaTUTh BHMMAaHHE Ha
HaJM4YUE TEMOJIN3A, a IPU BBIABICHUYM HEMMMYHHOI'O '€MOJIU3a CIEAYET IPOU3BECTU
MOACYET MHUCTOLUTOB.

Pexomennyembie 1abopaTopHbie UCCIEOBAHUS: MTOJTHBIM aHAIU3 KPOBU (TPOM-
OOLIMTHI, UCCNEOBaHUE Ma3Ka KPOBU, MOACUET PETUKYJIOIMTOB); KOAryiorpaMmma
(pubpuHOTreH U TecThl MapaKoaryJdlMH); MeYEHOUYHbIE TPOOBI; aHAJIU3 MOYH; DJIEK-
TPOJUTHI, KpeaTuHuH; npoda KymoOca; aktuBHOCTh JIJII'; ypoBeHb ramrorioOuHa;
aHTU(HOCHOIUNUIHBIE aHTUTENa; AHTUHYKJIEApHbIE aHTUTENA; CepACUHbIE TPOIIOHU-
Hbl. Bpauam-nabopantam cienyer obpamiaTh 0co00€ BHUMAHHME Ha Ma3KH KpPOBH C
MOBBIIEHHBIM KOJIMYECTBOM IUCTOIUTOB. [Ipu oOHapykeHnn pparMeHTUPOBAHHBIX
SPUTPOLIUTOB MPHU MPOCMOTPE Ma3Ka HEOOXOUM UX MOJCYUET.

VYcnoBueM MOCTaHOBKM KiMHUYeckoro auarHo3a TTII (mpu oTcyTcTBUM Ipy-
IUX NPUYMH) SBISETCA HAJM4YMe KaK MUHUMYM JBYX CHMIITOMOB: TPOMOOILIMTOIIE-
HUS; MUKPOAHTMONATUYECKAs TEMOJIMUTHYECKAsE aHEMHS.

[Ipu Bo3HUKHOBEHUM MOA03peHus Ha auarHo3 TTII HeoOXxoaMMO HEMEMJIEHHO
HayaTh Tepanuio: miazmo3zamena (40—60 Mi/Kr Macchl B CyTKH WIH, IO KpailHe me-
pe, UHQY3UsS CBEXKE3aMOPOKEHHOM Tu1a3Mbl (10 30 MII/KT Macchl B CYTKH).

AxTuBHOE MH(GOPMHUpPOBaHKHE Bpauel 00 0COOEHHOCTAX TUATrHOCTUKU W MPUH-
[UIax JEYEHUs 3TOr0 OMACHOTO /IS )KM3HU MALUEHTa 3a00JI€BaHMs 10JIKHO CIIOCO0-
cTBOBaTh paHHeMmy BbIsiBiieHHIO TTII, oOecrnedyeHnio aeKBaTHOCTH Ha3HAYaEeMOTO
JICYCHUS.
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