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TPOMBOTHYECKHUE MUKPOAHI'NOIIATUHN
JI.b. ®unatoB

Tpom0oTHYeckasi MUKPOAHTHONATHA (TPOMOOTHYECKAs] MUKPOAHTHOATH-
YyecKasg reMOJIMTHYeCKasi aHeMUs1) — KIIMHUYECKUI CUHIPOM, XapaKTEePHU3yOUIUICS:
TPOMOOLIMTONICHUEH, MUKPOAHTUONATUYECKON TemoiuThudeckoi anemueit (MA-
['A), MUKpOBaCKyJSIpHBIM TPOMOO30M KOHLIEBBIX apTEPHOJ U KaMUJUISIPOB, MHO-
KECTBEHHOM nuchyHkuue opraHoB. Mopdonoruuecku TpoMOOTHYECKAS MUKPO-
anruonatus (TMA) onpenensieTcsi Kak YIJIOTHEHHE COCYAUCTON CTEHKHU ¢ Ha0yXa-
HUEM WM OTJEJICHHEM SHIOTENUATbHBIX KJIETOK OT 0a3ajbHOM MeMOpaHbl U OT-
JIO’)KEHWEM THAJIMHOBBIX JCTIO3UTOB B CYyOSHIOTENMAILHOM MPOCTPAHCTBE, BHYT-
PUCOCYIUCTBIE TPOMOOIMTapHbIE TPOMOBI U OKKIIO3us cocyqoB [1]. TloBpexne-
HUE SHA0TENUs cocynoB npu TMA unaynupyer npoiecc oOpa3oBaHUsl BHYTPUCO-
CYIUCTBIX TPOMOOIUTAPHBIX TPOMOOB MeENKUX cocyioB. [loTpedienne TpoMOoLu-
TOB MPUBOAUT K PA3BUTUIO TPOMOOLIUTONIEHUH, CY>KEHHE IIPOCBETA COCYA0B BbI3bI-
BA€T MUKPOAHTHONATUYECKYI) TeMOJUTUYECKYI0 aHEeMUIO (IIPOUCXOIUT MEXaHHU-
YECKOE pa3pyLIEHUE IPUTPOLIMTOB), MIIEMHUIO BAXKHEUILIUX OPraHOB.

OO6s3arenpHbM 31emMeHTOM TMA Hapsiay ¢ TpoMOOLMTONEHHEH SBIseTCA
MUKPOAHTUOIATUYECKass TeMOJUTUYECKass aHEeMUsI — HEMMMYHHas T'e€MOJIUTHYE-
CKasi aHEMUsl ¢ mucTouUTaMu ((hparMeHTUPOBAHHBIE SPUTPOIIUTHI) B Ma3Ke KPOBHU.
OOJIOMKH 3PUTPOIIMTOB MOTYT UMETh BHUJI: TIOJYAUCKA C IByMs — TPEMsI OCTPBIMU
BBICTYNaMH (IIUIEMOOOpa3HbI), TPEyTroabHUKA, MAJICHHKOTO HENMpPaBWIbHOU (op-
MbI parmenta [2, 3].

Tpamuumonno k TMA OTHOCAT TPOMOOTHYECKYIO TPOMOOIMTONEHUYECKYIO
nypnypy (TTII) u remonutuko-ypemuueckuii cuapom (I'YC). TMA moxker paz-
BUBAThCS TPU IIEJIOM psijie 3a00JieBaHUI (3JI0KaYeCTBEHHAs THUNEPTECH3Us, nud-
¢dy3Hble 00JIE3HU COCAMHUTEILHON TKaHW U 1p.), npu 6epemennoctu (HELLP—
cuaapoM: hemolysis (H — remonu3), elevated liver enzymes (EL — yBenudenue me-
yéHouHbIX (epmeHToB), low platelet count (LP — Hu3KO€ KOIWYECTBO TpPOM-
OOLIMTOB), MPEIKIAMIICUS U JIp.), TIOCe MpUuéMa JiIeKapcTB (TUEHOUPUIUHBI, XH-
HUH, XUHUJWH, IUTOCTaTUKU, UHTUOUTOPHI KAJIbIIMHEBPHHA, OpaJibHbIE KOHTpa-
LENTHUBBI, U JIP.), TOCJI€ TPAHCIUIAHTALIMK OPTaHOB U TKAHEH.

B meaunuHCcKo#N nuTepatype TEPMUH “‘TpOMOOTHYECKAss MUKpOAHTHOIATUS
TpakTyeTcsi HeogHo3HauHO. HexoTopeie aBTOpHI [4] UCIIONIB3YIOT €ro AJig 0003Ha-
YEHHS 1EJOro psijia COCTOSHUM, TPAaJULHUOHHO ONHCHIBAEMBIX KaK BTOPHYHBIE
TTII (mannpumep, noctrpanciiantauronas TTII). Aprymentupyercs Takoil moji-
xo1 teM, 4to auarHo3 TTII mpearnonaraer HeMeIEHHOE HAa3HAYCHUE I1J1a3MO03a-
MEHBI, Y JAaHHOW K€ TPYMIbl OOJBHBIX IIa3Mo3aMeHa Hed(h(EKTUBHA, U B TOM
cilydyae Iuia3MO3aMEHHasi Tepamnusi He nokazaHa. CyliecTByeT Apyras TOYKa 3pe-
Hus [5]: TepmunoMm “TMA” o603HauatoT Bce BTopuunbie TTII.



Knunuwecxasn onxocemamonozcus, 2008, Ned4, C.366-376. 2

Kpome toro, “TMA” ucnons3zyercs kKak MOpP(HOIOTHIECKU TepMHUH (HATIPH-
Mep, MUKPOAHTHONATHYECKUE M3MEHEHUs B OMONTAaTE MOYKU paccMaTPUBAIOTCS
Kak moueynas TMA) [6].

OO0s3aTenbHBIMU  DJIEMEHTaMU 3a00JICBaHUM, OTHOCSIIMXCS K TaK Ha3bl-
BaeMbIM TMA—accouMMPOBAaHHBIM CUHIPOMAM |[7], SBJISIFOTCS MHUKPOAHTHMONATH-
yeckasi TeMOJIMTHYecKasi aHeMusi U TpoMmOonuTtornenus. OcobeHHOCTh 3a00seBa-
HUW 3TOM IPyIIIbI — HAJIMYKE IJIaBHOrO opraHa-muieHu: TTII — nopaxxenue neH-
tpanbHO# HepBHOU cuctembl (LTHC), I'YC — nopakenue nouek, HELLP—cunapom
— NOPAXKEHUE TICYEHHU.

Knunnueckue cumntomsl I'YC, 0cOO€HHO Mpu MOpakeHUH HEPBHOM CHUCTe-
Mbl, Masio otinuyatorca ot TTII, ux nuddepennuanus cioxna. Hekoropsie crie-
[IUATUCTBl PAaCCMAaTPUBAIOT TPOMOOTHYECKYIO TPOMOOIIUTONEHUYECKYIO MYPITypy

J51 FGMOHHTI/IKO-ypeMI/I‘{eCKI/Iﬁ CHUHIPOM KaK OJHO 3360J’ICBaHI/IC, 0603Ha‘{aﬂ €Io KakK
“TTII-T'YC” [7].

TPOMBOTHYECKAS TPOMBOLIUTOIIEHNYECKASA
ITYPIIYPA (60s1e3Hb MoOIIKOBHIIA)

Amepukanckui kuHuUCT U natosior Eli Moschcowitz 7 ¢gespans 1924 ro-
na cienan coobuienne Ha 3acenanun Hpro-Hopkcekoro IMTatonormueckoro O6me-
cTtBa 00 uctopuu Ooje3HU 16-meTHEW NEBOYKHU C JIMXOPAJAKOH, aHeMHEH, meTre-
XUSIMH, Pa3BUTUEM MILIEMUYECKOTO MHCYJIBTA U OCTPOM JIEBOXKEIYJIOYKOBOW HE-
JIOCTAaTOYHOCTH, BBISBICHHBIMA MHOKECTBEHHBIMU THAIMHOBBIMU TpoMOaMu B
TEPMUHAIBHBIX apTEepUOJIax M KaMWUIipax BHYTPEHHUX opraHoB [8]. OOHapy-
KeHHasi 00Je3Hb MOoJyuynsia Ha3BaHue Oose3Hu (wim cuHapoma) MomkoBuna. B
1947 rogy B MEIUIIMHCKYIO TIPAKTUKY BBEAEH TEPMHUH “TpoMOOTHUECKass TPOMOO-
UUTONEHUYECKasl MypIypa’, aKTUBHO HCIOJIb3YIOIIUICSA B MOCIEIHUE JECATUIIC-
Tus [9].

YacTtoTa BO3SHHUKHOBEHHSI TPOMOOTHYECKONH TPOMOOLUTONMEHUYECKON MypILy-
pet (TTIT) B CIIA: 4-11 cnyuaeB ron/ muH. xutenerd [10, 11]. CooTHomeHue
uanonaTudeckoi u BropuyHoi ¢popmel TTII B ctpykrype mpuodbperénnoit TTII B
Peructpe Anonun — 51% u 49% [12]. Onucansl coydau pazsutus TTII y nannen-
TOB B Bo3pacte ot 0 m1o 90 mer, meauana Bo3pacta — 35 JieT, 4yalle BO3HUKAET y
ke [13, 14].

B 3apy6exxHoit nmuteparype ectb paboThl, AHATU3UPYIOLIUE NAECCATKU U JaxKe
cotau 0601bHBIX TTII. OTeyecTBEHHBIMU K€ CHEIUATUCTAMH ONMCAHBI €IUHUYHBIC
ciyyau 3a0osieBaHusi, Oa3upyroUIMecs B OCHOBHOM Ha JIaHHBIX ayToricuu. Ceene-
HUM 0 yacTore 3aboneBanus B Poccun Her.

TTII xapakTepusyercst KpaitHe arpeCCUBHBIM T€UCHHEM U TpeOyeT Havalia Te-
parnuu yKe B MepBbl€ YaChl BO3HUKHOBEHHS, IPU OTCYTCTBUU aJ€KBATHOTO ONepa-
TUBHO HA3HAYEHHOTO JICYCHMsSI MOKAa3aTelb JieTadbHOCTH mnpubmmkaerca Kk 100%
[15]. Tlo mamaeiM E.L. Amorosi u J.E. Ultmann, omybnukoBaBmux B 1966 romy
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0030p JUTEpaTyphl M PE3yJIbTaThl COOCTBEHHOTO OmbITa, U3 271 mornbiau 244 ma-
nuenta ¢ TTII (90%) [muT. o: 16].

B konme 70-x TOIOB B KauecTBE TEpaluu CTAM HCIIOIH30BATHCS MH(Y3UU
1a3Mbl U mazMo3zaMmena. Tpancdopmanus B3rsina Ha sedenue TTII nmo3Bonumna
nobuBatbes BeiznoposieHust 70-91% G6onpabix [17, 18].

IMATOI'EHE3 TTII. — OcHoBy 00Ji€3HU COCTaBJISIET PE3KOE MOBBIILICHUE ar-
peranuu TPOMOOIIMTOB ¢ 0Opa3oBaHHEM TPOMOOIUTAPHBIX (UM THATUHOBBIX)
TPOMOOB, COCTOSIIITUX U3 TPOMOOIMTOB U (aktopa ¢oH Bumiebpanma, B MeIKUX
cocylax OOJBIIMHCTBA OPTaHOB. B mepByto ouepeab Mopa>karoTcsi TOJIOBHOM MO3T,
MOYKH, CepIIE, JETKUE.

B nocnennue necsatuieTus ObUT cienaH psii pyHIaMEHTaIbHBIX OTKPBITUA,
OCYIIECTBUBIINX NPOPHIB B TOHUMaHUKU Mexanu3ma TTII.

B 1982 rony B mnasme 4 namuentoB ¢ peruauBupyromein TTII 6pu1m 0oOHa-
PYKEHBI “HE00BIYHO OOMBINE” MyIbTHMEPHI (pakTopa ¢hon Bunmnedbpanna [19]; mo
pa3Mepy OHU ObUTH MOAOOHBI TEM, KOTOPBIC CEKPETUPYIOTCS METaKaphuOIMTaMu U
SHJOTEIMAIBHBIMU KJIETKaMH, a COJIEpPKaTCs B O—TpaHyidaXx TPOMOOIMTOB U TEIb-
max Weibel-Palade sanorennanpapix kietok [20]. BeraBunyTas rumore3a o0bsic-
HsJla HAJIMYKUE MakpomoJiekyl ¢aktopa ¢oH BumieOpanma oTcyTcTBUEM Yy Malv-
€HTOB MPOTEea3bl WM AUCYIb(PUIHON peayKTa3bl, KOTOpas UX pacuerviser. B ka-
yectBe npuuuHbl TTII ObuIO mpenioxkeHo paccMaTpUBaTh MaKpPOMOJIEKYJbl (ak-
Topa (o BunneOpannga, BbI3BIBAIONIME HEKOHTPOJIUPYEMYIO arrjIFOTHHAIIMIO
TPOMOOIIMTOB, TPOMOO3HI.

B 1996 roay 6wu10 ycranoieHo, 4to y 6osnbHBIX TTII ecTh nedunurt merar-
JIOTIpOTeas3bl, YMEHbIIAIOLIEH pa3Mepbl MyJIbTUMEPOB (pakTopa ¢pon Buinedbpanna
nocpeacTBoM ux pacuierienus [21, 22]. BrnocnenctBuu (2001 r. [23, 24]) oHa
Obuta oummiena U uaeHtuduimporana kak ADAMTS-13 (A Disintegrin And
Metalloprotease with ThromboSpondin type 1 motif). B 1998 rony y B3pocibix na-
mueHToB ¢ npuobperénnoit TTII O6pum oOHapykeHbl ayToaHTHTEna kimacca IgG,
UHTUOUPYIOLINE aKTUBHOCTh METAIJIONpoTeassl [25, 26].

Camxenne aktTuBHOCTH ADAMTS—13 BBIABIECHO IPU CUHIPOME JUCCEMUHU-
POBaHHOTO BHYTPUCOCYIUCTOrO CBEPTHIBaHUS KpoBU ([ABC—cunapom), npu mup-
po3€e IMEUYeHU, YPEMUH, OCTPbIX BOCHAIUTENIbHBIX 3a00JI€BaHUSX, B IOCIEONepa-
MOHHOM NEPHUOJIE, FeNapuH-UHIyIUpOBaHHON TpomOouutonenuu Il tuna. Ho Bo
BCEX NEPEUMCICHHBIX CIy4yasX ypoBeHb akTUBHOCTH ADAMTS-13 > 10% [26—
31] (B 3aBUCUMOCTH OT MeTOfa olleHKu HopMa — 50—-178% [32], moapobHee o me-
Togax cMm. [33]).

Benunuuna storo nokasarens < 5% cneuuduuna ans TTII [34], y 6onbuiun-
cTBa 00bHBIX C THKETBIM Aeduriurom ADAMTS—13 (< 5%) onpenensroTcs: aH-
tutena Kk ADAMTS-13. B 1o ke Bpems aktuBHOCTh ADAMTS-13 >/= 5% ne
uckmouaet TTII.

KJIMHUKA TTII. — CioxHOCTh AMArHOCTHKUA OoJie3Hn MomikoBuiia 00b-
SICHSIETCS OTCYTCTBHEM Yy MAI[MEHTOB CHEIU(UUECKUX KIMHUYECKUX CUMIITOMOB.



Knunuwecxasn onxocemamonozcus, 2008, Ned4, C.366-376. 4

3a0osieBaHne pa3BUBAeTCs, KaK MPABHIJIO, BHE3AMHO HAa (POHE MOJHOTO 30POBBSI.
YacTo BO3HUKAET I'PUNIIONOAOOHAs MPOIPOMA, 3aT€M Pa3BUBACTCS PA3BEPHYTCS
KJIMHUKA.

E.L. Amorosi u J.E. Ultmann BeisiBuin xapakrepuyto aia TTII kiaaccude-

CKYI0 MeHTaay [1IuT. no: 15], e€ aneMeHThI:

l.TpomOGonuTonienusi, yacto tsxenas (100% [35-40]): koauvyecTBO TpoMOO-
nutoB < 30x10°/1 — y GombimHcTBa marmentoB (cp. — 18x10°/1m); remopparude-
CKHIl CUHIpPOM (reMopparud Ha KoXe (MEeTeXHH), HOCOBBIE, JECHEBBIE U, PEXKE,
KEITYJOUHO-KUIIIEYHBIE KPOBOTEUEHUS, MEHOpparuu, cybapaxHouJaabHbIe KPOBO-
U3JIUSIHUS, OOMIIBHOE KPOBOXApPKAHUE);

2. MuKpoaHruomnaruueckas remonutudeckas anemust (100% [35-40]): cuHu-
xeHue remoriaoOuHa (40-80 T1/m); pETHKYIOIMTO3; IIHUCTOUMTHI ((pparmMeH-
TUPOBAHHBIE SPUTPOLIMTHI) B Ma3Ke KPOBU; TUIEPOMIMPYOHHEMUS (32 CUET Hemnpsi-
MOl (hpakLMK); OTPULATENbHBIA NPAMON aHTUTIOO0YJIMHOBBIM TecT (mpoba Kywm-
Oca); MOBBINICHUE YPOBHs JakTatiaeruaporenassl (JIAI', oTpaxkaeT kak cCTeneHb
reMoJin3a, TaKk ¥ UIIEMHUIO TKaHEH); CHUKEHUE YPOBHS ranTorjio0MHa B CHIBOPOT-
K€;

3. HeBpojorudyeckue HapymeHus (92-59% [35-40]): HapylieHre CO3HaHUA
BILJIOTH JI0 KOMBI (HamboJiee 4acTo); MCUXMUECKHE HAPYUICHUS; TOJIOBHAs OOJb;
cynopory; (okanbHbIE HapylIeHUus (MeHee XapaKTepHBbI): ape3, FTeMUIIJIeTHs, Ha-
pylueHue 3penus, adasus;

4. nopaxxenue nouek (96—41% [35-40]): mukporematypust (Hanbosee xapak-
TepHa); NpPOTeUHypus (HamboJiee XapakTepHa); MOBBIIICHUE KpeaTUHUHA (OKOJIO
MOJIOBUHBI OOJIbHBIX); MUJIUHIPYPUSI; OCTpasi MOYE€UHAsl HEIOCTaTOYHOCTh (MEHEee
XapakTepHa); HeppoTUuuecKuit CUHIPOM (OUEHb PEJIKO);

5. muxopanka (24-59% [35-40]) vame — HempaBWIbHOW (OPMBI, HEXapaK-
TEepHa OYEHBb BBICOKAsl TEMIIEpaTypa C MOTPSACAIOIIMMU 03HOOAMHU.

[Tpu TTII y wactu manmentoB (12—43%) Bo3HMKAaeT aOJIOMUHATLHBIN CHH-
JIpoM (cuiibHbIE 00U B KMBOTE, TOLIHOTA, PBOTA), OOYCIOBICHHBIN a0I0OMUHAIIb-
HOM umemuei [39—42].

Jlo HepaBHEr0 BpPEMEHHM MOPAXKEHHE CepAlla HE CUYUTAIOCh TUIWYHBIM IS
TTII. Takue cuMnToMbl Kak cepanebueHue, oxapimka (7-29,3% O6onpubix TTII
[42]) oObsacHsMCh aHemuel [43]. BBeneHue B KIMHUYECKYHO MPAKTUKY UCCIEI0-
BaHUS CEPJICYHBIX TPOIIOHUHOB U U3MEHEHUE KPUTEPUEB IUATHOCTUKU OCTPOTO KO-
POHAPHOTO CUHApPOMA U MH(}APKTa MUOKApa MO3BOJIUIMN MM0-HOBOMY B3IJISIHYTh Ha
nopaxenue cepaua mpu TTII.

[ToBbiienne ypoBHsi Tponionuna T (= 0,5 Hr/mur), xapakTepHoe ISl OCTPOro
KOPOHAPHOTO CUHJIpOoMa, onpeaesercs y 54% nauuenton ¢ TTII [44].

Nudapkr muokapaa aumarnoctupoBad y 15,3%—-20% O6onsubix ¢ TTII [45].
Juarao3 mHbapKkT MHOKapaa y manueHToB ¢ uauonarudeckoit TTII, ycranosneH-
HeIi o nanHbiM DK u yBenuuenuto ypoBHs Tpornonuna [ (>1 ur/min), 3adukcupo-
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BaH B 40,6% cnydaeB uepe3 2—11 aneit nmocie nocrtanoBku auarsosa TTII u nHauana
Tepanuu MmiasMo3aMeHOM, XapaKTepU3yeTcsl BBICOKOM JieTaabHOCThIO (46%) [46].

VY manuentoB ¢ octpoil TTII pa3BuBaercs “momyamuii uH@apkT MuOKapaa”
[45], numb 57% Gonpubix TTII ¢ nHbapkTOM MHOKapAa UMEIOT CUMITOMBI TUITHY-
HOW MUOKApJIUAIbHOM uilieMuu [46].

Ocrtpas cepaeuHasi HEIOCTATOYHOCTh pa3BuBaeTca y 8,2% mauueHToB ¢ UAUO-
nartnyeckor TTII u MOKET BOBHUKHYTh B TEUEHUE HECKOJBKHUX JHEU IOCIE Juar-
Hoctuku TTII, accounupyeTcs ¢ MOBBIIIEHHOM JIETATbHOCTHIO [43].

CornacHo MOCJIEIHUM AaHHBIM, MOPAXKEHUE CepAla B MOMEHT JUArHOCTUKH
TTII ormeuaetcs y 42% nauueHTtos [14].

VY 6onbnbix TTII onuchiBatOT BHE3AMHYIO CEPICUHYIO CMEPTh, KapIUOTCHHBIN
mok, aputmun. [lopakeHne MuOKapaa MOXKET ObITh HEPACIO3HAHHOW MPUYUHOU
cmeptu nipu TTII [43]. [To nanHBIM ayTomCHU, IOpaXXeHUE cepaia ObuUIo 0OHApYy-
’KeHo B 76,4%—100% cayudaes [45].

Penxoit manugecramueit TTII MoxeT ObITh: MaHKpEATHUT, T€MATUT, PabIOMHUO-
JIU3, OCTPBIA PECHUPATOPHBIA JUCTPECC-CUHIIPOM, HEOKKIIFO3UBHAS ME3EHTEpHUalb-
Has uileMusi, nepudepruuecKkuil MIEMUYECKUN CUHIPOM, TAaHTPEHA KOXKH.

[Ipu ocMoTpe OOJBLHOTO MOTYT BBISIBISITHCS: OJETHOCTh KOXKU M CIIM3UCTHIX,
nypIypa, Xeiryxa, yBeJauueHue rneueHu u cenezéuku (20% [5]), aprepuanibHas ru-
nepTeH3us (peaKo).

JlaGopaTopHbie 1 HHCTPYMEHTAJIbHbIE HccaeaoBanus. [lomrumo remonusza c
MIUCTOLUUTAMU, TPOMOOLMTONIEHUH U M3MEHEHUU B aHajIM3ax MOYM HaAOJIOJaeTcCs
HOPMaJIbHOE WJIM HE3HAYMTENIbHO YBEJIMYEHHOE KOJIMYECTBO JeHkouutoB. IIpo-
TPpOMOMHOBOE BpeMsi U aKTUBUPOBAHHOE MaplHaibHOE TPOMOOIIACTHHOBOE BPEMsI
(AIITB) 00bIYHO HOpPMAaJIBHBIC WJIM HE3HAYUTEIHHO yAIMHEHbl. Ha mo3gHux craam-
ax MoxeT npucoenuusaTbes JIBC—cunapom [47].

KommuectBo mucromutoB npu TTIL: B cpennem — 8,35% oT obmiero xonmye-
ctBa 3putpouutoB (1-18,4%, Hopma: 0-0,27%) [48]. B TeueHue nepBbIX ABYX AHEH
B KpoBU OonbHbIX TTII mmcToruTo3a moxer He ObITh [48, 49]. llucrouuram, mno
MHEHHUI0 HEKOTOPBIX HCCIIENOBATENCH, JOMKHA OTBOJAUTHCS OOJbINAs POJb B JHU]-
dbepenunanbHoil nuarHoctuke TMA. YTBepKaaercs, 4TO JOCTaTOYHBIM apryMEH-
ToM B noJib3y TTII ABnsieTcs 10as8 MMCTOUMTOB, 3HAYUTENBHO NpeBbliatomas 1%
OT 00I1Iero KoJimuecTBa puTpounTon [20, 48].

Onpenenenune ADAMTS—13 u antuten k ADAMTS—13 enié He crano pyTuH-
HBIM BO BpaueOHO# npakTuke. Tsoxénbiii nepuuur ADAMTS-13 (< 5%) xapakre-
peH kak s HacienctBenHon TTII [5], Tak u nis GonbiuHcTBa (80%) MaiMeHTOB ¢
uanonaruueckor TTII [5, 14]. Kpome Toro, y 4actu OOJIBHBIX HIAONATHYECKOM
TTII ¢ tsoxensim gedunurom ADAMTS-13 (<5%) ompenensroTcss aHTUTENA K
ADAMTS-13 [5, 14]. dns GonbmuHCcTBa ciaydaeB BTopuaHOM TTII Tsokénbrid me-
bunur ADAMTS-13 (<5%) He xapakTepeH.
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Jlns nuarHOCTHKU cepaedHou uimemun y Bcex OonbHbIX TTII mpemmaraercs
MPOBOJIUTH PYTUHHBINA CKPUHUHT U MOHUTOPUHT CEPJICIHBIX (DEPMEHTOB (TPOMTOHIH
[ wnu Tponionun T) [46].

[Tpu xommbroTepHOM TOMOTpaduu ronoBel y nauneHtoB ¢ TTII MoryT ObITh
0OHapy>KeHbl UHTPAKPAHUAIbHbIE KPOBOU3IUSHUS, HH(DAPKTHI.

AUATHOCTHUKA TTII. — C uenbto panHero BbisiBiieHUs nanuueHToB ¢ TTII
B MIPaKTUKY ObUIM BBEJEHBI NEPBUYHBIC JUArHOCTUUYECKUE Kputepuu [15, 17], co-
YyeTaHhe KOTOPBIX (lIMaja), MpU YCIOBUU OTCYTCTBUSA IPYTUX KIMHUYECKH YCTa-
HOBJICHHBIX MPUYMUH 3a00J€BaHUS, CUUTACTCS JOCTATOYHBIM OCHOBAHUEM JIJISl JU-
arno3a TTII. Ilmarnoctuyeckast nmaga TTII:

—  TpOMOOIIUTOIICHHS;

— MHUKpOAHTMonaTuyeckas reMouTuieckast anemus [15].

Hekoropsle aBTOpbl cunTarot, yto auario3 TTII MoxeT ObITh OnpeaeneH npu
HAJIMYUUA TPOMOOLMTONEHUN U MUKPOAHTMONATUYECKON T€MOJUTUYECKON aHEMUU
B COUETAHUU C MOBBIIEHHBbIM YpoBHEM JI/[I" B chiBopoTKE KpoBH [S0].

Onpenenenne MUHUMAIIBHO 1OCTAaTOYHBIX Jyisi AuarHoctuku TTII mpu3nakos
00s1€3HU O0YCIIOBUIIO POCT KOJIMUYECTBA BBISIBIEHHBIX OOJIBHBIX (YACTOTa BO3HHK-
HOBEHUS KJlaccuyecko nentaabl: 14—77% [36, 51]); cMecTuiI0 Hayano Tepanuu Ha
NepBbIe JHU 3a00J1€BaHUS; U3MEHWIO KIMHUKY OOJIE3HH B MOMEHT JUArHOCTUKH —
CHU3MWJIACh 4aCTOTA HEBPOJOIMYECKUX CUMIITOMOB, IIOPAXKEHUS IIOYEK U JIMXOPAJ-
KH.

CHM)KEHHE YacTOThl PAa3BUTHs TPEX NEPEUMCIEHHBIX 3JIEMEHTOB INEHTAJBbI,
OTMEYaeMO€e B IOCIJIEIHHUE TOMBI, SBISETCS PE3yJIbTATOM IEPECMOTpPa NPU3HAKOB,
HEoOX0oMMMBIX it obocHoBaHus nuarHo3a TTII: yckopuiack quarHocTuka, co-
KpaTWJiICs MEepUoJ OT BO3HUKHOBEHMS 3a00jeBaHusA A0 Hadana tepanuu. O Biaus-
HUU ONEPATUBHOCTU JUATHOCTUKH M, KaK CJIEeICTBHE, OICTPO HAYATOIO JICUEHUS Ha
NPEAOTBpPAILCHUE “‘pa3BOPAUYMBAHUS NEHTAbl  CBUAECTENBCTBYIOT PE3YIbTAThI HC-
TOPUYECKOr0 aHaIM3a KIMHHUKU 3a0oseBaHus. PaHHee Hayano Tepanmuu MpenoT-
BpAILIACT MMOPAKEHUE TaK HA3bIBAEMBIX OPraHOB—MHUILIEHEN, KOTOPBIE CTPAJAIOT U3-
3a OTCYTCTBHUS JICUCHHUS B MEPBbHIE YaChl 3a00JICBaHUS.

s Toro, uro6sl He nponyctuth auarHo3 TTII, mpeanaraem moiab30BaThCs
JBYMs IIPaBUJIAMU:

1. BO Bcex ciyyasix BIIEPBbIE BBISIBJIEHHOIO HEMMMYHHOT'O reMoJiu3a Heo0Xo-
MO CTaBUTh BOIIPOC 00 MCKIIIOUEHUH MHUKPOAHTMONATHUYECKON T'€MOJIUTUYECKON
AHEMHH U MPOBOJUTH IOJACYET HIUCTOLUTOB;

2. B K&XJIOM Cly4yae BIEpPBbIE OOHAPYKEHHONW TPOMOOIMTONEHNH HEOOXOIH-
Mo uckinodats TTII (cneayer BBISBIATH FEMOIIN3).

['emopparuyeckuii CUHIPOM MPU UIUONATUYECKOU TPOMOOIUTONEHUYECKOM
nyprnype cxoneH ¢ TakoBbiM npu TTII, Tak kak B 0o0oux ciyyasx oOycClIOBJIEH
TpoMmOouTONEeHHe. B Muenorpamme HaOnrogaeTcsl yBeIMUYEHUE KOJMYECTBA Me-
rakapuouuToB. OMMOKM NpU TPAKTOBKE KIMHUYECKUX npusHakoB TTII B momib3y
JMarHo3a uauonaTthuyeckass TPOMOOLUTONEHUYECKas MypIypa: BO-IIEPBBIX, aHE-
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MUS C YBEJIMYEHUEM KOJINYECTBA PETUKYJIOLMTOB B KPOBH M APUTPOKAPUOLIUTOB B
MHUEJIOTpaMMeE, BbI3BAHHASI T€MOJIU30M, MOXET ObITh OIIMOOYHO OOBSCHEHA KaK
CJIEJICTBUE HOCOBOI'O, MATOYHOI'O WJIH K€y I0YHO-KUIIEYHOTO KPOBOTEUEHHUSI; BO-
BTOPBIX, HaJIU4Hhe (PparMEHTUPOBAHHBIX SPUTPOLMUTOB (ILIMCTOLMTOB) B Ma3Ke
KpOBU BpauM-1a00paHThl, KAK MPABUIIO, HE OINHUCHIBAIOT;, B-TPEThUX, B KAUECTBE
OPUYUHBl MHUKPOTEMaTypHUH MOXET paccMaTpUBaTbC TPOMOOLIMTOIICHHUS, B-
4eTBEPTHIX, BHE3aNHO pa3BuBlIeecs nopaxenue [{THC moxer pacueHuBaTbCs Kak
KPOBOM3JIMSIHUE B TOJIOBHOW MO3r. [IpoBoauMasi Tepanus riitOKOKOPTUKOCTEPOU-
JTaMU B TaKOW CUTYalllH, KaK MpaBuiio, HedhPpekTruBHa.

OTaenbHO cleAyeT OCTAaHOBUTHCA HAa OCOOEHHOCTSIX JIMarHOCTHKHU IIO-
crrpancianTaunoHHo TTII. AneMus u TpoMOOIUTONICHMS, SIBIISIOIIUECS KpUTE-
pusimu quarHoctuku TTII, xapakTepHbl 1JIs1 TOCTTPAHCIUIAHTALIMOHHOTO COCTOSI-
HUS, CJIEI0BATEIbHO, OHU HE MOTYT CIY>KUTh JIOCTATOYHBIM OCHOBAHHMEM IS JU-
arnosza TTII. ®parmedTanus SpUTPOIUTOB OOHAPYKUBAETCS TIOYTH Yy BCEX TaIlu-
€HTOB MOCJIE AJIOT€HHON TPaHCIIAHTAllMK KOCTHOTO Mo3ra [52—-54]. DTo cyuiecT-
BEHHO OCJIOJKHSIET MOCTaHOBKY AuarHo3a TTIIL.

B nurepaTtype onucanbl 28 pa3IMYHBIX KPUTEPHUEB NUATHO3A IMOCTTPAHCILIAH-
taunoHHo TMA. C nenbto yHudukauuu nuarHoctukud B 2007 rogy MexayHa-
ponHoO#M paboueld rpynnoi, cozganHoil nmo ununuaruse EBMT (European Group
for Blood and Marrow Transplantation) u European LeukemiaNet, 6b111 pa3pabo-
TaHbl IMATHOCTUYECKUE KPUTEPUU MUKPOAHTMONATUH, ACCOLIMMPOBAHHOM € TpaHC-
IJIAHTAUUEW Te€MOMO3THYECKHUX CTBOJIOBBIX KIIETOK. J[MarHo3 JOJKEH CTaBUThCS
P HAIMYHUM BCEX CIEAYIOLIIUMX KPUTEPHUEB: KOJUYECTBO IIMCTOILMTOB B KPOBU
>4%; BIIepBbIC BBISBICHHAS, MMPOJOJDKUTENIbHAS WM MPOTPECCUPYIOIIasi TpoMOo-
IIATONCHHS (KOJIMYECTBO TPOMOOIIMTOB <50x10°/n wmm COKpAaIllCeHUE KOJUYECTBA
tpomOonuToB Ha 50% wu OoJiee); BHe3amHOe M TOCTOosHHOE yBenumdenue JIJT;
CHUKEHUE YPOBHSI T€MOTJIOOMHA WM YBEIIMYEHUE MOTPEOHOCTU B TPAHCPY3USIX;
CHIKEHHE rantorjioOnHa B ChIBOPOTKE [S5].

Knaccudukanus TTII npencraBnena B Tabnuue 1.

JANOPEPEHIHUAJIBHAA JTUAT'HOCTHUKA. — CoBpemeHHass AWarHo-
ctuka TTII, Gazupyromasca Ha ABYX KpUTEpUsIX, TPeOyeT UCKIIOUEHHs 3a00JeBa-
HUH, IPU KOTOPBIX MOTYT ObITh T€MOJIUTHYECKAsI aHEMUS U TPOMOOIIUTOIICHHUSL.

MeragnobaacTHass anemus. — [Ipu nepBom oOcie0BaHNU TALIMEHTa C Mera-
J00JaCTHOM aHEMHEW MOJKET BBISBISATHCS: aHEMHUsSl C IpPHU3HAKAMHM TEeMOJu3a U
HIUCTOLUUTAMU, TpoMOouuTornenus, ypenuuenue JIJI', ounupyOuna, MmeHTanbHbIE
Hapywenus. [Ipu 3Toit anemMun penko ObIBaeT remopparudeckuii cuaapom. Jlis
HEe€ XapaKTEpHBI: MAHIMUTOIIEHNS, MAKPOLUTO3 U TMIEPXPOMHUS 3pUTPOLUTOB. J[H-
arHOCTHKa MerajgoOJacTHON aHEMHUM: OIpe/eJieHHe COJAepKaHus BUTaMuHa B, u
(GonueBoil KHUCIOThI, METUIMAIOHOBOW KHUCIOTHI U TOMOLIMCTEMHA B CHIBOPOTKE
Wi oOHapyKeHHe MErajo0JIaCTHOTO KPOBETBOPEHUS B MHEIOTpaMMe CHHUMAET
Bce Bompockl. Ho Henb3s 3a0bBaTh 0 ToM, 4To Tipu TTII TOXKE MOTryT OBITH TIpH-
3HaK# aedunuTa POINEBOM KUCIOTHI, BBI3BAHHBIC TE€MOIHU30M.



Taoauna 1
KIACCUPUKALIUA TTIL, XAPATEPUCTUKA JIEYEHUSA OTAEJBHBIX ®OPM
OODOEKTUBHOCTD
KITACCUDOUKALIMA TTIT TEPAIIUA [TNTASMO3AMEHbBI
1.Hacnenctennast TTIT (cunapom Upshaw-Schulman) CBEKE3aMOpOKEHHAs TIIa3Ma
2. IMpuobperénnas TTII:
2.1. Upnonaruyeckas TTII I1a3M03aMeHa ‘ BBICOKAs
2.2. Bropuunas TTII:
2.2.1. TTII, cBsi3anHas ¢ 6epeMEHHOCTHIO IJ1a3M03aMeHa BBICOKas
2.2.2. TTII, conpsix€HHast ¢ ay TOUMMYHHBIMU OOJIE3HSAMU MMMYHOCYIIPECCUBHAs TEpanus + cpeI[H;I;I2
I1a3M03aMeHa
2.2.3. TTII, pa3BuBIIasics mocie npuémMa JeKapCTBEHHBIX MPENapaToB:
2.2.3.1. TTII, BrI3BaHHAasA OCTPO UMMYHOONOCPEAOBAHHOU IJ1a3M03aMeHa BBICOKas
JIEKapCTBEHHONM TOKCHUYHOCTBIO (TUKJIONUIUH, KIONUAOIPEb,
XUHUH)
2.2.3.2. JlexapctBenHas nozo3asucumas TTII (muroctatuku OTMEHa Ipernapara HU3Kas
(MuTOMMITH, reMIUTa0uH, 1UKI0hochan), HTHTHOUTOPHI
KaJbIIUHEBPHHA (IUKJIOCIIOPUH A, TAKPOJIHUMYC))
2.2.4. TTII na done undexuu:
2.2.4.1. TTII, accouuupoBanHas ¢ Escherichia coli 0157:H7 [U1a3Mo3aMeHa cpemHsis
2.2.4.2. BUY—-accouunpoBannas TTII I1a3Mo0O3aMeHa + BBICOKOAKTHUBHAS cpeaHsis
AHTUPETPOBUPYCHAS TEpAINHUs
2.2.5.TTII nocne TpaHCIJIAaHTALlMXA OPTaHOB U TKAHEU IJ1a3M03aMeHa He MoKa3aHa HU3Kas
(oTMeHa IMKIOCTIOpUHA A, JeueHue
PTIIX, undexiun)
2.2.6.TTII npu OHKOJOTMYECKUX 3a00JIE€BaHUSIX IJIa3MO3aMeHa He TOKa3aHa HU3Kas

(JleueHne OCHOBHOTO 3a00JICBAHHS)

1 o2
BbIcoKast 3pdexruBHOCTH — 70-90% pemuccuii, “cpeanss — okoiao 50%




Cunapom IBaHca. — XapaKkTepu3yeTcs COYETAaHHEM AYTOMMMYHHOM TPOM-
OOLIMTONIEHUU U ayTOUMMYHHOU MeMOJUTHYECKOM aHeMUU. B TUMHMUYHBIX CiTydasx
noJioxkuTenbHas npoda Kymbca noareepknaer quarios. Ho goxxHooTpuniarenbHas
npoba KymbOca MOXeT 3aTpyJHUTh AUATHOCTHKY 3TOro 3aboisieBanus. [ns atoro
CHUHJIpOMAa XapaKTEPHO OTCYTCTBHUE IIUCTOLIUTOB.

IHapokcu3majibHasi HOYHASI TeMOIJIOOMHYpHMS. — bBoOJe3Hb NposBISIETCS
TPOMOOIIUTONIEHUEH, BHYTPUCOCYIUCTHIM T€MOJIU30M U TpoMOo3aMu (Mbl HAOJIIO-
nanu 00JBHYI0, Y KOTOPOH B J€0I0TE MApOKCU3MAIBHON HOYHOUW TeMOTJIOONHYpUU
10CJIe BHYTPUBEHHON yporpaguu pa3BUiiach OJUTYPUYECKasi OCTpasi oYeyHasi He-
JIOCTaTOYHOCTH, 110 IMOBOAY KOTOPOW MAIMEHTKA JICUYMJIach B OTACICHUHA I'eMOIha-
Ju3a ¢ IMAarHO30M TE€MOJIMTUKO-ypeMUYecKnil curapoM). 1Ipu mapokcuamalibHOM
HOYHOW TeMOTJIOOMHYPHUH MIUCTOIMTOB HET, aHEMUS M TPOMOOIIUTOIICHUSI OOBITHO
COYETAIOTCS C JIEMKONEHHEN. ['mCToNmornyeckoe mcciaeoBaHue KOCTHOTO MO3Ta,
KaK IPaBWIO, BBIABISET CHIKCHUE KIETOYHOCTH. [[MarHo3 mapoKCcH3MallbHas
HOYHas reMorjJoOUHYpHsl MOATBEPKAAIOT: caxapo3Has npoba, npoda Xema, oOHa-
PY’KEHHOE NMPU UMMYHO(DEHOTUIIMPOBAHUU CHIXKEHHE WJIM OTCYTCTBHUE DKCIIpec-
cun CDS55 u CDS59 Ha sputpouuTax.

CenTunemusi (Bbi3BaHHas OakTepusiMu ([3-CTPENTOKOKK, MCHUHTOKOKK), BHU-
pycamu (IIMTOMETaIoOBUPYC), rprudaMu (IMCCEMEHUPOBAHHBIN aclepriiiies3), PUK-
KeTcue (mTHUCTas auxopaaka CKaauCThIX TOP) MOXKET MPOSBISITHCS TPOMOOIIH-
TomieHue# (0cobeHHO Tpu Bo3HUKHOBeHHH J[BC—cunapoma), B TOM YHCIIE U C Te-
MOPPArv4eCKUM CUHIAPOMOM, TEMOJIU30M, C HAUIMYHUEM IMACTOUUTOB U IOJIUOPTaH-
HOM HEJI0CTAaTOYHOCThIO. /(151 yTOUHEeHus1 [uarHo3a HeoOXOAUMBbI: IMOCEBbI KPOBH,
peHTreHorpadust Jerkux, npoda Ha NPOKaTbUUOTOHUH. B HEKOTOpBIX ciydasx
TPYJHO WJIK HEBO3MOXKHO pa3rpaHUYMTh 3TU 3a00JI€BaHusl, B TAKOH CUTYallUH Lie-
Jeco00pa3HO HAYMHATH OJJHOBPEMEHHO TU1a3M03aMEHY U aHTUOMOTHUKOTEPAITHIO.

Anddy3nbie 00J1e3HM COCAMHUTENbHON TKAHM MOTYT JaBaTh KIWHUKY,
cxoauyto ¢ TTII: TpomOouMTONEHUS, TEMOJIM3, UHOT/Ia B COYETAaHUU C JIMXOPA/I-
ko, nopaxenueMm [ITHC u nouek. B mepByro oudepellb 3TO KacaeTcs CUCTEMHOMU
KpacHO# BoyYaHKH. J[7s CHCTEMHOW KpacHOW BOJYaHKM XapakTtepHbl: KymOc—
NO3UTHBHAA TeMOJIUTUYECKas aHemus, LE—KkieTku, aHTUHYKJIe€apHbIE aHTUTEIIA.
[Tpu muddy3HbIX O00NE3HAX COCTUHUTETHLHON TKAaHW MOXET BO3HUKATh U BTOPUY-
Has TTIL

JABC—cungpom. — [Ipu IBC—cunapome MOTYT ObITh BBIp@XKEHHAsh TPOMOO-
LUTOIICHHUSI, TEMOJIN3 C HAINYMEM IIHCTOLMTOB, MOJUOPTraHHass HEJOCTATOYHOCTD.
HuddepenunanbHas JUarHOCTUKAa MPOBOAMTCS HAa OCHOBAaHUU JAHHBIX KOAryJso-
rpaMMbl: yJIMHEHHE TpoTpoMOuHOBOTrO BpeMeHu, AIITB u nonoxurenbHble Tec-
Thl mapakoaryaauuu. Ho nuddepenumanus Bo3MOXKHA HE BCErna, Tak Kak MpH
TTII moxeT pa3BuBaTbcsi BTopuuHbiii JIBC-cunapom.

3/10kayecTBeHHAs] apTepuajbHAsl THINEPTEH3Usl Xapakrepusyercs ¢uo-
PUHOUJIHBIM HEKPO30OM apTEPHOIL, TSKEIBIM COCYAUCTHIM NopaxeHnuem. Knunuye-
CKHE IPOSIBIICHUS 3JI0KAYECTBEHHOW apTEPUAIbHON TMIEPTEH3UU: TKENAs TUIIED-
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TeH3us (aprepuanbHoe naBieHue >/= 200/140 mm pT. cT.), 2HIEdanonaTus, 3a-
CTOMHAs cepieyHasi HEJJOCTATOYHOCTh, OCTpasi MOYeUHasi HEAOCTATOYHOCTh, OTEK
JIMCKa 3PUTEIBHOTO HEPBA. 3JI0KaUYECTBEHHAs apTepuaibHas TUIEPTEH3US MOMKET
OCIIOKHSTHCS MUKPOAHTHOIATUYECKON TEeMOJUTUICCKON aHEMHUH B TPOMOOITUTO-
neHun. Hanuuue y takux OOJbHBIX 4eThIpEX anemeHToB meHTaasl TTII (MATA,
TPOMOOILIMTONICHUS, HEBPOJIOTMYECKUE HAPYIICHUS, TOPAKEHUE MOUYEK) OCIOKHSICT
nuarHoctuky. TMA MoXeT BO3HUKHYTh W IIPH 00Jiee HU3KOM apTepuaIbHOM J1aB-
JeHuu, U 6e3 oTéka nucka 3puTenbHoro Hepsa [56]. Tlocne Hopmanuzanuu apTte-
pUATBHOTO JaBJICHUS MPOUCXOAUT BOCCTAHOBJICHHE TPOMOOIIMTOB U MPEKPAIICHHE
remosu3a. Yactora BO3SHUKHOBEHUSA: 1% MaiueHToB ¢ runeprensueit [S7].

Karacrpodguueckunii antudochoaunuanbiii cunapom (KADC). — Briepsrie
KA®C Beigenmmn R.A. Asherson (FOAP, 1992 rox). Psn aBTopoB npeaiaraer pac-
cmatpuBaTh KADC kak TMA c antudochomunuaubivu antutenamu [58]. duar-
HocTtuyeckue kpurepun KADC: BoBieueHue, MO KpailHell Mepe, TpEX opra-
HOB/CHCTEM/TKaHeH; MaHu(eCcTaIus OJHOMOMEHTHO WM B TEUCHHUE HEICIIH;, THC-
TOJIOTUYECKOE BBISIBIICHUE OKKJIIO3UU MEIKHUX COCYJIOB KaK MUHUMYM B OJTHOM Op-
raHe/TKaHu; J1abopaTOpHOE TOATBEPKACHIE HAMHINS aHTHU(HOCHOIUTHTHBIX aHTH-
ten [59]. s KADC xapakrepnsl: nopaxenue nodek (78%), cepaua (66%), nér-
kux (56%), HIHC (50%), xoxu (50%), TpomOoTHYECKHEe MaHU]ECTAIMU, BKIIIO-
yaroume SMO0NIHI0 JErOYHOW apTepuu M IIyOOKMH BEHO3HBIM Tpom0Oo3, JIBC-
cunapoM (25%) [60]. MukpoBackyispHas manudecrauusa: nodeunas TMA, pec-
MUPATOPHBIN TUCTPECC-CUHAPOM, LiepeOpaibHbIe MUKPOTPOMOBI U MUKPOUH(DApK-
ThI, MUKPOTPOMOBI B MUOKape. JleraabHOCTh 04eHb Bhicoka — 48% [61]. B To xe
BpeMsi, 1ia3mo3amenHas tepanus s¢pdextuBHa y 73% naunuenrtoB [58]. Ilnazmo-
3ameHa npu Bo3HuKHOBeHUH TMA npu KA®C saBnsiercsa Tepanuei nepBoil JIMHUH
[58]. KA®C, npotekaromuii 6€3 TpoMO030B KPYITHBIX COCYJIOB, IPAKTUIECKU HE-
ommauM ot TTII [62, 63]. Yactora Bo3HUKHOBeHHS: 1% marmeHToB ¢ aHTH(OC-
GoMUIUIHBIM CUHIPOMOM [58].

JIEHEHHME TTII. — B HekoTOphIX cily4asiX, 0OCOOEHHO MpU MEPBUYHOM OC-
MOTpe, HeBO3MOKHO oTiiMuuTh TTII oT HekoTOphIX 3aboineBaHuil (cercuc, 3J10-
KaueCTBEHHasl TUNIEPTEH3Us); OAHAKO, Tak Kak JieueHue TTII He mMoxeT ObITH OT-
CpPOYEHO, HAYMHATh TEPaANUIO IJIa3MO3aMeHaMu cieayeT Oe3oTnaratenbHo. Eciu
HE UCKJIIOYaeTCsi MHMEKIUsI, TO HEOOXOAUMO MPOBOJIUTh U aHTUMUKPOOHYIO Tepa-
M0, OJHOBPEMEHHO MPOAOJIXKAsl BBIIOJIHATh TUATHOCTUYECKUE MeporpuaTus. Ec-
JIY B MOCJIEAYIOLIEM BBISIBUTCS APYTrOM JUArHo3, Mja3MO03aMEHbl CIIEyeT MpeKpa-
TUTh U OTKOPPEKTUPOBATH TEPATIHUIO.

JlncceMMHUpPOBaHHBIE OIYXOJM Takke MoryT umuruposaTb TTII, mostomy
HEOOXOIMMO HUCKJIIOYUTH OHKOJIOTHMYECKYIO TATOJIOTHUIO, TIPOBOAUTH OMOIICHUIO KO-
CTHOTO MO3ra, OCOOCHHO TpHU HEIDPEKTUBHOCTH IIA3MO3aMEHBI U ATUIUYHBIX
KJIIMHUYECKUX MTPOSIBJICHUSAX.
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“I'unepauarHocTUka” Ha COBPEMEHHOM OJTamne 3HAaHUKW 00 JTOH IKu3-
HEyrpoXkarome Oosne3Hu, BeposTHO, Hen3OexkHa. [Ipu momo3pennn Ha AMAarHo3
TTII ot Bpaua TpeOYyIOTCS IKCTPEHHBIE MEPHI.

['aBHBIN NPUHIUI, KOTOPBIM JI0JKEH PYKOBOJICTBOBATHCS Bpay MpPHU BO3HUK-
HOBEHHMH BOINpPOca 0 BEpoATHOM auarHose TTII — nmpuHImMn “mMOJIHMEHOCHOTO pea-
TUPOBAHUA : TEPAMMIO CIECAYET HAYMHATH HE3aMEIJINTEIBHO.

PannomusupoBanHoe uccienoBanue, nposenénnoe G.A. Rock ¢ komeramu
(Kananckas I'pynma Adepesa, 1991), nokazano 00abi1yr0 3G GeKTUBHOCTD 13-
MO3aMEHbI TI0 CPAaBHEHUIO C MH(PY3USIMU CBEKE3aMOPOKEHHOW IJIa3Mbl: MOKa3a-
TeJIb BBDKMBaeMOCTH uepe3 6 wmecsneB — 78,4% u 49,0%, COOTBETCTBEHHO
(p=0,002) [17]. ITpu nmnazmadepe3e yaansieTcs MHIHOMTOP METALIONPOTEasbl, a
IIPU BJIMBAHUM CBEXE3aMOPOKEHHOM MIa3Mbl WM KPUOCYIIEPHATAHTHOM IJ1a3Mbl
3TOT (DEPMEHT BBOJUTCSI B OPTAHU3M.

Anroputm nedenus: npuoodbperéunoit TTII (pucynok 1) [15, 49], anemeHTHI,
BKJIIOUEHHBIE B OTJENbHbIE pekuMbl Tepanuu TTII, BbiaeaeHbl MyHKTUPOM.

ba3sucuas Ttepanus TTII. — HauaTe sieueHne xenaTesbHO B TEUEHHUE TIEPBBIX
CyTOK O0se3Hu. Tepanust qoJDKHA BKIIOYATh TIa3MO3aMeHy — miazMadepes B 00b-
éme 40—-60 ma/kr B cyTku [15]. HeobxoauMeblit 00bEM T71a3MbI TIPU BECE MaI[UEHTA
60 kr cocraBisier 2400-3600 mn B cyTku. B ciydyae HEBO3MOXHOCTH HEMENJICH-
HOM I1a3MO3aMeHBl CleAyeT MPOBOJAUTh HMHQY3UHU OOJIBIIUX 103 CBEXKE3aAMOpPO-
JKEHHOU I1a3Mbl (WM KpuocynepHaTaHTHON): 25-30 mi/kr B cyTku. [lo addek-
TUBHOCTHU JaHHAsi Tepanus B OOJBIIMHCTBE CIydaeB COMOCTaBMMA C IJIa3MO3ame-
HOM, o1HaKo, 0k0Ji0 30% OOJBHBIX HYXKIAIOTCA B TIEPEBOJIC HA IJIA3MO3aMEHY U3-
3a eperpy3Ku KUJIKOCThIO [64].

HecMoTpst Ha TO, 4TO HE JOKa3aHa HEOOXOJUMOCTh MPUMEHEHUS TITIOKOKOP-
TUKOCTEPOUJIOB U Je3arperanToB mpu JieueHuu 1111, MHOrue pexumbl Tepanuu
PEKOMEHAYIOT MCIOJIb30BaTh UX HAPSAY C IJIa3MO3aMEHOM, BKJIKOYAas UX TEM ca-
MBIM B 0a3UCHYIO TEPAIHIO.

[ TIOKOKOPTUKOCTEPOUIbl, YUUTHIBAS CBEICHUSI O POJIU AyTOAHTUTEI B pPa3BU-
ThU OOJIE3HH, MPUMEHSAIOTCA B KaueCcTBE MMMYHojenpeccaHToB. HekoTopeie pe-
PKUMBI B JIONOJIHEHHUE K IUIa3Mo3aMeHe ¢ nepBoro aHs jeuenus TTII mpenycmar-
PUBAIOT Ha3HAYEHUE TITHOKOKOPTUKOCTEPOUIOB (mpeanu30iioH (1-2 Mr/kr macchel)
WU MyJIbC-Teparusi MeTHINpeIHu30J0HOM (110 1 r B/B — 3 nHs)) [49]. Psg npoTto-
KOJIOB JICUEHUS IPEyCMAaTPUBAET UCIIOJIb30BaHUE UX NpH uanonaruyeckor TTII ¢
nepBoro aHs Ttepanuu [10]. 'opMoHOTEpANUIO MPOAOJIKAOT A0 MOJYYEHUS IOJ-
HOT'O OTBETA, 3aT€M HAYMHAIOT MEJIEHHOE CHUKEHHUE J03bl 10 OTMEHbL. IMeroTcs
JAHHBIE O PE3yJbTaTUBHOCTH MOHOTEpanuu ropmoHamu 1pu JaErkux dopmax TTII
[18].

AHTUTpOMOOIIMTApDHBIE areHThl  (JIe3arperanthl): HU3KWE J03bI  arlle-
TUJICATUIIMIIOBON KHUCIOTHI (75-375 Mr/CyTKHM) MOTYT Ha3HA4aThbCs, €CIIU KO-
JMYECTBO TPOMOOLIUTOB OOJIbIIIE 50x10°/n [49, 65], yacTO — B COUETaHUU C JTUITH-
pungamosiom (400 mr B cyTkm) [65].



Pucynok 1. Anroputm tepanuu npuodperénnoun TTII

TpombGouunTbl

>50x10°/n

l

1

[e3arperaHTbl:
AueTMncanuuMnOBaﬂ
KUCIoTa
+/-
Ounupuaamon

A 4

Ba3sucHaa Tepanus
(HayMHas ¢ nepBoro gHs
ANArHoCTUKN)

N3" (40-60 mn/kr macchl B CyTKK)
eXXeHEBHO
NJIN
C3M?/CynepHaTaHTHas nnasma
(25-30 mn/kr macchbl B CYTKM)

FnoKokopTUKOCTEpOMAabI

A

12

OueHka achcekTa
yepes 7 gHen I3

A 4

Mnoxou oTBeT

rﬂIOKOKOpTI/IKOCTepOVIAbI

(ecnu He BbInM Ha3Ha4YeHbl Ha NepBOM 3Tane)

N3 (yBenn4yeHue o6bema B 2 pasa)
+/-

\ 4

i BuHkpuctuH/

I Unknodoccpamuna/
i Uuknocnopwun A/

! Putykcuma6/

I CnneHakTomuA (?)

Xopolwun oTBeT:
- HoOpManusauus
HEeBPONOrMYecKoro cTaTtyca;
- BOCCTaHOBIEHME YPOBHSA
Tpom6GouwnToB (>/= 150x10%/n);
- HopManusaumsa yposHsa J1OT;
- cTabmnmnsauns ypoBHS
remornobuHa

MpoponxeHne Tepanumn
KaK MUHUMYM 2 OHA

KoHTponb
yepes 30 gHen

v

KoHconuaupytowias
Tepanus

CHMXeHwue yactoTtbl N3
(2-3 pa3a B Hepento)

Peungus <

Pemuccus

OT1cytcTBME
CUMNTOMOB OOMne3Hun

1 2
I13 — nmnasmo3amena, “C3I1 — cBexe3aMOpOKEHHAS TI1a3Ma
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B Hacrosiiee BpemMsi aKTUBHO M3y4aeTcsl 11€JIeCO00pa3HOCTh IPUMEHEHUS PU-
TykcuMaba B KauecTBE MEPBOIl JIMHUM Tepanuu y 00mpHbIX uauonarndeckon TTII
B JIONOJHEHUE K IJIa3MO3aMEHE U TIIOKOKOpTUKOcTepouaaMm. IIpenBapurenbHbie
JAHHBIE MHOT'OLIEHTPOBOIO HEPaHJOMHU3UPOBAHHOIO HMCCIIEOBAHUS CBUIETENBCT-
BYIOT 00 YMEHbBIIEHUH I0JH NanueHToB ¢ peppaxrepHod TTII u cHuxeHUH KO-
JMYECTBa PELUIMBOB MIPHU 100aBICHUU pUTyKcuMaba K 0a3ucHoi Tepanuu [66].

BcnomoraresabHas Tepanusi. — TpaHchy3un 3pUTPOLUTOB HA3HAYAIOTCS IO
KJIIMHUYECKUM ToKazaHusiM. TpaHncdy3uu TpoMOOUUTOB OOBIYHO MPOTHUBOIOKA3a-
Hel! OHM MOTYT YCHUJIUTh TpoMOOOOpa3oBaHWE U MPUBECTH K TMOETH MalUEHTA.
[IpoBoAsTCS NHIIB NPU YTPOKAKOLIUX KU3HU KpoBOoTeUeHUsAX. [Ipu remonuze Bo3-
HUKaeT JAeduuuT (HOJMEBOM KHUCIOTHI, TO3TOMY, 110 MHEHHUIO psifia UCCleaoBare-
Jeil, mpemapar 1enecoo0pa3Ho Ha3HadaTh BceM mamuentam ¢ TTII [49]. Yacte
OOJIbHBIX C TOYEYHON HEIOCTATOYHOCTHIO HYKJA€TCs B IPOBEICHUU T€MOINAIN3a.

Ouenka oTBeTa Ha Tepanuio. — DGHEKTUBHOCTh 0A3UCHON TEpaNUU OIICHH-
BalOT yepe3 7 aHeil seueHus. KonmnuectBo TpoMOOLMTOB — HauboJiee BayKHbBIN Ma-
pameTp OLEHKH pe3yibTata Tepanuu. OTBETOM Ha TEpPANUIO ABIISIETCS: YCTpaHe-
HUE HEBPOJIOTMYECKUX CHUMIITOMOB, HOpPMalIM3alUs KOJIWYECTBA TPOMOOLIMTOB
(>/= 150x10°/1), BoccranoBnerne yposus JIJII, cTabHIM3aIis ypOBHSI [€MOLTIO-
OuHa.

CuuTaercst 1e51ecoo0pa3HbIM OCYIIECTBISATh IJ1a3MO3AMEHBI €XKEJIHEBHO J10
MOJIyYEHHUsI OTBETA Ha TEPaIvIo, 3aT€M €ILIE B TEYEHWE KaK MUHUMYM JIBYX JHEU
[49]. Her xIMHHMYECKUX MapameTPOB, ONMPEAEISIOIINX ONTHUMAIbHYIO MPOIOIKH-
TeIbHOCTh Tepanuu. bonbHbIM ¢ TsKENBIM nedpunurom ADAMTS-13 (<5%) B
MOMEHT MOCTAaHOBKH JUArHo3a M3-3a 4acThIX 000CTpeHUI HEO0OX0uMa MOCTETEH-
Has OTMEHA IIa3Mo3aMeH [6].

[Tocne npuHATHS pelIeHrs O IPEKPaLICHUH T1a3M03aMeHbl ClleAyeT 0coOeH-
HO BHUMATEJIBHO CIEAUTH 3a AUHAMUKON TpoMOoruToB. [locie oTMeHsI mia3mo-
3aMeHbl THIIMYHO KpaifiHe ObICTpOe 000CTpEeHHE, MPOSBIIAIONIEECS MaJCHIUEM TPOM-
O0oruTOB M Tpedyroliee BO30OHOBICHUS €XKEIHEBHOM IUIa3MO3aMEHHOW TEpanuu
(dactora Bo3Bpara 00se3Hu — 29-82%). BO3MOKHOCTh OTKa3a OT IJIa3MO3aMEHbI Y
KQKJI0r0 KOHKPETHOI'O MAllMEHTa ONPEAEISIETCS ONBITHRIM yTEM [15].

Takue 060CTpeHUsT BOBHUKAIOT Y 7% OOJIbHBIX C OBICTPHIM MOJHBIM OTBETOM
Ha JieyeHue (IIOJIHOE BOCCTAHOBJIEHUE HA MATHIN JI€Hb TepaIun), y NallMeHTOB e C
0oJiee MeJIJIEHHBIM OTBETOM 4YacToTa MoA0OHBIX 000ocTpeHuit nocturaet 77% [36].

Konconuaupywmas tepanusi. — C 1elbl0 NPEIOTBPALLCHUS YXYAILICHUS
COCTOSIHUSI OOJIBHOTO B HEKOTOPBIX KIMHUKAX MOCJE MOJYyYeHHs] OTBETa MPOBOIUT-
Cs KOHCOJIMJIMPYIOIAs Teparusi — CHHX)KEHUE YacTOThl IJIa3MO3aMEeH 110 2—3 pa3 B
Heneno [36]. Konconuaanus BbINMOJHIETCA B TeUeHUE 2—4 HE/ICIb.

OO0ocTpeHHe XxapakTepu3yercss HapacTaHWeM TPOMOOLUTONEHUH, BOZHUKHO-
BEHUEM JIPYTUX CHUMIITOMOB OOJIE3HHM TOCIE TMOJYyYSHHUS OTBETAa HA TEpanuio Ha
¢doHe mpoBeAeHHS TIa3MO03aMEHbI; BO3BpAIICHUEM TPOMOOIIUTONIEHUH TOCIE OT-
MEHBI MJ1a3M03aMeHbl B TeueHne mecsana. Oboctpenne TpeOyeT MHTeHCU(UKAUN
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nedenus. [Ipu pazButun o6ocTpeHus Ha poHE MPEIHU30JI0HA TTOKa3aHa OoJiee vH-
TEHCUBHAsI IMMYHOCYIIPECCUBHAsI T€paIusi, HalpuMep, puTykcumao [6].

PeppakrepHocTs Kk 0a3ucHOil Tepanum (TI10Xoil oTBeT) [6] QuKcupyeTcs
nocne 7 MHEH JeYeHHs NpU HAIWYUHM MEPCUCTUPYIOMEH TpoMOomuToneHun (<
150x10°/11) mm nosbientoro yposst JIAT [49].

Jleuenune pedpakrepHoil 00s1e3HU. — HeT e1MHON TaKTUKY JICUCHUS NallUCH-
ToB ¢ peppakreproir TTII. Ilpu orcyTcTBUM 3 dekTa OT Mmaa3mMo3amMeHbl LEIeco-
0o0pa3HO yBeIMYUTh 00BEM 3aMeHseMON Miia3mbl B ABa pasza [15]. Eciu no storo
JTana JIeYEeHUsl Tepanus He BKIII0Yaia MIIOKOKOPTUKOCTEPOU/IbI, MMocie GpuKcauuu
pedpakTepHOCTH OHU HazHadaroTcs [15]. B pa3Hbix mpoTokoyiax K Ija3Mo3aMeHe
U TJIFOKOKOPTUKOCTEPOUIAM J100aBISIOTCS UMMYHOCYTIPECCUBHbBIE Tpenapathl.

Bunkpuctun. — Ilpu nedenun pedpakTepHON K IMJIa3MO3aMEHHOW TEparuu

00J1€3HN UCTIONIB3YIOT BUHKPUCTHUH: pexuM [: 4 BBenenus o 1 mr uepes 3 s (17
P40 0™ qam) [38, 67, 68]; pexum 11: 0,02 mr/kr (17, 57 9 137
man); pexxum I1: 2 mr — 1 pas B Henemo [67]; pexum IV: nepssiit kype: 17 nenp
—2mr, 4™ 1 7% quu — mo 1 Mr, depes HEIENIO POBOMAT BTOPOiL Kypc [68]. OT-
BET OTMEYAETCS MOCJe NMEePBOM HEEIU Tepanuu, HHOI/IA — y)Ke Yepe3 JBa JIHA I0-
cJie MepBOM MHBEKIIMA BUHKPUCTHHA.

Huxnodpochamun [69]. — ExenneBnoe BBenenue uukinodochamuna (1,5
MI/KT Macchl) min myinsc-teparus (1 /M%) 1aoT 3hdeKT Ipy THKEIOM TeUCHNH,
pedpakTepHOM K IIa3MO3aMEHE.

[uknocnopun A [49, 70]. — HecMoTpst Ha yBeJIMUYEHUE PUCKA BOSHUKHOBEHUS
NOCTTpaHCIIaHTAMOHHBIX TMA 1pH Je4eHUH UKIOCITIOPUHOM, UMEIOTCSI CBEJIe-
HUSL O €r0 pe3yJbTaTUBHOCTH MpHU THKENON pedpakrepHOCTH: pexum [: 2—-3 mr/kr
macchl; pexkum I1: 5 mr/kr maccer; peskum [11: 150 mr B cytku. Knuanueckwii u re-
MaTOJIOTHYECKUN OTBET OTMeUaeTcsi yepe3 7—14 gHel mociie Havana nmpuéma mpe-
napata. [{uknocnopun A Hopmanuzyer ADAMTS—13, npuBoAUT K HCUE3HOBEHUIO
uHruouTopa. OnTHUMalibHas MPOJOJDKUTENBHOCTh TEpanuu HE ompeaencHa [49],
XOTsl, 10 MHEHUIO HEKOTOPBIX aBTOPOB, OHa cocTaBisieT 6 mecsues [70].

Purykcumab [71-73]. — Ha mpoTshkeHUM TOCTIeTHUX JIET B 3apyOeHOU Ha-
YYHOU JIUTEepaType MyOIMKOBaIUCh padOThl, ONMUCHIBAIOIINE YCHEIIHOE TPUMEHE-
Hue putykcumata (1 pas B Hememo mo 375 mr/m> — ot 2 10 13 BBeneHwuit) B coue-
TaHUU ¢ 0a3UCHOU Tepanuel npu Tsokénon pedpakrepuoit TTII B manbix rpynmnax
0oabHBIX. Bpems 10 oTBeTa mocie nepBoil 103kl Mpenapara B CpeJHEM COCTaBIIsA-
et 10 aueit (5-32 an.). EcTh ganHbIe 0 COXpaHEHUHU OTBETA MOCIIE JICUCHUS PUTYK-
cumabom Ooiee 79 mecsres [74].

Jlns sxeHmuH aetopoHoro Bo3pacta ¢ TTII B kauecTBe TOMOJHUTEIBHOTO K
0a3lCHOM Tepaluu UMMYHOCYTIPECCUBHOTO Tpernapara MpearnouyTuTeIbHee Ha3Ha-
4yaTh puTykcumad [S5], yem, HanmpuMmep, IIUTOCTATUKH.

Pemuccusi onpezaensieTcss Kak yCTpaHEHHE CHMIITOMOB M HEBO300OHOBIICHUE
ux B Tedyenre 30 qHEl npu NpeKpaleHuy ia3Mo3aMensl [15].
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Peunau — Bo3Bpamenue TTII nmocne noctmwkenust pemuccuu. s TTII Go-
Jiee XapaKTEePHO OJTHOKPATHOE PEIUIUBUPOBAHUE, XOTSA MOTYT BO3HUKATh U MHO-
YKECTBEHHBIE PEIUAUBBI C HEPETYJSAPHbBIMU HHTEpBajiaMu. BOJIbIIMHCTBO (PUKCH-
pyeTcsi B TeueHue roja, yepe3 4 roja mociie Hayajga O0JE3HU PElUAUBbLI pa3BHUBa-
10Tcs peako. OaHako, ONMMcaHbl Ciiydyau Bo3Bparta 0osie3Hu U uepe3 13 yer mocie
nepBoro 3mu3oja 3abosieBanus [5, 6, 34]. Yactora peruauBa y NalUeHTOB, J0C-
turmux pemuccuu — 11%-36% [15, 37, 75], npu otaenbubix popmax — 50-70%
[10]. V GonbumivHCTBa MaMEHTOB € TSKENBIM Aepuutom ADAMTS—13 (<5%) B
MOJTHOM pemMuccuu BO3HUKaeT peuuauB [76]. Hanuuue anturen k ADAMTS—13,
BBISIBJISIEMBIX JIMIIb y 4acTu 00sbHBIX uauonatudeckor TTII ¢ TsoxensiM neduiim-
toM ADAMTS-13 (<5%), — daxrTop pucka passutus peuuausa [77]. B rpynmne
NalUEHTOB C BBICOKUM TUTPOM aHTUTEN B MOMEHT JIMarHO3a 4acToTa peuuvBa —
47%, npyu HU3KOM WJIM HeompenensieMoM ypoBHe aHturesl Kk ADAMTS—-13 — 5%
[78].

PeuunauBrupoBanue Kaxjable 3 HEJEIU XapaKTEepPHO ISl HACJIeICTBEHHOU (dop-
Mbl TTII (cunapom Upshaw-Schulman) [20]. B psige cnydaeB 3a0ojieBaHUE MPOSIB-
JISIETCSL Y B3pOCTBbIX HAa hoHE MH(MEKITNH, OTICPATUBHOTO BMEIIATEHCTBA, OEPEeMEH-
HoctH [5, 10, 49].

NuaukaTtopsl AJ151 paHHEeH JMATHOCTHKY PellUINBA NPH UAMONATHYECKOH
TTIIL. — Ponb pe3ynpratoB oueHku ypoBHI ADAMTS—13 n Hanuuus anTuTen K
ADAMTS—-13 B auarHoCcTUKE peuuarBa HAXOAUTCA B CTaAuWU U3ydyeHud. B mo-
CJIEIHUE TOJbI MOJYUYEeHBI JaHHbIC, CBUACTEIbCTBYIOMINE 00 aCCOLMAIIMM HU3KOTO
ypoBHsI ADAMTS—-13 (<5%) u nanuuus antuten (IgG) k ADAMTS—-13 y 6oiib-
HBIX B PEMHCCHH C BBICOKMM PHCKOM peluauBa. B HeOonmbmIux rpymmnax 00JIbHBIX
IOKA3aHO, YTO MOHOTEpaIus purTykcumabom (1 uHbys3mst B Hememo mo 375 mr/v” 4
pasza) NpUBOJIUT K MCUEC3HOBEHHUIO aHTUTEJ, BOCCTaHaBIMBaeT ypoBeHb ADAMTS—
13 u nmpexynpexaaeT pa3BUTHE penuauBa [72]. DT oOHaaKUBaIOIUE pe3yIbTa-
ThI HYKJAIOTCS B MOJATBEPKJICHUMU B X0J/i€ OOJBIINX PaHIOMU3HPOBAHHBIX HCCIIE-
JIOBaHUM.

Kpome Toro, no gaHHbIM, MOJYYEHHBIM B MaJIbIX IPyMHIax Malie€HTOB, MOHHU-
topupoBanue ypoBHsI ADAMTS—-13 u anturen k ADAMTS—-13 y GosibHBIX TTOCIIE
octporo 3nu3ona TTII mo3BOJAET BBIABUTH MAUEHTOB C HAUMHAKOIIUMCS PELIUIU-
BoM. Ha3nauenue puTykcumaba B JaHHOW CUTyallUM HOPMAaJIM3ye€T YPOBEHb
ADAMTS—-13 u camxaet tutpsl antuten [79, 80].

Jleuenue peuuausa TTII. — Jleuenne peunanBa aHaJIOrMYHO HAYAJIBHOM Te-
panuu U B OOJIBIIMHCTBE CIy4YaeB YCHEIIHO Ojarojapsi yCKOPEHHOMY IMPOIECCY
JUArHOCTUKH U ONEPATUBHOMY PEIICHUIO BOIPOCAa O MPOBEAEHUHU TIA3MO3aMEHBI.
JleTanbHOCTB MPU PEUAMBAX MUHUMAJIbHA.

IIpodpunakruka peunausBa. — C LEIbI0 CHUKEHUS PUCKA PELUIMBA [IPUME-
HSIETCS CIUIEHAKTOMMS, pOJIb KOTOPOU B jiedeHuu T TII 10 cCux mop AMCKyTUPYETCH.
CymecTByrOT gaHabie 00 3¢ dekTuBHOCTH cruieHdkToMun [81, 82] mpu peruanse
TTII, kpome TOro, Npu pePpakTEPHOCTH K IJIa3MO3aMEHE.
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B mocnegnee BpeMs MOSIBUINCH MaTepUaibl, CBHAETEILCTBYIOMUE 00 3(-
¢dexTuBHOCTH puTyKcuMada npu npodunaktuke perunusa TTII [72, 79, 80, 83—
86]. YV yacTu manuMeHTOB, JIEUMBIIMUXCS MPENapaToOM, HOPMAJIU30BAIACh AKTHB-
HOCTh ADAMTS-13 (ogHako He y Bcex OHa MOJAEPKUBATIACH) U ObLIO OTMEUEHO
ucuesHoBeHue anturen Kk ADAMTS—-13 [79]. [Ipennpunsara nonsITKa pelieHus
BOIIPOCA O MPOJOJIKUTEIBHOCTH JIEUEHUSI PUTYKCUMAaOOM Ha OCHOBE Pe3yJIbTaTOB
OLICHKN ypoBHS akTUBHOCTU ADAMTS-13 u nHanuuus anturten kiacca IgG x
ADAMTS-13 [87].

Jleuenue naciaeacreenHoi TTIL. — Mudy3un mmazmer (5—10 mi/kr) Kaxasie
2—4 "enenu 0e€3 MiIa3MO3aMEHBI JIOJDKHBI MPENOTBPAIllaTh BOSHUKHOBEHUE DPEIU-
nuBa [5, 88].

Co3man pekomOMHAHTHBIN YenoBeueckuit ADAMTS—13, koTopbiii maéT mo-
JIOKUTETBHBIN (G (dEKT mpu 100aBIeHUH K KPOBU OOJBHOTO C BPOXKIEHHOU (op-
moit TTII, nanHbIe TOTy4YeHHI in vitro [89].

XapakTepuctuka tepanuu otaenbHbix (Gopm TTII nana B Tabmure 1.

/luHAMHUKA CUMIITOMOB B Ipolecce jJe4eHus. — YIydllleHue HEBPOJIOrnye-
CKOM CHMIITOMAaTUKHM HaOJtonaercs dyepe3 1—7 AHeH mociie Hayana TepanuH, Me-
JMaHa BPEMEHM BOCCTaHOBJEHUA cocTaBiisieT 3 nHs. CHuxenue yposHs JIJIIT Ha
50% npoucxoaut uepe3 1-20 nHe, nepuo HOpMaIU3alUKU KOJIeOJIeTCs B Ipejie-
Jax oT 2 a0 22 nHei. PocT kosnuecTBa TpOMOOIIMTOB J10 50x10%/1 ormeuaercs ge-
pe3 3-28 nHeil, mepro/ yBEIMYeHHS KOIMYecTBa TpoMbormToB 10 150x10%/m — 3—
32 pus. g cyniecTBEHHOTO CHUYKEHUSI YPOBHS KpeaTuHuHA TpedyeTcs oT 2 110 35
JTHEH, JIJIs BO3BpaTa ypOBHS KpeaTMHUHA K 0a30BOMY/ HOpMaJIbHOMY HEOOXOAMMO
8—36 nnewt [51]. Knuanueckue cMMNOTOMBI MCUYE3AKOT B TeueHUE 24—72 4acoB I10-
CJie Hayaja IUIa3MO03aMEHbl, IPEAIIECTBYSI TeMaToJornYeckoMy oTBery [36]. [l
yCTpaHEeHUs] CAHMIITOMOB 0oJie3HU Tpedyercs oT 3 1o 36 ruazmo3amen [49].

N3ydaercss BO3MOKHOCTb HCHOJBb30BAHUSI PE3YyJIbTATOB aHalIW3a YpPOBHS
ADAMTS-13 u Hanuuus anturen Kk ADAMTS—13 B onieHKke OTBEeTa Ha TEpaIuIo.
B manpix rpynnax O0JbHBIX MOJYYEHBI JaHHBIE 00 aCCOIMMPOBAHHOCTU HAIUYUSA
uarnoutopa (anturen kK ADAMTS—-13) B MoMeHT nuarHo3a ¢ 6ojiee MEICHHBIM
OTBETOM Ha IIa3Mo3aMeHy, pehPaKTEePHOCThIO U paHHEH JETATbHOCTHIO. BOIBHBIX
C BBICOKMM YpOBHEM akTUBHOCTH uHruouropa ADAMTS—13 npenmnonaraercs
paccMaTpuBaTh B KaueCTBE KaHIUIATOB JJIs TPOBEACHUS 00Jiee MHTEHCUBHON HM-
MYHOCYIIpECCUBHOM Tepanuu [78, 90].

Bo3moskHbIE 0C/I0KHEHUsI TP NMPOBeAeHUHU MmJjaasmMo3aMmensl [13, 15]: oc-
JIO’)KHEHUS, CBA3aHHBIEC C IIEHTPAJIbHBIM BEHO3HBIM KaTeTepOM (ITHEBMOTOpAKC/ Ie-
mopparuu — 4%; undexuu — 15%; TpomO03b1 — 10%); anminepruyeckue peakiuu,
00yCIIOBIIEHHBIE BBEJCHUEM ILIa3MbI (4%); OCIIOKHEHUS!, BHI3BAHHBIC BHITIOJIHCHU-
eM armapaTHbeIX adepe3oB (YMEHBbIIEHHE 00beMa IMUPKYIHPYIOMEH KPOBH, ajKa-
703); WMH(EKINU, CBI3aHHBIE C TPaHC(PY3UEH IMIa3Mbl; MOCIEICTBUS ITUTPATHOU
TOKCUYHOCTH (MapecTe3uu, CYJOPOTM WIM TETaHUS NPU Pa3BUTUU TUIOKAJbIIE-
MuM). JIeTanbHOCTh, CBSI3aHHAs C MIa3Mo3aMeHaMu, cocTaBisieT 2,4% [91].
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Jloirocpo4nslie pe3yJabTaThl Tepanuu. — HecMoTps Ha Hanuuue Beex Iapa-
METPOB PEMHUCCHH, BOCCTAHOBIICHHE HE BCErJa ObIBAET IOJHBIM: TIOCIE CEPhE3HO-
ro MIIEMUYECKOT0 MOPAKEHUSI TOJIOBHOTO MO3Ia B HEKOTOPBIX CIy4asX COXpaHs-
I0TCSI OCTaTO4Hble M3MeHeHus (4,76%) [65], y 3HAUMTENbHON 4YacTU MAIMEHTOB
oTMeuaercs: ciaboCTh, YXYALIEHUE MaMsTH, rooBHAst 0601k [34]. OTu nocnenct-
BUS TTyOOKON CHUCTEMHOM MILIEMHHM MOTYT HaOIIOJAThCS HECKOJBKO JIET, K cyua-
CThIO, Y MHOTMX NAal[MEHTOB HacTymaeT yiyuiieHue. [Ipu Tsoxé€nom mopakeHuu
HOYEK y psiia OOJIBHBIX MOXKET Pa3BUTbCA XPOHUYECKas MOYEYHAsl HEIO0CTATOY-
HocTh [34]. Ilepcuctupyromue kapaAuaabHble HApYIIEHUs MOTYT UMETh MECTO IIO-
cJe BbI3opoBieHus [43].

K rpynnme TpoMOOTHYECKMX MHMKPOAHIMONATHII OTHOCUTCS TE€MOJINTUKO-
ypemuueckuii cungpom (I'VC).

TEMOJIMTUKO-YPEMHUYECKUHN CUHIPOM

Cunapom BnepBbie onucadn C.E. von Gasser ¢ coaBropamu (IlIBeitnapusi,
1955 ron) y aeteit ¢ mpoapoMoOil B BUIE KPOBABOW JAMAPEH, C TPOMOOIIMTOIICHUCH,
MHUKPOAHTHONIATHYECKON T'€MOJUTHYECKON aHEMHUEH U OCTPOM MOYEYHOM HEAOCTa-
TOYHOCTbIO. YCTAHOBJIEHA CBA3b CHHAPOMA C DHTEPOreMOpparndyeckou LEs-
cherichia coli, mpoyuupyoieni mura-ToKCUH (B3aUMOCBSI3b CUHAPOMA ¢ UH(EK-
nuei BoisiBiieHa M.A. Karmali ¢ komieramu B 1983 rony). bosibmmuHCTBO ciiydaeB
(80%) BbI3BaHO ceporunom E. coli 0157:H7. Kpome Toro, npuuunoii I'YC moryt
OBITH APYTUe CEPOTUITBI KUIICUHON nanouku unu Shigella dysenteriae muna 1 [5].
3HAUUTENHHO pexe 3a00JIeBaHKe BOSHUKAET y B3poCibIX nanueHtoB. I'YC moxer
pasBUBAThCA BCles 3a guapeeil (3Ta opma TpaaMIMOHHO 006o3HauaeTcs Kak [
I'VC), Ho BcTpeuaetcs u arunuuHas (“Oe3auapeitnas’) Gopma (Tak Ha3bIBAEMbBIN
JI' T'YC) ¢ 6onee IOXUM MPOTHO30M.

Knaccuduxanus ['VYC nana B Tabnure 2.

Tumnunelii I'YC (I'YC, acconuupoBanHublii ¢ Shiga-mogoOHBIM TOKCHHOM/
acconuupoBannblii ¢ auapeeii/ JI' T'YC). — DTa ¢popma — Knaccudeckasi, JUarHo-
ctupyetrcsi oHa y 90% mnanueHtoB ¢ 3Toil marojorueil. OOmiasi yactora IHIura-
TokcuH-accoruupoBanHoro ['YC onenuBaercs kak 2,1/ 100 Tbic. HacelI€HUs B TOJ
[92]. Bonerot B ocHoBHOM nietu A0 10 ner [5]. UnpumpoBanre npoucxoauT ye-
pe3 KOHTAMUHUPOBAHHYIO MHUIlly U Boxy. CpenHuil UHTepBan MEXAy UHPUIIUPO-
BaHHEM KHIIICUHOU MaJIOYKON U 00Jie3HbI0 cocTaBisieT 3 aus (1-8 au.) [92].

3aboneBanue OOBIYHO HAYMHAETCS CO CMACTHYECKUX 0oJiel B )KMBOTE U MOHO-
ca, KOTOpbIH B TEUYEHUE JIBYX JIHEW CTaHOBUTCA KpoBaBbIM y 70% 3a00iieBIIKX.
y 30-60% mnanueHToB, y TpeTH OOJbHBIX (UKCUpyeTcs Tuxopanka. KommuectBo
JICHKOIMTOB B KPOBH, KaK MpaBmiio, MoBbiieHO. [ YC B OONBIIMHCTBE CIy4aeB JIU-
arHoctupyercs uepe3 6 qHel nocie Hayana auapeu [92].

Jlnst 3a0oneBaHust xapakTepHo octpoe Hadano MAI'A, TpomOonuToneHU: u
nopakeHust nmoyek. [loueynpie CUMIITOMBI BKJIIOYAIOT: IPOTEUHYPHUIO, TeMaTypHIo,
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Taoauna 2
KITACCUDOUKAIUSA I'YC, XAPAKTEPUCTUKA JIEHEHUSA OTJAEJIBHBIX ®OPM [92, 93]

KIIACCUOUKALIUA TYC TEPAIIUS
1.I'VC, acconmupoBaHHbIN C MIUTa-M0I0OHBIM TOKCHUHOM (TUITHMYHBINA/ aCCOIIMUPOBAHHBIN C auapeeii/ I[+):
1.1. Escherichia coli MOJ/IeP>KUBAOILIAs TEPATTUS
1.2. Shigella dysenteriae type 1 MOJICP)KUBAIOIIAS TEPANUs + aHTHOMOTHKHU

2. I'VC, He cBA3aHHBIN ¢ MTUTATOKCMHOM (aTUNIUYHBIN/ O6e3auaperinbiit/ J1):

2.1. T'YC na ¢pone nndexuuu:

2.1.1. 6axrepuu — Streptococcus pneumoniae aHTUOMOTUKH (0€3 TIIa3MBbl)
2.1.2. Bupyc — BUU Ij1a3Mo3aMeHa
2.2. nekapctBeHHbIN ['YC (IpOTUBOOITYXOJIEBBIE MPENAPATHI, OTMEHA JIEKapCTBa + m1a3Mo3aMeHa
AHTUKOATYJISTHTBI, UMMYHOCYIIPECCUBHBIE TIPETapaThl)
2.3.I'YC, cBsi3aHHBIN C OEPEMEHHOCTBIO IJ1a3M03aMeHa
2.4. nocneponoBbii ['YC 1J1a3M03aMeHa
2.5.T'VC Ha poHe ayTOUMMYHHBIX 3a00JIeBaHUMN Jie4YeHUuEe OCHOBHOTIO 3a00JIeBaHus,
npu CKB' + mrasmosamena
2.6. nnuomnatnueckuu [ YC IU1a3Mo3aMeHa
2.7. 607€3HU PETYIAIUN KOMILJIEMEHTA!
2.7.1. reHeTn4ecKue OOJIE3HU PETYISAIUN KOMILJIEMEHTA IJIa3Mo3aMeHa

(myTaruu reHoB gakxtopa H, MmemOpanHoro

kodakropuoro npotenna (CD46), ¢pakropa I),
2.7.2. npuobpeTéHHbIe O0NIE3HN PETYISIINI KOMIIJIEMEHTA Ij1a3Mo3aMeHa

(anturena k paxropy H)

'CKB — cucremuas kpacHas BOT4aHKA



apTepUAIbHYIO TUIIEPTEH3UIO U OJUTryputo/ anyputo [S5]. UHorna pa3BuBaeTcs IMoO-
muopranHas naronorus. [lopaxenune [THC (Bkitodast MHCYJIBT, CyJJOPOTH U KOMY)
BO3HUKAET y 25% MalMEHTOB, MOKET MOPAKATHCI CEPILE, KETyA0YHO-KUIIEUHbII
TPaKT, MOHKETyI0UHAs KeJe3a, eueHb [92].

JlabGopaTopHble UCCIEIOBAHUS BBISBISIOT HOPMAJIbHbIE UM HECKOJBKO YIJIU-
HéHHbBIe TIpoTpoMOuHOBOe Bpems u AIITB. Conepkanue pubpuHOreHa B I1a3mMe
HOPMAaJIbHOE WJIM TIOBBIIIEHHOE, KOHIEHTpAIUs MPOIYyKTOB nerpananuu (GpudpuHa
MOKET ObITh yBenuueHa. YpoBeHb ADAMTS—13 npu nanHo# maTosoruu HopMaib-
Heiit [5]. [Ipoayuupyronryto mura-Tokcut E. coli MOXHO OOHAPYKUTh B KyJIbTypax
kana. B uccienoBarenbckux 1abopaTopusix MPOBOISAT CEPOJIOTHUECKUE TECThI IS
BbISIBJICHUS aHTUTEN K E. coli 0157. Jluaruno3 ycraHaBIMBaeTCsl HA OCHOBaHUU TpUa-
nel: MAT'A, TpoMOoLMTONIEHUS, TOPAXKEHUE MOYEK (0CcTpasi moYeyHasi HEA0CTaTOu-
HOCTh pazBuBaercsa y 55—70% OonbHbBIX [92]).

OnTrMalbHOE JIEUEHUE aCCOUMHUPOBAHHOrO ¢ nuapeerd 1'YC BO3MOXKHO IIpU
YCIIOBUM TILATEIBLHOIO KOHTPOJS OanaHca >KMJIKOCTH, 3JIEKTPOJIUTOB U apTepHUalib-
Horo pasnenus. [lonoxurenbublii s dext ot mnasmozamens! npu JI° ['YC He noka-
3aH [49]. Posnb anTHOMOTHKOTEpanuu B JiedeHuu uHdekuu E. coli He onpeneneHa
[5, 49].

3uauntensHoil yactu (70%) nauumentos ¢ JI' T'YC tpebyrorcs Tpancdysuu
SPUTPOIUTOB, B MPOBEJIEHNN remoauanuia Hyxaatorcs 50% O6onpHbIX. Be3nopas-
nuBaeT 70—-80% nereit. HecMoTps Ha TO, UTO JIETAILHOCTh Y MJIAJICHIIEB U MaJICHb-
KHX JIET€W B Pa3BUTHIX CTPaAHAX CHU3WIACH, KOT/IA IUAJIU3 CTal JOCTYIIEH, BCE e 3—
5% OOJIBHBIX YMUPAIOT BO BpeMs oCTpoi (a3bl 6one3nn, y 12% pa3BuBaetcs Tep-
muHanpHast XIIH, y 25% ocraércst cHmkenue kimyOoukoBoit (umbTparmu (<80
MJI/MHEH. ) [92].

Tummunenii ['YC y B3pocabix oTinyaeTcst OONbIIeH 4acTOTOW HEBPOJIOTHYE-
CKHUX OCJIO)KHEHHUM M BBICOKOM JieTainbHOCThIO (31-45%) [94, 95].

Atunnunbiii I'YC (I'YC, He cBsi3aHHBIN ¢ IUraTOKCUHOM/ Oe3nuapeinsbiit/ 1
I'VC). — Y 50% nauueHToB 001€3Hb 00YCIIOBIICEHA JUCPETYJISAIMEH B CUCTEME KOM-
IJIEMEHTa, BbI3BaHHOU MyTtanueit ¢aktopo H, I, B, memOpanHoro kogakropHoro-
nporenHa (CD46) win aytoanTutenamu npotuB (akropa H [96]. Kpome toro, I
I'VC moxet pa3BuThes Ha dhone unbexuuu (Streptococcus pneumoniae, BUY), mo-
cie npuéMma JiekapcTB, Ha (OHE OIMyXOJeH, MOcie TPAaHCIUTAHTAIIMK OPTaHOB U TKa-
HEll, BO BpeMs O€peMEHHOCTH, IOCIEe POJOB, MPU ayTOMMMYHHBIX OOJIe3HIX (Cuc-
TEMHOW KpacHOW BOJIYAHKE, CHUCTEMHOW CKIIEpOJIepMUH, aHTU(HOCHOIUITHIHOM
cuaapome). Taxxe MoxkeT ObITh nauonatudeckuii arunuaabii ['YC [92].

[Tpu atunuunom I'YC (uauonaTtuyeckuil, CBA3aHHBIN ¢ OEPEMEHHOCTBIO, aCCO-
nuupoBaHHblid ¢ BUY, npu aepuuure dpakropos H, I, CD46) uenecoodbpasHo npu-
MEHSTh CBEKE3aMOPOKEHHYIO IJ1a3My WJIM IPOBOJAUTH IUIa3Mo3aMeHy. Takas Ttepa-
nus npu “oe3guapeitnom” I'YC causmna neransHocTh ¢ 50% 10 25% [92]. TIporuos
npu atunmgaom ['YC xysxke, uem npu JIT T'YC. Cemeiinbie GOpMBI 4acTO peluu-
BHUPYIOT, B TOM YHCJIE MTOCJIE TPAHCIJIAHTALUH IOYeEK [5].
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OO61ast xapakTepucTuka Tepanuu npu otaeiabHbix popmax ['YC nana B Tabiu-
e 2.

3AKJTIOYEHHUE

Knunuka TTII He umeer cnenuduyueckux 4epT, MOITOMY NAIMEHTHI MOTYT
OBITh TOCIUTAIU3UPOBAHBI: B XUPYPrUYECKOE OTACIICHHE MO MOBOJY abJI0MUHAIb-
HBIX 00JIel ¢ MO03peHNEM Ha "OCTpHhIi KUBOT", B MH(GEKIIMOHHOE — B CBSI3U C JKEJl-
TYXOM M JIUXOPAJIKOM, a TAKXKE B pEaHUMMALIMOHHOE, HEBPOJIOTMYECKOE U TEPANleBTH-
yeckoe otaenenus. [Ipu quarnoctuke ['YC, kak npaBuio, BO3HHUKAET MEHbIIIE MIPO-
OJeM, Tak Kak IpHU Pa3BUTHH OCTPOM MOUYEYHON HEIOCTATOYHOCTH OOJIbHBIE OCMAT-
pPHUBAIOTCS BpayaMu OTIEJICHHS] TEMOINAIN3a, KOTOPbIE 3HAKOMBI C JAaHHOM MaTOJ0-
THEH.

[Tpu obHapyxeHUH TPOMOOLMTONEHUH HEOOXOIUMO OOpaTUTh BHUMAHHE HA
HaJIM4Me TeMOJIN3a, a IPU BbISIBJIEHUM HEMMMYHHOI'O T'€MOJIHM3a CIIeIyeT Ipou3Be-
CTH MOJICYET IHUCTOLUTOB.

PekomeHniyemble J1a0OpaTOpHbIE HWCCIEAOBAHMS: TIOJHBIM aHalIU3 KpPOBHU
(TpOMOOLIUTHI, HCCIIEOBAaHUE Ma3Ka KPOBH, MOJCYET PETUKYJIOLMTOB); KOArylo-
rpamma (GUOPUHOTEH U TECTHI MapaKoaryJsiuu); Ie4EHOUYHbIe TPOObI; aHATU3 MO-
YH; JIEKTPOIUTHL; KpeaTuHuH; poda KymOca; onpenenenue yposus JIII'; ypoBeHb
ranTorio0uHa; aHTu(OoChHONUNUIHbIE aHTUTENA; aHTUHYKIICApHbIE aHTUTENA; Cep-
JIeYHbIe TPOTIOHUHBI. Bpauam-nabopanTam ciemyer oOpamate 0co60e BHUIMaHUE Ha
Ma3Kd KpPOBU C TIOBBIIICHHBIM KOJIMYECTBOM IIUCTONMTOB. [Ipu oOHapyxkeHUU
(parMeHTUPOBAHHBIX SPUTPOLUTOB IIPH MPOCMOTPE Ma3Ka HEOOXOAUM UX MOACUET.

VYcnoBuem noctaHoBkU kiauHudeckoro auartoza TTII (mpu orcyTcTBUM apy-
TUX MPUYUH) SIBISETCA HAJUYUE KAaK MUHUMYM JIByX CHUMIITOMOB: TPOMOOIIMTOIIE-
HUS; MUKPOAHTMOIaTUYECKasi FEMOJIMTHYECKAsh aHEMHUSL.

[Ipu Bo3HUKHOBEHMH MOAO03peHUs Ha AuarHo3 TTII HeoOxonuMoO HEMEAJIEHHO
HayaTh Tepamnuio: miazMo3zameHa (40—60 mul/Kr macchl B CYTKH WM, 1O KpaiHen
Mepe, MHPY3Us CBEXKEe3aMOPOXKEHHOM 11a3Mbl (10 30 MJI/KT Macchl B CYTKH).

AkTHBHOE MHGOPMHUpPOBAHUE Bpayeil 00 0COOEHHOCTSIX TUArHOCTUKHU M MPUH-
[UIIaxX JEYEeHUs] ATOTO0 OMACHOTrO ISl KU3HU MaleHTa 3a00JieBaHusl JIOJDKHO CIIO-
coOcTBOBaTh panHeMy BboisBieHHI0 TTII, oOecrieuennto aeKBaTHOCTH HA3HAYAEMO-
IO JICYECHHUS.
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