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BBeaenune
AMepHKaHCKHit knuHuuucT U natonor Eli Moschcowitz 7 ¢eBpans 1924 roaa
caenan cooblleHWe Ha 3acelaHuu I—Iblo-ﬁopKCKoro [Tatonornyeckoro Ob6wecTsa
00 ucTopuu Gone3Hu 16-neTHeil JeBOUKHM C JIMXOPaJKOH, aHEMHEH, METEXUIMH,

Pa3BHUTHEM HIIEMHYECKOTIo HHCYJIbTa H OCTPOFI JICBO)KCH}/,U,O‘{KOBOFI

HEeI0OCTaTOYHOCTH, BBISIBJIEHHBIMM MHOYKECTBEHHBIMH TMaJHHOBBIMH TpoMbaMH B
TEPMHHANBHBIX apTepUoJiaX M Kamuiuispax BHYTpPeHHHX opraHoB. Ero crates c
onucaHueM oOHapy)XeHHOH ocTpoii Gole3Hy, Ha3BaHHOM B JajlbHeiLIEM 60E3HbI0
(nm cuHIpoMoM) MotukoBHuiia, nosBuiack B 1925 roay B xypHane “Ar- chives of
Internal Medicine”. Ona HeorHOKpaTHO Mepeu3aaBanack, B ToM yucie B 2003 roxy
B “The Mount Sinai Journal of Medicine”. B 1947 rogy B MeQHLIMHCKYIO MPAKTHKY
BBEJIEH TEPMHMH “‘TpoMboTHueckas TpoMOOLMTONEHWYeckas Mypmypa”’, akTHBHO
HCIOJIE3YIOIIMICS B TOCIEeIHUE AecATUIeTHS [S].

YHacToTa BO3HHKHOBEHHS TPOMOOTHYECKOH TPOMOOLMTONEHHYECKOH ITyppBI
(TTII) B CIHA: 4-11 cny4yaeB rom/ MmiaH. xutenei [5]. CooTHolIeHHe
UIHONAaTHYeCKOH 1 BTopuaHOH Gopmbel TTII B cTpykType npuobperénnoit TTII B
Perucrpe fnonun — 51% u 49% [5]. Onucans! cryyau passutus TTII y nauueHTOB
B Bo3pacTe oT 0 1o 90 sieT, MeauaHa Bo3pacTa — 35 J1eT, yallle BO3HMKAET Y KEHLLMH.
B 3apy6exHoit nuTepaType ecTb paboThl, aHATH3UPYIOLIME NECATKY U Ja)Ke COTHH
6onbHBEIX TTTI. OTedecTBEeHHBIMH Xe ClIeUHaNTUCTaMH OTNIHCAHBI EAHHWYHbIE CITyqau
3aboneBaHHs, 0a3vpyIOIIHECs B OCHOBHOM Ha [aHHbIX ayToncuu. CBeAeHHil o
yactoTe 3aboneBanus B Poccuu Her.

TTII xapakTepu3yeTcs KpailHe arpeCCHBHBIM Te4eHUEM U TpebyeT Havama Te-
parnuy yxKe B nepBble 4achl BOSHMKHOBEHHS], [IPU OTCYTCTBUM aleKBaTHOTO Ofepa-
THBHO Ha3Ha4Y€HHOIO JICYEHHs MOKa3aTelb JIETAILHOCTH NMpubnmxaetcs k 100%
[1]. TTo naunbM E.L. Amorosi 1 J.E. Ultmann, omy6nukoasumx B 1966 roxy

0630p JTUTEpATyphl U pe3yNbTaThl COOCTBEHHOrO OMnbITa, U3 271 norubnm 244 na-

uenTa ¢ TTIT (90%).

Hctopus noucka crnocoba jieueHus, No3BONSIOLIETO CAacaTh )XH3Hb GONBHBIX,
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BKJIOUAET HecKoubko »ranos. B. Moschcowitz B cBoeil cTaTbe (1925 ron)
ccbinaetcst Ha nokropa (M. Lederer), cooGwmsluero emy o 4 noaobHeIX OOMBHBIX,
OLICTPO BOCCTAHOBHBLUKXCS 110CHE OJHOFH remoTpancdysun. B 1959 rony Obuia
onucana (M.A. Rubinstein ¢ coasropamu) “neoObitHas pemiccHs”’, TMOJly4YeHHas
OGnaronaps  KpoBe3aMEHHOW  Teparnuu, Y OJIMHHAALATHIETHEN  JEBOYKH,
BoccTaHOBUBLIEHCs mocne ray6okoi kombl. B 1976 rogy 6buin ony61MKOBaHbI
(R.M. Bukowski ¢ konneramn) pe3ynsTatsl poBojBierocs ¢ 1961 roaa sieuenns
KpoBe3aMeHoii: Tepanus Gblia ycrelwHoii y 7 uenosex u3 13 nauHeHTOB. B 1977
roxy J.J. Byrnes u M. Khurana onucanu ciayuail peuxanBHpyromieH TTII, npu
KOTOpoii 6bina 3ddexTrBHa 3ameHa KpoBH. ORHaXIbl BMECTO LUEeNBHOH KpPOBH
GONBHOMY GBUIH BBEJEHBI OTMBITHIE 3PUTPOLHTEI B PacTBOpe albOyMUHa, HTO
NMPUBENO K PeuranBy GOJIE3HH, KOTOPBIA OBLT KyMHpOBaH HH(Yy3Held CBexeH
naasmel. B JanpHeilieM ManMEHT MOALEPXKHBAICA CBEXeH, a BIOCICACTBHH —
CBEKE3aMOPOXKEHHOM M KPHOCYNEPHATAHTHOH (OCTAIOUIEHCS MOCHe H3BICHCHHA
KPHOINpEUMNHTATA) Ta3Moi [S].

HaKoMJIEHHBIH OMBIT MOCIY KKl OCHOBOH /15 BEIPaOOTKH HOBOro rnoaxoia K
JeueHnIo (aTaabHOH J0 KOHLA 70-x romoB 6oJie3HH, KOraa B KayeCcTBE TepalHu
CTald HMCIIONB30BaThcs WHQY3HH TMIasMsl H TUia3MozameHa. TpaHchopmaims

Barnana Ha maeuenue TTII nosBonuia AOOHBATbCA BhI3AOPOBJICHHS 70-91%

OOJIBHBIX.
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Onpegenenne, ’THOJIONHA H NaToreHes’

Tpombornueckas TpombGouuronennueckas nyprnypa (TTII) — aTo penkoe,
yrpoxarouiee Jku3HH, ocTpoe 3abosieBaHWe, OTHOCSLIEECS K  rpyrmrne
TPOMOOTHYECKNX MHKPOAHTHOMNATHI, B OCHOBE KOTOPOro JIEXKWT HEHMMMYHHas
TPOMOOUMTONEHHsA, BO3HWKAIOWIAs BeieAcTBHE M0TpebneHus TpoMOOUMTOB B
npoueccax pacrnpocTpaHeHHOro TpomMboobpa3oBaHHs B cocyaax
MHKPOLMPKYSITOPHOTO pycna, HeMMMYHHasl reMoJuTHYECKast
aHeMH,BO3HHMKAIOLLAs BCIEJCTBUE MEXaHHYECKOr0 BHY TPHCOCYIMCTOrO reMOJI13a,
W nonuopranHas avcpyHkuusa. BocHose maroreHesa TTII nexur HegocTaToyHas
aKTUBHOCTE MeTamnonporeassi ADAMTS13.ADAMTSI3 - A Disintegrin And
Metalloprotease with ThromboSpondin type 1 motif, memberl3 mnnasmeHHblit
Oenox,  perymupyiommit  B3auMopeiicTBHe  TpoMOGOLHTOB ¢  (haKTOpOM
¢pouBunnebpanna. OTcyTcTBHe MIH HM3Kkas akTuBHOCTh ADAMTSI3 sBasietcs
NPHYMHOH MOTpebNeHHss TpPoMOOLMTOB B 00pasyloLIMXCS MHKpoTpombax,
BBI3BIBAKOIIMX OOCTPYKLMIO apTepHol U KalM/LISpOB, BHYTPHCOCYMCTBIX
MEeXaHHYECKHH reMONn3 U KNHHUYeckue nposinenus TTIT [3].

TpomboTtuyeckas TpomOouutonenuveckas mypmypa (TTII) — oTHocHTCS K
rpynmne TpoMboTHYeCKUX MuKpoaHruonaTtuii(TMA). TMA npencraBisitor co6oii
rpymniy 3aboneBaHHi, UMEIOIIMX Pa3TUYHEIH TATOreHE3, HO CXOAHBIE KIMHUYECKHE
NPOSBIICHHUS, XapaKTEPHU3YIOIMXCA OCOOBIM THIOM TOpPaXeHWS COCYMIOB
MHKPOLMPKYJIATOPHOrO pyciia, KIMHHYECKH IPOSBISIOLIErocss HEUMMYHHOM
MHKpPOAHTHOITaTHYECKOH reMOJIMTHYECKOH aHEeMHUEN, TpOMOOIIUTOIIEHUE
MoTpeONeHHs: H  HIIEMHYECKMM TIOBPEXICHHEM OpraHOB,PHBOAALLMM K
HapyUIeHHIO UX QYHKLIMH B IUIOTh A0 Pa3BUTHUS MOJHOPraHHON HELOCTATOYHOCTH.
B ocnose passutus TTII nexur cumxenne aktuBHocTi ADAMTS13. ADAMTS 13
— METAJJIONPOTEasa, NpHHaJIeXxallas K CEeMENCTBY NMeNnTHAA3HbIX 6enkoB « ADAM»
(A Disintegrin And Metalloproteinase). 'en ADAMTSI13 nokanusyercs B 9
xpomocome. CuHte3 ADAMTS13 B OCHOBHOM NMPOMCXOAMT B 3BE3MUATHIX KJIETKAX

neyeHH, a TaKxke B HAAIMOYeYHHKaxX 1 noukax. buonoruueckas pons ADAMTS 13

3aKJIF04aeTCsl B OTLUETICHHH (PParMEHTOB OT MyJBTHMEPHOTO KOMILIEKca (haKkTopa
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¢ou Bumnebpanna, [is peryinpoBaHusi Upe3MEpHON €ro aKTHBHOCTH. PdaxTop

Bunnebpanna B BHIEG CBEPXKPYIMHBIX MOJIEKYJI COACPHKHMTCS B TEIbLAX Baitbens-
IManage SHAOTENHANbHBIX KieTok, B Tpombouurax. Paxrop Buinebpania
BbIJCNIAETCA KJIETKAMH B 06JacTH COCYAMCTOrO TMOBPEKACHHSI H  OKa3bIBacT
[POTPOMBOTHYECKHH d((eKT, yCHIUBAs aAre3Mio M arperayuio TpPOMOOLMTOB Ha
MOBEPXHOCTH 3HAOTENHANBLHBIX KNeToK [3].

HauGoneluumii nporpomboTHuecKkuit 3(eKT OKa3bIBAIOT CBEPXKPYITHbIC
MYJBTHMEpHl MoNeKyssl (paktopa (oH BunnebpaHna, CBA3bIBAIOLMECS C GP1b
peuentopamMu TpOMOOLMTOB, HO B HOPME MX B LMPKYJSALUHMH HE 06Hapy>XHBaioT,
[OCKOJIBKY cpasy Tocme cekpelnd (aktop BuineGpanga cBA3bBaeIca C
ADAMTS13, koTopelit mnpucoequHsAeTcs Kk ero A2 JOMEHy W PpacIieriieT
My/IsTUMepHI (akTopa oH BuinebpaHna Ha Manble MOJIEKYJIBL. OtcyTcTBHE WITH
cHMKeHHas akTuBHocTh ADAMTS 13 npuBonut K passutuio TTII. O6pasytowuecs
np TTIT TpoMm6bI COCTOAT U3 TPOMOOLUTOB H (hakTOpa ¢on Bunnebpannaa, B HUX
COLEPXKHTCA O4YeHb HeGOMbLIOE KOMMYECTBO (HOPHHA, MOCKOMBKY B rpouecce
Tpomb6oobpaszoBanus mpu TTII He MPOUCXOIHT AKTHBALMH CBEPTHIBAHHUA H
oTnoxxenust pudpura. TpomGel mpu TTII MOryT BO3HHMKAIOT BO BCEX TKAHAX, HO
peske 06pa3yIOTCS B JIETKAX M TIEYEHH, TOCKONBKY LHPKYJAUHS KpOBH B 3THX
OpraHax MPOUCXOOUT B YCNOBHMAX HH3KOTO JABJIEHUA, HEeJOCTATO4YHOTO AJis
yCHNeHHs CBf3bIBaHMA  (hakTOpa don Bunnebpanma ¢ TPOMOOLMTAaMH.
[ToBpekeHHs] HaOMOJAIOTCA HacTO B TaKHX OpraHax, Kak cepaue, NoMKey 104Hast

Jenesa, IOYKH, MO3T, OJHAKO B 3THX OpraHax, Kak TMpaBHIIO, BbIABIAIOTCA
OTHOCHUTEJIBHO HeOONbIIKHE 30HBI HEKPO30OB [4], 4TO CBUAETENLCTBYET, YTO

nospexaenns npa TTII mepcHCTHPYIOT HEONTO | 9TOTO BpEMEHH HE JOCTATO4HO

1151 GOpMHPOBaHHS HEKPO3OB.

Tpanamopﬁoﬁ OKKJII03Uel 00BSCHsETCS u nepeMesKaroLaics

HeBpOJIOTHYECKas CHMITOMATHKA, YACTO BOSHHKAIOLIA ¥ 6onbubix TTIT. TpomGe!

IpH TTII BBI3BIBAIOT YACTHYHYIO OKKJIIO3UIO COCYHOB, TO3BOJISISA IpUTpOLHTAM

MpOCKa/Ib3bIBaTh MHMO HHX [5]. DpHTPOLMTEI, MEPEMELIAiCh MO PUTHAHBIM

4yacTHYHO OKKﬂ}OBHpOBaHHBIM cocynam, rnoABepraroTcs pa3pyLUEHHIO, UTO SIBJISIETCH
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NPUYMHON MEXaHHYECKOTO TreMOJM3a M IOABIEHHS MIMCTOLUMTOB TIpH TTIL
Kivamdeckas caMIToMaTHka Bo3HuKaeT mpy TTII, ecny niasMeHHas aKTHBHOCTD
ADAMTS13 cocrasnser meree 10%. B 1o e Bpems B pAle CIy1dacs OonbHbBIE, Y
KoTOpbIX akTEBHOCTE ADAMTS13 Menee 10%, B Te4eHHE JUTUTEIBHOIO BPEMEHN
MOTYT He MMeTh KIMHHYECKHMX MpOsBJIeHUH 3a00NeBanus, a ¢ NpYTO# CTOPOHBI, ¥
HEKOTOPHIX GOJIbHBIX, Y KOTOpBIX B pe3ylbTaTe JIeYeHHS NOCTHIHYT TIOJTHBIA
reMatoJiornyeckuifi oteeT, akTUBHOCTE ADAMTS13 ocTaercs TaKKe HIKE 10%.
[TomoOHbIit deHOMEH perucTphpyercst NpeXae BCEro IpH BpOXKIEHHOH (opme
TTII, B 3TUX Ciydasx HEOOXONMM TPHUITEp, KOTOPBIA 3allyCKaeT KIHMHHICCKHE
nposiBieHus 3abonesanusa. Hanbosnee 4acThIMH TPUTTEPAMH SBJLIOTCH:
ePepMarosioruyeckue 3aboneBaHus

e AJIKOroin

e bepeMeHHOCTE

e Bocnanenue

ITpuunnoit BpoxkaeHHOH Gopmbl TTII sABIs€TCA MyTauus reqa ADAMTS13.

BpoxnenHas ¢opma TTII unyr cHHApOM Ammoy-Illynemana (OMIM 274150) —
5TO FeHeTHYECKH AETePMHHUPOBAHHOE 3y TOCOMHO-PELIECCHBHOE 3a00/IeBaHHE, TIPH
xoTopoM «aedexTHsI» ren ADAMTS13 yHacien0sas oT o6ouX poauTenel, Ho He
CONEPXMTCA B TOJOBEIX XpoMocomax. BpojieHHast dopma TTII o6bIuHO
MaHH(eCTHPYeT B HEOHATAlbHOM TIEPHOAE TpOMOOLINTOTICHHEH W aHEMHEH,
xentyxoii. [Tocie 0OMEHHBIX nepeMBaHUN KPOBH, TPAaHC(Y3HU# MI1a3Mbl PEMHCCH
MOJYKET OBITh JOCTMTHYTAa HA MIJIMTENBHBIH CPOK, a PpeUMAuBbl 3aboeBaHMs
[IPOBOLIMPYIOTCS BaKLUMHALHEH, HHbeKIeH, XMpypPru4eCKUMH BMEIIATEIbCTBAMHA
¥ T.0. BcrpedaeTcs XpoHWYecKas pPelMIMBHPYHOIIAsL ¢dopma 3aboneBaHus, IpU
KOTOpOl PeIMAMBE BO3HHKAIT KaXible 3-4 Heaemd. [Io paHHBEIM SIIOHCKHX
aBTopoB M3 43 TMAalHUeHTOB C BpoxneHHo# dopmod TTII B 58% ciyvaes
3aboJeBaHie MaHH(eCTHPOBANO B IETCKOM BO3pacTe, B 35% - B BO3pacte ot 15 1o
45 neT u B 7% - Bozpacte ot 51 110 63 neT. ¥V 9 (36%) U3 25 mauueHToB ¢ CHHAPOMOM
Anmroy-11IypMaHa XEHCKOTO T10J1a IHaTHO3 OBIN yCTaHOBJIEH BIIEPBBIE TOIBKO BO

Bpems GepeMeHHOCTH. ITo JaHHEIM dpaniy3ckoro pepepencHoro uentpa TMA, 3a
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nepuon ¢ 1999 no 2013 rr., u3 772 namuentos ¢ TTI], MaHH(ECTHPOBABIIEH BO
B3POCJIOM BO3pacTe, BpOKAeHHas (hopM 3a6oneBaHus Gblla JHarHOCTAPOBaHa y 21
(2,7%) nauuenta. Ha ¢enotun cunapoma Ammoy-lllyneMana —BiHseT
pe3uayanbHas IulasMeHHas akTHBHOCTE ADAMTS13: BbLIBIEHHe aKTHBHOCTH B
nmnasmMe ADAMTS13 menee 2,74% 1o3BosisieT BEIAENWTH MALUEHTOB, Y KOTOPBIX
BBICOK PHCK BOHHKHOBEHHS KiMHMYeckux cumnToMoB TTII B Bo3pacte fo 18 rer,
a MpH aKTUBHOCTH MeHee 1,61% - maumeHnToB ¢ dacTeIMH, Oonee 1 pasa B rop,
peuunnBamu. [Ipn cuanpoMe Anmmoy- [1lynsMaHa gamie BCero BEIABIAIOT MHCCEHC-
MYTalHH, pe’Xe HOHCEHC-MYTallud, BCTaBKH UJIH NEJIeIIMH HyKJIEOTHIOB, My TalluH
cracuHra. HexoTopble MyTalMM MOrYT IPHBOLHTH K HApYLIEHHIO CEKPELHH
ADAMTSI13, B aroM ciydae OymyT HaOmOJaThCs Kak HH3Kas IUIa3MeHHas
akTHBHOCTE ADAMTS13, Tak ¥ Hu3Kas KoHUeHTpalus aHTureHa ADAMTSI13 B
kpoBd. Ilpu npyrux Mytauusx cexkpeuuss ADAMTSI3 He HapylueHa, HO
CeKpeTHUpyeMbli (hepMeHT obilamaeT HH3KOM NMPOTEHHA3HOM aKTHBHOCTEIO, B 3THX
Cllyyasx HH3Kasg MnasMeHHas akTUBHOCTE ADAMTSI13 Oynmer coueratbest c
HOpPMaJbHOM MJIM HE3HAaYWTEJbHO CHIDKEHHOH KOHLEHTpaluedl aHTHUIeHa
ADAMTSI13. CuragpoM Anmoy-lllynsMaHa ciemyeT 3almof03pUTh Yy HalMEeHTa C
KJIMHUYeCKUMHU NposBiieHHssMH TMA, y KOTOpOro He omnperensieTcss WIM O4YeHb
Hu3kas akTuBHOCTh ADAMTS13, He BeuBIsitoTcs HHrubupyromme ADAMTS13
aHTUTeNla, [HarHo3 YCTAaHOBIEH B JETCKOM Bo3pacTe 100 3a0o0jeBaHHE

JNeGIOTHPOBANIO Y XKEHIIMHBI BO BpEMS NIEPBOH OepeMeHHOCTH [2].

OnuaeMHONOrHs H KjiaccHpHKanus 3aboneBaHusA
B CIIIA exeroaHo Beispnaerca 3,1 cirydas TTII Ha 1000000 Hacenenus, a ¢ ygaeTom
GONBHBIX B PEMHCCHH HHLIMACHTHOCTb cocTaBigeT 19 cmygae ma 1 000000
HaceneHusd. Bo ®@paHuuu pacnpocrpaneHHOcTh 1111 cocraBimser 13 yenmosek Ha
1000000 HaceneHus.
COOTHOILIEHHE MYXXIHHEI : XEHIMHEI - | : 2, muK 3a00J1eBaeEMOCTH — MIIajIIe
50 et (Meauana Bo3pacta - 43 roga. BpoxaeHHas dopmMa 3aboneBaHus (CHHAPOM

Anmoy-11ly1sman) BeiiBiseTcs B 2,7% city4aes, npuobperennas ¢popma TTII - B
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97,3% [10]. B Poccuiickoit Qenepalid Ha HACTOSIEE MOMEHT JaHHBIE O
3aboneBaemoctu TTTI OoTCyTCTBYIOT. Y netedt TTII sBiseTcd HCKIFOYHTEIBHOH
PEOKOCTBIO M COOTHOIIEHHE BpPOXKIEHHBIX X  IPHOOPETEHHBIX  (opM
NPUHLIHIIHATIBHO OTIHYAETCS OT TAKOBOTO Y B3POCIBIX MAalMHEeHTOB. [10 maHHBEM
®paniy3ckoro peructpa, TTTI 3a 15 net 65110 BKTIO9eHO 74 pebenka, U3 HEUX 29
nauueHToB (39%) - ¢ BpoxxaenHno# dopmoit TTII [3].

TTTI otrOCHTCS K Ipymne TpoMGoTHIeCKHX MHKpoarrHonatuit (TMA).
[Tomumo TTTI x 3Toi rpynme otHocsTcs athmmunst I'YC, xiaccudeckuit I'YC,
WHIYUMPOBAaHHLIH LIMra- TOKCHHOM MHeBMOKOKKOBEIH ['YC, npoune ¢popmsr I'YC
(TpPaHCIIaHTaT-acCOLMAPOBAHHEIH, JleKapcTBeHHEIR ¥ T.1.). TTII oTimuaeTcs oT
ocTaneHEIX HopM TMA Hu3ko# (<10%) nmnasMeHHo# akTHBHOCTEI0 ADAMTS13.

TTII nonpaznensercs Ha BpoxaeHHy0 TTII (cuaapom Anmroy-Illynsman) u
npuobperennyo TTTI.

Bpoxnennas TTII wnmun cuagpom Ammoy-LllyneMan — 3TO TreHETHYECKH
NETEPMHHHPOBAaHHOE  AyTOCOMHO-PELIECCHBHOEe  3aboJIeBaHHME,  BBEI3BAHHOE
MyTauusimMu rena ADAMTS13, npuBoasimmu K aepuuuty GpepMeHTa.

ITpuobperennas TTII— sTo uMMyHoomnocpenoBanHas popma TTII, B ocHOBe
raToreHe3a  KOTOpOH  JIeXUT  moseieHHe aHtuten K  ADAMTSI13.
HMmMmyHoonocpenosanHas TTII moapasfenseTcs Ha NEPBUYHYI0O M BTOPUYIHYIO
UMMYHoorocpenoBanHyto TTIL

[TepBuaHas ummyHoomnocpenoBanHas TTII — nprobperernas dopma TTII,
IIpH KOTOPOH He HaXOMAAT 3a0ONeBaHWH WM MPUYMH, BBI3BABIIMX 0Opa3oBaHUe
aytoantuTen K ADAMTS13.

BropuuHas uMMyHoonocpenosandHas TTII — npuobperernast dopma TTII,

TIpH KOTOpOH He BBIABIAIOTCA 3aboneBanus (CHCTeMHas KpacHas Bodanka, BHY,
MH(EKIMS U p.) HIH NPHIHHEI (DEPEMEHHOCTD, IIPenaparkl | Ap.), IPUBEIILIUE K

o6pasoBanmro anTHTeT K ADAMTSI3 [3,5].
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Kanandeckass KapTHHA
CH0KHOCTh OHArHOCTHKU Oosie3Hd MOIIKOBHIIA OOBICHSETCS OTCYTCTBHEM Y
NalHeHTOB crieMHHYECKHX KIMHUYECKHX CUMITOMOB. 3ab0oneBaHie pa3BUBaeTCs,
KaK IIpaBUJIO, BHE3allHO Ha ()OHe TMOJHOro 3J40poBbd. JacTo BO3HHUKaeT
rpUNmonoaodHas Npoapoma, 3aTeM pasBupaetcs pa3sépHyTcs E.L. Amorosi u J.E.
Ultmann BeiaBuiy xapaktepHyro mus TTIT knaccH4ecKyro MeHTaxy, €€ 3JIEMEHTHI

1. TpomOoumTonenus, gacto Tskenas (100% ): KOIMYECTBO TPOMOOUHTOB <
30x109/1 — y GonpinHcTBa manuenTos (cp. — 18x109/m); reMmopparnieckuii
CHHAPOM (reMopparHi Ha Koxe (TleTeXHH), HOCOBEIE, JECHEBBIE H, DEXe,
’KeJTyI04YHO-KHIIEeYHble KPOBOTEYEHHs, MEHOpparuy, cybapaxHoUOalbHEIE
KPOBOH3/IUSIHHUS, OOMIBHOE KPOBOXapKaHHUe);

2. MHKpOaHTWomarHdeckas remojuTudeckas aHemus (100%): cHuKeHHe
reMorjoduHa (40-80 r/1); PETHKYJIOLIUTO3; ITACTOLUTHI
(¢pparmeHTHpPOBaHHEIE 3PUTPOLMTHI) B Ma3ke KPOBH; rHIepOUIpyOHHEMHUS
(3a cyer HenpsAMO# QpakLKK); OTPUIATEIbHBIN IPSIMOH aHTUIIIOOYTMHOBBIN
tecT (nmpoba Kymbca); moBEIIIeHHe akTHBHOCTH Jtaktataeruaporedassl (JIAT,
OTpaXKaeT KaK CTeNeHb FeMOJIN3a, TaK H UIIEMHIO TKaHel); CHUXXeHHe YPOBHS
rantoryioOuHa B CHIBOPOTKE KPOBH;

3. HeBpoJiorHueckue HapymeHus (92-59%): HapylleHHe CO3HAHUS BIUIOTH OO

KOMBI (HauboJsiee 4YacTo); TNCHUXHYECKHe HapylIeHHs, TOJIOBHas OoJib;

cyzopord; (okalbHble HapylleHHs (MEHee XapaKTepHbI): [apes,

reMHILJIET U,
4. mopaxenue modek (96—41%): MukporemaTypus (Haubonee XapakTepHa);

nporerHypus (Haubojee XapakTepHa), MOBBHILICHHE KpeaTHMHWHA (OKOJIO
MIOJIOBHHBI GOJBHBIX); UHIHHAPYPHA; OCTpas Mo4YeyHas HELOCTAaTOYHOCTD
(MeHee xapaKTepHa); HeppOTHIECKHH CHHAPOM (O4EHB PeJKo);

5. nuxopanka (24-59%) daine — HeIIpaBUIIBHON (HOPMEI, HEXapaKTepHA OY€Hb
BBICOKAsl TemIlepaTypa c norpscaromuMu o3Hobamu. Ilpu TTII y gactu
nauneHToB (12—43%) Bo3HHKaeT abJOMUHATIBHBIN CUHAPOM (CHIBHEIE OOH

B XMBOTE, TOLIIHOTA, pBOTA), 00yCIIOBIEHHBIH abNOMUHATBEHOM HIineMuei [3].
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}10 HellaBHEro BpEMEHH MOpPaXXEHHE cepaua HE CYHTATOCH THITHYHBIM /14

~ - 20
TTTI. Takue cMMITOMBI KaKk cepauebuenHe, onsimka (7-29,3% 6oneubx TTIT)

0OBACHANUCL, aHeMmHeH. BBemeHue B KIHHHYECKYIO MNPaKTHKY UCCIeJOBaHUA

CEepIAC€YHBIX TpPOIIOHHMHOB H H3MEHEHHEe KpHTEPHEB IJTHArHOCTHKH OCTpOro

KOPOHapHOro CHHApOMa ¥ HH(apKTa MHOKapAa MMO3BOJIHIIH MO-HOBOMY B3ITIAHYTE
Ha nopaxeHue cepaua npu TTII IToBelueHHe YPOBHS TPONIOHHHA T (20,5 Hr/™Mn),
XapaKTepHOe 1718 OCTPOro KOPOHApHOro CHHApPOMA, ONpEAeNAeTCA Y 54%
nausnenTos ¢ TTIT. MHdapkT MHoKapaa auarHocTHpoBaH y 15,3%—20% 60/BHBIX C

TTIL
Jlnarsos wHbapkT MHOKapaa y mauueHToB ¢ HauomatHyeckod TTII,

YCTAaHOBJIEHHBIH 110 AaHHBIM 3nekTpokapanorpaduu (OKI') # yBenTHYeHHIO YPOBHA
TpononuHa I (>1 ur/ma), 3apukcuposaH B 40,6% cmyuaes yepes 2—11 nHeit mocie
nocTaHoBKH AxarHo3a TTII M Hayana TepanuH IU1a3MO3aMEHOM, XapaKTepU3yeTCs
BBICOKOH JjeTanbHOCThIO (46%). Y mnaunentoB ¢ octpod TTII pa3BuBaeTcs
“monuyawuii MHQapkT MHokapaa”, muwe 57% ©OonsHeix TTII ¢ uHpapxTOM
MHOKap/la HMEIOT CHMITTOMbI THITHYHOH MHOKapAHalbHOH HIIEMHH [5].

OcTpas cepaeyHas HEIOCTaTOYHOCTb pa3BHBaeTcs Y 8,2% nalnueHToB ¢ UAHO-
natHyeckoit TTIT H M0oXeT BO3HHKHYTh B Te4eHHe HECKOJIbKHUX IHEH rociie quar-
Hoctuku TTII, accouuMupyercs ¢ NOBBIIMIEHHON nNeTanbHOCTEIO. CornacHo
MOCJIeMHUM AaHHBIM, TIOpa)XeHHE cepaua B MOMEHT auarHocTuku TTII ormeuaeTcs
y 42% nanueHTOB.

Y GompHpix TTII ~OMHCHIBAIOT ~BHE3ANHYI0 CEPAEYHYIO CMEpTh,
KapOHOTEHHBIH IWIOK, apuTMUM. [lopaxeHue MuoOkapma MOXET OBITH
Hepacro3HaHHO# nmpuyHHOH cMepTH npH TTII. ITo naHHBIM ayTorcuy, TIOpaXKeHHe
cepaua 66110 06HapysxeHo B 76,4%—100% ciy4aes [4].

Penxoii manugecraunedi TTII Moxer OBITh: NAHKPEAaTHT, TremaTur,
pabIOMHONIH3, OCTPEIA PECIHMPATOPHBIM IMCTPECC-CHHAPOM, HEOKKITIO3UBHAS
ME3eHTepHANIb- Hasl HIUEMHS, [IepHPEPHIECKHH HIIEMHYECKHH CHHAPOM, raHrpeHa
k0XH. [Ipy ocMOTpe BOJIBHOrO MOTYT BBIABIATLCS: 6JIEAHOCTE KOXH M CIU3UCTBIX,

Myprypa, XeJTyXa, yBelHIeHNe NeIeHH U cene3€nku (20% ), aprepuanbHas
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FUICpTeHIng (peaxo) [3].

JuarnocTrka 3a60.1eBaHHS

KpuTepun ycTaHOBIeHHS IHarHo3a/cocTosHus: aHarno3 TTIT ocHoBbIBaeTcs
Ha COBOKYMHOCTH KTHHMYEeCKHX CHMIITOMOB H 1a0OpaTOPHBIX [MOKa3aTelsX,
XapakTepHbIX 118 BCeXx  GopM  TpOMOOTHYECKOH  MHKDOAHTHOMATHH
(MMKpOaHrHonaTH4eckas reMOIMTHYECKas aHeMHH, TPOMOOLIMTONEHHA
notpe6ieHus, oprarHas IMCQYHKIHS), H BBIABIeHHe CHIDKeHHoH MmeHee 10%
aKTUBHOCTH B ma3Me kpoBH ADAMTSI3. MHorie pekOMeHIOBaHHBIE METOIBI
JAWarHOCTHKH 3a0071eBaHKi H CBA3aHHLIX C HUM COCTOSHHH HMEIT OrpaHH4YeHHYO
10Ka3aTelbHyr0 0a3y (Mo KpHTEepHSM IIKal OLEHKH YPOBHs NOCTOBEPHOCTH
J0Ka3aTelbCTB ¥ YPOBHS YOEIHTeTbHOCTH PeKOMEHIALHH) N0 MPHYHHE PEAKOCTH
3a00/1eBaHHs U OTCYTCTBHH MOCBSLIEHHBIX HM KIHMHHYECKHX HCCIenoBaHuH [3].

HecmoTps Ha 37O, OHM  SBASIOTCS HEOOXOOWMBIMH  3J€MEHTaMH
00cne10BaHHs NalHeHTa 17158 YCTAHOBIEHHs 1HArHo3a U BbIOOpa TaKTHKH JICYEHHS,
TaK Kak Oonee >(deKkTHBHbIE W JOKa3aHHble METOABI B HacTosllee BpeMs He
pa3paboTaHsl.

B nediote 3aboneBaHHS Kal00bl MOryT HOCHTB CaMbIi pa3HOOOpasHBIH
XxapakTep. HacTo nepBbIM CHMNTOMOM MOKeT OBIThH TUXOpajKa, He CBA3aHHAas C
HH(EKLHOHHBIMH  OCIOKHEHHsIMH, cnabocTe. HeBposoruueckue CHMITTOMBI
00Hapy*HBatOTCs 44% NalMEHTOB, BRIPAKEHHOCTb HX MOXET GBITh Pa3IM4YHOM: OT
TOJIOBHBIX 0Ol H rOJI0OBOKPYXKEHHUS 10 CyJOPOr H 04arOBOrO HEBPOJIOTMYECKOTO
neHUKMTA, FeMHIIapesa, Ne30pHeHTaLUHH, KOTHUTHBHBIX PacCTPOMCTB, adazuu. Ha
Gomn B KMBOTe XamyloTcs 23,5% mnauuWeHToB, 6OMM MOrYT CONMPOBOXIATHCS
TOIIHOTOH MJIH PBOTOH. Y KaXXIOro NEeCSTOro MAallHEHTa HAa KOXE M CIIM3UCTHIX
0007104KaX MOABIAIOTCA SKXHMO3BI H [IETEXHH, OTMEYAETCS reMaTypHst. [IaiueHTs!
KTYIOTCA Ha ONEHOCTh KOXHBIX NOKPOBOB, B psifie CIyd4aeB - Ha KENTYXY
BCJIeICTBHE reMoH3al3,5].

[Ipu cbope aHamHesa y 6ombHBIX ¢ mogo3perreM Ha TTII HeoGXxomumo oOpaTHuTh

BHHMaHH€ Ha HallM4H€ W BBIPAXEHHOCTb, HauOoee PacIIpOCTpaHEeHHBIX
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nposisicHun  3abosneBaHuMs ¢ UeIbl0  AHACHOCTHKH, aupPepeHIHATBHOR
IMArHOCTUKH M  OfpeleleHMs TSOKECTH: XapakTep H CPOKH MOAB/ICHHA
HEBPOJOrHYeCKHX CUMITOMOB (TrOJ0BHAA OOk, JMH30bl YTPAThl CO3HAHHA, H
reHepasu30BaHHBIX B QOKATBHBIX CYJ0pOT, oTeps 3peHHsA, MTeMHIApE3bL.

[TpH OCMOTpe BaKXHO OLEHHTH IMOUHMOHATHHBEIN (OH, BBIACHHTB XapakTep
KOMHHTHBHBIX PacCTPOMCTB, JeNpPeCcCHH; TPH HATHYHHU NOBBIIICHHOH TeMIIepaTyphl
— ee 3HaueHWe, JaBHOCTL MOSBIEHHS; HATWYHE I'eMOpPparHYecKoro CHHIpOMa
(KPOBOM3THAHHUA Ha KOXKe, CIH3HACTEIX O000N0YKaX, reMaTypus, JecCHeBhIe
KPOBOTEYEHHUs, MEHOpparuH). Tarkke HEOOXOAMMO OOpaTHTh BHHMaHHE Ha
BO3MOKHYIO CBS3b MOSBISHHA CHMIITOMOB ¢ (akTopamH, ITPOBOLHPYIOLIIHMH
pa3Bute TTII (GepeMeHHOCTb, CHCTEMHBIH KOJJIareHo3, alKoroyib, HHQEKUHS,
TpaBMma) [3,4,5].

B nebiore 3aboneBaHus OOBIYHO ObIBAa€T reMOpPParHUEeCKHH CHHIPOM,
neTeXMalbHble KPOBOM3IHAHHA Ha KOXe W CIH3HCThIX. OTMedaercs OIEIHOCTS,
MHOTJa KeNTYIWHOCTh KOKHBIX MOKpOBOB. HecmoTpst Ha OoinM B )KMBOTE, TIPU
nasnbfaluuy HeT CHMITOMOB pa3ApakKeHHs OPIOLIHHBI.

[Ipu ¢u3HKanbHOM OCMOTpe MOryT OBITH BBIABIEHBl (OKANBHBIH
HEBPOJIOTHYECKHH AehHLMT, reMunapes, MblluledHas craboCTb C BOBIEYEHHEM
OHOH HNK Doee KOHEYHOCTEH.

[pennonoxutensubiit auarno3 TTII nomkeH ycTaHaBnMBaTbCs CPOYHO Ha
OCHOBAaHHMH PYTHHHBIX JTabopaTopHbIX TecToB. JIabopaTopHast muarnoctuka TTII
OCHOBbBIBAETCA Ha  BBIABJIEHHH  HEHMMYHHOM  MHKPOAHTHONATHYECKOH
(MexaHH4eCcKOH) TeMOJMTHYECKOH aHEMHH, HEWMMYHHOM TpoMOOIMTONEHUH,
CHHXXEHHOH aKkTHBHOCTH B Tmasme ADAMTSI3, oOHapy>xeHUH WM OTCYTCTBHH
unruburopa B mnasMe ADAMTS13, oOHapyeHHH WIIM OTCYTCTBHM MyTaLUi reHa
ADAMTSI13[2,5].

BroisBlleHHe  MHKDOAHTHONAaTHYECKOW  TIEMOJNMTHYECKOH aHEeMHW W
TPOMOOLIMTONEHHH B OTCYTCTBHM NPYTHX NPWYHH WX BO3HMKHOBEHUS, Haxe B

OTCYTCTBHH pe3yJbTaToB HcclemnoBanus akTuBHOCTH ADAMTSI13, sBnsercs
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OCHOBaHMEM 178 mpeasapuTeabHoro auarHo3a TTIl W 3IKCTpeHHOro Hadamta
Tepanmuu.

Iunarsoz TTIl noaTBepxnaeTcs OOHapyXXeHHeM Yy TALHCHTOB C
MMKPOAHTMONaTHIeCKOH T'eMOIMTHYeCKOH aHeMHeH H TPOMOOLHTONEHHEH
ni1asmMeHHoM akTUBHOCTH ADAMTS 13 < 10%[35].

Obpa3upl m1a3Msl s onpeaeieHds akTuBHOCTH ADAMTS 13 10/KHEI OBITH B3ATHI
IU1s aHaTM3a 10 Havasa JedeHHs

[Ipn TTII B pa3BepHYTOM aHATH3e KPOBH BBISBISIOTCS: aHEMHS PA3THIHON
CTENEHH BBIPA)KEHHOCTH; MOBBIMIEHHOE KOIWYECTBO PETHKYJIOLHTOB B KpPOBH;
IIHCTOLIMTEI B KPOBH; TpoMOOUNTE! KpoBH <150 x 109/m i ymeHbmeHHe 6oinee
yeM Ha 25% OT MCXOZHBIX 3HadeHui. [ns mammentoB ¢ TTII xapakTepHa
BbIpaKeHHas TpomOouHToneHus, 06614HO 109- 30 x 10 /1. HopmMansHOe KOTHIECTBO
LIMCTOUMTOB Y 310POBLIX JIIOAEH TOYHO He onpejeneHo. [1o HeKOTOpPEIM JaHHEIM HX
KOJHYECTBO B HOpME IMpH MOACYETe aBTOMaTHYeCKUM criocodom —0,03-0,58%, npu
BH3yalbHOM mnoacyere — 0-0,27% oT obliero xonpyectBa 3PUTPOLIMTOB .
Kputepuem TTII npusHaercs obHapyskeHHeM MWHCTOUUTOB 6oee 1 %. ITo IpyTUM
JaHHBIM, KpHTepHeM auarHosa TTI1 sBnseTcs BrisBieHue 6onee 2 % U naxke Gonee
4 % wHcTounTOoB. B TO e Bpems B 1eStoTe TTII B psine ciTy4aeB MMCTOMUTEL MOTYT
OTCYTCTBOBaTh. HekoTopnle 3kcnepThl CuMTalOT, 9TO mns  nuarsosa TTII
NOCTATOYHO J1H000e BbISBIEHHE IIMCTOLIMTOB.

[Ipn npoBeneHHH OHOXMMHYECKOTO HCCIIEIOBAHHUS KPOBH XapaKTepHBI
ClleIyIOlIHEe H3MEHEeHHUS:

*T10BBIIIEHHE KOHIeHTpauuu JIJT;

*H3MEHEHHS KOHUEHTPALHH MOYeBHHEI, KDEaTHHHHA, SJIEKTPOJIUTOB —

NpH NMOPaXEHHH N0YEK;

*TPaHCAMHHa3bl — B [Ipe/ie/laX HOPMEI;

*OHITHPYOHH MOXET OBITH MOBBIIIEH (TEMOTH3).

bepemennbim sxenmumnam ¢ TTII Heo6X0THMO MOHHTOPHPOBATb CHIBOPOTOYHYIO

KoHueHTpauHio JI/II pa3 B 1-2 Henemnwu.
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Otpuuatenshas mnpsmas npoba Kymbca cBuaeTenbCcTBYeT O HEHMMYHHOM
XapaKTepe aHeMHH.
I[Tpu TTII aktnBHOCTE ADAMTS-13 cHibkeHa 10 <10%.

ns Hccie1oBaHWMA MCHOMB3yeTcs IU1a3Ma, B3fTas y MAlHEHTOB [0 Hayana
TpaHCQy3uii cBeke3amMopokeHHOH miasmel Wi TI110. XoTs 1Mokas3aHo, 4TO Aaxe
nocie Hayana jgedeHus 1110 axktuBHocth ADAMTSI13 B mnasme menee 10%,
coxpaHseTcs y 88 % maumenToB mocne nepsoii npouenypsl TI10, y 83 % mocne
BTOpPO#H mpouexypsl H y 78 % - mocnie Tpetsero ceanca TI10. [TnasMy momydarot
MyTeM  LeHTpHOyrHpoBaHHs B TedeHHe 15 wmuH. > 2000 o6/MuH
CTabMIM3HPOBAHHON LMTPaTOM KpPOBH(HENb3s M3 cTabmimsnpoBaHHOM DJITA).
LlenTpudyrupoBanme H oTZeneHHe Mia3Mbl MPOBONAT KAaK MOXHO OBICTpEE.
XpaHHTbCA n1a3Ma npH TemnepaTtype < -40 C. [Tpu TpaHCIOPTHPOBKE COOIMIONAETCS
TEMIMeEpaTypHbiH pexHM. HeoOxoanmo H30eraTs MOBTOPHOrO 3aMOpPaXKMBaHHA H
pasmopaxHBaHHs oOpa3uos miasmel. Kputepuem TTII cuuTaeTcs akTHBHOCTB
ADAMTSI3 B nnasme menee 10 %, B To xe BpeMs pe3ynbTaThl ONpeeNeHHs
akTuBHOCTe ADAMTSI3 moryT 3aBucets oT Mmeroma uccnemosanus (FRETS,
HMMMyHO(epMeHTHBIH MeTOa, HMMYHOONIOTTHHT, XEMUITIOMHHUCIIEHTHBIA METOL),
MO3TOMY €CJIH NpH THIHYHBIX KIHMHHYECKHX [POABIEHHSAX AaKTHBHOCTD
ADAMTSI3 npesbiaer 10 %, Heo6XOOHMO MOBTOPUTH HCCIENOBaHUE NGO
BBIMOJHHTE €ro ApyruM MeTtoaoM. bepemennsiM xeHwnnam ¢ TTII Heo6xoaumo
onpenensTe akTHBHOCTe ADAMTS13 pa3 B TpuMecTpe, Npu TSXKeNOM TeueHUH —
€XXeMeCSUHO.

Pekomennyercs mnauMeHTaM ¢ mnomospeHmeM Ha TTII oIpeneneHne
COJlep)KaHUs aHTUTeN K MeTajutonpoTrerHaze ADAMTS-13 B miazMme KpPOBH 1151
noATBEpXAeHHS auarHosa TTII. Brisenenue HHrHOUTOpa ADAMTS13
NoATBepXKAaeT IHArHO3 MMMyHoonocpenoBarHoi Gopmel TTIL. Uuru6utop moxer
OBITh OOHapy»XeH IyTeM BEISBIEHHS AaHTUTEN Kjacca IgG x ADAMTSI3 ¢
NOMOLIBEKO HMMYHO(EPMEHTHOTO MeTO/1a (IHArHOCTHYECKHH nopor >15 en/n). Ipu
OTOM  ClleyeT  yYMTbIBaTh, 4YTO HE BCE BbIABIAEMBIE C  [OMOIIb

MMMYHO(pEPMEHTHOTO METO/1a aHTHUTENA 00TaNaloT MHIMOHTOPHOM aKTHBHOCTBIO.
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Ioskiluern e KOHUEHTPALIHH TPOMIOHHHA B KPOBH BBISBISIOT ¥ 33-68 % MauHEeHTOB,
HO ¥ 59 % nauueHTOB ¢ MOBBILIEHHBIM COIePKaHHEM TPOMOHHHA HeT KIHHHYECKHX
H MHCTPYMEHTAIbHBIX IPH3HAKOB MOPAXeHHs Cepala.

[ToBbimenne KOHLEHTPALMH TPONOHHHA B KPOBH aCCOMHHPYETCS C ILTOXHM
MPOrHO30M: OTHOMIEHHe PHCKOB JIeTaTHHOrO HCXoIa mosermaeTcs B 2,8 pa3 (95%
A0BEpHUTEbHBIH HHTepBal 1,13-7.22, p =0,024.

PexomenTyeTcs mammeHTKam myGepTaTHOro BO3pacTa C MOJO3PEHHEM Ha
TTIT nposeseHne KoMILTeKca HCCTeJ0BAHHIA T10 OMPEIENEHHIO GEPEMEHHOCTH.
OepeMEeHHOCTh MOKeT ObITh (haKTOpoM, mpoBowHpytouty TTTL.

M3 MHCTpYMeHTaIbHBIX METOIOB HCC/Ie0BAHHS PEKOMEHIYETCS BEIOIHSTH
3KIT, Dxo-KI, MPTKT ronosHoro mosra, pentresorpadmo/KT OI'K, Y3W/KT

OpraHOB OPIOLIHOH MOJOCTH H 3a0PIOIIMHHOIO MPOCTPaHCTBa [5].

Jleuenne

B ocnose Tepamuu TTII siBasiercs Tpadcdysun C3I1 u TepaneBTHYeCKHit
mia3MoodmeH. TpaHCy3HH N1a3Mbl MO3BOMAIOT BOCTIONHHTE AeGHIMT ADAMTS13
y MauHeHTOB ¢ HacineacTBeHHOH ¢Qopmoii TTII, y KOTOPEIX HET aHTHTEND K
ADAMTSI13. ITocae KynupoBaHHs OCTPOrO COCTOSHHSA TPH 9aCThIX 000CTpeHmsIX
clielyeT MpOBOAHTL npodHirakTHYeckue TpaHchysun C3I1 wm KMII B
3aBHCHMOCTH OT KJIHHHYECKOro eHoTHMNa Kaxasle 2-3 Hemenn B qo3e 10-15 Mv/kT
[Taunentam ¢ BpoxaeHHoH ¢opmoit TTII B cocTosHHM peMuccHE 6e3 YacTBIX
000CTpeHHH PeKOMEHIYETCA HCIIONIB30BATh CTPATETHIO «HABMIONATS | X maTe» [3].

[TauneHToM ¢ momo3peHHeM Ha ocTpyro araky TTII umM ¢ yCTaHOBIEHHBIM
auariosoM  mpHoOpereHHoH  TTII  pekoMeHIyeTcs  HauWHATh  Jleduedue
TepaneBTHYECKHM I171a3MO0OMEHOM.

OGocHoBanrem npumeHennst TI1O npu npuoGperennoi TTII SIBIIIETCS, C
OJIHOH CTOPOHBI, yaneHHe My IbTHMePOB dakTopa Qo Bunnebpanpa, HHIHOUTOpa
ADAMTS 13, cBoboaHoro remornoGHHa, TpoMOHHA, a C IpyTOH CTOpOHBI, -
BocronHenHe aebuuut ADAMTSI13. Jlo HacTosmero BpeMeHHu TIIO ocraercs

«Kpaeyro/ibHbIM KamMHeM» B nedeHdH TTII . Jleuenue TIIO nomxHO GbITH HAuaTO
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YHe «no noaoszperuion na TTTI, t.e. gawke 10 MOATBep#ICHUA JIHArHO3A C
NOMOLIBIO MCCAe0BaHKS NaazmeHHoi akTHBHOCTH ADAMTSI3. B 1991 r. B
KOHTPOJIMPYEMOM  PaHIOMH3MPOBAHHOM  MCCIEI0BaHHHM, BKIo4aBuwiem 102
naunento ¢ TTTL, 6b110 moka3zaHo, 4TO MOCiIe Hadyana JeHeHHS KIHHHYECKHIT
OTBET, OLUEHWBaeMbIM IO MpOpPOCTY KOJIHYeCTBa TpO.\IGOI.IHTOB. HCYC3HOBECHHIO
HEBPOJIOrM4YecKOH CUMMNTOMATHKH, ObLT 3HAYHMO JTy4lle Y MALHEHTOB, KOTOPbIM
nposoanau TT10, no cpaBHeHHIO ¢ MaHeHTaMH, KOTOPBIM BBITIOTHSUTH TPAHC(Y3HH
naasmel (p = 0,025). Yepes 6 mec. oT Havana j1edeHus B rpynme TI1O 6suto 40 (78
%) 13 S| OTBETHBIUHX Ha Tepamuio, B IPyTNe TpaHCOy3Hit mIasMbl — 25 (49 %) u3
51 (p = 0,002), B rpynne TIO ymepan 11 (22 %) u3 51 maumeHTa, B rpymnme
Tpauchy3uit naasmel — 19 (37 %) w3 51 nanwenTa (p=0,036). Bo dpaniysckom
KOHTPOJHPpYEeMOM DaHIOMH3IHPOBAHHOM HCCIef0BaHHH mnaiHeHTsl ¢ TTI1 ObuTH
pasaeneHbl Ha 2 rpynnbl: B NepBoii rpynne 19 nauueHTaM eXeIHEBHO MTPOBOIMIIH
TTIO c 3amewenne C3IT 15 MA/Kr ¢ pacTBOpoOM anb0yMiHa, BO BTOpOit rpyrme — 19
MauHeHTaM NPOBOAHIH eKe1HeBHble TpaHcy3HH 1asmel 1S ma/kr. B rpynmne TTIO
MnojHas peMHccHs dbl1a aocTrHyTa B 80 %, BbDKHBaeMOCTh cocTaBHia 85 %, B TO

BpeMsA Kak B rpynne TpaHCy3Hil Mia3Mbl peMHCCHS AOCTHrHYTa B 52 %, a

BbI’KHBAeMOCTb cocTaBHaa 57 % [3].

[Tpu nposeaenun TITO ans 3ameuleHis oGbeMa BO3MOXKHO HCIIONB30BAHHE
BMecto C3IT KCII. B peTpocneKkTHBHOM HCC/€0BaHHH [OKa3aHa OoJbLIAst
BBIKHBAeMOCTb H DOJlee paHee BOCCTAHOB/IEHHE KOJIHYECTBA TPOMBOLIMTOB KPOBH Yy
GonbHeix TTII, nevyennsix KCII, no cpasuenuio ¢ newennsivu C3IT [59]. TTo
nanHbIM Kanaackoii adepesHoii rpynnsi (Canadian Apheresis Group — CAG) [60],
npn nevernn TTIT ¢ nomoutsto TITO 1o cpaBHEHHIO C HCTOPHYECKUM KOHTPOTIEM
GonbHbIe, KoTOpBIM 3amellerHe nposoxuan KCI, no cpasrenmio ¢ C3I1, GricTpee
NOCTHrajH OTBeTa Mo TpomdouuTaM (K 7 OHIO O0JS OTBETHBLUMX Obla 75 % B
rpynne KCIT npotuB 45% B rpynme C3II), y Hux Oblia BbIlEe Mecs4yHas
BbIKHBaeMOCTh (83- 95 % B rpynme KCII no cpasreruio ¢ 76 % B rpynme C3I1).
OTOT OMBIT MOCITYXKHI OCHOBaHHeM I/ 6oNee 9acTOro MCIONB3OBAHMS IIPH

nposeneHnn TIIO y 6onbHbx TTIT KCII, yem C3I1 B Kanane, uem B CIUA (8 11 u3
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13 uentpax B Kanaze npoTtHB 3 u3 32 uentpax B CLLIA). B T0 %e BpeMa HMEIOTCA
paboTh, B KOTOpbIX He BbisBAeHo npenmymects KCIT o cpasrernto ¢ C3IT npu
Jevyenuu TTTI. B npocnextuBHOM HccnenoBanuu 40 6onpHeX TITIT nomyyanu C3I1
1 12 — KCIT npu nposenenuu TI1O: oTBeT Ha TedeHHe ObUT JOCTHIHYT ¥ 29 u3 40
(72,5 %) Soabrbx, nomyyasmmx C3I1, n y 11 u3 12 (91,6%) nonyyaswux KCII,
4alle 10CTUraliach H peMHccus npu ucnoaszoBandui KCIT no cpaBrenuro ¢ C3I1 (83
% npoTuB 52,5 %), HO BCe 3TH pPa3THYHA OKa3aTHCh CTATHCTHYECKH HE 3HAYHMBIMH.
B 1pyrom npocnekTHBHOM paHIOMH3HPOBaHHOM KOHTPOJTHPYEMOM HCCIIE10BAHHHU
cpaBauan KCIT u C3IT ans 3amewenus npu TIIO y GonsHeix TTII H He HaULIH
3Ha4YHMBIX PAa3IHYHH B HCXOJAX: BBDKHBAEMOCTh COCTaBH/Ia, COOTBETCTBEHHO, 79 %0
u 77 %, onnako B rpynne KCIT oTMeueHa TeHIeHUHS K Oojiee MeIIEHHOMY
BO3HWKHOBEHHIO OTBETa Ha JieyeHHe H Oobluelt BepoAsTHOCTH peuuausa. B npyroi
pabote conocTtaBunk 3 pexTuBHocTs KoMOuHaunu C3IT u KCIT npu nposeaeHnu
TIIO y 27 Gonbubix TTII: B oanoii rpynme (11 6oNbHBIX) HCHONB30BAIH
npeumywectseHHo KCIT (cootHowenne KCIVC3IT> 1), B gpyrod — C3I1
(cootHowenne KCIT/C3I1< 1). Konuvectso cearcos TI1O u BpeMsi 10 NOCTHKEHHS
nonHoro oteera ObiH MeHblle B rpynne ¢ KCII, Ho He OpUIO pasnuuuii B
BbDKHBAGMOCTH MeXIy TIpynnamMH. B peTpocnekTHBHOM MHOTOLEHTPOBOM
uccnenoBanuu [65], B kotopom OonsHblie TTII nonyuyanu Gomee 50 % KCII,
BbDKHBaeMOCTb cocTaBH1a 83 % o cpaBHEHHIO ¢ 91 % y TeX, KTO nmoTy4alr TONbKO
C3I1. bonbHbM, nomyuaBwnm donee 50 % KCTII, notpe6oBanocs nmposenenue B 1,5
pasa donbe npoueayp TI1O no cpaBHeHHIO ¢ TeMH, KTo neduics Tonsko C3I1. B
NpOCNEeKTHBHOM Hccie0BaHHHU 14 60bHEIX TTII, KOTOPEIM TPOBOAMIIOCE JieYeHHE
TT10, 6blnH pasneness! Ha 2 rpynmel: 5 6onbHBIX nomydand KCIT u 9 GonbHeIX -
C3I1. OtMmeyeHa boapmas notpedHocTs B ceancax 1110 u B GonbiieM ob6beMe B
rpynne KCII, yem C3II, xpome toro, B rpynne KCII Oputn wame o6octpenus
(oTHOLIeHHe waHcoB 26,6; 95 % nosepuTensHeIH wHTEpBaN 1.01-703.51; p = 0,03).
BrisBNeHHbI (eHOMeH OOBSACHSETCS TeM, 4YTO HebOoJbIIoe KOJUYECTBO
ADAMTSI13 [lpuusroronennu KCII M3 C3II ypansercs Bmecte ¢

xkpronpeunnutatoM. B pesynsrare aktHBHOCTE ADAMTS 13 B KCII Huke, yeM B
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C3I1 1a 20 % . DTHM ke oObscHSAeTCS 5oee MeTeHHBIH OTBET Ha JTeHCHHE KCIL.
wem C3T1, a Taxwe mpimepHo Ha 20 % Gotee Hi3KYIo akTHBHOCTE ADAMTS 13
nocie nepsoii npouexypsi TT1O. Boinosennoit ¢ KCIT o cpasrento ¢ C3I1. B
pPaHIOMH3WPOBAHHOM HCCIe10BaHHH, B KOTOPOM B TeYCHHE 28 maumenTtam ¢ TTT1
nposomumn TIIO ¢ KCII, a 24 maumentam — ¢ C3I1. He ObLTO pasTHYHH B
BLIKHBAEMOCTH B TedeHHe 1 Mec., T.e. 3)HeKTHBHOCTh Kak MHHHMYM ObllIa PaBHa.

V Bcex MalHeHTOB ¢ MOJO3peHHeM Ha ocTpytoo ataky TTII uam ¢ yxe
yCTaHOBIeHHbIM aHarHo3oM T 111 neuenne TT1O 10mKHO OBITE HAYATO KaK MOXHO
paHblue, B TeYeHHe MepBbIX 4-8 4acoB BHe 3aBHCHMOCTH OT BpeMeHH CYTOK [3.5].

HdautensHocts edenns TI10 M KOAHYeCTBO H KpaTHOCTbH MpOLEDYP,
TpeOyIOUIMXCA 10 JOCTHAeHHs pemuccHH TTII TOYHO HO YCTAHOBJICHBL
[Ipeanaraetcs oOmeHuBaTh B mnepBbie 3 OHA no 1,5 odbema UHPKYTHpYOIEeH
naa3mbl (OLIIT), 3atem — o 1 OLIIT . TITO BeInonHseTcs A0 TeX MOp, 40 TeX Iop,
Moka Kak MHHHMYM B TedyeHHe 2 IHel, He OyIyT JOCTHIHyTa HOpMalTH3alHs
Konuuectsa TpomOounTtos kpoBH (> 1350 x109/n) u JIAI, Wcye3HYT MpPH3HAKH
reMosiH3a H OpraHHoro nopaxeHus. [IpH pe3HCTEHTHBIX, TAXKEIBIX CIydasx
(HanpyMep, MpH THAKeIbIX HeBPOJIOrHYeCKHX paccTpOHCTBAX, KapAHOBACKYIAPHBIX
nHapyweHHax) TTIO Beinoausercs aBawasl B cyTKH. ExennesHslit TIIO pomkeH
MPOBOAHTLCA He MeHee 2 IHell mocie Toro, Kak KONHYEeCTBO TPOMOOLIMTOB
pocturuet 150 x 109/a [5].

B T0 %e Bpemsa iedenHe Toiabko TIIO Hemoctatouno mpu TTII. Tlo
pe3yabTaTaM aHanH3a 34 OMyO/IHKOBaHHBIX HCC/IENOBaHHH, B KOTOpBIE OBLIH
BratoveHsl 1192 naurenta ¢ TTIT 3 11 ctpan 32 nepuon ¢ 1982 mo 2013 rr., npu
neyenun TI1O coxpaHsnuCh CredyolHe pacCTPOHCTBA: THIIEpTeH3us y 2-45 %,
HapylIeHHA CKOPOCTH KiyOoukoBoH ¢unbTpauun y 20-21 %, moTpeSHOCTb B
JIGYEHHH TeMOAHaNH30M y 3-24%, HIIEMMYECKHMH MHCYIbT - - y 10-12 %,
CYJOpPOXHbIH CHHIPOM — Yy 32 %, KOTHHTHBHBIE paccTpoicTBa y 41-52 %,
nenpeccus —y 52%, cy4aH BHe3armHo# cMepTd —y 0-35 %, peunansel TTIT -y 8-

37 %.nna3menHas aktHBHOCT ADAMTSI13 menee 10 % -y 16-100 % nauueHToB.
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ostomy napsiay ¢ TTO v naunentos ¢ TTIT 10mKHbN pPAcCMATPHUBATBCH HIAPYIHE
BAPUAHTHI JICHCHUS.

PexoMenayeTcs mauneHTam ¢ odoctpeHsem TTIT B KOMOHHAUHMH C TI1O
Ha3HayeHHe I-THIOKOKOPTHKOCTEPOHI0B 11 CHCTEMHOr0 MPHMEHCHHA (I'KC) B no3e,
SKBHBATEHTHOI 103¢ MpeaHn3010Hal-2 Mr/kr) B Tedenne 21 aus [3].

O6ocHoBaHMeM npumenetns [KC npu npuodpetenHoit TTIT ABaseTcs ux
CcrocoGHOCTh MoJaBIsTh mpoaykumio anTten k ADAMTSI3. Jlewenne ['KC
PeKOMeHIYIOT codeTats ¢ TI1O, XOTS HeT paHIOMH3HPOBAHHBIX HCCIEN0BaHHH,
KOTOpble Obl MOKa3aTH MPeHMYILECTBO COYETAHHOrO MPHMEHEHHS ['KC ¢ TIIO 8
cpaBHeHuu Toabko ¢ TI1O. Hasuauenwe ['KC yBenH4YHBaeT BBDKHBAEMOCTb
nauuenToB ¢ TTT1. 118 HauatbHOro NedeHHs nauHeHTos ¢ TTT] ucrone3yeTcs 103a
1 Mr/kr Mmaccel Tena nauHeHTa, OJHAKO MpH TAXEJIOM TEYEHHH, TIpH
MpOrpeccHpylollleli  HeBPOJIOrHYecKOoil ~ CHMITOMAaTHKe,  COXpaHsouleics
TpoMOOUHTONEeHHH Henonb3vioTes doabluie ao3el [KC. B paHaoMH3HpOBaHHOM
KJIMHHUYECKOM HcclenaoBaHuH cpaBHHAH dPdextnBHocTs nevenus TTIT TIIO B
COUETaHHH C TeparnHeii MeTHANpeIHH3010HOM Y 30 NauHeHTOB CTaHAAPTHOH 40301
(Imr/kr) # 30 nausentoB Goabwoi 1030it (10 Mr/kr). YcraHOBiIEHO, uTO Ha 23
CYTKHIpHJ/Ie4eHHHCTAH1aPTHOI1 10301 MeTHIMpPe AHH30I0HAHEY 1a4aIOCTHKEHUsSIpe
MHCCHHPErHCTPHPOBA1ach 3HaunMo vaue (53,4 %), ueM npu JieueHHH OOoJbIIOH
no3oit (23,4 %) [5].

PekoMeHIyeTCs B3pPOCTbIM MalHEHTaM C TSKEJNbIM MPOrpeCCUPYIOIIUM
teyennem TTT] mpoBeaeHHe MyibC-TEpaNHH METHAMpPeAHH30J0HOM B no3e 1000
MTI/JeHb B TeYEHHE 3 AHEH.

PekomenayeTcs nauneHTtam c npuodpetenHoit TTII Tskemoro Teuenwus,
NpoTeKaoLLeii ¢ NopaXeHHeM HEPBHOH CHCTEMBI, CEPAEYHO-COCY IMCTOH CUCTEMBI,
ACCOLMHpYIOLLIEHCcs C BbICOKOH JIeTaNbHOCTBIO, Ha3HaueHHe #pUTykcumaba** B
no3e 375 Mr/M2 pa3 B HeZIeJTo B Te4eHHe 4 HeJlelTb B Ka4€CTBE MIepBOH IMHUHK HAps oy
¢ TIO u T'KC. YuuthiBas, 4TO Tepamusi PUTYKCHMabOM MOXET MPOBOAMTHLCS
napainensHo ¢ TIIO, npemapaT BBIBOAHTCA C YAaisieMOH Ma3MOMH, MOITOMY

PEKOMEHIYCTCH BBEICHHC pn‘ryxcumaM6a Cpa3y TIIOCJIE OKOHYaHHs IMpoueayphl
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1O 8 pazosoit 103¢ 375 Mr/M2 1 YKOPOHEHHE HHTEPBATAa MEAKIY BBEICHHAMH 10
3-4 anen.

INaumentam ¢ octpbiM nan xponudeckum TTII He OTBETHBIIHM HA TTIO,
I'KC » putykcHmad, pekoMeHayeTCs Tepamis OIHHM H3 CISIYIOUIHX MPenapaToB:

e [luxiocnopuH A B 103e 2-3 MI/KT 1BaXIbl B 1€HB!
e OGoprte3omid B 103e 1.3 Mr/M2 B 1, 4, 8 11 aHH B/B HIH MOIKOXHO.

[TaunenTtam ¢ TTI1 pexomeHIyeTcs MepeIHBATH JPHTPOLHTCOASPXAMIHE
KOMTMOHEHTbI KPOBH MPH KOHLEHTPALIHH reMOr100HHa KpoBH MeHee 70 r/1.

[Taumentam ¢ TTIT ¢ ocTpbiM KOPOHapHBIM CHHIPOMOM PEKOMEHIYeTCA
nepe;iuBaTh JPHTPOLMTCOISPKAllHE KOMIMOHEHTBl KpPOBH NpPH KOHLICHTpAalHH
remor;1001Ha KposH MeHee 100 r/a [3].

[Taunentam ¢ TTIl ¢ akTHBHBIM TeMOJIH30M PEKOMEHIYeTCs MPOBOAHTH
Teparuio npenaparaMy U3 rpyinsl «ponHeBas KHCI0Ta H €€ MPOH3BOIHBIEY.

[Maurentam ¢ TTIl wHe pexkomeHIyeTcs MepeHBaHHE KOHUEHTpaTa
TPOMOOUMTOB, 32 HCK/TIOYEHHEM CY4aeB YIPOKAIOUIETO XKH3HH reMOppParuyecKoro
cuuapoma OO  mepea BHINOIHEHHEM HHBA3WBHBIX npouexyp. [lepennBaHue
KoHueHTpatoB TpombounTos npu TTTT MoXeT NpHBECTH K yXYyIUIEHHIO TEUEHHS
3a00/1eBaHHA M YBeIHYHBACT YaCTOTY PeLHIHBOB.

[Mauuentam ¢ TTT nociie BOCCTAHOB/ICHHS KONKHYeCcTBAa TPOMOOLIMTOB Gonee
50 x 109/n1 pexomeHayeTCs Tepanis #alleTH/ICATHIIHIOBOHM KHCIoTOR** B mo3e 75
mr/cyT. Mo nanHbiM HTanbsHCKO# KOOMEpaTHBHOH TpYMNmBbl, BKJIIOYHBLICH B
neenenosanue 72 naudenta ¢ TTII, B rpynne nauMeHToB, B KOTOPOH NPOBOAWIOCH
nevenne TTO, FKC u ae3arperanTHas Tepanis #aleTHICATHUHIOBONH KUCIOTOR**,
B TeueHHe MNepBbIX15 aHeH Oblla HHKE CMEPTHOCTb, XOTS CTATHCTHYECKH H
HE3HA4YHMO, YeM CpelH MalHeHToB, KoTopslX seynnu Toabko TIIO u I'KC (2,8%
npotus 13.5%). Kpome Toro, y mnauHeHTOB, B TE4YEHHE rOJa MONY4YaBIIUX
Jle3arperaHTHY 0 TepanHio, Oblila MEHbIIe JacTOTa PELHIWBOB, YeM y MalHeHTOB,

He MoMyyaBILIMX Ae3arperanTsl (6,25% u 21,4%) [3].
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Maunentam ¢ TTTT noce BOCCTAHOBICHHS KOTHYECTBA TPOMGOUHTOB dorntee
50 ma 9x 10 /7 pekomeHIyeTcs Teparusi MperapaTtaMu rpyTbl «TeMapHH H €ro
NPOM3BOAHbBIEY

Puck BeHosHsix TpomGo30B mpu TTIT moBBIIEH BCIEACTBHE MTHTETBHOH
MMMOOHMIN3aUMH, B CBS3M C d9eM T[IOKa3aHa pyTHHHas MPOQHIAKTHKA

HH3KOMOJIEKY IAPHBIMHU renapHHamu [3].

3akIr09eHHe

Kaunuka TTII He umeeT cnetuHYSCKHX YEPT, IOITOMY MaLlHEHThI MOTYT
ObITe  TrOCIHMTATH3MPOBaHbl: B  XHPYprHyeckoe OTAEJE€HHE IO  TOBOMY
a610MMHATBHBIX GoJleli ¢ noJ03peHHeM Ha "OCTpEIil )HBOT", B HHYEKLHOHHOE — B
CBSA3M C KEATYXOH H JTHXOPaIKoii, a TakKe B peaHHMaLIMOHHOE, HEBPOJIOTHYECKOE H
TepaneBTHYEeCKOe OTae1eHHS.

[lpu obHapyx’eHHH TPOMOOLMTONEHHH HEOOXOAHMO 0OpaTHTh BHHMaHHE Ha
HaW4YHe reMojiH3a, a MpH BbISBICHHH HEHMMYHHOTO TeMOJIi3a CIIEoyeT
NMPOH3BECTH MOACYET LWIHCTOLHTOB.

PekomeHayeMble /1adopaTopHble HCCEAOBaHHsA: MOJHBEIA aHAIW3 KPOBH
(TPOMOOLMTBI,  HMCClleJ0BaHHe Ma3Ka KpOBH, TOACYET  PETHKYJIOLMTOB);
koarynorpamma ((GHOpHHOreH M TeCTbl NapaKoaryiAlLMH); Me4€HOYHBIE TPOOHI;
aHalIM3 MOYM; 3/1eKTPOJHThl; KpeaTHHHH; mpoda Kywmbca; axruBHOCTe JIAT';
ypOBeHb TranToOrno0HHa; aHTHOOCHOTHNHIHBIE aHTHTENa; AaHTHHYKJIeapHBIC
AHTHTeNa; cepeYHble TPONOHHHBL. Bpauam-nabopanTam cieqyeT obpawmats ocoboe
BHMMaHHE Ha Ma3KH KPOBH C IIOBbIIIEHHBIM KOJHYECTBOM IUHCTOLMUTOB. [Ipu

oOHapyxeHHH (parMEHTHPOBAHHBIX JPHUTPOLIMTOB MpPH IPOCMOTpE Ma3Ka
HeoOXOAHM HX MOJCYET.

YciaoBHeM TOCTaHOBKH KiIHHH4eckoro auarsHosza TTII (mpu otcyTcTBUM
JpYrHX [pHYHH) ABISETCS HAIW4He KaK MHHHMYM JIByX CHMIITOMOB!
TPOMBOLIMTOTNEHHS; MHKPOAHTHOTNIATHYeCKass TreMonMTHyeckas aHemus. [lpu

BO3HMKHOBeHHH nojo3peHus Ha auarHo3 TTII Heobxomvmo HEMENIEHHO Ha4aTh
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TEPANNo: niaMosamena (40-60 MA/KT Macchl B CYTKM HIIH, 110 KpaHHeH wepe,
MUY S CBEKEIAMOPOAKEHHOI T:1a3MbI (10 30 MI/KT MACChl B CYTKH).

AKTHBHOEe HMHOpMMpPOBaHHe Bpaueil 00 OCOOEHHOCTAX IHArHOCTHKH H
MPHMHLIMNAX JIeYeHMs ITOr0 OMACHOro T8 JKH3HH MAlHEeHTa 3a00/1eBAHHA T0/DKHO
oOecrneyeHHIO aNeKBAaTHOCTH

cnocodCTBOBATH PaHHEMY  BBIABICHHIO [ III-

HazHayaemoro Je4eHus [5].
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