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TPOMBOTUYECKAA TPOMBOLUTONEHUYECKASA NYPMYPA
(Bone3sHnb MowkoBuua)

AlvlepMKaHCKMﬁ Bpay Moschcowitz B 1924 roay caenan
cooblueHne Ha 3acepaHun Hito-Mopkekoro Matono-
rmyeckoro O6uiectBa 06 MCTOpUM BOAE3HM NALMEHTKU C AU-
XOPaAKOW, aHEMUEN, NETEXUAMU, Pa3BUTUEM ULLIEMUYECKOTO
WHCYAbT@ W OCTPOW AEBOXEAYAOUYKOBOM HEAOCTATOUHOCTH,
BbISSBAEHHbIMW MHOXECTBEHHbIMU TMAAMHOBLIMKU TpoMbBamMu
B TEPMUHAAbHbIX apTePUOAAX U KaMUAASIPaX BHYTPEHHWUX Op-
raHoB. [6,30]. C 1947 ropa B MEAULMHCKYIO MPaKTUKY BBEAEH
TEPMUH «TpOMbBOTHUECKAs TpoMBoLMTONEHWYECKAn Nyprypa»,
UAK 60AE€3Hb MOLIKOBMLA, aKTUBHO MCMOAb3YIOLLMIACSA B Ha-
crosiuiee Bpems( 39).

AMNMNMAEMMOAOTNA, YacToTa BO3HWKHOBEHMA TPOMOO-
TMYeckon TpombouuToneHuyeckow nypnypbl (TTM) B CLUA:
4-11 cayyaeB rop/MAH. xuteaen [18]. CooTHOLWIEHME namona-
TUUYECKOM U BTOPUUHOM dpopMbl TTI B CTPYKTYpe NpUobpeTéH-
Hou TTM B Pernctpe AnoHun — 51% n 49% [6]. bone3Hb BCTpe-
yaetcsi B AOOM BO3pacTe, eto vallle 6OAEIOT XeHLLMHbI (38).

MATOFEHE3 TTM. OcHoBy 60Ae3HM COCTaBAAET pes-
KOe MoBbIlLEHWE ar-perauuy TPoMBOLMTOB ¢ 0b6pa3oBaHWEM
TPOMOOUUTAPHBIX (MAW TMAAUMHOBbLIX) TPOMOOB, COCTOSILLMX
13 TpoMboUMUTOB M dakTopa GOH BruanebpaHaa, B MEAKMX CO-
cynax 6OAbLUMHCTBa OpraHoB. B nepByto ouepeab nopaxatoT-
CSl TOAOBHOM MO3T, MOYKU, CEPALE, AETKME.

B 1982 roay B nAasme naumeHTOB C pPeLMAMBUPYHOLLEN
TTM 6biAM 0BHapPYXeHbl «HEOObIYHO OOAbLIME» MYALTUME-
pbl dakTopa ¢oH BuarebpaHaa [27]; no pasmepy OHU BbiAu
NoAO6HbI TEM, KOTOPblE CEKPETUPYIOTCS MerakapuoumuTamu
W 3HAOTEAMAAbHBbIMU KAETKaMK, @ COAEpPXaTCs B G—-rpaHynax
TpombouutoB M Teablax Weibel-Palade aHAOTEAMAABHBIX
KAETOK [28]. BbiaBMHYTas rMnote3a obbsACHAAA HAaAUMUME Ma-
KPOMOAEKYA daKTopa ¢OoH BuanebpaHpa oTcyTCTBMEM Y na-
LUMEHTOB npoTteasbl AU AMCYAbOUAHON peAyKTasbl, KoTopas
ux pacluenaaet. B kauectse npuumHbl TTMN 6bIA0 NPEANOXEHO
paccmaTpuBaTb MakpOMOAEKYAbI dakTopa GoH BuanebpaHaa,
BbI3bIBAOLLME HEKOHTPOAMPYEMYHO arrAOTUHALMIO TPOMOOLIW-
TOB M TpoM603bl. 3aTeM ObIAO YCTAHOBAEHO, UTO Y OOAbHbIX
TTMN ecTb AePUULMT METAAAONPOTEA3bl, YMEHbLUAKOLWEN pasme-
pbl MyAbTUMEPOB dakTopa ¢oH BuanebpaHaa nMocpeacTBOM
ux pacuwenaeHus [41]. BnocaeactBum [15]) oHa 6birna ouu-
LeHa 1 npeHtuéuumposaHa kak ADAMTS-13 (A Disintegrin
And Metalloprotease with ThromboSpondin type 1 motif).
B 1998 roay y B3pOCAbIX NMauMeHTOB ¢ npuobpetéHHon TTI
6bIAM 06HapYXeHbl ayToaHTUTEAa KAacca IgG, HrMbupytoLme
aKTMBHOCTb MeTannonpoTeasbl [42]. OnucaHbl EAMHUYHbBIE CAY-
Yyau BblABAeHUS aHTUTEA K ADAMTS-13 kaacca IgA/IgM [14].
Mpu HacreacTBeHHOW TTIM pedrumt ADAMTS-13 BbI3BaH My-
Taumen reHa ADAMTS-13, usBectHo 6oree 80 myTaumii [16].

CHuXeHUe aKktuBHocTM ADAMTS-13 BbIABAEHO nNpu
ABC-cuHApOME, NpU UMPO3€E NEeYeHu, YPeMUn, OCTPbIX BOC-
naAUTEAbHbIX 3aboAeBaHUAX, B MOCAeONepaunoHHOM ne-
puoae, renapuH-MHAYLUMPOBaHHOM TpombouuToneHuu Il Tuna.
Ho BO BCex MepeuyncAeHHbIX CAyYasix YPOBEHb aKTUBHOCTM
ADAMTS-13 > 10% [21] (B 3aBUCUMOCTM OT METOAA OLIEHKM
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Hopma - 50-178% ). BeanunHa atoro nokasatens < 5% cne-
urdunuHa ana TTM [36], y 60AbLUMHCTBA BOAbHBIX C TSXEABIM
peomumtom ADAMTS-13 (< 5%) onpepenstotca aHTUTeAa
K ADAMTS-13. B 10 Xxe Bpema aktuBHocTb ADAMTS-13 >/ =
5% He nckaovaet TTI.

KAACCUOUKALUA TTN (6).

1. HacaeactBeHHas, cemernHaa TTI (cuHapom Upshaw-
Schulman,).

2. MpunobpeteHHas TTI:

1) uanonatnueckas TTII,
2) BTopmyHas TTI:

a) TTI, cBsizaHHas ¢ 6epeMEeHHOCTbIO,

6) TTI, conpsxkéHHasi ¢ ayTOMMMYHHbIMM 3aboreBa-

HUAMM,

B) TTI1, pasBuBaroLLascs nocae npuémMa AeKapcrB:
M13-38 TOKCUYHOCTU AEKAPCTB (TUKAOMUAMH, KAOTHN-
AOrPeAb, XMHWH)

Ao3o3aBucnmas TTT: Ha GoHe LMTOCTaTUKOB (MU-
TOMMUMH, remumtabuH, ULMKAopocpaH)

Ha ¢oHe MHrMOHUTOPOB KabLMHEBPUHA (LMKAOCMO
PUH A, TAKPOAUMYC),

r) TTI1 Ha poHe MHPeKUUU:

TTI, accoummpoBaHHas ¢ Escherichia Coli 0157:H7,
TTI1, Ha ¢oHe cericuca,
BWY-accoummpoBaHHas TTI1

A) TTI nocae TpaHCNAaHTaLUMM OpraHoB M TKaHeH,

) TTI npu OHKOAOrMueckmx 3aboreBaHUsIX

KAUHUKA TTIN. CAOXHOCTb AMArHOCTUKKM H6oAe3HM Mol-
KOBMLA 00b-ACHAETCS OTCYTCTBMEM Y NaLMEHTOB cneunduye-
CKMX KAMHMYECKMX cumnToMoB. 3aboreBaHue pa3BuBaeTcH,
Kak nNpaBWAO, BHE3aANHO Ha GOHEe MOAHOro 3A0poBbA. YacTo
BO3HMKaET rpunnonoaobHaa npoapoma, 3aTeM pa3BUBaETCA
pa3BEépHyTan KAMHUKa. E. L. Amorosi 1 J. E. Ultmann BbigBuUAK
xapakTepHyto aAAA TTI KhnaccuuecKyro neHTaay [umMT. no: 177,
€€ INEMEHTbI:

1. TpombouumToneHus, yacTo Taxeaas (< 30x10°%/A) - y 6oAb-
WKHCTBa naumeHToB [20]); remopparuye-Cknii CUHAPOM (re-
MOpparMn Ha Koxe (NeTexuu), HoCoBble, AECHEBbIE U, pexe,
XEAYAOUHO-KMLLEYHbIE KPOBOTEUYEHUS, MeHopparuu, cybapax-
HOMAAAbHbIE KPOBO-M3AUAHKSA, 0OMABHOE KPOBOXapKaHKE);

2. MMKpoOaHruonatmyeckasa reMoAuTUYeckas aHemMus
(100% [36]): cHwxeHune remornobuHa (40-80 r1/A); peTuky-
AOLMTO3; LUMCTOUMTBI  (PparMeHTMpoOBaHHbIE 3PUTPOLIUTI)
B Maske KpPOBU; rUnepbuAMpybuHemus (3a cuyeT Henpamon
bpaKUmm); OTPULLATEABHbIM MPAMON aHTUIAOOYAMHOBBIN TECT
(npoba Kymbcea); noBbIlEHWE AaKTMBHOCTU AaKTaTAErMapore-
Hasbl (AAl, oTpaxaeT Kak CTeneHb reMoAn3a, Tak U ULLEMUIO
TKaHeN); CHUXKEHWE YPOBHSA ranTornobrHa B CbIBOPOTKE;

3. HeBpoOAOrMUYeckne HapyweHusa (92-59% [36]): Hapy-
LLEeHWe CO3HaHWUsSI BNAOTb AO KOMbI (Haubonee 4acTo); NCUXM-
YeCkne HapyLleHUs;; TOAOBHas 60Ab; CyAOpPoru; $dOKaAbHble
HapyLleHUs (MEHEe XapaKTepHbI): Nnapes, reMUNAerus, Ha-py-
LeHWe 3peHus, apasuns;

4. nopaxeHue noyek (96-41% [36]): MukporemaTypus
(Hanbonee xapaKTepHa); NPOTenHypusi (Hamboree xapakTep-
Ha); MOBbILEHNE KpeaTUHWHA (OKOAO MOAOBMHbI OOABHBIX);



LUMAMHAPYPUMS; OCTpasi NoYyeyHas HeAOCTaTOUYHOCTb (MeHee xa-
pakTepHa); HedPOTUUYECKUIA CUHAPOM (OYEHb PEAKO);

5. atMxopaaka (24-59% [36]) yalle - HenpaBUAbHOM Gop-
Mbl, HEXapakKTepHa O4YeHb BbICOKasA TemnepaTypa ¢ noTpsaca-
OLLLMMUK 03HOBAMM.

Mpu TTN y yactM nauneHToB (12-43%) BO3HUKAET ab-
AOMWHAAbHBIM CUHAPOM (CUAbHblIE BOAWM B XXMBOTE, TOLLIHOTA,
pBOTa), 06YyCAOBAEHHbIV abAOMUHAABHOWM UlieMuel [36).

AO HepaBHEro BpeMEeHM nopaxeHwe cepala He Cuu-
TanoCb TUNKUYHBbIM AAA TTM. C. BBEAEHMEM B KAMHUYECKYHO
NPaKTUKY UCCAEAOBAHWUA CEPAEUHbIX TPONMOHWHOB U U3MeEHe-
HUEe KPUTEPUEB AMArHOCTUKMU OCTPOr0 KOPOHAPHOIO CUHAPO-
Ma M MHapKTa MMOKapAa NO3BOAWMAM MO-HOBOMY B3rAAHYTb
Ha nopaxeHue cepaua npu TTI. MNoBbiWeHWe YyPOBHS TPOMo-
HMHa T (= 0,5 HI/MA), XapakTepHOE AASI OCTPOro KOPOHAPHOIo
CUHAPOMa, onpeaensetca y 54% nauunentoB ¢ TTM [23]. UK-
bapKT MUoKapaa AMarHoctupoBaH y 15,3%-20% 60AbHbIX
¢ TTN [43]. AnarHo3 nHdapKT MMOKapAa Y NaLMEeHTOB C MAMO-
natnyeckon TTI1, ycTaHOBAEHHbIM MO AQHHbIM 3AEKTPOKAPAMO-
rpadumn (AKI) 1 yBEAMUEHMIO YPOBHS TPOMOHUHA | (> 1 HI/MA),
3adukerpoBaH B 40,6% cayvaeB vepes 2-11 AHel nocae no-
CTaHOBKM anarHosa TTI 1 Havyana Tepanuu NAa3amMo3amMeHoMN,
XapaKTepuayeTcsa BbICOKOM A€TaAbHOCTbIO (46%) [31]. Y nauu-
€HTOB ¢ ocTpou TTI pa3BMBaETCH «MOAYALLUN UHOAPKT MUO-
kapaa» [43], AMb 57% 60AbHbIX TTI ¢ MHPAPKTOM MUOKapAa
MMEKT CUMNTOMbI TUMMYHOM MUOKapPAMaAAbHOW nliemun [31].

OcTpas cepaeyHasa HEAOCTAaTOYHOCTb pa3BuBaeTcs y 8,2%
naumMeHToB C manonatuyeckon TTIM M MOXET BO3HUKHYTb
B T@UEHWE HECKOAbKUX AHEM NMocAe AMarHocTtuku TTI, accouu-
MPYETCS C NOBbILEHHON AETaAbHOCTbIO (6].

CornacHo NOCAEAHUM A@HHbBIM, MOPaXeHue cepala B MO-
MeHT auarHoctnku TTI oTmevaetca y 42% nauneHToB [38].

Y 60AbHbIX TTI onucbiBalOT BHE3anHY CEPAEYHYHO
CMepPTb, KAPAMOTreHHbIN LLOK, apuTMuK. MNopaxeHne M1Mokapaa
MOXET ObITb HEPaACNO3HAHHOW NPUYMHOM cMepTH npu TTI [6].

6. Mo AaHHbIM ayToncuu, nopaxeHue cepala 6bin0 06Ha-
pyxeHo B 76,4%-100% cayyaes (43).

Peakolt maHudecTtaumen TTI MoxeT ObiTb: NAHKPeaTwT,
renatut, pabAoMMO-AM3, OCTPbIA PECNMPATOPHbIA AMUCTpecc-
CUHAPOM, HEOKKAIO3UBHAA Me3eHTepManbHas UemMus, nepu-
dePUYECKUI ULLEMUYECKUI CUHAPOM, FaHTPEHA KOXW.

Mpn ocmoTpe 6OALHOTO MOTYT BbIABASITbCSA: OAEAHOCTb
KOXW W CAM3UCTbIX, Nyprypa, XeATyxa, YBeAUYeHWe nevyeHu
n cenedéHku (20% [B]), apTepranbHan runepTeH3uns (PeAKo).

NabopaTtopHble M HWHCTpPyMeHTaAbHble WCCAeAOBa-
HUA. [TOMMMO remMoAmn3a ¢ LMCToLMTaMK, TPOMOOLMTONEHUN
M U3MEHEHUI B aHaAM3ax MOYM HabAOAAETCA HOPMaAbHOE
UAM HE3HAYUTEAbHO YBEAMYEHHOE KOAMYECTBO AEWUKOLMTOB.
Mpo-TpomMbUHOBOE BPeEMA W aKTUBMPOBAHHOE NapuManbHOe
TpombonaacTuHoBoe Bpems (AMTB) 06blYHO HOPMaAbHbIE AU
HEe3HAUUTEABHO YAAMHEHBI. Ha NMO3AHMX CTaAMSAX MOXET Mpu-
coepmHsTbess ABC-cuHapom [2].

Koanuectso wuctoumtoB npu TTI: B cpepaHem - 8,35%
oT o06llero KoandectBa aputpoumntoB (1-18,4%, Hopma:
0-0,27%) [6]. B TeueHne nepBbIx AByX AHEN B KPOBU BOABbHbIX
TTN wuctountosa MoxeT He O6biTb [10]. AoCTaToUHbIM apry-
MEHTOM B MoAb3y TTI ABASIETCS AOAS LUIMCTOLMTOB, 3HAUMTEABHO
npesbillaoLLas 1% ot 06LLEr0 KOAMYECTBA 3PUTPOLIMTOB [24].

BbipaxeHHbii poeduunt ADAMTS-13 (< 5%) xapakTtepeH
KakK AAA HachepcTBeHHoW TTI [6], Tak U AAA OOAbLLUMHCTBA
(80%) naumeHToB ¢ Manonatuyeckon TTI [38]. Kpome TOro,
y yacti 6OAbHbIX Mavonatnuyeckon TTI ¢ TAXEAbIM AEDULIMTOM
ADAMTS-13 (<5%) onpepensitotcs aHTuTena K ADAMTS-13 [38].
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AAst 6OAbLIMHCTBA CAyYaEB BTOPUYHOM TTI TAXEALIN AeDULMT
ADAMTS-13 (<5%) He xapaKTepeH.

AAA AMATHOCTUKKM CEPAEYHON ULIEMUU Y BCEX BOAbHbIX
TTMN npeanaraetca NPOBOAWUTb CKPUHUHT U MOHWUTOPWHI Cep-
AEYHbIX $EePMEHTOB (TPOMOHUH | nAK TponoHuH T) [31]. Mpwu
MOBbILUEHHOM YPOBHE TPOMOHWHA BOABHOMY AOAXHA ObiTb
BbIMOAHEHA 3XOKapAuorpadus u Tpebyetcs KapAMOMOHMUTO-
pupoBaHue [35)

Mpu KOMNbIOTEPHOW TOMOrpaduu ronoBbl Yy MaLMEHTOB
¢ TTMN moryT 6biTb 06HAPYXEHbI MHTPAKPaHUAAbHbIE KPOBOU3-
AMAHWUSA, UHPAPKTDI.

AUATHOCTUKA TTN. C uenbto paHHEro BbiABAEHUA Na-
umeHToB ¢ TTIM B NpakTUKy 6bIAM BBEAEHbI NEPBUYHbIE AMaTl-
HOCTUYeCKKE KpuTepuu [17, 33], coueTaHne KOTOpbIX (AMaaa),
Npyu YCAOBUW OTCYTCTBUS APYTMX KAMHUUYECKU YCTAHOBAEHHbIX
NnpuYnH 3aboreBaHuA, cuUMTaeTca AOCTaTOUYHbIM OCHOBAHUEM
ANA AnarHosa TTI1.

AuvarHocTtuueckas amapa TTI:

— TPOMOOLUTONEHUS;

— MUKpOaHrmonatnyeckaa (HEMMMYHHAs) remMoAUTUYE-
ckaa aHemusa [17]. HekoTopble aBTOPbI CUMTAIOT, UTO AMArHO3
TTMN moxeT 6bITb ONpeAeAeH NPU HaAUYMK TPOMBOLIMTONEHMM
N MUKPO@HIMONaTMyeckom reMoAMTUYECKON aHeEMUU B coueTa-
HWM C NOBbILLEHHON aKTUBHOCTLIO Al B CbIBOPOTKE KPoBM [29].

OnpeaeneHVe MWHMMAAbHO AOCTATOYHbIX AAA AMArHO-
ctvkn TTI npusHakoB 60Ae3HM 06YCAOBMAO POCT KOAMYECTBA
BbIAABAEHHbIX BOAbHbIX (YACcTOTa BOBHUKHOBEHUA KAAccUue-
CKOW neHTapbl: 14-77% [36]); cMecTUAO HavyaAo Tepanuu
Ha nepBble AHU 3aboAeBaHUA; UBMEHUAO KAUHWUKY BOAE3HU
B MOMEHT AMArHOCTUKM — CHWM3WAAChb YacToTa HEBPOAOTUYE-
CKMX CUMNTOMOB, MOPAXEHWUS MOYEK MU AUXOPAAKH.

CHWXeHMe 4acToTbl Pa3BUTUA TPEX NEPEUMCAEHHBIX INE-
MEHTOB MNEeHTaAbl, OTMEYaeMoe B MOCAEAHUE TOAbI, ABASAET-
CA pe3yAbTaTOM MepecMoTpa NPU3HAKOB, HEOOXOAUMbBIX AAS
obocHoBaHMsA AMarHosa TTIT: yckopuAacb AMArHOCTMKa, CO-
KpaTUACS MepUoA OT BO3HUMKHOBEHWA 3aboneBaHUs A0 Haua-
Aa Tepanuun. O BAUSIHUM OMEPATUBHOCTU AMArHOCTUKM U, Kak
CAEACTBME, ObICTPO HAuyaToOro A€YEHUA Ha NPeAoTBpaLLeHue
«pa3BOpPaUYNBaHUA MEHTaAbl» CBUAETEABCTBYHOT PeE3yAbTaThl
MUCTOPMUYECKOr0 aHaAM3a KAMHUKK 3aboAreBaHusA. PaHHee Ha-
yano Tepanuu NPepoTBPaLLAET NopaxeHUe Tak Ha3biBaEMbIX
OpraHoB-MMULLIEHEN, KOTOPblE CTPAAAIOT U3-3a OTCYTCTBUS Ae-
YeHus B NepBble Yacbl 3a6oneBaHUSA.

AARA TOro, UtoObl HE MPONYCTUTL AMarHo3 TTI, NoAb3YOTCS
ABYMS MpaBUAAMMU:

— BO BCEX CAyYasx BNepBble BbIABAEHHOIO HEUMMYHHOTO
reMoArM3a Heobx0AMMO CTaBUTb BOMPOC 06 MCKAOUYEHUWU MU-
KPOaHrMonaTMyeckom reMOAMTUYECKOW aHEMUM U MPOBOAUTb
NMOACYET LUMCTOUMTOB;

— B KaXAOM CAyyae BrepBble 06HapyxeHHON Tpombo-
UMTONEHUN HeobxopAMMO UCKAtouaTb TTI (cAepyeT BbIsiB-
AATb FTEMOAKS).

[emopparnyeckuni CUHAPOM NPU MAMONATUYECKON TPOM-
6ounToneHnueckon nyprnype (UTIM) cXxoaeH C TakoBbIM MpU
TTM, Tak Kak B 060MXx cAyyasx 06yCAOBAEH TPOMOOLMTONEHU-
el. B muenorpamme HabAlOA@ETCA YBEAMUYEHWE KOAMYEeCcTBa
MerakapmvoumToB. OWKMOKKM NPU TPAKTOBKE KAMHUYECKKUX NPW-
3HakoB TTI B NoAb3y AMArHo3a uaMonatuyeckas TpPoM6OoLM-
TONeHUYecKas nypnypa: BO-NepBblX, aHEMWUS C YBEAUUYEHUEM
KOAMYECTBA PETUKYAOLMTOB B KPOBU W 3PUTPOKAPMOLMTOB
B MUeAOrpamMme, Bbl3BaHHas reMOAM30M, MOXET ObiTb OLIM-
604YHO 0O6bSICHEHA KakK CAEACTBME HOCOBOFO, MaTOYHOr0 MAM
XKEAYAOUHO-KULLIEYHOIO KPOBOTEYEHWS, BO-BTOPbIX, HaAUuue

1/2018 + BOEHHAS MEOULMHA - 101



Y O630pbI M TeKIUN

dparMeHTUPOBaHHbIX 3PUTPOLMTOB (LULMCTOLMUTOB) B Ma3ke
KPOBMU Bpauu-nabopaHTbl, Kak MpPaBWAO, HE OMUCHLIBALOT;
B-TPETbMX, B KauyecTBe MPUUUHbI MUKPOreMatypun MOXeT
paccmaTpuBaTbCa TPOMOOLMTONEHUS; B-YETBEPTbIX, BHE3ar-
HO pa3BMBLUEECH MOPaXeHWEe LEHTPaAbHOM HEPBHOW cucTe-
Mbl MOXET pPacLeHUBATbCA Kak KPOBOW3AUAHWE B FOAOBHOWM
Mo3r. MpoBoAMMan Tepanus MIOKOKOPTUKOCTEPOUAAMU B Ta-
KOM CUTyaLUuu, Kak NpaBuAo, HeaddeKTUBHa (6).

OTAEABHO CAEAYeT OCTaHOBMTbCS Ha 0COBEHHOCTAX
AMArHOCTUKM NOCTTPAHCMAAHTAUMOHHOW TTI. AHeMusa 1 TpoMm-
6ounTONEHUS, ABASIOLLMECA KPUTEPUSAMU AMATHOCTUKKM TTII,
XapaKTepHbl AAA NMOCTTPAHCMAAHTALMOHHOIO COCTOAHUSA,
CAEAOBATEAbHO, OHWU HE MOTYT CAYXWTb AOCTaTOUYHbIM OCHO-
BaHWeM AASl AmarHosa TTI. ®parmeHTauus 3puUTPOLMTOB
obHapyXu1BaeTcss MOYTH y BCEX NALMEHTOB MOCAE AAAOTEH-
HOWM TpaHCMNA@HTaLMKM KOCTHOrO Mo3ra [19]. 310 cylecTBEHHO
OCAOXHSAET MOCTaHOBKY AMarHosa TTT1.

B autepatype onvcaHbl 28 pa3AnYHbIX KpUTEPUEB AMArHO-
3a MOCTTPAHCMNAAH-TALMOHHOW TPOMOOTUUECKON MUKPOAH-
rnonatuu. C uenbto yHubukaumm amarHoctukn B 2007 roay
MeXAyHapoAHOW paboyen rpynnoi, co3paHHoM Mo MHULMA-
TMBe EBMT (European Group for Blood and Marrow Transp-
lantation) n European LeukemiaNet, 6biAM pa3pabdoTaHbi
AMArHOCTUYECKUE KPUTEPUU TPOMOOTUUECKOW MUKPOAHIUO-
naTtuu, acCoUMMPOBAHHOM C TPaHCMAAHTaUWEN FeMOMo3TK-
YECKMX CTBOAOBbIX KAETOK. AMArHo3 AOAXKEH CTaBUTbCA Mpw
HaAMUYMKU BCEX CACAYIOLLMX KPUTEPUEB: KOAMYECTBO LUMCTOLM-
TOB B KPOBW > 4%; BNepBble BbIABAEHHASA, NPO-AOAKMUTEAbHASA
WUAM MpOrpeccupytoLLas TPOMOOLUTONEHUS (KOAMYECTBO TPOM-
6oumnToB < 50%10°/A AU COKpPALLEHWE KOAMYECTBA TPOMOO-
umMToB Ha 50% K1 6onee); BHE3ANHOE W MOCTOSIHHOE yBEeAUYe-
HWe akTuBHOCTU AAl; CHWXEHWE YPOBHA remMorrobuHa MAM
yBeAuYeHUe NoTpebHOCTU B TPaHCHY3UAX; CHUXEHUE ranTo-
rnobvHa B CbiBOPOTKeE [34].

ANOOEPEHUUANBHAA AUATHOCTUKA. - CoBpeMeH-
Hasi AMarHocTvka TTI, 6asupytollascs Ha ABYX KpuUTepuaX,
TpebyeT UCKAOUEHUST 3aBOAEBAHWI, NPU KOTOPbLIX MOTYT ObITh
reMoAMTMYEeCKasa aHemus U TpomboumToneHus (6). Merano-
6naacTHaa aHemusa. - [py nepBoM 06CAEAOBaHWMU MaUMEH-
Ta ¢ MeranobAacTHOWM aHEMUEN MOXET BbIABAATLCA: aHEMMUS
C NpU3HaKaMu reMoAn3a 1 LWKCTOLUTaMU, TPOMOOLMTONEHUS,
yBeAnyeHue akTuBHocTU AAl, ypoBHA BUAMPYOUHA, MEHTaAb-
Hble HapylweHus. Mpu aTol aHeMUK peako BbiBaeT remoppa-
TMYECKMIN CUHAPOM. AAA HEE xapaKTepHbl: MaHUMTONEHUS,
MaKpOUMTO3 U TMNEPXPOMUS IPUTPOLMTOB. AnarHoCcTuka me-
ranobAacTHOM aHEMUU: ONPEeAEeNEHUE COAEPXKAHUSA BUTAMUHA
B,, ¥ GOAMEBO KNCAOTbI, METUAMAAOHOBOW KUCAOTbI U FOMO-
UMCTEMHA B CbIBOPOTKE UAW OBHapyXXeHue MeranobAacTHOro
KPOBETBOPEHUA B MUEAOrpamMMe CHUMaeT Bce Bonpockl. Ho
HeAb3si 3abbIBaTh 0 TOM, UTo Npu TTI TOXE MOryT 6bITh NpPU-
3HaKu pedurumuTa GOAMEBON KUCAOTbI, BbI3BAHHbIE FEMOAN3OM.

CuHApPOM 3BaHca. - XapaKTepuayeTcsi CoYeTaHnemM ayTo-
UMMYHHOW TPOM-O0UMTONEHUU U AyTOUMMYHHON FEMOAUTU-
YeCKOM aHEMUW. B TMNUUHBIX CAydasix MOAOXUTEAbHAs npoba
Kymbca noatBepxaaeT AuarHos. Ho AOXHOOTpUUaTeEAbHAst MPO-
6a Kymbca MOXET 3aTpyAHUTb AMArHOCTMKY 3Toro 3aboneBa-
HUS. AAA 3TOTO CMHAPOMa XapaKTepHO OTCYTCTBME LLUMCTOLMTOB.

MapokcuamanbHaA HouyHasA remornobuHypusa. - bEo-
A€3Hb NPOABASETCH TPOMOOLUTONEHUEN, BHYTPUCOCYAUCTBIM
reMoArM3oM U Tpombo3amu. Mpu Napo-kKecM3mManbHOM HOUHOWM
reMorn06MHYpPHUM LUMCTOLMTOB HET, aHeMKA U TpombouuTone-
HUSI 0ObIYHO coYeTaloTCA C AeMKoneHuen. MMcTonormyeckoe
WUCCAEAOBAHWE KOCTHOMO MO3ra, Kak MpaBuAO, BbIBASET CHU-
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XeHUe KAeTOYHOCTU. AMarHo3 napokKcuamManbHas HOYHasA re-
MOTAOBUHYPUSI MOATBEPXAAIOT: caxaposHaa npoba, npoba
Xema, o6HapyXeHHO€e NPU UMMYHOPEHOTUMUPOBAHWUM CHUXE-
HWe UAK OTCyTCTBUE aKcnpeccun CD55 1 CD59 Ha aputpoumTax.

CenTuuemMua Bbi3BaHHAsA OakTepusiMu (CTPEMNTOKOKK,
MEHUHIOKOKK), BUpycamMu (LMTOMEranoBmpyc), rpubamu (amc-
CEMEHWPOBAHHbIV acnepruanés), puKKeTcuen (NaTHucTas
AMxopaaka CKaAUCTbIX TOP) MOXET MPOSBASATbCS TPOMOOLM-
ToneHuen (0cobeHHO Npu BO3HWMKHOBEHUU ABC-cuHApPOMA),
B TOM YUCAE U C FeMopparnyeckuMm CUHAPOMOM, reMOAU30OM,
C HaAMYMEM LUMCTOUMTOB M MOAMOPraHHOM HEAOCTATOYHO-
CTbto. ANl YTOUHEHMA AMArHo3a HeobXOAMMbI: MOCEBbLI KPOBMU,
peHTreHorpadus Aerkux, npoba Ha NPOKaAbLMOTOHUH. B He-
KOTOPbIX CAyYasix TPYAHO UAM HEBO3MOXHO pa3rpaHuunTb 3Tu
3aboneBaHUs, B TaKOM CUTyalMU LEAecO0bpasHO HaunHaTb
OAHOBPEMEHHO NAA3MO3aMeHy U aHTUOMOTUKOTEPANMUIO.

Avddy3Hbie 60ne3HU COEAMHUTEABHOW TKaHU MOryT
AaBaTb KAMHWKY, CXOAHYHO ¢ TTI: TPOMOOLUMTONEHNSA, FTEMOANS,
MHOTAQ B COYETAHUM C AMXOPAAKOMW, MOpaXeHUeM LeHTpaAb-
HOWM HEPBHOW CUCTEMBI 1 NOYeK. B nepByto ouepeab 3T0 kaca-
eTCcA CUCTEMHOM KPacHOM BOAYAHKW. AN CUCTEMHOM KpacHOM
BOAYAHKM XapaKTepHbl: KymbCc-no3nTHBHAA reMoAUTUYECKas
aHemus, LE-KAETKW, aHTUHYKAeapHble aHTuTeAa. lpu And-
dy3HbIX BOAE3HAX COEAMHUTEABHOW TKaHW MOXET BO3HUKATb
1 BTOpUYHaa TTI1.

ABC-cuHpapom. - lMNpu ABC-cuHAPOME MOTYT ObITb Bbl-
paxeHHana TPOMOOUMTONEHUS, FTEMOAM3 C HAAMUMEM LUUCTO-
LMTOB, NOAMOPraHHas HEAOCTATOYHOCTb. AuddepeHumnansHas
AVArHOCTMKa MNPOBOAWMTCA Ha OCHOBAHUM A@HHbIX KOaryao-
rpamMmbl: yAAMHEHWE NPOTPOMOUHOBOrO BpemeHu, ANTB 1 no-
AOXMTEAbHblE TECTbl NapakoaryasiumMu. Ho anddepeHumnaumn
BO3MOXHa He BCerpa, Tak kak npu TTI moxeT pasBuBaTbCs
BTOpPUYHbIN ABC-cUHAPOM. 3AOKauecTBEHHasi apTepuaib-
HaA rUnepTeH3un xapaktepusyercs GUOPUHOUAHBIM HEKPO-
30M apTePUOA, TAXKEABIM COCYAUCTbIM MOpaxeHuem. KAUHK-
yeckue MNpOABAEHUA 3AOKAUYECTBEHHOW apTepvanbHOW TIu-
nepTeH3uun: TAXENass TMNEPTEH3US (apTepuanbHOe AaBAEHUE
>/ = 200/140 mm pT. CT.), 3HUedanonaTus, 3actoriHana cep-
A€YHast HEAOCTATOUYHOCTb, OCTPas NoYeyHass HEAOCTATOYHOCTb,
OTEK AMCKA 3PUTEABHOIO HepBa. 3AOKaYeCcTBEHHANA apTepranb-
Hasi TMNEePTEH3UA MOXET OCAOXHATLCA MUKpOaHrMonaTuye-
CKOM reMoAnTUYeckon aHemuel (MATA) n TpoMbounuToneHUeN.
HaAnure y Takmux 60AbHbIX YETbIPEX INEMEHTOB neHTaabl TTI
(MATA, TpoMboLMTONEHMSA, HEBPOAOTMUECKME HAPYLLEHUS, MO-
paxeHWe NoYeK) OCAOXHSIET AMArHOCTUKY. TpomboTUUeckas
MWKPOAHIMonaTuss MOXeT BO3HWKHYTb M Mpu Bonee HU3KOM
apTepManbHOM AaBAEHUM, U 6e3 OTEKa AMCKa 3PWUTEAbHOro
HepBa [12]. MocAe HOpMaAU3aUMK apTeEPUANbHOIO AABAEHWUS
NMPOUCXOAWUT BOCCTAHOBAEHME TPOMOOLMTOB U NpeKpalleHne
remMmoAn3a. Yactota BOSHUKHOBEHMS: 1% nauueHToB C runep-
TeH3uen [24].

Katactpopuueckui aHTUGOCHOAMNUAHBIA CUHAPOM
(KA®C). - Bnepsble KADC BbipeanA R. A. Asherson (HOAP,
1992 rop). Psp aBTOpoB npeanaraet paccmatpusat KOAC
KaK TPOMBOOTUYECKYIO MUKPOAHTMONATUIO C aHTUHOCHOAUMUA-
HbIMW aHTUTeAamu [13]. AmvarHocTuueckue kputepumn KADC:
BOBAEYEHME, MO KpanHen mepe, TPEX OpraHoB/CUCTEM/TKa-
HeWn; MaHUdecTaunsi OAHOMOMEHTHO UAK B TEYEHUE HEAEAM;
TMCTOAOTMYECKOE BbISIBAEHUE OKKAKO3UN MEAKUX COCYAOB Kak
MWHMMYM B OAHOM OpraHe/TkaHu; AabopaTopHOe MOATBEPX-
AEHWE HaAMUUS aHTUDOCPOAUNUAHBIX aHTUTEA [7, 8]. Ana KADC
XapakTepHbl: NopaxeHne nouek (78%), cepaua (66%), AErkux
(56%), ueHTpanbHOM HepBHOM cucTeMbl (50%), koxu (50%),



TpomMbOTUUECKME MaHWbecTauun, BKAOUaOWME 3M60-
AMIO AETOYHOM apTepun W TAYyBOKMI BEHO3HbIM TPOoM603,
ABC-cuHapom (25%) [26]. MukpoBackyaapHaa MaHubecTa-
UMa: noyeyHas TpoMboTMueckas MWKpOaHruonatusa, pecnu-
paTOPHbIN AMCTPECC-CUHAPOM, LiepebpanbHble MUKPOTPOMObI
U MUKPOUHODAPKTbI, MUKPOTPOMObI B MUOKapAE. AeTaAbHOCTb
OYeHb Bbicoka — 48% [32). B 10 xe Bpems, nrna3amo3aMeHHasn
Tepanua adpdekTnBHa y 73% naumeHtos [13]. NhazamolameHa
NPU BOSHUKHOBEHUU TPOMOOTUUECKON MUKPOAHTMOMNaTUK NP
KADC saBasieTcs Tepanuer nepson AvHun [13]. KADC, npote-
KaroLLMin 6e3 TPOMO030B KPYMHbLIX COCYAOB, MPAKTUUYECKU He-
oTAMumMm ot TTI [7]. YacToTa BO3HMKHOBEHUA: 1% naumeHToB
C aHTUHOCHOAMNUAHBIM CUHAPOMOM [13].

AEYEHUE TTN. TTN xapakrepu3dyeTca KpanHe arpec-
CHBHbIM TeYeHUEM U TPebyeT HavaAna Tepanuu yXxe B NepBbie
yacbl BO3HMKHOBEHMWSA, MPU OTCYTCTBMM aAEKBATHOro ore-
pPaTMBHO HAa3HAYEHHOr0 AeYeHUs MoKa3aTeAb AETaAbHOCTU
npubamxaerca Kk 90-100% [6, 17]. HO HaKOMAEHHbIA OnbIT
C BBEAEHMEM B apceHan AeYyeHUs MHOY3UM NAa3Mbl U MAA3-
MO3aMeHbl NO3BOAUA UBMEHWUTb CUTYaLMIO K Aydllemy. TpaHc-
dopmauma NoAXoA0B K AeuveHuto TTI no3BoAuAa pobrBaThbCA
BbI3popoBAeHUs 70-91% 6oAbHBIX [6,33].

B HeKoTopbIX cAyUYasx, 0COBEHHO MpW NepPBUYHOM OCMO-
Tpe, HEBO3MOXHO OTAMUMTL TTIT OT HEKOTOPLIX 3aboAeBaHUM
(cencuc, 3nOKayeCcTBEHHAA TMMEPTEH3MS); OAHAKO, Tak Kak
AeveHue TTIM He MOXeT OblTb OTCPOYEHO, HAuMHATb Tepa-
nuo nAasMo3amMeHamu caepyet b6esoTaaratenbHo. Ecan He
UCKAKOUAETCH MHOEKLMSA, TO HEOOXOAMMO MPOBOAWUTb M aHTH-
MUKPOOHYIO Tepanuto, 0OAHOBPEMEHHO MPOAOAXANA BbINMOAHATb
AMArHocTMyeckue meponpuaTusa. ECAM B nocaeaytolem Bbisi-
BUTCA APYrOM AMArHo3s, naasamo3aMeHbl CAEAYET NMpekpaTuTb
M OTKOPPEKTUPOBATL Tepanuio (6).

AMCCEMUHMPOBAHHbBIE OMYXOAU Takxe MOryT UMWUTUPO-
BaTtb TTI, NO3TOMY HEOBXOAUMO MCKAKOUYUTb OHKOAOTUYECKYHO
NaToOAOT M0, NPOBOAMTL BUOMCUIO KOCTHOrO MO3ra, 0COBEHHO
npyv HE3APHEKTUBHOCTM MAA3MO3aMEHbl M aTUMUYHBIX KAUHU-
YECKMX NPOABAEHUSX.

«MnepavarHoctMka» Ha COBPEMEHHOM 3Tane 3HaHWM
00 37OV XM3HeyrpoxatoLLein 60Ae3HU, BEPOSITHO, HeEU3bexHa.
Mpy nopo3peHnr Ha ararHo3 TTI oT Bpauya TpebyroTea aKe-
TPEHHbIE MePbI.

[A@BHbIM NPUHLMIM, KOTOPbIM AOAXEH PYKOBOACTBOBATbCSH
Bpay Mpu BO3HWKHOBEHWMM BOMPOCa O BEPOATHOM AMArHo-
3e TTM - NpUHUMN «MOAHMEHOCHOrO0 pearnMpoBaHus»: Tepa-
MU0 CAEAYET HauMHaTb HE3aMEAAUTEABHO (B).

PaHAOMU3WMpPOBaAHHOE WCCAEAOBAHUE, MNPOBEAEHHOE
G. A. Rock ¢ konneramu (KaHaackas pynna Adepesa, 1991),
nokasano 60AbWY0 3OGEKTUBHOCTL MAA3-MO3aMeHbl MO
CpaBHEHWUIO C MHOY3UAMU CBEXE3AMOPOXEHHON NAA3MbI: NO-
KasaTenb BbKMBaeMoCTh yepes 6 mecaues - 78,4% n 49,0%,
cooTBeTCTBEHHO, (p = 0,002) [13]. Mpu nanasmadepese yaans-
eTCA MHIMOUTOP METaAAOMpPOoTeasbl, a NPU BAWBAHWU CBEXeE-
3aMOPOXEHHOW NAA3Mbl MAW KPWMOCYNEepHaTaHTHOW NAa3Mbl
3TOT GEPMEHT BBOAUTCA B OPraHU3M.

B ocHoBE MOAMPULMPOBAHHOTO aATOPUTMA AEYEHUS NPU-
obpeTéHHon TTI (pUCyHOK) — cxema Tepanuu, paspaboTaHHas
J. N. George [10] u pekomeHaaumm British Committee for Stan-
dards in Haematology, British Society for Haematology [22].
Kpome Toro, B aAropuTM BHECEHbl IAEMEHTbI, BKAIOUEHHbIE
B HEKOTOpPbIE pexrMbl Tepanuu TTI1, OHM BbIAEAEHbI MYHKTUPOM.

BbasucHaa tepanua TTI. Hauatb AeyeHUe XenaTeAbHO
B TEYEHWe MNepBblXx CyTOK BOAe3HWU. Tepanua AOAXKHA BKAKO-
yaTb NA@3Mo3aMeHy - naasmadepes B 06béme 40-60 MA/KP
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B CYTKM [17]. HeobxoarMblit 06bEM NA@3MbI NpY Bece NaLMeH-
Ta 60 kr coctaBaseT 2400-3600 mA B cyTkU. B cayyae HEBO3-
MOXHOCTU HEMEAANEHHOW NAa3MO3aMeHbl CAEAYET MPOBOAUTb
MHOY3MKU OOAbLUMX AO3 CBEXE3aMOPOXEHHOW MAa3Mbl (MAW
KpuocynepHataHTHoW): 25-30 MA/Kr B CyTKU. 10 adpdeKTnB-
HOCTU A@HHaA Tepanus B 6OAbLUMHCTBE CAyYaEB CONOCTaBMMA
C NAa3MOo3aMeHoM, oAHaKo, 0KOAO 30% OOAbHbIX HyXAatoTcs
B NepeBOA€E Ha MAa3MO3aMeHy U3-3a Neperpy3ku XXMAKOCTbIO [11].

HecmoTpsi Ha To, UTO He AOKa3aHa HeOBXOAMMOCTb MpK-
MEHEHUA TAHOKOKOP-TUKOCTEPOUAOB U Ae3arperaHToB npu Ae-
yeHuu TTI1, MHOTHME pPEeXUMbI TEpanun PeKOMEHAYHOT UCMOAb-
30BaTh UX HapsAAY ¢ NAa3MO3aMeHOM, BKAOUYAs UX TeEM CaMbIM
B 6a3nCHYyO Tepanuto.

[AFOKOKOPTUKOCTEPOUABI, YUMTbIBAA CBEAEHUA O POAM
ayTOAHTUTEA B Pa3BUTUM BOAE3HU, MPUMEHSIOTCA B KauyecTBe
MMMYHOAENPEeCcCaHTOB. HekoTopble peXuMbl B AOMOAHEHME
K MAa3Mo3amMeHe C NepBoro AHA AeveHusa TTI npeaycmatpu-
BatOT Ha3HauyeHue TAOKOKOPTUKOCTEPOUAOB (MPEAHU3OAOH
(1-2 MI/Kr macchbl) AW NyAbC-TEPanUsa METUANPEAHNU3OAOHOM
(no 1 rB/B - 3 AHA)) [22]. PAA NPOTOKOAOB A€YEHMA NpeasycMa-
TpMBaEeT UCMOAb30BaHUE UX Npu naronatTuyeckon TTI ¢ nepBo-
ro AHS Tepanuu [8]. TopMoHOoTEpPaNM0 MPOAOAXKAIOT AO MOAYYeE-
HUSA MOAHOrO OTBETa, 3aTEM HaUYMHAKT MEAANEHHOE CHUXEHWE
AO3bl AO OTMEHbI. ONybAMKOBaHbI A@HHbIE O PE3YALTAaTUBHOCTU
MOHOTEpanun ropMoHamMmu Npu AErknx e¢omax TTI [9].

AHTUTPOMOOLMTAPHbIE areHTbl (Ae3arperaHTbl):  HU3-
Kre AO03bl aUETUACAAMUMAOBON KWUCAOTbI (75-375 Mr/cyTku)
MOryT Ha3HauyaTbCsl, €CAM KOAMUYECTBO TPOMOOUUTOB 6OOAb-
we 50x10%/A [22], yacTo - B COYETAHWU C AMMUPUAAMOAOM
(400 mr B cyTkM). B HacTosllee BpeMsa aKTMBHO M3ydyaeTcsA
Luenecoobpas3HoCTb MPUMEHEHUsI PUTYKCMMaba B KadecT-
BE MEPBON AMHUKU Tepanuu y BOAbHbIX MaMonaTudeckon TTI
B AOMOAHEHUWE K NMAa3MO3aMeEHEe U FAIOKOKOPTUKOCTEPOMUAAM.
MpeaBapUTEAbHBIE AGHHbIE MHOTOLEHTPOBOIO HEPAHAOMMU3U-
POBAHHOIO MCCAEAOBAHMA CBUAETEALCTBYIOT 00 YMEHbLIEHWUH
AOAVM MauMeHToB ¢ pedpakTepHon TTM U CHUXEHWUU KOAMYE-
CTBa PELMAMBOB Mpu A0BaBAEHUU puTykcrMaba K 6asucHow
Tepanuu (37].

BcnomorateAbHaa Tepanua. TpaHChy3unM 3pUTPOLMTOB
Ha3HayalTCA N0 KAMHWYECKMM MOKa3aHUsAM. TpaHcohysuu
TPOMBOLMTOB 06bIYHO MPOTUBONOKA3aHbl. OHWU MOTYT YCUAWUTb
TpomboobpaszoBaHue 1 NPUBECTU K TMbeAn naumeHTa. MpoBo-
AATCA AWLLb MPU YTPOXKAOLWMX XU3HU KpoBOTEUEeHUAX. OAHaKO
onybAMKOBaHHblE HEAABHO A@HHbIE HE MOATBEPXAAIOT CBEAE-
HUA O HEeraTMBHOM BAWMSHWM UCMOAb30BaHWUsi TPOMOBOMACCHI
y 60AbHbIX TTMN Ha pesyabtatbl AeueHusa [40]. Mpu remoanse
BO3HUKAET AeDULMUT GOAUEBOIN KMCAOTbI, MOITOMY, MO MHEHWIO
psia@ MccAepOBaTEAER, NpenapaT LerecoobpasHo HasHauaTb
BceM nauueHtam ¢ TTM [22]. YacTb 60AbHbIX C MOYEYHON He-
AOCTaATOYHOCTBIO HYXXAQETCH B MPOBEAEHUWU reMOANaAnU3a.

AononHuUTeAbHAA TepanuA NpPU NOPaXKeHUU MUOKapAa.
1. MpKn NOBLILWEHWN YPOBHA TPOMOHUHA MOrYyT ObiTb Ha3Ha-
YeHbl KAOTMMAOTPEAb, CTaTUHbI, 6eTa-appeHobAoKaTOpbl. EcAn
ULEMUKU HET MAM 30HA ULIEMUKU HEBOABLLIAS, AOCTATOUHO NPO-
AONKWTb BasucHyto Tepanuio TTI. 2. Ecan BbisBAEHHaA npu
axokapamorpadum dpakums Bbibpoca < 40%, TO PEKOMEHAY-
eTCA NPOBOAUTb A€YEHUE KapPBEAMAOAOM, K KOTOPOMY MOTYT
6bITb A0BABAEHBI UHTMOUTOPbLI AHTMOTEH3WH NPEBPALLAIOLLETO
depMeHTa MAM BAOKATOPbl PELENTOPOB aHTMOTEH3UHA W/UAK
HUTpaTbl + rmapanasuH. 3. Npu oCcTpoM NoAbEME CermeHTa
ST ¢ HapyLleHWeM AOKaAbHOW COKPaTUMOCTH MUOKapAa Heob-
XOAMMa Tepanua HU3KOMOAEKYASPHbIMU renapuHamu. 4. Mpu
3arpyAvHHbIX B6OASIX ¢ Aenpeccuent cermeHTa ST UAM C Hapy-
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Puc. AAropuTtm Tepanuu npuobpeténHon TTI

LLIEHWEeM AOKAAbHOW COKPATUMOCTU MUOKapAa Npu GOAbLLON
30He obpaTrmMoW UwemMun naumeHTbl ¢ TTI HyXAakoTCa B Ae-
YEHUU HU3KOMOAEKYAAPHBIMY renapuHamu [35].

OueHKa oTBeTa Ha Tepanuio. IPPEKTUBHOCTb Basuc-
HOW Tepanuu oLueHU-BatoT Yyepes 7 AHEN AeveHUsi. KoAnyecTBo
TPOMOOUMTOB - HaMBOAEE BaXHbIM NapameTp OLEHKN Pe3yAb-
Tata Tepanuu. OTBETOM Ha Tepanuio ABASIETCA: YCTpaHeHue
HEBPOAOTMYECKUX CUMMTOMOB, HOPMaAM3aUMA KOAMYECTBA
TpombouuToB (>/ = 150%10°%/A), BOCCTAHOBAEHUE AKTUBHOCTU
AAT, ctabuansaumnsa ypoBHS reMorrobumHa.

Cumntaetca UeAeco0bpasHbIM OCYLLECTBAATL MAA3MO3a-
MEHbl EXEAHEBHO AO MOAYYEHWA OTBETA Ha Tepanuto, 3atem
ellé B TeYEHNE KaK MUHUMYM ABYX AHeN [22]. HeT kanHuue-
CKWUX MapamMeTpoB, ONPEAEAAOWMX ONTUMAAbHYIO MPOAOA-
XWUTEAbHOCTb Tepanuu. BOoAbHbIM C TAXEABIM AeDUUUTOM
ADAMTS-13 (<5%) B MOMEHT MOCTAHOBKM AMarHosa u3s-3a
yacTbix 060CTPEHUN HeEOOX0AMMa MOCTENEHHAs OTMEHa MAa3-
MO3aMeH [6].

06ocTpeHue. MocAe MPUHATUS peLleHWa O npekpalle-
HWM NAA3MO3aMeHbI CAEAYET 0COBOEHHO BHUMATEABHO CAEAUTb
3a AMHaMUKOW TPOMOOLMTOB, Tak Kak AAst TTI B TeueHUe Mme-
csila NocAe OTMEHbl NAa3MO3aMeHbl TUMMYHO pa3BuTHhe 060-
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CTPEHUs, MPOSIBAAIOLLErOCA BO3BpaLLeHWeM TpombouuTtone-
HWU, BOSHUKHOBEHWEM APYTMX CUMMNTOMOB 60Ae3HU. Ob6ocTpe-
HWA pasBuBatoTCs Y 7% 6OAbHbIX C ObICTPLIM NOAHLIM OTBETOM
Ha AeyeHue (NMOAHOe BOCCTAHOBAEHME Ha MATbIM A€Hb Tepa-
nuu), y NaumMeHToB xe ¢ boree MEANEHHBIM OTBETOM 4YacToTa
noaAobHbIX 060CTpeHUI pocTuraeT 77% [36].

YacTtota BO3BpaTa GOAE3HM MOCAEe OTMEHbI MAA3MO3a-
MeHbl y naumeHToB ¢ TTI No pa3HbiIM AaHHbIM COCTaBASIET
29-82% [17]. YacToTa 060CTpEHUst Npu nanonatTuueckom TTI -
21%, meaMaHa BpeMeHW BO3HWKHOBEHUSA 060CTPEeHUs NocAe
OTMEHbI NAa3Mo3aMeHbl Npu aTor dopme TTI - 3 AHSA [6].

Mpn 060CTPEHUU HEOOXOAMMO HE TOABKO BO30OHOBAEHWE
eXeAHEBHOM MNAa3MO3aMeHHOW Tepanuu, HO U AAAbHEN-
Wwas MHTEHCUPUKaALMSA AedeHUA. Mpu pas3BUTUM 060CTPEHUS
Ha PpoHe NpeAHN30A0Ha TpebyeTca Boaee MHTEHCHMBHAA UMMY-
HOCynpeccuBHas Tepanus, Hanpumep, putykcrumab [42].

060CTpEHME MOXET PA3BUTbCS M MOCAE MOAYYEHUS OTBE-
Ta Ha Tepanuio Ha GoHe NPOBEAEHUS NAa3Mo3aMeHbl. Bos-
MOXHOCTb OTKa3a 0T NAa3MOo3aMeHbl Y KaXXAOr0 KOHKPETHOMO
nauueHTa onpeAensieTcs onbITHbIM NyTéM (17).

KoHcoAaupupytlowan tepanua. C LeAbO NpepoTBpalLe-
HUS1 YXYALLEHUS COCTOSIHUA BOABHOIO B HEKOTOPbIX KAMHUKAX



NMoCAe MOAYYEHMA OTBETA NPOBOAMTCSH KOHCOAMAMpPYHOLWLAA Te-
panus - CHUXEeHWe 4acToTbl NAa3Mo3aMeH A0 2-3 pas B Hepe-
A0 [21]. KOHCOAMAALMS BbIMOAHSIETCSA B TeueHue 2-4 HepAeAb.

PedpaktepHocTb K 6a3ncHol Tepanuu (naoxor oteeT) [21]
duKeupyeTca nocae 7 AHEN AeUYEHUA NPU HAAMYUU NEPCUCTU-
pytouier TpombounToneHun (< 150x109 /A) UAU NOBbLILLIEHHOM
akTuBHOCTU AAT [22].

NeueHune pedpaktepHol 6oAe3HU. - HeT eAMHOM TaKTUKK
AEUYEHUs nauMeH-ToB ¢ pedpaktepHoir TTI. Mpu oTcyTCTBUK
addekTa oT NAa3mo3amMeHbl LeaecoobpasHo yBEAUUUTb 06b-
€M 3aMeHsieMoW NAa3mbl B ABa pasa [6]. Ecan a0 3Toro ata-
na AeYeHWst Tepanus He BKAOYAAa TAKOKOKOPTUKOCTEPOWADI,
nocae ¢ukcaumMm pedpakTepPHOCTM OHW HalHauvaroTcs [16].
B pasHbix NPOTOKOAAX K NAA3MO3aMeHE U MAHOKOKOPTUMKOCTE-
povpaam A0BABASIOTCA MMMYHOCYMNPECCHMBHbIE NpenapaTbl:
BUHKPUCTUH (6), LMKAOpOoCchammA [6); LMKAOCTOPUH A (17].

Ha npoTsixeHUn NocAeaHUX AeT B AUTEpaType NybArKoBa-
AUCb paboTbl, ONUCLIBAKOLLME YCNELHOE NPUMEHEHNE PUTYKCH-
Maba (1 pa3 B Hepento no 375 Mi/M? - oT 2 A0 13 BBEAEHMI)
B coYeTaHuu ¢ 6asncHOM Tepanuen npu TAXEAON pedpakTep-
How TTI . Bpema A0 OoTBETa NOCAe NEpPBOM AO3bl NpenapaTta
B cpeaHeMm cocTtaBaseT 10 aHen (5-32 aH.). EcTb aaHHble
0 COXPaHEeHUW OTBETa MOCAe AeUeHUsi pUTykcumabom bonee
79 mecsues (6].

AAS KEHLMH AeTopoaHOro Bo3pacTta ¢ TTI B kavecTBe
AOMOAHWUTEABHOTO K 6a31CHOM Tepannu UMMYHOCYNPECCUBHO-
ro npenapara NpeAnoYTUTEAbHEE Ha3HauaTb pUTyKcrmab [6],
yem, Hanpumep, UMTOCTaTUKU. Pemuccus onpeaenseTcs kak
ycTpaHeHWe CMMMTOMOB W He BO30OHOBAEHWE WX B TeuyeHue
30 AHel nNpu NpekpalLeHMn naaamo3amMenbl [17].

Peunans - BosBpalleHue TTI nocAe AOCTUXEHUSA peMuc-
cumn. Ana TTI 6onee xapakTepPHO OAHOKPATHOE PELMAMBHPO-
BaHWe, XOTS MOryT BO3HMKaTb M MHOXECTBEHHbIE PELMAMBI
C HEPETrYAIpHbIMU MHTEpPBaAamMu. BOAbLLUMHCTBO duUKCHpyeTca
B TEUEHME roAa, Yepes 4 ropa nocae Hauana 60Ae3HU peLmrAn-
Bbl pa3BMBaOTCH PEAKO.

PeunanBupoBaHue Kaxable 3 HeAeAM XapaKTepHO AAA
HacneacTBeHHOW dopmbl TTIM (cuHapom Upshaw-Schulman)
[28]. B psiae cayyaeB 3aboneBaHUE NPOABAAETCA Y B3POCAbIX
Ha ¢OHe MHOEKUMM, onepaTMBHOro BMellaTeAbCTBa, bepe-
MeHHOCTH [18, 22].

UHAUKaTOpbl AAA paHHEW AMArHOCTUKU peuuauBa
npu uanonatuueckon TTI. PoAb pe3yAbTaToB OLEHKW YPOB-
H ADAMTS-13 # Haanuua aHTuten kK ADAMTS-13 B anarHo-
CTUKE peunarMBa HaxXOAUTCA B CTaAMKU U3yveHus. B nocaepHue
rOAbl MOAyYEHbl AaHHblE, CBMAETEALCTBYHOLLME 06 accouma-
UMK HMU3KOro ypoBHA ADAMTS-13 (<5%) v HaAMuMs aHTUTEA
(I2G) K ADAMTS-13 y 60AbHbIX B PEMUCCHU C BbICOKUM PUCKOM
peumamnBa. MNokasaHo, YTo MOHOTepanus pUTykcrmabom (1 uH-
ody3ua B Hepento no 375 mr/mM? 4 pasa) NPUBOAMUT K UCUE3-
HOBEHUWIO aHTWUTEA, BOCCTaHaBAMBaeT ypoBeHb ADAMTS-13
W NpeaynpexAaaeT pa3Butie peuunamea [6].

NeueHue peuupusa TTI1. \eueHne peumamBa aHaAOrMu-
HO HayaAbHOW Tepanuu U B BOAbLLMHCTBE CAyYaeB YCMELIHO
6Aaropapst yCKOPEHHOMY MPOLLECCY AMAarHOCTUKM M onepaTus-
HOMY peLleHMIO0 BOMPOCa O NPOBEAEHUMN NAa3Mo3aMeHsbl. /\e-
TaAbHOCTb NPU PELUAMBAX MUHUMAAbHA.

Mpodunaktuka peunpmBa. C LUEAbO CHUXEHWUA PUCKA
peumManBa NPUMEHSIETCA CMAEHIKTOMMUSA, POAb KOTOPOW B Ae-
yeHun TTI A0 CMX NOP AUCKYTUPYETCS.

CyLLEeCTBYIOT AaHHble 06 3GHEKTUBHOCTU CNAEHIKTOMUK [B]
npu peunamse TTI, Kpome TOro, Npu pedpakTEePHOCTH
K NnAa3mMo3amMeHe.
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Mcnonb3oBaHKe LUMKAOCNOpUHA A (2-3 MI/Kr) B TeueHue
6 mMecsueB npepoTBpaliaetr passutue peuvpmBa y 89,4%
B6OAbHbIX C MHOXECTBEHHbIMW peuuaMBamMu, obecneuynBaeT
HOpMaAM3aLUMto ypoBHA akTUBHOCTM ADAMTS-13 m ucues-
HOBEHUWE/CHUXEHME TUTpa aHTUTen K ADAMTS-13. lMocae
OKOHYAHMUA LECTUMECHAYHOrO Kypca AeYeHWUs LMKAOCMNO-
puvHOM A peuuauB pasBuUACS Y 41% OOAbHbIX, AOCTUILLWX
pemuccuu (6].

B nocaepHee Bpems NOSIBUAMCb MaTepuanbl, CBUAETEAb-
ctBytowme 06 3GHPEKTUBHOCTU PUTYKCMMaba npu NPOdUAAKTH-
ke peuunamsa TTI1 [6]. Y yacTM naumeHToB, A€YMBLLMXCA Npena-
paTtom, HopMaAr3oBanacb akTUBHOCTb ADAMTS-13 (opHaKo He
y BCEX OHa NOAAEPXMBAAACH) M BbINO OTMEUYEHO UCUE3HOBEHWE
aHTUTEAN K ADAMTS-13 [6]. MpeanpuHATa NonbiTka peLleHus
BOMPOCa O MPOAOAXMTEABHOCTU AEUEHWUS PUTYKCUMaboM Ha
OCHOBE PE3YALTAaTOB OLIEHKW YPOBHA akTMBHOCTM ADAMTS-13
W HaAMumns aHTUTeA Kaacca IgG k ADAMTS-13 [6].

NeueHue HacaepcTBeHHOM TTI. UHOY3UKM naasmbl (5-
10 MA/KT) Kaxable 2-4 HepeAr 6e3 NAa3Mo3amMeHbl AOAXKHbI
npeaAoTBpaLlaTb BO3HUKHOBEHME peLmnanBa [6].

Co3paH pekoMObuHaHTHbIM yenoBeveckuin ADAMTS-13,
KOTOPbIA AQET MO-AOXMUTEAbHbIV 3ddEKT Npu AobaBAEHWUHU
K KpoBW BOABHOIO C BPOXAEHHON dpopmol TTI, paHHbIe Mo-
AYYEHbI in vitro [6). Pe3yAbTaTbl AeUeHUs. — XapaKTepucTuka
Tepanuu oTaeAbHbIx dopm TTI, a Takxe cBepeHUs 06 addek-
TUBHOCTU A€YEHUS AaHbl B TabAanue. OCHOBHbIMU NPUUMHAMU
rnbenn 60AbHbIX NpK ocTpoM anu3oae TTI ABAAIOTCS Nopaxe-
HUE LIEHTPAAbHOW HEPBHOW CUCTEMbI M MOPaXeHue cepala.
Mpu AAMTEABHOM HabAOAEHMM 3a rpynnoi naumMeHToB ¢ TTI
YCTaHOBAEHHbBIMW MPUYMHAMU CMEPTU, BEPOSATHO CBA3AHHbI-
MU C 3TUM 3abOAeBaHMEM U €ro AeYeHUEeM, ObIAK: NaTOAOTUS
neyeHun, accouMmpoBaHHas ¢ reMoTpaHcdy3usIMU, U XPOHUYe-
CKas noyeyHasa HeAOCTaTOYHOCTb [6].

AvHaMuKa cMMNTOMOB B NpoLecce AeYeHuUs. Yayulle-
HWE HEBPOAOTMYECKOW CUMMNTOMATUKM HabAtopaeTcst uepes
1-7 pAHeV nocAe Havyana Tepanuu, MeaMaHa BPEMEHU BOCCTa-
HOBAEHUA cocTaBAsieT 3 AHA. CHMxeHne aktuBHocT AAl Ha
50% npouncxoanT yepes 1-20 pAHER, nepuop HopMaAM3aLUn
KonebaeTca B npe-penax oT 2 A0 22 AHel. PocT KoauuyecTBa
TpombounTOB A0 50x106/A OTMEeUaeTcsa uepes 3-28 AHel, ne-
PUOA YBEAMUEHKA KOAMYECTBa TpombouutoB A0 150x106/A -
3-32 pHA. AAA CYLLECTBEHHOIO CHUXEHUA YPOBHSA KpeaTuHu-
Ha TpebyeTcs oT 2 A0 35 AHEW, AAS BO3BPaTa YPOBHS KpeaTw-
HUHa K 6a3oBOMY/HOPMaAbHOMY HeobxoaMMO 8-36 aAHel [6].
KAMHUYECKKE CUMMNTOMbI MCYe3atoT B TeueHne 24-72 yacoB
rnocAe Hayana NAa3MO3aMeHbl, NMPEALLIECTBYA remMaTonoruye-
ckomy oTBeTy [20]. AASI yCTPpaHEeHUst CUMNTOMOB BOAE3HM Tpe-
byeTcs oT 3 A0 36 nAa3mos3ameH [22].

HabatopaeTcst 3aBUCMMOCTb BbIXXKMBAEMOCTU OT MPOAOA-
XUTEAbHOCTW Nepropa C MOMEHTa BO3HUKHOBEHMS NEPBbIX
cumMnTomMoB BOAE3HM A0 Hayana NAa3MO3aMeHHOW Tepanuu.
MpuMepoM BAUAHUA OMEPATUBHOCTU AEYEHUA Ha ero pe-
3yAbTa-TUBHOCTb SIBASIETCA KAOMUAOrPEAb-UHAYLMPOBaHHanA
TTN. Hauyano Tepanuun B TeyeHne 3 AHEM C MOMEHTA NOSAB-
AeHWsi NPU3HaKoB 3aboneBaHMA obecneunBaeT ycnex reve-
HUS - BbbhkMBaemocTb cocTaBaseT 100%. Mpwu Tepanuu,
npoBoAMBLUENiCS yepe3 4 AHA M 6oAee NOCAe BO3HUKHO-
BeHWA H6one3HU, BbIxMBaeMocTb - 0% (6]. 3aTaHyBLIAsACSA
AMArHOCTMKa MOXET KaTacTpopUUEeCKM ckasaTbCA Ha pe-
3yAbTaTax AeYeHus.

M3yuaetcsi BO3MOXHOCTb MCMOAb30BaHUA PE3YALTATOB aHa-
Am3a ypoBHSi ADAMTS-13 1 Haanums aHTuTen kK ADAMTS-13
B OLIEHKe OTBETa Ha Tepanuto.
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Tabauua. O6Wan xapaTepUCTUKa AeYeHUs OTAeAbHbIX popm TTI

MU BoAE3HSAMMU

Knaaccuoukauma 1tn Tepanusa AdPEKTUBHOCTb NA@3MOTEpPaNUKU BbIXXMBAEMOCTb/AETAaAbHOCTb
1.HacnaeactBeHHas TTI (cuHapom Upshaw- CBexe3amMopoxXeHHas Bbicokasn apHEKTUBHOCTb CBEXE3aMOPOXEHHON NAA3MbI.
Schulman) naasma
2. NMpuobpetéHHas TTIM:

2.1. Uanonatnueckana TTN NAra3mo3ameHa Bbicokan adpHeKTMBHOCTb NMAa3mo3aMeHbl.t Pemucena - 80%.
2.2. Bropuynas TTI:

2.2.1.TTN, cBA3aHHasA ¢ 6epemeHHoCTbio  |[TAa3mo3ameHa Bbicokas 3¢ deKTUBHOCTb NAA3MO3aMeHbl, 0TBET - 72,7%.

2.2.2. TTM, conpsiXEHHas ¢ ayTOMMMYHHbI- [MMMyHOcynpeccuBHas  |CpeaHss 3ddEKTUBHOCTbL MAa3MO3aMeHbI2. AeTaAbHOCTb BbiCOKas.

Tepanua + nna3amolameHa

2.2.3. TTMN, pa3BuBLLasca nocae npuéma
AEKaPCTBEHHbIX NpenapaTos:
2.2.3.1. TTM, BbI3BaHHAsA OCTPON UM-
MYHOOMNOCPEAOBAHHOM AeKapCTBEHHOM
TOKCUYHOCTbIO

TukAoNMANH-accouumnpoBaHHas TTI1

Kaonuporpenab-accoummpoBaHHas TTM

XWUHWUH-MHAYUMpPOBaHHasA TTI
2.2.3.2. \ekapCTBEHHan A0303aBUCUMasn
T
(UMTOCTATUKK (MUTOMULMH, FEMUMTaBMH,
UMKAODOCHaH), UHTMOUTOPBI KAaAbLIMHEB-
pUHa (LMKAOCNOPUH A, TaKPOAUMYC))

lNAa3mo3ameHa

MNra3mo3ameHa

NAra3mo3ameHa +/-
OTmeHa npenapaTta

Bbicokas adpPpeKTMBHOCTb NAa3M0o3aMeHbl, BBDKMBAEMOCTb —
75,3% (npv AeyeHnn naasmosameHon - 85,5%, 6e3 nana3amosa-
MeHbl - 46%). Mpu npuéme TUKAONUAMHE < 14 AHel BbIxuBae-
MocTb - 100%, npu AAMTEABHOCTU NpUéMa npenapata > 14 pAHen
BbIXXWBAEMOCTb NPU AeUYEeHUN Nra3mo3ameHon - 84,1%, 6es
naaamosamenbl - 38,1%.

Mpn ANMTEABHOCTU NPUEMA KAOMMAOTPEAs < 2 HeAeNb 3GPEKTUBHOCTb
Tepanuu He 3aBUCHT OT NpumeHeHus M3, BbknBaemocTb — 84,6%.

Huskasa apPeKTMBHOCTb MAa3Mo3amMeHbl. AeTanbHOCTb — 15%.

NeTanbHOCTb Bbicokas. Mpw TTIM Ha doHEe BbICOKOAO3HOW XMMHUO-
Tepanuu oTBeT - 27%.

2.2.4.TTMN Ha ¢oHe nHdeKumu:

2.2.4.1. TTN, accounnpoBaHHasn
¢ Escherichia coli 0157:H7
2.2.4.2. BUY-accoummpoBaHHas TTM

NArazmo3ameHa

MAa3amo3ameHa + BblCO-
KOaKTUBHasA aHTUPETPO-
BUpYCHas Tepanus

CpeaHsa adPEKTUBHOCTb NAa3Mo3aMeHbl. AeTanbHOCTb — 31%.

CpeaHsa adGEKTUBHOCTb NAa3Mo3aMeHbl. [pu TSxXEAoM Aedu-
unte ADAMTS-13 (<5%) neTanbHOCTb — 11,7%. Mpn HOPMaAAbHOM
ypoBHe ADAMTS-13 aeTanbHoCTb - 50%. CywiecTByeT koppe-
AALMS MEXAY OTCYTCTBUEM UHIMOUTOPA Y MALUEHTOB C HU3KUM
ADAMTS-13 1 XyALLMM MPOTrHO30M.

2.2.5. TTN nocae TpaHCNA@HTaUMM OpraHoB
1 TKaHen

lNAa3amo3ameHa He noka-
3aHa (0TMeHa LMKAOCNO-
puHa A, neuenue PTIIX,
NHOEKLNN)

Hunskaa adGeKTMBHOCTb MAa3MO3aMeHbl. AETaAbHOCTb BbICOKasn —
60-90%.

2.2.6.TTMN npu OHKOAOTMUECKKX 3abone-
BaHMUAX

MAa3amo3ameHa He noka-
3aHa (AeyeHne OCHOBHO-

Huskasa apGeKTMBHOCTL NAa3MO3aMeHbl. AeTaAbHOCTb BbICOKas.

ro 3aboneBaHus)

! Boicokan addekTuBHOCTb — 70-90% pemuccuit, 2cpeaHas - okono 50%, PTMX - peakuus «TpaHcnAaHTaT NPOTUB X03siMHar, M3 -

nAa3mo3amMeHa.

B MaAbIx rpynnax 60AbHbIX MOAYYEHbI AAHHbIE 06 accoumu-
POBAHHOCTU HAAMYMA MHTMOUTOpPA (aHTUTEA K ADAMTS-13)
B MOMEHT AMarHosa ¢ 6onee MEANEHHBIM OTBETOM Ha MAas-
MoO3aMeHy, pedpPakTepHOCTbIO M PaHHEN AeTaAbHOCTb. BoAb-
HbIX C BbICOKUM YPOBHEM aKTMBHOCTW MHrMOUTOpa ADAMTS-13
npeanoAaraeTca paccmatpuBaTb B KayeCTBE KaHAMAAQTOB
AAS NpoBepeHUs 6onee MHTEHCMBHOM MMMYHOCYMpPecCcHB-
HOM Tepanuu [6].

Bo3MO)XHble OCAOXKHEHUA NMPU NMPOBEAEHUU NAA3MO-
3ameHbl [17]. NMobouHble peakumu, Bbi3BaHHble MAA3MO3a-
MeHol, otTMevatoTea y 42-51% 60AbHbIX TTI [6]. Taxéable
OCAOXHEHWUSI BO3HUKAIKOT y 26% naumeHTOB [6], OCAOXHEHUS,
CBABaHHbIE C LEHTPAAbHbIM BEHO3HbIM KateTepoM (MHEeBMO-
TOpaKC/KPOBOTEUEHUS; UHDEKLMU; TPOMOO3bl) - 5-26,5%;
OCAOXHEHMWA, 0O6YCAOBAEHHblE BBEAEHMEM MAA3MbI (AAAep-
rMYeckne peakuuu, B TOM YMCAE, aHadUAAKTUUECKUI LLOK,
apTepvanbHas rMNOTEH3NUs, Tpebytollasa MHOY3UKW AOMaMU-
Ha, U Ap.) - 2-6,4%; OCAOXHEHUS, BbI3BAHHbIE BbIMOAHEHUEM

106 - BOEHHASI MEOULIMHA - 1/2018

annapatHblix adepe3oB (yMeHblleHWe obbema LMPKYAUPY-
tOLLEN KPOBW, aAKan03); UHPEKLMKU, 0BYCAOBAEHHbIE TpaHC-
dy3nen naasmbl; MOCAEACTBUS UMTPATHOM TOKCMYHOCTK (na-
pecTe3nn, CyAOporu UAW TeTa-HWUS MPU Pas3BUTUM TUMOKAAb-
uemum) - 30%. AeTanbHOCTb, CBA3aHHaA ¢ NAa3Mo3a-MeHaMu1
y naumneHToB ¢ TTI1, coctaBnsieT 2,8% (6]. bonee BbICOKYHO yac-
TOTY OCAOXHEHWI NPU NPOBEAEHMM NMAA3MO3aMeHbl Y BOAbHbIX
TTIN no cpaBHEHWIO C NPUBOAUMBIMU B AUTEPATYPE AQHHbIMU
npu APYrMx NaToAOrMaxX MOXHO, BEPOSATHO, OOBACHUTL TAXe-
CTblO COCTOSIHMA NnauneHTos ¢ TTI [6].

AOAroCpoyYHble pe3yAbTaTbl Tepanuu. HecmoTtpsi Ha HaAu-
yne BCex NnapameTpoB PEMUCCUU, BOCCTAHOBAEHUE He BCeraa
6bIBaET MOAHBIM: MOCAE CEPbE3HOr0 MULIEMWYECKOrO Mopa-
EHUS TOAOBHOIO MO3ra B HEKOTOPbIX CAyYanX COXpaHArTCA
ocTaTouHble M3ameHeHus (4,8%) [6], y 3HAUUTEAbHOM uyacTu
nauMeHToB oTMeYaeTcs: cAaboCTb, YXYALLEHWE NaMATU, FONOB-
Has 6oAb [20]. Mocae anu3opa TTM y 88% nauneHToB OcTa-
HOTCA NEPCUCTUPYIOLLUE KOTHUTUBHbIE HapyLLueHus [6]. 31 no-



CAEACTBUSI TAYOOKOM CUCTEMHOWM ULLEMWUKU MOTYT HaBAKOAATLCA
HECKOAbKO AET, K CYaCTblo, Y MHOIMMX MauMeHTOB HacTynaet
yAydleHue. Mpu TAXEAOM MOpPaxeHUU novek y psina 60Ab-
HbIX MOXET Pa3BWUTbCS XPOHMYECKAs NovyeyHas HeAOCTaTou-
HocTb [20]. MNMepcucTupyrolmne KaparanbHble HapyLWEeHUs Mo-
ryT UMeTb MEeCTO NMOCAE BbI3AOPOBAEHMS [B].

Takum obpasom, kanHuka TTIM n TYC B psAae cAyyaeB He
UMeEET cneunduyecKnx YepT, NO3TOMY NaumMeHTbl MOryT ObiTb
rOCNUTaAM3NPOBAHbI: B XUPYPruyeckoe OTAEAEHUE MO NMOBOAY
abAOMUHaAbHbIX BOAEN C NOAO3PEHWEM Ha «OCTPbINA XUBOT,
B MHOEKLMOHHOE — B CBA3K C XEATYXOM, AMapeen u AUXopaa-
KOW, Npu Hannuumn OMNH - B HEPPOAOTMUECKOE, a TaKxe B pe-
aHMMaUMOHHOE, HEBPOAOTMYECKOE, NeaMaTpUUECKoe U Tepa-
NeBTUYECKOE OTAEAEHMUS.

ChepyeT OTMETUTb, UTO KAMHUYECKUE U MOPPOAOTUYECKNE
npoasAaeHua TYC, 1 0COBEHHO ero aTUnMUHbIX GopM, UMET
60AbLLIOE CXOACTBO C TpomboTUUeckon TpomboumToneHuue-
ckol nypnypow (TTM, 6oAe3Hb MolwkoBULa), AMddepeHLMansb-
HaA AMarHOCTMKa KOTOPbIX AO HACTOALLETO BPEMEHM OCTaETCS
cnopHon (4). Kak u npu I'YC, OCHOBHbIM NaTOreHETUYECKUM
MexaHu3MoM pasButusa TTI ABAAeTCs TPOMOMPOBAHWE COCY-
AOB MWKPOUMPKYASILIMKM, C MOCAEAYIOLUMM HapylleHUeM OyHK-
LMK psina OpraHoB U cUCTEM. HO Npu 3TOM, 3HAUUTEABHYIO POAb
B Tpomboobpa3oBaHuu Urpaet dakTop BuarebpaHaa, KOTOPbI
y 60AbHbIX TTI oTAMYaeTcs HEOObIYHO BOABLLMM PA3MEPOM W,
COOTBETCTBEHHO, BbICOKMM CPOACTBOM K TPOMOOLIMTAPHON MEM-
6paHe, a Takxe AeOUUMT MeTaAAONpoTeasbl, YMeHbLUAOLLEN
pa3mMepbl MyALTUMEPOB dakTopa GoH BuanebpaHaa nocpeacT-
BOM UX pacuienrenns [41]. CHuxeHne aktnBHocTM ADAMTS-13
TMNUUYHO AASA TTI. Kpome Toro, aaa TTI 6oaee xapakTepHo no-
paxeHue LIHC u cepaua, 6oree BbipaxeHHas TpomboumTone-
HWsA, a AAst TYC 6oaee xapaKTepPHO NopaxeHWe Nnoyek.

Mpu 06HapyxeHun TpomboumToneHU HeobxoAumo obpa-
TUTb BHUMaHWE Ha HaAMyMe remMOAM3a, a NPU BbIABAEHUU
HEUMMMYHHOIO reMOAM3a CAeAYET NPOU3BECTU MOACYET LUMC-
TOUMTOB. PekomeHAyemble AabopaTopHble WCCAEAOBaHMUSA:
MOAHBI @aHaAM3 KPOBW (TPOMOOLMTBI, UCCAEAOBaAHWE Ma3ka
KPOBM, MOACUYET PETUKYAOLMTOB); Koaryaorpamma (pubpuHo-
reH W TecTbl nMapakoaryasuuu); neyéHouHble npobbl; aHaAm3
MOUU; INEKTPOAUTBI; KpeaTUHUH; npoba Kymbca; akTMBHOCTb
AAT; ypoBeHb rantorno6uHa; aHTUGOCHOAUNUAHBIE aHTUTEA;
aHTUHYKAEapHble aHTUTeAa; CEPAEYHbIE TPOMOHMHbI. Bpauam-
AabopaHTam caeayeT obpallatb 0co60e BHUMAHWE Ha Ma3Ku
KPOBW C NMOBbILWIEHHbIM KOAMYECTBOM LLUCTOLIMTOB. Mpn 06Ha-
py>XeHWUU GparmMeHTMPOBaHHbIX 3PUTPOLMTOB MPWU NPOCMOTPE
Ma3ka He0BXOAUM MX MOACUET.

YcAOBMEM MOCTAHOBKU KAMHUMYECKOrO AnarHosa TTI1
1 FYC (Npu OTCYTCTBUM APYTUX NPUUKMH) ABASETCA HAAMUME KaK
MUHUMYM ABYX CUMMTOMOB: TPOMOOLMTONEHUN U MUKPOAHT -
onaTtMYyeckom reMOAUTUUYECKON aHEMUU.

Mpn BO3BHUKHOBEHMM MOAO3PEHUS Ha AnarHo3 TTI uAn
I'YC Heob6XOAMMO HEMEAANEHHO HauMHaTb Tepanuio.

AKTUBHOE MHGOPMUPOBaHKE Bpauer 06 0coOBEHHOCTAX AMar-
HOCTMKM W NPUH-UMNAX AEUYEHUS 3TUX OMACHbIX AASI XKM3HW Naupu-
eHTa 3aboAeBaHWIn AOAXKHO CMOCO6-CTBOBATbL paHHEMY WX BbIsiB-
AEHWIO M 06ECNEUYEHNIO aAEKBATHOCTM Ha3HAYaeMOro AeUEHKS.
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