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Thrombotic microangiopathies
L. B. Filatov
SUMMARY

Thrombotic microangiopathies include thrombotic thrombo-
cytopenic purpura (TTP) and hemolytic uremic syndrome
(HUS). The last decades have seen a break-through in
understanding the pathogenesis of these disorders. The
role that ADAMTS-13 deficiency plays in TTP development
was revealed. The significance of Shiga toxin-producing
Escherichia coli, an inherited and acquired defect of the
complement system regulation, for the development of
different forms of HUS was determined. The approach

to TTP diagnostics changed through introducing into the
clinical practice a diagnostic dyad — microangiopathic
haemolytic anaemia and thrombocytopenia — the minimum
of criteria necessary for diagnosing TTP (even though other
clinically supported findings might be absent). As a result,
the number of patients diagnosed with TTP augmented, the
start of therapy moved to the first days of the disease, and
the frequency of neurological symptoms, renal failure, and
fever were reduced. In the last decades there have been
elaborated the therapy principles (plasma exchange in TTP
and atypical HUS, supportive therapy and hemodyalisis

in typical HUS) which allowed to improve survival rates
significantly.
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CEMMWHAP MO TEMATONOTINU

Tpom6GoTHUeCKHe MUKPOAHTHOMTAaTUH

JI. B. @uramos
P E® EPAT

K TPOM60TUHECKUM MUKPOAHTMONATUAM OTHOCAT TPOMBOTUHECKYIO TPOM-
oouuToneHunyeckyto nypnypy (TTP) M remMonuTUKO-yPEMUYECKUIA CUH-
apom (I'YC). B nocnepHue gecatunetust AOCTUMHYT MPOPLIB B MOHUMaHWUU
natoreHesa aTUX 3aboneBaHU: BbigBNeHA ponb Aedouumta dpepmeHTa
ADAMTS-13 B pasButum TTTl; yCTAHOBNIEHO 3HAYEHWE LUUIATOKCUHA,
NPoOyLMPYEMOro KULLIEHHON Nano4Kon, BPOXKOAEHHOIO U NPUOBPETEHHOTO
HapyLUeHWsa perynaumm B cucTeme KOMITIEMEHTa B BO3HUKHOBEHUUN pas-
nuyHbIx dopm NYC. NameHunca nopgxof K guarHoctuke TTI. B KnvHu-
YeCKylo MpakTuKy BBefeHa AuMarHoctudeckad guvaga — MuKpoaHrmona-
TM4eckas remonuTnHeckas aHeMmsa n TPOMOOLUMTONEHUA — MUHUMATIBHO
JocTaTouHble AN NocTaHOBKM AmMarHosa T 111 npu3sHakm (Npu oTCyTCTBUU
OPYrMX KIIMHUYECKM YCTaHOBJIEHHbIX Mpu4MH). B pesynstate Bo3pocso
YNCIO BbISABIEHHbIX 60MbHbIX TTI1, Ha4ano Tepanuu CMecTUIoch Ha nep-
Bble [IHW 3a60NeBaHUA, CHU3UIIACh YacToTa PasBUTUA HEBPONOTMHECKNX
CUMITOMOB, NOPAXEHNA MOYEK U Nnxopanku. 3a nocnegHne necartnneTuns
paspaboTaHbl NPUHUMIBLI Tepanuu (NnasmosameHa npu T T 1 aTunu4Hon
dopme 'YC, nogaepxusaroLlasg Tepanusd n remoguanns npyu TUMUHHOM
"'YC), No3BONMBLUNE 3HAYUTESIBHO MOBLICUTH BbDKMBAEMOCTb.

KnioueBbie cnosa
TpomBoTMHecKas MUKpoaHrnonaTtus, TpoMooTnHecKasd TpoMOOLUTOMNEHM-
byeckad nypnypa, reMonmTUKO-yPEMUYECKU CUHOPOM, MUKPOAaHTonaTu-
“Yeckasd reMofIMTU4ecKas aHeMuUs, LUMCTOLMTHI.

-

supoteaust cocynos npu TMA wummyim-

pyeT mpotece 06pa3oBaHHsT BHYTPHCOCY-
TpomGoTnueckasi ~ MHUKPOAHPHONMATHSI  JIMCTHIX TPOMBOLMTAPHBIX TPOMGOB MeJi-
(TpomGoTHuecKast ~ MHKPOAHTHOTATHYE-  KHUX cocyioB. I lorpebienne TpPOMOOLHTOR
CKasl PeMOJIMTHYECKAsT AHEMHsT) — KJH-  [PHBOJNT K PASBUTHIO TPOMOOLIUTONEHHH,
HHUECKHH CHHPOM, XapaKTePHUIYIOIIMHCS — CY’KeHHE IPOCBETA COCY/OB BLI3EIBACT MU-
TPOMBOLUTONEHNEH, MHUKPOAHTMONA-  KPOAHTHOMATHUECKYH) TeMOJHTHUECKYIO
THYECKOH  IeMOJIMTHUECKOH — auemued  aHeMuio (IPOMCXOIMUT MEXAHUUECKOE PA3-

(MATA), muKpoBacky/nsipHbIM TpOMGO-
30M KOHLIEBBIX APTEPHO/ W KATHJUISIPOB,
MHOXKECTBEHHOH  jucyHKImMed  opra-
noe. Mopdonoruuecks TpoMGOTHIECK ST
mukpoanrronatust (TMA) onpenenser-
sl KAK YIJIOTHEHHE COCYAMCTON CTEHKH C
HAGYXaHHEM WM OTIEJeHHEM SHIOTEe/H-
AJIBHBIX KJIETOK OT 0a3a/bHOH MeMOpAHEI
M OTJIOKEHHEM THAJHHOBBIX JIENO3HTOR B
cyG3HI0TeIMABHOM MTPOCTPAHCTBE, BHY -
TPUCOCYUCTHIE TPOMGOLHTAPHEIE TPOM-
6er 1 orKMIO3UsT cocynos.! [loppexnenie

pylLIeHHe 3PUTPOLMTOB), HIIEMHIO BaX-
HEHIINX OpPraHoB.

O6azaresbubim  anementoM  TMA
Hapsity C TPOMOOLMTONEHHEN SBJAETCH
MATA — HeHMMyHHAsT PEMOJIHTHYECKAS
aHEMMSI C IIHCTOLMTAMH ((parMeHTH-
POBAHHBIE SPUTPOLIUTHI) B MA3KE KPOBH.
O610MKH 5PHTPOLIUTOB MOTYT UMETb BHJL
MOJIy/cKa ¢ 2—3 OCTPBIMH BBICTYNAMH
(1eMo06pasHbIil), TPEYrobHHKA, Ma-
JIEHBKOTO HErpaBHAbHON (opMEl hpar-
MenTa.??

EKaTepuHOYPIC KNI KOHCYTIETATUBHO-ANArHOCTAYECKUI LEHTD



TpomboTHyecKas MMKpoaHruonatus

Tpamuionno k TMA orHocar TpoMGOTHIECKYIO TPOMOO-
nuronenndeckyto nypnypy (TTIT) u remosnuTrKO-ypeMudeckudl
cunzipom (I'YC). TMA MoxeT pasBHBAThCS TIPH LIEJIOM Psifie 3a-
GoJieBanui (3/10KaUeCTRE HHAS TUepTeH3us, AU Qy3ubie Goses-
HH COEJIMHUTENBHON TKAHU U Ap. ), npu Gepemennoct (HELLP-
cunppom: hemolysis (H — remonns), elevated liver enzymes
(EL — mnoBhiieHHe aKTHBHOCTH TEUEHOUHBIX (DEPMEHTOB), low
platelet count (LP — wnuskoe xosiruecTBo TpOMGOIMTOR ), TIpe-
SKJIAMIICHST M JIP.), TIOCJ/IE MIPHEMa JIeKApCTB (THEHONHPHANHEI,
XMHHH, XHUHHIHH, UTOCTATHKH, MHIHOMTOPBI KAJIbIIHHEBDHUHA,
OpasibHEle KOHTPALENTHBBI H Jp.), MOC/e TPAHCIIAHTALMH Op-
F4HOB U TKAHEH.

B MemuIUHCKOH nuTepaType TePMHH <«TPOMOOTHUECKast
MHKPOAHTHONATHSI» TPAKTYETCS HEOAHO3HAauYHO. Hexorophie
ABTOPBI! MCTIONB3YIOT €T0 /st 0003HAUEHHST 11EJI0TO PSfla CO-
CTOSIHHH, TPafHLHOHHO OMUCHLIBAEMBIX KAk BTOpHuHLe TTI1
(nanpumep, nocrrpancrianranuonas TTIT). AprymenTupy-
eTcs TakoH mopxon TeM, uto quartos TTI1 mpenmonaraer He-
MeUIeHHOE HA3HAYEHHE T1J1a3MO3AMEHE], Y JAHHOM 2Ke Tpyr-
bl OOMIBHBIX T1a3M03aMeHa He3(W(DEKTHBHA, U B 3TOM CJIyuae
N/1a3MO3aMECTHTENBHASL Tepanusl He TokazaHa. CylecTBy-
er apyras Touka 3penus:® repmunom « TMA» 0603HayaoT Bee
sropuunsie TTIL

Kpowme toro, «TMA» ucnonsayercst Kak Mopoaornyeckmil
TEPMHH (HATIPHMEP, MHKPOAHTHONATHYECKHE H3MEHEHHsT B GHO-
ITATe MOUKH PACCMATPUBAIOTCSA KAk oveqnast TMA).S

O06s3aTe/IbHBIMHE IeMEHTAMH 32001 BAHHH, OTHOCSIIIHX-
e K Tak HasbiBaeMbiM TMA-accolUupOBaHHBIM CHHAPOMAM,”
apasiorest MATA u tpomGouuronennsi. OcobeHHocTb 3a60-
JIEBAHUH 3TON IPYNIBl — HAJAHYHE MVIABHOTO OpraHa-MUIIeHH:
TTIT — nopaxenue [THC, I'YC — nopazxenue nouex, HELLP-
CHHJIPOM — TOPAKEHHE MeYeHH.

Kmunnueckue cumnromel ['YC, ocoGeHHO TIPH NOpaXKeHH:
HEPBHOH cHcTeMbl, Masio oTyudaiorest ot TTTT ux guddepenim-
alust c0xHA. HeKoTOpEIe CeluanicTs pACCMaTPUBAIOT TPOM -
GOTHYECKYI0 TPOMOOLMTONEHHYECKYIO MypPIIypy H FeMOJHTHKO-
YPEMHUECKHH CHHIPOM KakK OIHO 3a00jeBaHue, 0003Hauasi ero
kak TTIT-T'VC.”

TPOMBOTWUYECKASI TPOMBOLIMTONEHUYECKAS MYPMYPA

(6one3nb MoLikoBHLa)

Awmepukanckuil knununuer u natonor Eli Moscheowitz
7 deppansa 1924 ropa caenan coobiienue Ha 3acenanui Hpio-
HOPKCKOIO MATOJIOTHYECKOro 0f11ecTBa 00 HCTOPHH OOJIC3HH
16-s1eTHE! IEBOYKHM C JIMXOPAIKOH, aHeMueH, MeTeXusiMi, pas-
BUTHEM HIIEMHUYECKOTO HHCYJBTA U OCTPOH JIe BOXKENTYI0UKOBOH
HEJIOCTATOYHOCTH, BhISIBJIEHHBIMH MHOKECTBEHHBIMH THAJIMHO-
BBIMM TPOMGAMH B T€PMHHAJBHBIX APTEPHOIAX M KATMJIISPAX
puyTpennux opranos.® OGuapyxennas Gose3Hb MOMYIHIA Ha-
3pauue Goseanu (wiu cunapoma) Momkosuna. B 1947 1. B me-
JMLIMHCKYIO TIPAKTHKY BBEJEH TEPMHH <TPOMGOTHIECKAS TPOM-
GOLMTONEHHYeCKAsT TYPIypa», AKTHBHO HCIIOJB3YIONIMACS B
noc/enuue gecsarunerys.’

Yacrora posumkuosenust TTI1 B CIIA cocrasiser
4—11 cayuaes B rog Ha | man gacenenns.!®!! Coornomene
wrronatuueckoi u propuunoit popm TTI B cTpykType npuot-
perenHoil TTTT B perucrpe SInonun — 51 1 49%.'? Onucanb
cayaau passurrst TTTTy namuentos B Bogpacre ot O 1o 90 ner,
MeJIFana BO3pacTa — 35 JIeT, ualle BO3HHKAET ¥ sKeHmmm,

B 3apy6exHoil nutepaType eCThb paGoThl, aHATH3UPYIOIIHe
JNeCATky U aaxe corHH 60JbHBIX TTII. OTeueCTBEHHBIMU Ke
CIELHAMCTAMH OIHUCAHB! AHHHYHBIE CJTy4aH 3a00seBanust, Oa-
3WPYIOLIHECs] B OCHOBHOM HA JIdHHbBIX ayTorncuu. Cenenuit o 4a-
cToTe 3a0oseBanust B Pocenn Her.

TTIT xapaxrepuayeTcst KpalHe arpecCUBHLIM TeUEHHEM U

www.medprint.ru

TpefyeT HauaNa TEPATHM Y?KE B TIEPBBIE YAChl BOZHHKHOBEHHS,
MpPU OTCYTCTBUE &leKBATHOTO OMEPATHBHO HA3HAUEHHOrO Jie-
YeHHA MOKA3aTe b aeTanbHoetn npudmmkaerces k 1009%.5 [lo
nmanueiM E. L. Amorosi u J. E. Ultmann, onyGimkoasiiux B
1966 r. 0630p JIUTEPATYDPHI U PE3YABTATH COGCTBEHHOTO OIbITA,
13 271 norutsio 244 nauuenra ¢ TTIT(90%).!1°

B xonie 1970-x rofos B kauecTBe TEPAIHH CTATH HCIIO/b-
30BaThCs MH(Y3HM MIA3MBI U [1a3M0O3aMeHa. Tpancqopmartst
B3r/isAna Ha jieuerne TTI1 nosBosmna 10GHBATHCS BRI3NOPORIIE -
aus 70—91 % GonbHbix, 1718

Marorenes

OcHoBy 60J1e3HM COCTABJSIET Pe3KOe MOBHIIIEHHE Arpera-
1ME TPOMBOLMTOB ¢ 00pa3oBanieM TPOMOOIUTAPHBIX ( WITH TH-
AJIMHOBBIX) TPOMGOB, COCTOSIINX K3 TPOMOOIMTOB U (DakTopa
(on Bunne6panna, B MeJKHX cOCyaax GOJBIIMHCTBA OPTaHOB.
B nepayto ouepens nopaxkaroTest TOJOBHOM MOST, TOYKH, CePJ-
1€, JIerkHe.

B nocnennue necsrusietust ObiT CASaH DSl (DYHIAMEHTATb-
HBIX OTKPBITHH, OCYLIECTBHBIIHX POPBIB B MOHUMAHWH MeXa-
auama TTIT.

B 1982 r. B nytasme 4 nanmentos ¢ perpmmpupyomei TTT1
GBLIH 0GHAPYKEHB! <HEOGBIYHO GOJIbIIHE» MYJIETUMEPHI (hAKTO-
pa (ou BumieGpanaa;!® no pasmepy ouu GbiH TOAOGHBI TEM,
KOTOpHIE CEKPETHPYIOTCS MEerakaphoLMTAMH M SHAOTEIHAlb-
HBIMH KJIETKAMH, & COEPKATCSH B OL-IPAHYJ1aX TPOMGOLHTOR H
tesbiiax Befibena—Ilanana suporesmanbueix kieTok.? Bri-
JIBHHYTAST TUNI0TE3a 0GBbSICHSAIA HAMYKE MAKPOMOJIEKY.T (haKkTo-
pa (oH BusieGpania oTcyTCTBHEM Y MALMEHTOB MPOTEA3k! Ml
JHCyIbUIHON pefyKTashl, KOTOPAsi MX pacliensier. B kauecrse
npuurHbl TTIT 6B110 TIpeANoKeHO pacCcMaTPUBATL MAKPOMOJIe -
KyJbl (pakropa on BunneGpanaa, BH3HIBAIOIIME HEKOHTPOJH-
PYEMYIO arvIIOTHHALMIO TPOMOOLUTOB, TPOMOO3EL.

B 1996 r. Gruio yeranossieno, uto y 6oasHbix TTIT ects je-
(ULHT MeTaNIONPOTENHASE], YMEHbIIADIIEE pa3Mephl MYy/b-
TUMepoB (aktopa hoH BuyuteGpania nocpeicTBOM HX paciie-
mrenust.?H? Broenencrsun (2001 r.232t) ona Gbiia ouniiena u
unentuduimposana kak ADAMTS- 13 (A Disintegrin And Met -
alloprotease with ThromboSpondin type | motif). B 1998 r. y
B3POCJILIX ManueHToB ¢ npuodpereHHoll TTIT Gruin o6Hapyske-
HEl ayToanTuTena Kaacea lgG, HHrUGUPYIOLIME AKTHBHOCTE Me-
TAIONPOTENHAZEL ?52

Chmkenne akrrsHoctd ADAMTS-13 BhIsSIBJI€HO NpH CHH-
JIPOMe JIMCCEMMHHPOBAHHOIO BHYTPHCOCYMCTOTO CBEPTHIBA-
Hust kposr (JIBC-cunipom ), tMppo3e nedeHu, ypeMuH, OCTPhIX
BOCHAJIUTE/IbHBIX  3a00/I€BAHUSX, IelapUH-HHIyLHPOBAHHON
TpomGoruronennu 1l Tuma, B MOC/I€ONepalHOHHON MepHO-
ne. Ho Bo Bcex nepeuncsieHHbIX C/ydasix ypOBEHb aKTHBHOCTH
ADAMTS-13 > 10%?%*% (B 3aBMCHMOCTH OT METOA OLEHKH
nopma — 50— 178%,% nogpoGree o MeToax cm.>).

Besimuuna sToro noxasarens mesee 5% crenu(puusa s
TTIL,* y GosblunHeTa GO/IBHBIX ¢ TsKeAbIM Aeuitom AD-
AMTS-13 (< 5%) onpefensiores anturena Kk Hemy. B 1o ke
ppemst aktreHOCTE ADAMTS-13 > 5% ne uckouaer TTIT.

Knunnka

CJI0KHOCTD AHATHOCTHKH Goj1e3un Monkosuita 00 bsCHs -
eTCsl OTCYTCTBHMEM Y MALHEHTOB CHelH(UIeCKHX KIHHHYECKHX
CHMITOMOB. 3afo/eBaHrie DASBHBAETCS, KAK MPABHUIO, BHE-
3a1HO, Ha (POHE TTOJHOTO 3/10POBbsl. HACTO BO3HMKAET I'PHUIIIO-
nopoGHast POAPOMA, 3aTeM MOSIB/SETCS PASBEPHYTAST KIHHH-
Ka.

E. L. Amorosi u J. E. Ultmann eisiBuin xapakre puyto st
TTIT knaccuueckyio nenrany.'® Be sneMeHTH:

1) rpomGoumronenus, uacto tskenast (100 %>54): kosu-
yecTBO TpoMBoimToB Menee 30 x 10°/n — y GonbiuHeTBa na-
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Jl. b. ®unatos

mentos (B cpeanem 18 x 10%/i1); reMopparuueckuil CHHAPOM
(remopparuu Ha kox<e (T1eTexXnH ), HOCOBhIE, IECHEBHIE M, PEXKe,
JKEJTyIOUHO-KHIIeYHble KPOBOTEYEHHs], MEHOPpAruy, cybapax-
HOMJA/IbHBIE KDOBOM3/HSIHHS, OGHIBHOE KPOBOXAPKAHBE );

2) MATA (100%®%): cuwkenue remornioGuHa (40—
80 r/n1); PETMKYMOUMTO3; WIHCTOLUTHE ((PArMEHTHPOBAHHbIE
SPUTPOLIMTHI) B Ma3Ke KPOBM; TUrepOuaupyGHHeMus (3a cuer
HeNpsIMOH (DPaKLMHK); OTPULATENBHBIE MPSMOE AHTHUIIOGYIH-
HOBEIE TecT (rpoba KymGea); noBbiiieHHe aKTHBHOCTH JIAKTAT-
nerunporenassl (JIJII, orpaxaer kax cremenb reMo/mu3a, Tak U
HILIEMHIO TKAHEE ); CHIXKEHHE YPOBHS MaNTONIOOWHA B CBIBOPOT-
K€;

3) wHesponoruueckue Hapymenus (92—59%%54): uapy-
IIeHWE CO3HAHMS BIVIOTh 10 KOMBI (HAMGO/Ee YacTo); NCUxmye-
CKHe HapylIeHHs]; TOJIOBHAsT G0Jb; CYI0POrH; OKAJIBHEE HADY-
1eHus: (MeHee XapaKkTepHb ). 11apes3, reMHIVIEr s, HAPyLIeHHe
apeHusi, adhasusi;

4) nopaxenue nouek (96—41%3>0); mukporemarypHsi
(naubosiee xapakrepHa); npoTerHypusi (Hanboee Xapakrep-
Ha); noehieHHe kpeatHuHa (0kos0 50 % GONbHBIX); LAIHH-
JIPYPHs1; OCTpasi MOYeuHasl HEIOCTATOUHOCTE (MeHee xapakrep-
ua); HeppOTHUECKUH CHHAPOM (OUEHD DEIKO );

5) mxopanxa (24—59 %2540), uaie HenpaBubHOL (POp-
MBI, OYeHb BBICOKAs] TEMIEPATYPA C MOTPSICAIOIIUMH 03HOGAMH
HeXapaKTepHa.

[Tpu TTITy uactu nanpentos (12—43%) BoaHHkaeT ato-
MHHAJIbHBIH CHHAPOM (CHiibHAsT 60JIb B 2KHBOTE, TOLIHOTA, PBO-
Ta), 00yCJIOBJIEHHbIH a6I0MHHANBHON Hiemuei, 42

Jlo HenaBHEro BpeMeHM MOpaXKeHue Cepjiia He CUMTANOCh
tunuuaeiM st TTIL Takue cuMnTomel, Kak cepaebueHue,
onpitika (7—29,3 % GonbHbix TTIT4), o6 bacHsHCh aHemHed,
BBejienne B KJIMHHYECKYIO MPAKTHKY HCCJIEA0BAHHS CEPIEUHBIX
TPOMOHKWHOB ¥ H3MEHEHHe KPHTEPHER JIMATHOCTHKH OCTPOrO KO-
POHAPHOTO CHHAPOMA W HMH(ADPKTA MHOKAP/A MO3BOJHIM T10-
HOBOMY B3IJISIHYTD Ha nopaxenue cepada npu TTTL

[osbinienre ypopHst Tpononuna T (= 0,5 ur/min), xapak-
TEPHOE /IS OCTPOrO KOPOHAPHOTO CHHAPOMA, ONPEIEJISIETCs] y
54 9% naumentos ¢ TTIT.4

Mupapxr Muoxapaa auardoctuposad y 15,3—20% 6oib-
ubix TTIT.** JIuarnos uahapkT MHOKAPAA y IALMEHTOR ¢ WIHOMA-
tryeckodt TTTT, yeranossennstit o ganaem K 1 yBesnueHnio
yporus TporionuHa [ (> 1 ur/mn), sadmkcuporan B 40,6 % cy-
uaes uepe3 2— 11 guelt nocse nocranopku mmaruoza 1111 i na-
Ya/jia Tepanuu Maa3Mo3aMeHoH, XapaKTepruayeTesi BLICOKOH Jie-
TanbHOCThIO (46 % ).*

Y manuenror ¢ octpot TTIT paseuBaeTcs «MoMUAIIHN» HH-
(apxr muoxapaa,® mumb 57 % Gonbubix TTI1 ¢ HEDapKTOM MU-
OKapaa HMEIOT CHMITTOMbI THITMYHON MHOKAPAHATBHOR HilleMuH, €

Octpas cepeyHas HeJOCTATOUHOCTL pas3suBaetca y 8,2 %
naupeHToB ¢ uauonarudeckoi TTIT u MOKeT BO3HUKHYTL B Te-
deHHe HeCKOJIBKHX JIHEH MOc/ie yeTaHOB/AeHHs auarHoza 1111,
ACCOLMHUPYETCS C MOBBIIEHHOMH JIETAIBHOCTHIO, *

CornacHo 1MOC/IeHUM JIAHHEIM, T10paXKeHHe Cepila B MO-
menT auarHoctaxku TTIT ormeuaerca y 42 % namuentos.

Y Gompubix TTII onmchiBaT BHE3AMHYH CepACUHYIO
CMepThb, KAPJMOTNEHHBIE 10K, apUTMHH. [lopakeHHe MHOKap-
JId MOXKET GBITh HePACIO3HAHHOH mpuunHOo# cMepte ipur TTIT.4
[lo aHHEIM AyTONCHE MOPAXKEHHE Cep/iia OGHAPYXKEHO B 76,4 —
100 % ciyuaes.*®

Penxoit manudecrauueit TTIT moxkeT GbiTh NMAHKPEATHT,
renatur, pabIOMHONN3, OCTPLIH PeCHHPATOPHBIM JHUCTPeCcC-
CHHJIPOM, HEOKKJIIO3UBHASI ME3€HTe PUAIbHAS HILIEM S, ITeprde-
PHUECKHH HIIEMHYECKUH CUHIPOM, TaHIPEHA KOXKH.

[Tpu oeMoTpe GOJIBHOTO MOTYT BHISIBJISITHCS OJIEAHOCTE KOXKH
M CIMBMCTHIX OO0JI0UEK, TIYPIIYPA, KENTYXa, YBE/IHUEHHE [TeUeHH
u ceneaerku (20 %°), aprepuasbHas runepreHaust (Pejko ).
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ﬂaﬁuparupﬁble H HHCTPYMEHTallbHbie HCCITe0BaHnA

[ToMHMO remMO/IH3a ¢ IIHCTOLMTAMH, TPOMGOLMUTONEHHH H
M3MEHEHHE B MOY€ HAGJIIOAACTCST HOPMAaJ/IbHOE HJIM HE3HAUH-
TeJIbHO YBEMUEHHOE KOJUYECTBO JeHKOIUTOR. [ IpoTpombuno-
BOE BPEMS H aKTHBUPOBAHHOE MAPLHAIBHOE TPOMOOMIACTHHO-
Boe Bpewmst (AI1TB) o6buno HOpMa/IbHBIE WIH HE3HAUHTE/BHO
yainHensl, Ha nosanux cranusix MoxeT npucoeaunsiteest J1BC-
cunapom.?’

Konuuectro mucrouurtor npu TT11 coctaBasier B cpenHem
8,35% ofwero komuuecta spurpourrtor (1—18,4%, Hop-
ma 0—0,27 %).® B reuenne neppbix 2 el B KPOBM GOJILHBIX
TTIT wueroumuTo3a MOKeT He GhITh. 34° I1TncTonmTam, nmo Mue-
HHIO HEKOTOPBIX HCC/IEI0BATE e, I0/KHA OTBOIUTHCS GOJIbIIAST
posb B muddepenipansioi guardoctuke TMA. Yreepxkuaer-
Cs1, UTO IOCTATOUHBIM apTyMeHTOM B Ttobay T 111 sieasiercs: fons
WIHCTOLMTOR, 3HAYMTEILHO NpeRbiaias | % ot 06Lero Ko-
JIMYECTBA 3PUTPOIHTOB. 24

Onpenenenne ADAMTS- 13 v anrnren K Hemy ellle He cTa-
JIO PYTHHHBEIM BO BpaueGHOM npaktuke. Tspkenwidl nechunur AD-
AMTS-13 (< 5%) xapakrepeH kak yist HacaeacTeeHHol TTTT,5
Tak W uist GosbuinHerea (80 %) nauuesTor ¢ WIHONaTHIECKOH
TTIL5* Kpome Toro, y uactu GobHbix wuonarnyeckoi TTTT ¢
takesanM aeuurom ADAMTS- 13 (< 5%) onpenensiores aH-
THTenA K nocaeanemy.>* Jist GOMBIIMHCTBA CIyqaeB BTOPHIHOH
TTII rsxensiit eduuur ADAMTS-13 (< 5% ) Hexapaxrepes.

JI/1s1 IMArHOCTHKH CepAeUHON UIlleMUH y BeeX 6obHbIX T 111
NpeyiaraeTcst NPOBOAUTh PYTHHHBIM CKPHHHHT M MOHHTODHMHD
cepaeunnix (hepmenton (Tpomonun | wmm T).%6

[Ipu KT ronoswl y nanptentor ¢ TTIT moryT 66T 06HADY-
JKEHBI HHTPAKPAHHA BHBIE KDOBOMSJIHSIHHST, HH(DAPKTHI.

Junarvoctuka

C nesnbio paHHero Brisiienus nanuentos ¢ TTTT B npakru-
Ky Obljlll BBEEHbI NEPBUYHbIE JMATHOCTHYECKHE KpUTEpPHH,'®!7
coueTaHHe KOTOPHIX (JMafa) MpH YCJOBHH OTCYTCTBHS JPYTHX
KJIMHHYECKH YCTAHOBJCHHBIX NMPHUYMH 3a00/I€BAHHS CUHTACTCH
JIOCTATOUHBIM OcHOBaHueM st guarHosda TTI1. JuarHocrrue-
ckas nquana TTII:

1) TpoMGBoLHTONEHNS;

2) MATA."

Hexoropeie aBTOpHE! cumtaoT, uro auarHod TTI1 moker
GHITH OMpejiesieH Npy HanHuuK TpomGonuTornennd 1 MATA B co-
YeTaHHU C TIOBBIMIEHHOH akTUBHOCTHIO JIJII' B CRHIBOPOTKE KpO-
Bu. %

Onpejesienre MUHHMAIBHO IOCTATOYHBIX JU1sT JMATHOCTHKH
TTII npusHakoB Go/ie3HH 06YCAOBUIO POCT KOJMYECTBA BEISIB-
JIEHHBIX GOJIBHBIX (4ACTOTA BO3HHKHOBEHHUS KJ1ACCHYECKOH MeH-
tagn — 14—=77 %*®51); cMecTHI0 Hauasio Teparku Ha nepeble
JHY 3a60/eBaHNS; U3MEHH/IO KAHHHKY GOJIe3HH B MOMEHT JHa-
THOCTUKH: CHM3WIACh YACTOTA HEBPOJIOTHUECKHX CHMIITOMOB,
MOPAXKEHNS NI0YEK U JIMXOPAIKH.

CHMKeHHe 4aCTOTH PA3BHUTHsI TPEX MePeUMC/IeHHBIX 3JIe-
MEHTOB TIeHTA/bl, OTMeUaeMOe B MOCJeHIE TOJIbl, SIBSCTCS Pe-
3yJ/IETATOM MEPECMOTPA MPU3HAKOB, HEOOXOIUMBIX /7151 OGOCHO-
BaHus1 auarHoza 111 yckopunach AHATHOCTHKA, COKPaTHICH
MepHOJL OT BO3HHKHOBEHHsI 3a60s1eBanust 10 Hayana Tepannu. O
BJIMSIHHM OMEPATHBHOCTH JAMATHOCTHKU H, KaK CJIeACTBHE, GHI-
CTPO HAUATOTO JIeUEHWs] Ha MPEeJOTBpalleHHe «Pa3BOPAUMBA-
HUSI MIEHTAJEl» CBHAETEJBbCTBYIOT PE3YJIETAaTEl HCTOPHUECKOrO
aHajM3a KIWHAKY 3a60/1eBanus. PanHee HAUA/IO Tepanuy mpe-
JIOTBpallaeT MopaskeHHe TaK HAa3EIBAEMEIX OPTAHOB-MHIIEHEH,
KOTOpBIE CTPAMAIOT M3-32 OTCYTCTBHSI JIUEHHST B MEPBLIE YACHI
3a00/1eBAHHSI.

Jlnst Toro uro6nl He mponyctuth AnarHo3 TTI1, npeanaraem
TOJIB30BATLCS IBYMS TIPaBH/IAMH.

KomHIYECKAA CHHOTEMATOJICTHA



TpomboTHyecKas MMKpoaHruonatus

1. Bo Bcex ciryuasix BepBble BLISBJACHHOTO HEHMMYHHOTO
reMosin3a HeoBXOIHUMO CTABHTE BOMpoc 06 uckioyenudn MATA
H TPOBOJUTD MOJCYET IIUCTOLHUTOB.

2. B kaxnom ciydae Briepeoie 0GHAPYXKEHHOH TPOMGOLH -
ToneHud HeoGxoauMo uckiouath 1111 (cienyer BHSABISATD re-
MOJTH3 ).

[emopparnueckuii CHHAPOM TIPM WIMOMATHYECKOH TPOM-
GOLMTONEHNYECKOH MypIype CXOfeH ¢ TakoBeM npu TTII
T. K. B 060UX cTydasx o6yc/oBaeH TpoMOoiuTonenuet. B mu-
eslorpaMMe HaGJIIOAeTCs yBeJMUeHHe KOJIMUIeCTBA MeTaka-
puouutoB. OUIMOKK NPH TPAKTOBKE KJIHHHYECKHMX MPH3HAKOB
TTII B mosB3y AMarHo3a MAHONATHYECKAS] TPOMOOIUTOMEHH-
decKas MypIypa CIeAyIoLe: BO-MePBHIX, aHEMHsI C yBeJIHYe-
HHEM KOJHUECTBA DETHKYJOLHTOB B KPOBM H 3PHTPOKAPHO-
[MTOB B MHEJIOTPAMME, BLI3BAHHASI TeMOJH30M, MOXKeT OLITh
oWKOOYHO OODBSCHEHA KAK CJEIACTBHE HOCOBOTO, MATOYHOTO
WM 3KeJTyA0UHO-KUIIEeYHOTO KPOBOTEUEHHMsI; BO-BTODLIX, HA-
Juure (parMeHTHPOBAHHBEIX IPUTPOLMUTOB (IMCTOLHTOB) B
MasKe KPOBH BpauM-71aGOpaHTEl, KaK NPaBUIO, He ONHCHIBA-
I0T; B-TPETBHX, B KAUECTBE NPUUMHEI MUKPOTEMATyPHH MOXKET
paccMaTpUBATLCS TPOMOOLMTONEHHS; B-UeTBEPTLIX, BHe3al-
Ho passuiieecst nopaxenue [ [THC mMoxer paciennBatbest Kak
KPOBOH3/HSIHNE B TOJOBHOH MO3r. [[poBOIMMast Tepanust TJ1io-
KOKOPTHKOCTEPOHMIAMH B TAKOH CHTYALIHH, KAK PaBHII0, He (-
(exruBHA.

OtnienibHO CllelyeT OCTAHOBUTBCS HA OCOGEHHOCTSIX JIHArHO-
cruky nocrrpanciianraipontofl TTIL Auemust u TpomMOoLmTO-
TIeHHSI, SIBISAOIIHECS KPUTe PUsIMK uarHocTKy 1111, xapaxrepHbl
JUIs1 TIOCTTPAHCIIIAHTALIMOHHOTO COCTOSIHHST, CJIEJIOBATENBHO, OHH
HE MOTYT CJIY2KHUTE JOCTATOUYHBIM OCHOBAHUEM JJIA JHATHO3d TTIL
DparmenTalis 3pUTPOLHTOB OOHAPYKHMBAETCS MIOYTH Y BCEX T1A-
[MEHTOB TI0C/IE A/LION€HHON TPAHCIIAHTALME KOCTHOrO Mogra,?54
SITO CyIIECTBEHHO OCNOKHSIET MOCTAHOBKY tuarHo3a T 111

B smreparype onucano 28 pasnHyHBIX KPUTEPHEB JIMATHO-
3a nocrrpancrianTaunonHol TMA. C uesbio yHuhHKAaLMH AH-
arnocruku B 2007 1. MexayHapoaHOE paboued rpymmnol, cos-
nanno# no unuiuariee EBMT (European Group for Blood and
Marrow Transplantation) u European LeukemiaNet, Gbiin
paspalboTanbl JUArHOCTHUECKHE KDHTEPHM MHKPOAHTHONA-
THH, aCCOLLI/II/IpOBaHHOIjI C TpaHCH.HaHTaLU/IQIjI reMOIIO3THYECCKUX
CTBOJIOBLIX KJICTOK. ,HI/IHFHOS JOJIZKEH CTABUTHCA TTPHU HAJTHUUNH
BCEX CJIEYIOLIHMX KDUTEPHUER: KOJHYECTBO HIHCTOLHMTOR B KDOBH
fogee 4 (%)7 BIIEPBHIC BHIABJCHHAA TPOAOIKUTE/IBHAA UKW TTPO-
rpeccHpyioniast TpoMGonUTOoNne HUs (KOJHYeCTBO TPOMGOLHTOB
menee 50 x 10°/1 unu cokpatenye KoauuecTBa TPOMOOIUTOR
ua 50% u Gosee); BHE3ANHOE U NOCTOAHHOE YBEJIHUCHHE aK-
tueHOCTH JIJII; cHIBKEHHE yPOBHS TeMOTVIOOHHA U/IH yBeJIHde -
HHe MOTPeOHOCTH B TPAHC(Y3HSIX; CHIXKEHHE ranToro61nHa B
chiBOpoTKe, ™

Knaccuukarms TTI npencrasiena B tat. |

Taénuua 1. Knaccudmkaums TpoMEoTUHeCKOW TPOMBOLMTONEHNYECKOW MYpNypbl, XapakTepucTUka NnedeHus oTaenbHbIX hopm

3 heKTUBHOCTL
Knaccudomkauma TTM Tepanusa b
M1a3Mo3amMeHbl
1. HacnegcteeHHas TTI (cungpom Upshaw—Schulman) CBeXe3amMopoXXeHHas nnasma
2. Mpno6peTeHHan TTI
2.1. gnonaryeckas TTM [Tnasmo3sameHa Bbicokas'
2.2. BropuyHas TTI
2.2.1. TTIN, cBA3aHHas ¢ 6epPeMEHHOCTLIO Mna3mo3ameHa Bbicokas
2.2.2. TTI, conpsixeHHas ¢ ayTOUMMYHHBIMW 6051€3HAMM IMMYHOCYNpeccuBHas Tepanus + nnasmo3ameHa CpeaHag’
2.2.3. TTIM, pa3suBLLasca nocne Npruema NeKkapcTBeHHbIX Npenaparos
2.2.3.1. TTI, BbI3BaHHAA 0CTPOM UMMYHOOMNOCPE0BAHHON JleKapCcTBEHHOW  [na3mo3ameHa Bbicokas
TOKCUYHOCTBIO (TUKNOMWANH, KNOMUAOMPEN, XUHUH)
2.2.3.2. JlekapcTBeHHas fo3o3asucuman TTIT (LMTOCTATAKM (MUTOMULIMH, OTMeHa npenapata Huskas
remumTabuH, uuknodocdan), MHrn6UTopbl KanbUMHEBpUHA
(umknocnopuH A, Takponumyc))
2.2.4. TTI Ha hoHe WHeKLMK
2.2.4.1. TTN, accoynmnpoBaHHas ¢ Escherichia coli 0157:H7 [Tnasmo3ameHa CpegHas
2.2.4.2. BY-accoumpoBaHHas TTM [Inazmo3ameHa + BbICOKOAKTUBHAA aHTUPETPOBUPYCHaA Tepanus cpeaHsan
2.2.5. TTM nocne TpaHcnnaHTauny opraHos W TKaHe# [Tnasmo3ameHa He nokasaHa (0TMeHa UuknocnopuHa A, nedenune PTIX,  Huskaq
MHeKLnK)
2.2.6. TTI Npu OHKOMOTN4eCKMX 3a60NeBaHNAX [Tnasmo3ameHa He NokasaHa (11e4eH1e 0CHOBHOTO 3a60MeBaHNA) Huakas

"Bhicokas achhekTBHOCTE — 70-90% peMUCCHI.
2CpenHas adheKTUBHOCTE — 0Kom10 50%.

JnchchepenynansHaa gnarioctiuka

Cospemennast auarnoctrka TTI1, Gasupyioiiascst Ha JByX
KPHUTEPHSIX, TPeOyeT UCK/IOUeHHsT 3a00JIeBAHUN, IPH KOTOPBIX
MOXKET OBITh FeMOJIUTHUECKAS] AHEMHUS U TpOM6OLLI/ITOHeHI/IH.

MeranoGaacrnas anemust. [ Ipu nepsom oGe/eioBaHuM Ma-
LIMEHTA C Meranaof/IacTHOH aHEeMHMEH MOXKET BLISIBJISITHCS aHe-
MHUA C MPHU3HAKAMU TeMOJU3d W MHUCTOUHUTAMH, TpOM6OLU/ITO-
nenusi, moBwiienue aktusHocTH JUII, ypoBHsi GraupyGuHa,
MeHTaNbHBIE HapyileHus. [Ipy 3TOH aHeMHH PeKo OLIBaeT re-
Mopparudeckuil cuuapoM. [l Hee XapakTepHBI MAHIIHTONEHHMS,
MaKpOLHTO3 1 THIIE PXPOMHST 3PUTPOLMTOB. JlMarnocTHKA Mera-
JI0O/IACTHOMH aHEMHH: ONPECJICHHE COACPIKAHHSA BUTAMHIHA B, 1
CbOJ'II/IeBOIjI KHCJIOTHI, METH/IMATOHOBOH KHCAOTH U T'OMOIIHMCTEH -
Ha B CBIBOPOTKE WM OGHapy:KeHHe Meranao6acTHOrO0 KpoBeT-
BOPEHHA B MUEJIOTPpAMME. Ho nesb3s 3a6biBaTh 0 TOM, UTO MPH

www.medprint.ru

TTIT Toke MoryT GBITH NPHU3HAKH Ae(uiuTa (HoMHEeBOH KHCJIO-
ThbI, BEI3BAHHBIC T€MOJIU30M.

Cunapom Isanca. XapakrepuayeTcsi COUETAHHEM AyTOMM -
MYHHOH TPOMOOLMTONEHHH M dyTOUMMYHHOH IeMOJIMTHYCCKOH
AHEMHN. B THMUYHBIX CAy4Yasix MOJOKHTeNbHasi npoba Kym6-
ca TOATBEIKAACT AMarHo3. Ho JjoxHOoOoTpHLATebHasT npoba
Kym6ca MoxeT 3aTpyAHHTL AMATHOCTHKY 3TOTO 3a60JeBaHHS.
JI7s1 3TOrO CUHAPOMA XapaKTe PHO OTCYTCTBHE LIMCTOLUTOB.

Mapokcusmanbaaa HouHas remorgodOunypus. Donesunb
MPOSIB/SIETCS TPOMOOLMTONEHHEH, BHYTPUCOCYIMCTHIM T'e€MO-
JIM30M W TPoMG03aMK (MBI HAG/IOAAIM OOJIBHYIO, Y KOTOPOH
B J1e6I0Te NMAPOKCH3MANbLHON HOYHOM TeMOIJIOOHHYPHUH TOC/e
BHYTPUBEHHOH yporpaduu pasBuiack OJHTYpPHUECKAs OCTPast
TMOUeUHasT HeIOCTATOUHOCTB, M0 TTOBOJY KOTOPOH MALIHEHTKa Jie-
YUJIACH B OTAENEHHH reMonuanusa ¢ grarnozom ['YC). [pu na-
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Jl. b. ®unaroe

DOKCH3MAJIBHOH HOYHOH TIeMOLJIOOMHYPHH [IHCTOLMUTOB HET,
AHEMHUS U TPOMOOLUTOINEHHST OGBIYHO COUETATCS C JIEHKOMEHN -
el. [UcTOMOrMYeCKOe MCCIe/l0BAHHE KOCTHOTO MO3ra, Kak Ipa-
BHJIO, BHISIBJSIET CHIPKEHHE KJIETOUHOCTH. JIHArHO3 MapoKCcu3-
MaJIbHAsT HOYHAS] TeMOIVIOGUHYPHST TTOATBEPKAAIOT CAXAPO3Has
npo6a, npo6a Xema, 0GHAPYKEHHOE TIPH HMMYHO(DEHOTHITHPO-
BAHMH CHIDKEeHHe MK oTcyTerBre skenpeccun CDSS n CDS9 na
SPUTPOLLUTAX.

Centunemusi, Bhi3BaHHas Gakrepusimu (B-CTPenTOKOKK,
MEHHMHTOKOKK ), BUPyCcaMH (LIUTOMEeraaoBupyc ), rputamu (juc-
CeMMHHMPOBAHHBIN acriepruines), pHUKKeTCHel (NsiTHUCTAsS
Juxopajka CKaJHCTEIX TOp), MOXKET TMpOsiBJSTHCT TPOMOO-
nuronenuelt (ocobenno npu JIBC-cuHapome), B T. u. 1 C re-
MOpPArMYecKUM CHHAPOMOM, MEMOJU30OM C HAJHUUEM IITMCTO-
LMTOB H TMOJHOPraHHOE HeJ0CTATOYHOCThIO. Jlist yTOuHeHUs
JIMArHO33 HeOGXOAMMEI TTOCEBEl KPOBH, PEHTreHOrpadusi Jjier-
KHX, TP00a Ha NPOKaJbIHOTOHUH. B HEKOTOPHIX Clydasx TPy/i-
HO W/IM HEBO3MOXKHO PA3IPAHHYHTE 3TH 3a60/€BaAHMS, B TAKOH
CHTYALHH 1IeJ1eCO06PA3HO HAUMHATH OJHOBPEMEHHO MJ1a3M034-
MEHY 1 aHTHOHOTHKOTEDAIIHI.

Hubdysubie G6o0e3nn COENMHUTENBHOR TKAHH MOTYT Jid-
BaTb K/AMHHKY, cxomuyto ¢ TTIL: TpomGoumronenusi, remo-
JI3, WHOMAA B COYeTaHMH C Jiuxopaakol, nopaxenuem [[HC
U MoUYeK. B mepByw ouepenp 3TO KacaeTcss CHUCTEMHOH Kpac-
HOM BO/TYAHKH. J[J15T CHCTEMHOH KPACHON BOUAHKM XapaKTe PHEI
KymGc-no3uTrBHas reMosiuTHueckas anemusi, LE-xknetxu, an-
THHYK/IeapHele anThTena. [1pu guddysHbix Go1e3HsIX CoerHH-
TeJIBHOH TKAHH BO3MOXKHA U BTOpHuHas TTI1.

JABC-cunppom. ITpu JIBC-cunapome Moxer GhiTh BhIpa-
JKeHHas! TPOMBOLMTONEHHUS], TeMOJIM3 C HAJIMYMEM [LIHCTOLHTOB,
NoJAHOpranHas HejoctatouHoeTb. Juddepenimanbaas 1HarHo-
CTHKA MPOBOJMTCS HA OCHOBAHHM JAHHBIX KOATY/IOIPAMMEIL Y-
sunenue nporpom6unosoro spemenu, AlITB u nonoxure/is-
HBlE TeCTHl napakoary/siiud. Ho jguddepeHiraims BO3MOXKHA
He Bcerza, T. K. npu TTTT moxker paszsusaTeest Bropuunsiil JIBC-
CHHJIPOM.

3noKkauecTBeHHAs apTepUalibHasl PUNEPTEH3Us XApaKTe-
pusyeTcst (hUOPUHOMAHBIM HEKPO3OM APTEPHOJ, TSKEJbIM CO-
CYIMCTHIM NopakeHHeM. KyMHUUeCKHe TPOSIBJAEHHsS 3/10Kaye-
CTBEHHOH ApPTEPHAJIBHOE THIIEPTEH3MM: TSKEJAs THIIePTEH3HS
(AJ] 2 200/140 mm pr. cr.), sHIE(AIONATHS, 34CTOHHAS Cep-
JIEYHAs] HEJIOCTATOYHOCTh, OCTPAasi MOYEYHAs] HE0CTATOUHOCTS,
OT€K JICKaA 3PUTEBHOr0 HEPBA. 3/I0KAUECTBEHHAS apTepHA/b-
HAs1 THIe PTEH3UST MOKeT ocs10xKHsIThest MATA 1 TpomGorurorne -
Huedl. Hasmmune y Takux G0JIbHBIX YeTHIPEX 31€MEHTOB MEHTA/bI
TTIT (MATA, TpomGoiuTOneH s, HEBPOJOTHUECKHE HapyIie-
HHSI, OPAXKEHHE M10YeK ) OCIOKHseT anarHocTuky. TMA moxer
BO3HHKHYTB ¥ 1pH Gosiee HuakoM AJl, u 6e3 oreka jucka 3pH-
TesibHOro Hepea.® [Tocse Hopmanusauun Al npoucxoauT Boc-
CTAHOBJIEHHE TPOMOOLIMTOB U [IPeKpalieHHe reMosiuaa. Hacrora
BO3HUKHOBEeHHs: | % NaLMeHTos ¢ runepresauei.”’

Karacrpoduueckuii  aatadochonunuaneii  cuHapom
(KA®C). Brepsrie KAD®C proiesiunn R. A, Asherson (FOAP,
1992). Pan asropos npemnarawt pacemarpusats KADC xak
TMA ¢ anrudochosunuanbivu agturejsamn,® Jluarnoctnye-
ckue kpurepur KADC: BoseueHure, 1o kpaiuell mepe, Tpex
opranos/cucteM/Tkanell;  MamH(peCTalEs  OIHOMOMEHTHO
WM B T€UEHHE HEJIeJIM; THUCTONOIMYECKOe BhISIBJAEHHE OKKJIIO-
3MM MEJKHX COCY/I0B KAK MHHMMYM B OJIHOM OpraHe/TKaHu;
Ja00paTOPHOE TMOATBEDKIACHHE Ha uuust antTu(ocpomunms-
ueix anruten.’® Jna KADC xapakrepubl mopaxkeHue modyex
(78%), cepaua (66 %), nerxux (56 %), LIHC (50 %), xoxu
(50%), TpomGoTuueckue MaHU(ECTALNH, BKIKUAILINE M-
GOJIMI0 JIETOUHOH apTepuu W IyOOKMH BEHO3HEIE TPOMOO3,
JIBC-cunapom (25% ).% MukposackynsapHas MaHu(eCTaLys:
noueynass TMA, pecnupaTopHbIf JAHCTPECC-CHHAPOM, liepe-
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Gpa/bHble MUKPOTPOMGE! ¥ MHKPOHH(APKTH, MUKPOTPOMGHI B
muoxapae. JleTanbHOCTh OueHb Bhicokaa — 48%.51 B to xe
BpeMs M1a3Mo3aMecTHTe bHas Tepanus s(hexrusHa y 73 %
nawmento.® [lnagmosdamena npu BosuuknoBenuu TMA npu
KA®C cuuraercs repanueit nepsoit nunmnun. > KADGC, nporeka-
KN 6e3 TpOMOO30B KPYIMHBIX COCY/OB, MPAKTHUECKH HEOT-
smaum ot TTI1.8282 Yacrora BosuukHoBeHust: | % maiuenTos ¢
AHTU(POCHONUIHAHBIM CHHAPOMOM.?

Jleyenne

B HexOTOpRIX caydasix, 0COGEHHO MPH TIEPBHYHOM OCMO-
tpe, TTII HEBO3MOMKHO OTJIMUMTL OT HEKOTOPHIX 3a60/eBaHHN
(cericuc, 3/710KAYECTBEHHAST PUIIEPTEH3MS ), OJHAKO, T. K. Jede-
uue TTIT He MOKeT GBITH OTCPOUEHO, HAUMHATE TEPATHIO M/1a3-
MO3aMeHaMH CJIefyeT Ge30T/IaraTe/IbHO. Ee/n He HCKIdaeTest
HH(EKIIHST, TO HEOGXOIUMO TTPOBOIUTD B aHTUMHKPOGHYIO Tepa-
MUK, OJHOBPEMEHHO MPOJOIKAA BHITIOJIHATE AUATHOCTHYECCKHE
MePOTIPUSTHS. EC/H B MOC/IeIYIO1IEM BEISIBHTCS APYTOH AHATHOS,
TJIa3MO3aMEHEI CJIEAYeT MPEeKPaTUTL U OTKOPPEKTHPOBATD Tepa-
MU0,

ﬂHCCeMHHHpOBaHHbIe OTMyXOJTH TAKZKE MOTYT UMUTHDOBATH
TTII, nosToMy HEOOXOZUMO MCKJIFOUHTL OHKOJIOTHUECKYHO Ma-
TOJIOTHIO, IPOBOAUTL OHOIICHIO KOCTHOTO MO3rd, OCOOCHHO MPH
HeS(ﬁb(ﬁbeKTI/IBHOCTI/I MJ1a3MO34aMECHBI H dTHIIHYHBIX KJIHMHHYECKHX
POABJICHUAX.

[unepaparHocTHKA HA COBPEMEHHOM 3Talle 3HaHHH 00 3TOH
yrpoxKallel JkusH1 0Oe3HH, BepOATHO, HensbexHa. [ Ipu no-
jo3pennu Ha guarHo3 TTII or Bpaua TpefyroTest SKCTpPEHHBIE
MEPHIL.

[n1aBHBIH TMPUHITATL, KOTOPBIM JOJ/KEH PYKOBOJACTBOBATL-
CA Bpay MpH BO3HUKHOBEHHM BOMPOCd O BEPOATHOM AHMATHO-

3e TTII, — MpUHIIMIT MOJHHEHOCHOTO PEATMPOBAHMS: TEPATIHIO
c/lelyeT HaUMHATh He3aMeJJTUTE/LHO.
PanpomusnpoBatHoe HCCJIEIOBAHHE, IPOBEJIEHHOE

G. A. Rock u coarr. (Kaunanckas rpynmna acepesa, 1991), no-
Ka3aao 64mbinyio 3(hQEKTHBHOCTD M1a3MO3aMEHBI 110 CPABHE-
HHIO ¢ MHYSHSIMH CBEKE3AMOPOXKEHHOH MJIA3MBL [TOKA3ATE/b
BLDKMBAEMOCTH uepe3 6 mec. — 78,4 u 49 % cooTBeTCTBEH-
o (p = 0,002).77 I'lpu nnasmadepese yaansdeTcss HHTHOUTOP
METaJJIONPOTENHASEl, A MPH BJHBAHMM CBEXKE3aMOPOXKEHHOH
N/a3Mbl HJIH KPHOCYTIEPHATAHTHOM M/IA3MEL TOT (hePMEHT BBO-
JIUTCST B OPraHH3M.

Anropurm Jsievenust npuoGperennofi TTIT npusesnen Ha
puc. 1,54 57eMenThl, BK/IIOYEHHBIE B OTJE/IbHbIE PEXKHMBI T€PA-
rmu TTI1, Bhie/IeHbl TyHKTHPOM.

bBasucnasi tepanus TTIl. Hauare neuenue xenaresb-
HO B TeUeHHe MePBHIX CyTOK OoJe3HH. Teparus Jo/KHA BKIIIO-
yaTh NAa3Mo3aMelly — maasmadepes B ooneme 40—60 ma/xr
B cyTkE.'® HeoOxonumbill 06beM [1/1a3Mbl [IPH MACCE TeJia 11a-
muenra 60 kr cocrarmasger 2400—3600 mn B cytkru. B ciyuae
HEBO3MOXCHOCTH HeMeJ/IEHHOH TM1a3M0O3aMeHhbl ClIejlyeT Mpo-
BOJMTH MH(Y3UKM GOJBIINX JI03 CBEXKE3AMODPOKEHHOH I1/1a3Mbl
(nmu kprocynepratanTHoit) — 25—30 mai/kr B cytku. [To 3¢h-
(heXTHBHOCTH JIAHHAST Tepanusi B GOMBIIMHCTBE CIyYaeB CO-
[OCTABHMA C IJIA3M03aMeHOH, ofHako okoso 30 % GOJbHBIX
HY2KJIAI0TCST B MEPEBOJie HA M/1a3MO3aMeEHy H3-3a IMeperpysku
KUAKOCTBEO. 8

Hecmorpst Ha TO uTO He J0Ka3aHa HEOGXOAUMOCTD MPHMeE-
HEHHUsT IIIOKOKOPTHKOCTE POMIOB U 1€3ATPEraHTOB MPH JeueHHH
TTII, mHOorHe peKOMEHAYIOT HCIONB30BATH PEIKHMEI TEPAMHH
HAPSYLY C [/1A3MO3AMEHOH, BK/IIOYAST HX TEM CAMBIM B GA3HCHYIO
TEPATHIO.

[J1I0KOKOPTHKOCTE POMJIBI, YUUTHIBAS CBEEHHUST O POJIH dyTO-
AHTUTEJ B PA3BUTHH GOJIE3HH, IPUMEHSIIOTCS B KAYECTBE HMMY-
HOZlenpeccanToB. HekoTopeie peKMMBI B JIOMOJHEHHE K T17133-
Mo3aMeHe ¢ mepBoro AHs jedenwst TTII mpemycMaTpHBaioT

KomHIYECKAA CHHOTEMATOJICTHA
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TpoMGoLMUTDI
>50x10°/n

(HauuHasa ¢ nepBoro AHA

BasucHas Tepanus

AVarHoCTUKK)

'

i [OesarperaHThbi:

i AueTuncanuuunoBas
! KucnoTa

; +/-

i Aunupupamon

N3" (40-60 Mn/kr Macchl B CyTKM)

C3M%CynepHaTaHTHas nna3ma
(25-30 MI/KT Macchl B CYTKW)

exXeaHeBHO
HJIH

FMroKokopTUKocTepouabl

|

OueHka acppekTa
Yepes 7 aHew M3

y

Mnoxon oTBeT

Xopowunn oTBeT:

rnIOKOKopTVIKOCTepOVI,D,bI

(ecnu He BblNM Ha3HaveHbl HA NepBOM 3Tane)

N3 (yBennyeHue o6Lema B 2 pasa)
+/-

- HOpManuaauus
HEeBPONOrMYeckoro cTarTyca;

- BOCCTaHOBIIEHUE YPOBHS
Tpom6BouuTos (>/= 150x10%/n);

- Hopmanuaauua yposHa JAT;

| BUHKpUCTUH/

I Uuknodochamua/
i LUmknocnopuH A/

I Putykcuma6/

I CnneHakTomus (?)

- cTabunusauns ypoBHst
remornobuHa

npO,D,OH)KEHVIe Tepanuun
KaK MUHUMYM 2 oHA

KoHconugupyrowasn
Tepanus

(2-3 pasa B Heaen)

|
|
|
|
]
| cHuxeHue wacToTbl M3
1
1
1

A

KoHTponb
yepes 30 aoHen

'

A

Pemuccus

Peungus

OTcytcTBUE
CUMNTOMOB 60ne3Hu

I3 — nmasmosamena, “C31T — CBE)KE3aMOPOXKEHHAS III1a3Ma

Puc. 1. Anroputm Tepanuu npuoGpeTerHon TTT1

MpUMEHEHHE NTIOKOKOPTHKOCTE pOOB (Mpe k30100 1 —2mr/kr
MaCChI TeJ1a ) HiIH MY/IBC -Te PATIHH MEeTHAPeAHH30a0HoM (1 T B/B
3 mus1).*® Paas npOTOKO/IOR JIeUe HHsE PEIYCMATPHBAET HCIIO/b30-
panne ux npu unmonarnyeckot TTI1 ¢ mepeoro must Teparu., '
[opmMoHOTEPATIHIO MPOIOJEKAIDT 0 NOJyYeHH s [TOJHOTO OTBET,
34TCM HAYHHAKT MCJICHHOC CHHMXKCHME J03Bl 10 MOJIHOH OTMe-
Hel. MMerores JAaHHBIE O PDE3YJBETATUBHOCTH MOHOTEDATIHMK TOP -
Monamu mpu jerkux popmax TTIL.18

AnrturpoMGonMTApHEIE  ATEHTH  (Jle3arperaHthl).  HHU3-
KHE JIO3HI aleTHACATHIIIOBOH KueaoTr (75—375 Mr/cyT) Mo-
TYyT HA3HAYATBLCS, €CJAM KOJAMUECTBO TPOMOOLMTOB OGOJbLIE
50 x 10°/1,*%%% yacro B coueranuu ¢ aunupugamonom (400 mr
B CyTKH ).%

B Hacrosiinee BpeMsi AKTUBHO H3yUaeTCs 11e7eC006PA3HOCTD
IIPHUMEHEHHST PUTYKCHMADA B KAUECTBE NEPBOH JIMHUK TeDANHH Y
GosbHEIX HauonatHdeckol TTI1 B gononHenue K nia3Mo3aMene

www.medprint.ru

H IIOKOKOPTHKOCTE pPOUaaM. | [pesiBapuTe/ibHble IAHHEIE MHOTO-
[IEHTPOBOTO HEPAHOMH3MPOBAHHOTO HCCIE0BAHUS CBHIETE/ b-
CTBYIOT 06 YMEHbIIeHHH 1011 NalneHToB ¢ pedpakreproit TTT1
M CHHM2KEHHH KOJIMYECTBA PELMIMBOB TIPH JI06ABIEHHH PUTYKCH-
Ma0a K 6a3ucHOM Tepanu. 5

TpaHcdysnu 3pUTPOLIUTOB NPUMEHSIIOTCS MO KJAHHUYECKHM
noKazaHusiM. TpaHcdysuu TpoMGOIUTOB OGBIYHO POTHBOIOKA -
3anbl! OHH MOryT yewanTh TpoMGOOGPA3OBAHKME M MPHBECTH K
rubesn nanrenta. [ [poBOjsITCs JIMIIb NPH YTPOXKAIOLINX 2KH3HHU
KPOBOTeueHusix. [ [pu reMo/in3e BO3HHKAET Ae(uinT honHeBOH
KHMCJIOTHI, TIO3TOMY, 110 MHEHHIO Psiia HCCJIe/oBATe e, npemna-
paT 1ejieco06pasHo HasHauaTh seeM narpentam ¢ TTTT4 Yacrs
GOJIBHBIX C TTOYEYHOH HEJIOCTATOYHOCTBIO HYK/AETCs B ITPOBEjIe-
HHH PeMOJIHATH3A.

Ouenka orera Ha tepanuio. IP(eKTHBHOCTL GA3HCHOM
TepaMnK OLEHUBAIOT Yepes 7 aHell neuenus. KonnuecTBo TpoM-
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GOLMTOB — HaubO0JIee BaXKHBIHA [APAMETD OLECHKH De3yssTard
teparnud. OTBETOM Ha TePAIHIO SIB/SIETCs yCTPAHEHHE HEBPOJIO-
THYECKUX CUMIITOMOB, HOPDMaAJIN3alllA KOJIHUIEeCTBd TpOM6OLU/ITOB
(= 150 x 10°/1n), BoccTanoRAeHKe akTuBHOCTH JIJIT, cTabmmm3a-
M1 YPOBHSI FeMOIVIOOHHA.

Cuuraercsi 11e71ec006pA3HBIM OCYIIECTBASATh [/IA3MO3aAME -
HBI €XKEJHEBHO JI0 MO/IyUeHHsl OTBETA HA TEPAIIHIo, 3aTeM ellle
B TeueHHe Kak MHHMMYM 2 nned.*® Her kiaunuueckux napame-
TPOB, OTNIPEACIANIIHNX OTITUMAJBHYIO MPOAO/RKUTE/IEHOCTE TEPA -
nud. BosbHbiM ¢ Tskenbiv aeduiprom ADAMTS-13 (< 5%) B
MOMEHT MOCTAHOBKH JIMATHO3a H3-3a 4aCThIX 060CTPEHHE HE0G-
XOIFMA MOCTETIEHHAs OTMEHA MTa3mo3amen.?

[Tocse npuHSTHST PelIeHMs] O MPEKPALEHHH 1/a3M03a-
MEHBI CJIe/lyeT 0COGeHHO BHUMATEJBHO CJEINTh 33 JHHAMM-
KOH TpoMGoIuToB. [loc/ie OTMEHBI Maa3MO3aMeHbl THITHYHO
KpakiHe ObicTpoe OGOCTPEHHE, TIPOSBJSIONIEECs CHHUMXKEHH-
€M KOJMYeCcTBa TPOMOOLUTOB W Tpebytollee BO30OHOBAEHHUS
eXKETHEBHOH MJIa3MO3AMEHHON Tepanuu (yactoTa BO3Bpa-
ta Gomesnn — 29—82%). BoaMOXKHOCTL OTKA3a OT [71a3-
MO3AMEeHBl ¥ KaXKI0r0 KOHKPETHOrO TALMEHTA ONpeae/IsieTes
ONBITHBIM TyTeM. '

Takue 060CTPeHHs BOZHHKAIT Y 7 % GOJBHBIX ¢ GhICTPhIM
MOJTHBIM OTBETOM Ha Jieuenue (IOJIHOe BOCCTAHOBJEHHE Ha D-F
JIeHb TEPAIKH ), y MAIHEHTOB XKe ¢ 00/Iee MEUIEHHBIM OTBETOM
yacToTa Nofo6HbIX 060cTpenuil nocturaet 77 %.%

Kounconunupyromas repanus. C 1e/1bi0 TPEAOTBPAIIEHHST
YXYAIIEHNUSA COCTOAHNA 60JBHOTO B HEKOTOPBIX KJIMHUKAX TTOCJIE
MOTYyUEHUA OTBETA NMPOBOAUTCH KOHCOIUANDYIONIAA Tepanud —
CHUXKEHHE YaCTOTHI MTa3Mo3amer 10 2—3 pas B Hezesio.% Kon-
COJIMJIALIMSA BBITIOJIHACTCH B TeueHue 2—4 Hej.

ObGocrpenne xapakTepU3yeTcss HAPACTAHHEM TPOMOOIH -
TOTIEHWH, BOSHUKHOBCHHUEM JADYTUX CHUMIITOMOB foJIe3HH NO-
cjle TMOJydeHHsl OTBETA HA Tepanvio Ha (DOHE MpOBeAeHHs
M/123MO3aMEHbI, BO3BpPAlIEHUEM TPOMGOLUTONEHHH T10C/Ie
OTMEHHI 1/1a3M0O3aMeHHl B TeueHue Mecsana. OGocrpeHne Tpe-
Gyer uHTeHCH(UKALMK JedeHust. [1pu pa3BuTHu o6ocTpenus
Ha (hOHe NpejHH30JI0HA 0KA3aHA G0JIee UHTEHCHBHASI HMMY -
HOCYTIPECCHBHASA TE€PAMsA, HAIPUMED IIPHMEHEHHE PHTYKCH-
Maba."

Pedpakrepnocts k Gazucnod tepanuu (mioxod oteer)?
(ukenpyercst nocsie 7 jHER JIeUeHHs TIPH HAJIMYHMM € PCHCTH-
pytotet rpomGonuronenuy (< 150 x 109/1) wiw nopbime o
aktueHOCTH JIJIT.4°

Jleuenue pedpakrepuoit Gonesnn. Her eauHod TaxT-
Ku JieueHust naiuenTos ¢ pedppaxrepHoit TTIL. [pu orcyrersun
3(erra OT MIA3MO3aAMEHBI 11€/1€CO00PA3HO YBEJHUHTD 0GBEM
3amensieMoil nyiasmel B 2 pasa.’® Ecau g0 31010 5Tana Tepanus
HE BKJ/IIOUA/A TJIIOKOKOPTHKOCTEPOHAOB, MOCIe (PUKCAIHH ped-
PAKTEPHOCTH OHHM HA3HAYAKOTCA. '® B DA3HBIX IPOTOKO/IAX K [1/143-
MO3aMeHe H IMIFOKOKOPTHKOCTE POMIAM 100ABISIIOTCST MMMYHOCY -
MPECCHBHEIC NTPETIAPATEL.

Bunkpucmun. Tlpu nevenun pedpaxrepHoét K mjias-
MO3AMECTHTE/IEHOH Tepanuu GOJIe3HH MCIOJb3YIOT BHHKDH-
crud. Pexum [: 4 Beesienus no 1 mr vepes 3 jqusi (1, 4, 7 u
10- aum ); 226768 pesxmm 11: 0,02 mr/xr (1, 5, 9 u 13-3 mm); pe-
kM [11: 2 Mvr — 1 pa3s B uegenmo;® peskum 1V, nepseiét Kype:
l-#i e — 2 mr, 4-8 u 7-8 tau — 110 | Mr, uepes Hee o npo-
BogsT BTOPOH Kype.®® OTeeT orMeuaercs mocsie mepeol Hene-
JIM TEPANUH, HHOTJIA — Y2Ke yepes 2 JiHsi [10C/1e TePBOH HHbeK-
UK BUHKDUCTHHA.

Huxnogochamuo.®® Exennesnoe prenenue 1ukaodoc-
pamuna (1,5 mr/kr) wam nyase-tepanust (1 r/m2) gator sdhext
TIPH TSRKEJIOM TeUeHHH, pe(hpaAKTEPHOM K I/1A3MO3aMEHE.

Hurnaocnopun A0 Hecmotpst Ha yeejnueHue pUCKa
BO3HUKHOBEHHUA TOCTTPAHCIJIAHTAIIMOHHBIX TMA npu Jieve-
HHM LMKJIOCTIOPHHOM, MMEIOTCSl CBEJIEHHSI O ero pesyJibTa-
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THBHOCTH TNPH TsKe/0# pedpakreprocty. Pexum I: 2—3 mr/
Kr Macchl Tesia; pexkum 11: 5 mr/xr; pexxum I11: 150 Mr B cyr-
KH. KJHHHYECKUH ¥ reMaTONOrHYeCKUI OTBET OTMEYAeTes ue-
pe3 7— 14 muelt mocsie Havana npuema npenapata. Lluknocno-
pun A Hopmasuzyer ADAMTS-13, npuBOAHT K HCUE3HOBEHHIO
uHruouTopa. OnTrMasbHast MPOAOIKHUTENBHOCTE TEPAITHH He
onpesesena,*® Xors, Mo MHEHHIO HEKOTOPBIX aBTOPOB, OHA CO-
crapgsier 6 mec.”

Pumyrcuma6.”® Ha npoTskennn NOCTEHIX IET B 3a-
pyGeKHON HAyuHOH JuTeparype MyGauKOBaIUCh paGoThl, ONH-
ChIBAIDIIIME YCIIEelHOe TPHMeHeH e puTykcuMata (1 pas B Heje-
710 10 375 Mr/M2, 01 2 10 13 BREACHNH) B COUCTAHHH ¢ Ga3HCHOH
Tepanuedl npu Tsekesolt pechpakreproit TTIT B manbix rpyr-
nax GOJbHLIX. BpeMs 10 oTBeTa mMoc/e MepBOH 03I Mpemna-
para B cpeaHem cocrasasier 10 nueit (5—32 nueft). Ectb jan-
HBIE O COXpAHEHHH OTBETA MOC/IE JIUCHHS PUTYKCHMaGoM Bosee
79 mec.™

Jlns xeHnuH fetopoaHoro so3pacra ¢ TTI1 B kauecTre 10-
MOJIHUTEBHOTO K GA3HCHOH Tepanuu MMMYHOCYNPECCHBHOTO
npenapaTa MNpeAnouTHTe/IbHEE HA3ZHAYATL PUTYKCHUMAO,® uem,
HATIPUMED, LUTOCTATHKH.

Pemuccust onpenesisieTcst Kak yeTpaHeHHe CHMIITOMOB H He -
Bo306HOBeHNE HX B Tevenne 30 qHed mpu npekpalieHut maas-
Mo3amenhl, '?

Penupus — Bosspamenue TTIT nocse poctHzkeHus pe-
muccun. Jina TTIT 6omee xapakTepHO OHOKPATHOE DELHAN-
BHPOBAHME, XOTSI MOTYT BO3HHMKATb M MHOXKECTBEHHEIE pe-
LMIMBBL C HEPEry/AsPHBIMM HHTEPBAJAMH. DOJIBIIMHCTBO
(ukcHpyeTcs B TeueHHe rojia, uepes 4 roja nocse Havasna 6o-
JIE3HH PELMHBEI Pa3BHBAIOTCS peako. OIHAKO OMHUCAHB Iy -
yan BO3Bparta GOJIE3HH M yepes 13 Jier 1oc/e nepBoro Iu-
3o1a 3abonepanus.’%3* Yacrora peuuauMea y MaLMEHTOB,
JOCTUrHX pemuccud, — 11—36%,!%%7 mpu oraenbHbIX
popmax — 50—70%.° Y GobIIMACTBA MALMEHTOB C THAXKE -
abiv geduipron ADAMTS-13 (< 5%) B no/HOE pemuccHu
BosHuKaer peruaup.’® Hapuuwe anrures k ADAMTS-13, Bhi-
SBJIEMBIX JTUIIb Y 9aCTH 60MbHEIX Hanonatudeckos TTII ¢ ta-
wkeabim geduinrom ADAMTS-13 (< 5%), — thakrop pucka
passuTHs peruanBa.’’ B rpynme nanmMeHToB ¢ BBICOKMM TH-
TPOM AHTHTEJ B MOMEHT JIMArHO3A YACTOTA PEIHMBA COCTAB-
nsiet 47 %, NP HU3KOM H/IH HEOTIDEJEAEMOM YPOBHE aHTH-
tes K ADAMTS-13 — 5%.78

PenuauBupoBanye kaxible 3 Hel. XapakTepHO JUIsl Ha-
caencteennott popmer TTIT (cummpom Upshaw— Schulman).2
B pse ciyuaen 3aGoseBaHue NPOSIBJASETCS Y B3POC/BIX Ha
(bore mHbeKIMH, ONEPATUBHOTO BMEIIATENBCTBA, GepeMEHHO-
CTI/I.5’1O’49

UuaukaTopel uisi paHHedl AMArHOCTHKA PENUAMBA TPH
nauonarnueckoil TTI1. Posb pesynsraTor OLleHKH aKTHBHOCTH
ADAMTS- 13 v Hajnuust aHTUTE/T K HEMY B IMACHOCTHKE PEIH-
JIMB& HAXOJUTCS B CTA/MM H3yueHust. B nocsieiHye rojsl nojyue-
HBl IAHHBIE, CBHJIETEJICTBYIONIME O CBSI3H HU3KOH AKTHBHOCTH
ADAMTS- 13 (< 5%) u Hamuuus antured (1gG) k Hemy y 60sb-
HBEIX B PEMHCCHH C BHICOKMM PHCKOM peliuauBa. B HeGosbimx
rpynnax GOJbHBIX MOKA3AHO, YTO MOHOTEPAIHsS PUTYKCHMAGOM
(1 undysus B Hesenio no 375 mMr/m’ 4 paza) MPHBOMT K HCUE3-
HOBEHHIO aHTHTE/I, BOCCTAHARMHBAET AKTHBHOCTE ADAMTS-13
¥ TIPEYTIPEKRAAET PASBUTHE PEIHANBA. > ITH OOHAMEKUBAIOIITHE
Pe3YJIETAThI HyXK/AIOTCS B [IOATBEPAKAEHHH B X0J1e GOJBIINX PaH-
JIOMHU3HPOBAHHBIX HCCJIEI0BAHH.

Kpome Toro, o 1aHHBIM, [OJIy4EHHBIM B MAJbBIX IPYIINAX 14~
[IMEHTOB, MOHHTOPHpOBaHHe akTuBHOCTH ADAMTS-13 1 antu-
TeJsl K HeMy ¥ G0JIbHEIX TTocse ocTporo smu3ona 1111 nossosser
BBISIBUTE NALMEHTOB C HAYMHAIOLIAMCS PeLiuBOM. HasnaueHne
pUTYKCMMa0a B JIAHHOE CHTYALIMH HOPMAJIH3YeT aKTHBHOCTh AD-
AMTS-13 u camxkaer TUTpo! anTHTe 1.0
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Jleuenne penmausa TTII. Jleuenue peunauea anajgoruuHO
HauaJbHOM Tepanuu U B OOJBLUIMHCTBE CJyYaeB yCIelHo 61aro-
JAps YCKOPEHHOMY MPOLECCy AMATHOCTHKH H OTePAaTHBHOMY pe-
IIEHHIO BOMPOCA O TIPOBEJIEHHH I/IA3MO3AMEHH!. JleTanbHOCTb
TPH PeLMHBAX MUHMMAJIEHA.

lMpodunakruka pennauea. C 1e/1bI0 CHIKEHHST PUCKA Pe -
LMMBA [PUMEHSIETCST CIVIEHIKTOMHSI, POJIb KOTOPOE B JIEUEHHH
TTIT no cux nop auckyrupyercsi. CyliecTByioT AanHsie 06 3¢-
(exrurocTH crenskromun®®? mpu perpuse TTI1, a Takke
npH pehpaKTEPHOCTH K M/IA3MO3AMEHE.

B nocsienHee BpeMsi MOSBHJIMCH MATEPHAJIbI, CBHIETE/b-
crByloliHe 00 3hpeKkTHBHOCTH purykcuMata npu npoduiak-
tike petpusa TTTT.72728083-88  ygery nanenTos, JIUHBIIIHX-
¢ TIpenaparoMm, HopMaiH3oBasach aktusHocTh ADAMTS-13
(OIHAKO He y BCeX OHA MOJIEPKUBANACH ) M GBIIO OTMEUEHO MC-
ye3HOBeHME auTuTesl K Hemy.”” TIpeinpuusiTa NONbITKA pelie-
HHST BOTTPOCA O MPOJ0JBKHTENBHOCTH JIEUeHHs] PHTYKCUMaG0M Ha
ocuose pesynsraTtor ouenku akrusaoct ADAMTS- 13 u nau-
gug anturest kiacca [gG k nemy.®’

Jleuenne nacnencrsennoin TTI. Mudysuu miasmer (5—
10 m/kr) kaxspie 2—4 Hejl. Ge3 M1a3Mo3aMeHbl JI0JKHbBI Tpe-
JIOTBPAIATH BO3HUKHOBEHHE pelpiusa, >

Cosnan pekomGunautubibl uejopeueckuit ADAMTS-13,
KOTOPHIH IAET MOJMOKHUTENbHBIA 3D]eKT NpH 100aBI€HHH K KPO-
BM GosibHOTO ¢ BpOxkaeHHOH popmodt TTT1, nanHele nosydeHs in
vitro.®

Xapaxrepucrika Tepanuu oraeasHex popM TTIT nprsese-
Ha B Tabm. 1.

J@HaMuKa CHMIITOMOB B NpOIECCe JiedeHus. Yiydiie-
HHe HEeBPOJIOrMYECKOH CHMNTOMATHKH HAG/I0AeTCs] yepes
| =7 nueit mocsie Havana Tepanuy, MeJMaHa BpeMeHH BOCCTa-
HOBJIeHHs cocTapser 3 aus. CHmkenue aktupHocTH JIIT Ha
50 % npoucxour uepea 1 —20 jHefl, Nepuoj HOPMAJH3ALMH
kojeBercst B npeesax ot 2 g0 22 mued. Pocr xosuuecTBa
tpoMBoumTos 10 50 x 109/1 oTMeuaetcs uepea 3—28 auef, me-
DHOJL YBETMUEHHs KoJTHuecTBa TpoM6oruTos 1o 150 x 10%/n —
3—32 nust. JIasi CylecTBEHHOTO CHIXKEHHS YPOBHST KDEATHHHHA
Tpebyercs ot 2 10 35 AHel, A BO3BPATA YPOBHS KpeaTHHHHA
K 6a30BOMY/HOPMAaNbHOMY Heo6xomuMo 8—36 He.” Kiunu-
YecKHe CUMITOMBI HCuesaior B Teuenne 24—72 v nocsie Hava-
JIa 1J1a3MO3aMEHbI, MPEJIIeCTBYsl 'eMATOJIOTHIECKOMY OTBE-
1y.% JlJ1st yeTpaneHust CHMITOMOB G0/1€3H1 TpeGyeTest 0T 3 /0
36 nnasmozamen.*

Mayuaercst BOBMOXKHOCTD MCTIO/Ib30BAHHST PE3YJIBTATOR AHA-
smza akrusHoetd ADAMTS-13 v Ha/Muust aHTuTeN K HEMy B
OlLleHKe OTBETA Ha Tepariuio. B Ma/IbX rpyrnax GobHbIX M0JIyYeHbl
JIAHHEIE O CBSI3H Ha/IMuMsi HHrHOUTOpa (anTuren K ADAMTS-13)
B MOMEHT JIMArHO3A ¢ 60/iee MeyIeHHBIM OTBETOM Ha I/1a3MO034-
MeHy, peppaKTepHOCTBIO W PAHHER JIeTAJBHOCTHIO. DOJIBHBIX ¢
BBICOKOH akTHBHOCTHIO MHrHOMTOpa ADAMTS-13 npexnonara-
€TCsl PACCMATPHBATE B KAYECTBE KAH/IM/IATOB JUIs1 [IPOBENEHHs 60-
Jlee HHTEHCHBHON HMMYHOCYIPECCHBHOM Teparuu,’ %

Bo3moikHbIE OCJIOXKHEHHS TIPH MPOBEAEHUN JIA3MO3a-
MeHBI:'>15 0CIOKHEHHS, CBA3AHHBIE C LEHTPANBHBIM BEHOS3-
HBIM KaTeTepoM (mHeBMoTOpake/remopparku — 4 %, uH(pex-
upn — 15 %, tpom6o3er — 10 %); annepruyeckue peaxiy,
06yc/IoBJIeHHbIE BREJIEHHEM T1a3Mbl (4% ); OC/I0KHEHHS, BbI-
3BAHHBIE BBINOJHEHHEM AMNNAPATHHIX athepesoB (yMeHblleHHe
06'beMa LIMPKY/IMPYIOLEN KPOBH, A/IKAJIO03 ); HH(EKIHH, CBSI3AH-
HBlE C TpaHC(y3HeH M1a3Mbl; MOCJAEACTBHS UTPATHO TOKCHY -
HOCTH (11apecTesuu, Cy[0pOrH WM TETAHHsT MPH PA3BHTHH TH-
MOKAJbIEMHN ). JIeTalbHOCTh, CBA3AHHAS C M171a3M0O3AMEHAMH,
cocraesier 2,4 % .9

Houarocpounbie pesynbrarhl Tepanud. HecMoTpst Ha Ha-
JIMYME BCEX NAPAMETPOB PEMHCCHH, BOCCTAHOBJIEHHME HE BCeT-
Ja GbIBAET TIOJHBIM: T0CJ/Ie CePhe3HOr0 MIIEMHYECKOro Mopa-
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JKEHHsT TOMIOBHOTO MO3Ta B HEKOTODHIX C/AYYASX COXPAHSIIOTCS
ocratouHble HamMeHeHHs (4,76 %),% y aHaunre1bHOM uacTy na-
ITHEHTOB OTMEUAETCsT CJIA00CTh, YXYAIIeHHe TTAMSITH, TOJOBHAS
Gonb.> Otu noc/eACTBHs NyGOKOH CUCTEMHON HIEMHE MOTYT
HAGMIONATHCS HECKOIBKO JIET, K CUACTBIO, Y MHOTHX TIATIHEHTOR
HacTymnaer yayuiienue. [1pe Tske oM TOpAKEHHH MOYeK ¥ Psita
GOMBHBIX MOMKET PA3BHTHCS XPOHMUECKAS] TOUEUHAS HEI0CTa-
TOYHOCTB.** [lepercTupyionine KapauanbHble HAPYIITEHHsT MOTYT
HMETh MECTO T0C/Ie BHI30POBJIeHHS,

K rpynme TpoMGOTHUECKHX MUKPOAHTHOMATHE OTHOCHTCS

IyC.

TEMONUTUKO-YPEMUYECKUIA CUHPOM

Cunnpowm srepeeie onucan C. E. von Gasser u coasr. (I1sei-
napust, 1955) y nereil ¢ npoapomMoi B Bue KPOBABOH AHAPEH,
¢ tpomGouuronennei, MAT'A u ocTpoit nmoueuHol HepocTa-
TOYHOCTBIO. YCTAHOBJIEHA CBS3b CHHIPOMA C SHTEPOreMop-
paruueckobt Escherichia coli, nponyuupyoines MHraToKCHH
(B3aMMOCBsI3b CHHIPOMA C HH(bekLHel BrisiBaena M. A. Kar-
mali u coapr. B 1983 r.). Boabuwmnerso ciyuaes (80 %) pbi-
apano ceporunom E. coli O157:H7. Kpome toro, npuuu-
Ho#t ['YC Moryt GbITh Apyrue CepoTHIbl KHIIEYHOH NajouKH
win Shigella dysenteriae muna 1.° 3naunrtenbuo pexe 3a-
fo/ieBanre BO3HMKAET Yy B3POC/bix naipentos. [YC mo-
JKET Pa3BUBATHCS BCJIEN 3a auapeed (31a (hopMa TPAIUIIHOH-
HO o6o3nauaercst kak J{* ['YC), HO BCTpeuaeTcs: U aTUIIHYHAS
(Gesnmapetinasi) opma (rax nassizaemeiit JI- [YC) ¢ Gosee
JIOXHM [TPOrHO30M.

Knaccudukauus ['YC npusenena B tadr. 2.

Tunnuaei FYC (I'YC, accormupoBatubiil ¢ HMranogao0HeIM
TOKCHHOM/ accomuupopantei ¢ auapees/II+ TYC). Dra dop-
Ma — kjaccuueckast, guarnoctapyercest y 90 % naimeHTos ¢ 310k
narosiornedl. OB11Aasi YACTOTA HIMIATOKCHH-ACCOIHMPOBAHHOTO
I'VC onenupaercs kak 2,1:100 000 nacesnenns B ron.*? Boge-
o1 B ocHoBHOM jaetd 10 10 jet.’ Muduiposanue npoucxoaur
yepe3 KOHTAMMHHPOBAHHYIO nuity W Bogy. CpeiHnil uHTepBall
MEXKJly HH(DHIIMPOBAHWEM KHIIEUHOH MAJOUKOH H GOJIE3HBIO CO-
crapgisier 3 just (1 —8 puedr).®

3atosieBaHre OGBIYHO HAYMHAETCS CO CHIACTHYECKOE GOJH B
JKMBOTE M IIOHOCA, KOTOPHIE B TeueHHe 2 jiHell CTAHOBUTCS KPO-
papbiM y 70% satGonermnx. TomHora ormeuaercs y 30—60 %
naupenToB, y !/, GombHex — smxopanka. KommueceTeo jief-
KOIMTOB B KPOBH, KaK Mpauso, rnopeiieHo. ['YC B Gonbliiuh-
CTBE CJIyyaeB JMArHOCTHPYETCs ueped 6 jiHed 1ocsie HAuana Ju-
apeu.”

Jlns sabosieBanust xapaktepHo octpoe Hauago MATA,
TPOMGOLUTONEHHH M TTOPAXKeHHs 110uek. [lodedHble cuMITOMBI
BKJIIOYAIOT MPOTEHHYPHIO, I€MATYPHIO, APTEPHANBHYIO THIIEp-
TEH3HI0 U oaurypHio/anypuio.” MHoria paspupaeTcs MOmHOD-
raunast narojiorust. [ lopaxkenue LIHC (sriouas uncyssr, cyuo-
POTH B KOMY ) BO3HHKACT y 25 % MaLUeHTOB, MOXKET I0PaKATLCS
ceparte, KKT, momkesynounas skejiesa, neyedn.*

JlaGopaTopHele MCC/IE0BAHUS BRISIB/ISIIOT HOPMAJIbHOE WK
HECKOJIBKO yiytnHeHHOe rporpoMGuHoBoe Bpemsi 1 AITTB. Co-
Jepxanie (QUOPHHOTEHA B MJIA3Me HOPMAJIEHOE MJIH [TOBBIIIEH-
HOE, KOHIEHTPALMs MPOAYKTOB Jierpafaiii (puBpHHa MOXKeT
Gtk yBesimuena. AxtusHocte ADAMTS-13 npu pannoit na-
ToJiorui HopMasibHast.® [Tpotyumpyoutyio wurarokcun E. coli
MOXCHO OGHADYXKHTH B KYJIBTYypax KaJja. B ucc/e/loBaTebeKux
Ja60pATOPHSIX POBOASAT CEPONIOrHYECKHe TECThI /ISl BHIsIBJIE-
nust antures K E. coliO157. Jluartos ycraHaBaHBaeTCst Ha OCHO-
BaHuK Tpuaasl: MATA, TpomGouHTONEHHS, TOPAXKEHHE TT0YeK
(ocTpast moueuHas HeJOCTATONHOCTh paseupaercst y 55—70%
GonbHbIX?).

Onrimanbaoe jieueHHe acCoMUpoBannoro ¢ auapeet [VC
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Ta6nuua 2. Knaccudukaums reMonUTUKO-ypeMUUeCKOro CUHOPOMA, XapaKTepucTuKa NiedeHust oTaenbHbIx hopm®2%

Knaccudpukauwa rye

Tepanusa

1.TYC, accoynnpoBaHHblit ¢ LUMTanofo6HbLIM TOKCUHOM (TUMAYHBIR/acCOLMMPOBaHHBIA C auapeei/17)

1.1. Escherichia coli

1.2. Shigella dysenteriae tuna 1

no

.T'YC, He CBAZAHHbIA C LUMTATOKCMHOM (aTUNWYHbIA/Ge3fnapeiHbIn/o)
2.1.TYC Ha choHe uHDeKuun
2.1.1. baktepun — Sireptococcus pneumoniae

2.1.2. Bupyc — B4

2.2. JlekapcTBeHHbIA [YC (MpoTMBOOMYX0/EBbIE Npenapartsl, aHTUKOAryAHTbI, UMMYHOCYNPECCUBHbIE Npenaparsl)

2.3.TYC, cBA3aHHbIA ¢ 6epeMEHHOCTLIO

2.4. Mocnepofoson MY

2.5.TYC Ha thoHe ayTOMMMYHHbIX 3a6051eBaHWIA
2.6. Wgnonatuyecknii MG

2.7. BonesHu perynauuyn KomniemeHTa

2.7.1. TeHeTn4eckme B0NE3HN PerynaLmm KoMnaemeHTa (MyTalum reHos aktopa H,
MemMBpaHHoro KodaktopHoro npotenHa (CD46), dakrtopa I)

2.7.2. TpnoBpeTeHHble 60Ne3HI PerynaunMn KoMnaemeHTa (aHtutena K caktopy H)

MoadepuBaioLLas Tepanua

MoadepKMBaIOLLAA TEPANUS + aHTUGUOTUKM

AHTUBNOTUKN (63 MNasmbl)

Tnasmo3ameHa

OTMeHa nekapcTea + naa3mosaMeHa

Tnasmo3ameHa

[Tnasmo3ameHa

JleyeH1e 0CHOBHOrO 3aoNeBaHns, Np CKB” + nnasmosameHa

[Tnasmo3ameHa

[Tnasmo3ameHa

nasmo3ameHa

"CKB — cucTeMHas KpacHas Bofl4aHKa.

BO3MOXKHO [1PH YCJIOBHH TIIATENBHOIO KOHTPOJIST GA/IAHCA HKHJL-
koctH, snektposntor u Al TTonoxurensusiit 3 Qexr or mas-
mosamenst mpu JIT I'VC ne nokasan.*® Poss antu6uorukorepa-
nun B iedennn naeximn E. coli ne onpenenena,®!

BuauwressHoil uactu (70% ) naumentos ¢ JIT TYC Tpety-
IOTCST TPAHC(Y3HH 3PHTPOIMTOB, B TMPOBEICHHH TEMOHATH3A
uyxaaercss 50 % GonbHbx. Bergnopasausaer 70—80% nereil.
Hecmorpsi Ha TO UTO JIETANBHOCTE Y MJIAJIEHIEB H MAJIEHBKHX JIe -
Tell B PA3BHTHIX CTPAHAX CHU3MJIACH, KOTJA AMAJH3 CTA J0CTY-
nes, Bee e 3—5% GO/bHBIX YMHDAKT BO BpeMsi 0cTPol (hasbl
Goneanu, y 12% pasruBAETCH TEPMHHAJIBHAS CTAJHST XDOHHUE -
CKOH MOYEUHOH HeCTAaTOUHOCTH, Y 25 % O0CTaeTest CHUMKEHHE
KIy60uxoBo# (huasrpatms (< 80 my/mum). %

Tunuunetét ['YC y B3pocsibix oTinuaeTcsi 60Jblies 4acToTo!
HEBPOMIOrHYECKHX OCTOMHEHHH U BHICOKOM JIeTaNbHOCTHIO (31 —
45%).94,95

Arunuunpiii TYC (TYC, He cBssaHHBIH ¢ IHraTOKCHHOM/
Geannapeimsii/1- TVC). Y 50 % nauuenron 6omeats 06ye/oB-
JIEHA TUCPETYAAIHEH B CHCTEME KOMIIIEMENTA, BRI3BAHHOH My-
rauuet paxkropos H, [, B, memGpantoro KopakropHoro npore-
una (CD46) unu ayroanturesamu K haxropy H.% Kpowme Toro,
JI- T'YC moxer passurbest Ha (oue undexiun (Streptococcus
preumoniae, BUY), nocne npuema JjekapeTs, Ha Qoue ory-
XO/IeH, TOC/Te TPAHCIUIAHTAIMH OPTAHOB M TKAHEH, BO BpeMs
fepeMeHHOCTH, MOC/Ie POJOB, MPH AYTOUMMYHHBIX GOJE3HSIX
(cHcTeMHAsT KpACHAST BOJIYAHKA, CHCTEMHAS CKIEPOAEPMHUS, aH-
THPOCHOMMIHAHEIE CHHAPOM ). Bo3MOKeH W MAMOTIATHYECKHI
arunmanabi TYC.%2

[Tpu arunnunom ['YC (wpuonatryeckudl, CBA3aHHbINA ¢ Ge-
peMeHHOCThIO, accolmuposannsiil ¢ BUY, npu nedunpmre dak-
topos H, I, CD46) 1iesiecoo6pasto npuMeHsiTh CBEKE3aMOPO-
JKEHHYIO MJ1a3MY MJIM TPOBOJHTD JIa3MO3aMeHy. TaKast Tepartusi
npu Geauapeiinom ['YC cauauia seransHocts ¢ 50 10 25 %.%
[Tporuos npu artunuunom ['YC xyxe, uem npu J1I IT'YC. Cemeii-
geie (DOPMBI YACTO PEIMIMBUPYIOT, B T. 4. MOC/IE TPAHCIIAHTA-
LMK Touek.?

O6ast xapaKTePUCTHKA TEPATTHH TIPH OTAEbHBIX (HOpMax
I'YC nana B tat. 2.
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3AKNHYEHUE

Knunuka TTIT ue umeer cnenpuueckux uepT, MOITOMY MalHM-
€HTBI MOTYT GBITh TOCMUTATU3HPOBAHEL B XUPYPrHIECKOe OTAe e -
HHE 110 IOBOY A00MHUHAIBHON GOJIH € MOL03PEHHEM HA OCTPbLH
JKUBOT, B MH(EKITHOHHOE — B CBSI3H C XKEJITYXOH M JTUXOPaKOH,
a TalkKe B PEaHUMALHOHHOE, HEBPOJOTHUECKOE M TepaleBTH-
ueckoe otnejenust. [pu puarnocruke ['YC, kax npaBusio, Bo3-
HHKAET MeHbLIe IPOOJEM, T. K. [IDH PA3BHUTHH OCTPOU MOUEUHOH
HEI0CTATOYHOCTH GO/IBHBIC OCMATPHUBAIOTCS BpauaMM OTHAeJe-
HH$1 TeMOJHA/IN3E, KOTOPbIC 3HAKOMEL ¢ JaHHOH NATOJIOrHEH.

[Ipu oBHapy:keHHM TPOMOOLMTONEHHH HEOOXOAUMO 06pa-
THTh BHUMAHHE HA HAJIMYKME P€MOJIN3a, d [IPH BhISIBJECHHH HEHM -
MYHHOTO TeMOJIN3a CJIeyeT ONPeNesHTh COle PKaHNe IHCTOLHN-
TOB.

Pexomenpyemuie 1a60paTOPHBIE HCCICAOBAHMS IMOJHBIN
AHAJIM3 KPOBH (TPOMOOLIUTHI, UCCIE0BAHME MA3KA KPOBH, MOJ-
CYeT PETHKYJIOLMTOB), KoaryjaorpamMmma ((huGpUHOreH M TeCThl
NapaKoaryJIsili|H ), TeYeHOUHbIe POGHI, AHANN3 MOUYH, 3JIEKTPO-
JIUTHL, KpeaTuHuH, npofa KymGea, akrusnocts JII, ypoens
ranToryo6uHa, aHTHQOCONHITHHEIE AHTHTE/A, AHTHHYKJIeAD-
Hble AHTHTENA, CepAeUHEIe TPOIMOHHHLL. Bpauam-naGopaHtam
cnenyet obpauiath 0cofoe BHUMAHKME HA Ma3KH KPOBHU C MOBBI-
IIEHHBIM KOMHYECTBOM HIMCTOLMTOB. [1pn o6Hapykenun dpar-
MEHTHPOBAHHLIX 3PHTPOLIUTOBR MIPH UCC/EA0BAHHH Ma3Ka HeoO-
XOJIUM HX MOJICUET.

YC/I0BHEM TMOCTAHOBKH KJanHMYeckoro auarHosa TTI1 (npu
OTCYTCTBHM JIPYIHX MPHUKMH) SBJSETCS HAMHUHE KAK MUHHMYM
JIBYX CUMIITOMOB: TpoMGonuronenust 1 MATA.

[Ipu BosHmKkHOBeHUH Nofo3peHnst HA TTI] neobxoxumo He -
MeJJIEHHO HauaTh Tepanuio: niaaamosamena (40—60 m/xkr mac-
Chl T€J1a B CYTKH ) WJIH, 110 KpakHel Mepe, HH(Y3Usi CBEXKEe3aMO-
poxkeHHOH mtaambl (10 30 M1/Kr B CyTKH).

AxruBHoe uHhopMHpPOBaHHe Bpauel 06 0COGEHHOCTSX JIH-
ATHOCTHMKH W MPHHLHIAX JEUEHHsT 3TOTO OMAaCHOrO JUIs JKHU3HH
MalpeHTa 3a60MeBaHNs IOMAKHO CIOCOGCTBOBATE PAHHEMY BHI-
spnennto TTI, oGecneuenuio aeKBaTHOCTH HA3HAYAEMOTO Jie-
YeHHS.

KomHIYECKAA CHHOTEMATOJICTHA
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