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Oro 3aboneBanue Obulo BrepBble onucano E. Mos-
chcowitz B 1924 1. [1] u BIOCIEACTBHHM Ha3BaHO €T0 UMe-
HeM. bone3np MomrkoBuma win TpoMOoTHIecKas TpoMOo-
nuronenndeckas nypiypa (TTII) (MukpoanrnonaTudeckas
TeMOJINTHYECKAsI aHeMHUs, TPOMOOTHYECKHH MHUKPOAHTHO-
TpoM003) TIpeACTaBiIsieT co00H OJHY M3 Pa3sHOBHUIHOCTEH
TPOMOOTHYECKON MHUKpPOAHTHOINATHH, B OCHOBE KOTOPOM
JICKUT CUCTEMHOE MOPAKEHHE MEIKHX COCYI0B KOMILIEK-
caMU aHTHTeH—aHTHUTENIO0, BBI3bIBalOIIEe Nposndepamuio
SHAOoTENus, GUOPUHOUTHBINA HEKPO3, oOpa3oBanue GudpH-
HOBBIX M THAJIHMHOBBIX TpoMOOB [2—4]. Tepmua «TpomObO-
THYeCcKash TPOMOOILMTOIIEHNYECKasi MypIypay OblI BBeJEH
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K. Singer u coast. [5] B nmpakTtuky B 1947 I. U aKTHBHO
HCIIONB3YETCs 10 CUX TIOP.

TTII — penko BcTpewaromeecs 3aboneBanne. M. Noris u
COaBT. [6] 0TMEUAIOT ypOBEHH 3a00eBaeMoCTH 2—4 cirydas Ha
1 MJIH HacesleHHs B TOA, IPUYEM CTPAJAIOT TPEUMYIIECTBEH-
HO JKCHIIUHBI (COOTHOMICHHE 3a00JIEBACMOCTH JKCHIUH H
MYXK4UH cocTaBiseT 3:2-5:2). Yame Bcero moiBep>KeHBI 3a-
OoneBanwuio nuia B Bo3pacte 30-50 ner.

B perucrpe mrrara Oxnaxoma (CLIA, 2013 1) conepxarcst
nanHele 0 4,46 ciydaeB mauonaruueckoit TTII na 1 muH
xkutenei B rox [7]. C TeueHneM BpEeMEHH HE HaOIIOmaeTcs
TEHJICHIINM K pocTy 3aboneBaemoctH. Ilo maHHBIM Hccneno-
Banuii, nmpoBeneHHbIX B CLIA B 1966-1991 rT. [8, 9], 3a00-
JIEBAEMOCTb cOocTaBWiIa 3,7 ciiydas B rog Ha 1 MJIH sKUTETEH.
Bce uccnenoBarenu cxogsarcst B0 MHeHuu, yto TTII pa3Bu-
BAcTCs 10 THUIYy OCTPOro 3a00JICBaHUS C HEOIArOMPHUSTHBIM
nporHo3oM. ArpeccuBHbIN Xapakrep TeueHus TTII tpeOyer
Hayaja TMaTOTCHETHYeCKH OOOCHOBAaHHON Tepamuu Yxke B
TIePBBIC Yachl 3a00JIEBaHUS, IPY OTCYTCTBHUH JICUCHHS CMEPT-
HOCTB TpubIKactes k 90% [2—4, 10-15].

Ortuonorusa TTII o cux mop ocraercs HensBecTHOH. [la-
TOTCHETHYECKOW OCHOBOM 3a00JIeBaHUs SIBISCTCS AC(HUIUT
cnennuduyeckoro GpepMeHTa — METaIONPOTEHHA3BI, pacIIe-
IsTromedl MynmsTuMepbl Gakropa ¢on Bumrebpannma (FW),
BO3HUKIIIAN BCIIEACTBHE BBHIPAOOTKH B OpPTraHU3ME ayTOaH-
tuten kinacca IgG [16-19]. Jlannbrii pepMeHT OBUT WACHTH-
¢unmposan kak ADAMTS-13 (A Disintegrin And Metal-
loprotease with ThromboSpondin type 1 motif 13) [20-24].
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B muteparype [25, 26] onucaHbl Kak Ciiydad HaCJIEJCTBEH-
voro nedurura ADAMTS-13, cBsI3aHHBIE ¢ TEHETHYECKOM
MyTaluell, Tak U Cilydyad ayTOMMMYHHOTO HWHIHOMPOBAaHUS
(Tax Ha3pIBaeMmas «mpuoOpeTeHHas (opmay). CHIDKeHHE
aktuBHOCTH ADAMTS-13 pa3Hoii cTeneHn BBIPaKEHHOCTH
ormicanbl [11, 12] mpyu pa3HBIX MATONOIMYECKUX COCTOSHUSX —
CHHIPOME JMCCEMHUHHPOBAHHOTO BHYTPUCOCYIHCTOTO CBEp-
teiBauus ([IBC), muppose medeHw, renapuH-MHAYIHPOBAH-
Hoit TpomOoruTonienus tuna I, HELLP-curnpome, atummd-
HOM T'eMOJINTHKOYPEMHUUECKOM CHHJIpoMe, cerncuce. OpaHako
JIUIIE CHIKeHUE akTUBHOCTH ADAMTS-13 menee 10% (Hop-
Ma 50-178%, B 3aBUCHMOCTH OT METO/A OIICHKM) SBJISAETCA
natroraomonnyHeiM Jutst TTIT [4, 7, 11-13, 26-28]. Uckito-
YeHHE COCTABIIAIOT CUHUYHBIC OMMCAaHHBIC CIy4YaH TSKENO-
TO Cercuca M TOKeNbIX 3aboneBannii medenn [12]. Taxoke y
OoNBIIMHCTBA OOJBHBIX C KpailHe HU3KUMH MOKa3aTeNIsIMH
ADAMTS-13 BBIABISIOT aHTHTENA K TAaHHOH METaJIONPOTe-
nHaze [4, 12, 20, 27, 28].

Camxenne aktuBHOCTH ADAMTS-13 npuBoauT K OTCYT-
CTBHIO pacIlerieHust MynsTuMepoB FW u, kak crenctsue,
TIOBBIICHUIO AAT€3UHd TPOMOOIMTOB, OOPAa30BaAHUIO TPOM-
OonmTapHbIX (JIMOO T'MAIMHOBBIX) TPOMOOB, COCTOSILIMX M3
TpombonToB 1 FW, B Menkux cocynax OOJBIIMHCTBA Opra-
HOB (B MEPBYIO OYepeh I'OJIOBHOTO MO3Tra, MOYeK, JICTKHX).
[ToBeimeHHOE TpPOMOOOOpa30BaHUE MPHUBOAUT K PA3BUTHIO
TPOMOOIIMTOTICHUH TOTPEOIeHUs, CY)KeHHUE MPOCBETa COCY-
JIOB — K MUKPOAHTHONIATHYECKON FeMOJIUTHUECKON aHEMHH 3a
CUET MEXaHUYECKOTO Pa3pyIICHUS S3PUTPOLMTOB U HIIEMHUYE-
CKUM TPOSIBICHHSM.

Kinnnueckas kaptuna TTII xapakTepusyeTcst BHE3aITHBIM
Havasiom. [IpoBonmpyrommm GpakTopoM 3a4acTyIo MOXKET OBITh
TIepeHeceHHast BUpycHasi HH(EKIHsI, TakXKe B Hadase 00JIe3H!
4acTO MOXKET BO3HHMKATh ITPOJPOMa, HAITOMUHAIOIIAsI OCTPYIO
pecnparopHyro BupycHyro uHpeknuto (OPBU). E. Amorosi
n J. Ultmann [8] BepBbie onucanu xapakrepuyto st TTIT
KJIaCCHYECKYI0 TMEHTaay JJIEMEHTOB: TPOMOOLUTONEHHS
(3auacTyro TsDKeNasi, CO CHIDKCHHE KOHICHTpAIMU TPOMOO-
nutoB Huke 30 X 10°/11; conpoBoXkIaeTCs Pa3BUTHEM TEMOP-
parmyecKoro CHHAPOMA pa3HOM CTENEeHH BBIPAKEHHOCTN);
MHKPOAHTHOIIATHYECKasi TeMOJIMTHYECKasi aHeMHUsl (XapakTe-
pHU3yeTcs He TOJIBKO CHIKEHHEM KOHIIEHTPAINK TeMOnIo0nHa
1 PETHKYJIOLUTO30M, HO W TOSIBICHHEM B TepH(epudeckoit
KPOBHU TaK Ha3bIBAEMbIX IIM30LMUTOB — ()ParMEHTHPOBAHHBIX
SPUTPOLUTOB B Konm4ecTBe Oosee 1% oT 001ero KoamdecTna
SPUTPOLIUTOB; TAK)KE TATOTHOMOHHYHBIM SIBJISIETCSI BBISIBIIC-
HUE TUNepOMIMPYOMHEMHH C NPEHMMYIIECTBEHHBIM Hapac-
TaHMEM TI0Ka3areyied HempsiMoi (pakinu, OTpHIATEIbHBIN
NpsSIMON aHTUIVIOOYJIMHOBBIN TECT, TOBBIIICHHE KOHIIEHTpA-
uu Jakraraeruaporenassl — JIJII); HeBpomoruueckue Hapy-
mieHus (M3MEHEHUe MOBE/ICHHsI, TOJIOBHAsI 00JIb, HApyIIeHHE
CO3HAHMS BIUIOTH JO KOMBI, CYJJOPOXKHBIM CHHPOM, O4aroBast
CHUMIITOMATHKa); TIOpaXeHNE TOoYeK (Hambojee XapaKTepHBI
MHUKpPOTEMaTypHsl, TPOTEHHYPHsI, MEHEE — Pa3BUTHE OCTPOTO
TIOYEYHOTO TIOBPEXK/ICHUS); JIMXOpaika (Jaie HelpaBmIbHON
(hopMBI; TTIOTpsicatoNIe 03HOOBI M OUSHD BBICOKAS! JIMXOpaJIKa,
KaK TPaBHJIO0, HE XapaKTEpPHBHI).

OcHoBoii sieuennst npuodperenHoit TTII sBnsieTcsa cxema
Teparnuy, pazpadborannas J. George ¢ y4eToM peKOMEeHIalni
British Committee for Standards in Haematology, British
Society for Haematology [7, 13]. CornacHO JaHHO# cxeme,
6asucnas tepanusi TTII nomkHa ObITh HauaTa B KparTyaiiinme
CPOKH, MPEUMYIIECTBEHHO B 1-¢ cyTku Oone3nu. [laTtorene-
THYECKH OOOCHOBAaHHOW SABISACTCS TEpaNHs C BKIIOYECHHEM
m1a3M000MeHOB B 00bemMe 40—-60 MI/KT MacCel B CYTKH [4,
7, 29-33]. B ciryuae HEBO3MO)KHOCTH HEMEIJICHHOTO Haya-
Ja TU1a3MOOOMEHOB PEKOMEHJIOBAHO MPOBOANTH HMH(Y3UH

3HAYUTENBHBIX 103 CBEXe3aMopokeHHOH mnasmbl — C3I1
(25-30 ma/kr maccel Tena B cyTku) [4, 7]. [lpeumymiecTBO
ITa3MOOOMEHOB, B TOM YHCIIC M B OTHOIICHUH YITyYIICHUS
MPOTHO3a U CHIDKEHHS JIETAIBHOCTH B JTaHHOU Tpymie 00ib-
HBIX, TIOKa3aHO B PSAAC PaHIOMU3WPOBAHHBIX HCCIICIOBAHHN
[7, 13, 29-32], n 0OBSICHSIETCS TEM, YTO IJIa3MOOOMEH ITO3BO-
JISIST YAANATh HHTHOUTOp MeTasutonpoTeassl, a nHpy3us C3I1
JIUIIB BBOIMT 3TOT ()SPMEHT B OPTaHU3M H3BHE.

Lenb paboTel — Ha pUMeEpe ABYX CIyYaeB U3 MPAKTHKH
onucarb OCOOCHHOCTH KIMHUYECKOH KapTHHBI, BaPUAHTOB
TEUEeHUSs], JMATHOCTHKH U JICUCHHUS] TAKOTO TSDKEJIOTO U PEIIKO
BCTpeyvaromierocs 3adoneBanus, kak TTIL.

Kiaunnnueckoe naodaronenune Nel

bonsuoit T'., 37 ner. U3 anamHe3a: nepBble NIPU3HAKU 3a-
OoseBaHMs MOSBHINCH CIYCTA 2 Hel. mocie nepenecennoir OPBU
U BKJIIOYAJIH B ceOsi c1abocTh, OIEAHOCTH KOXKHOTO ITOKPOBA, H3-
MEHEHHE MOBEACHNUs (HEMOTHBHPOBAHHASI arPeCCHBHOCTH, MHECTH-
YecKue HapylIeHHs), TOJIOBOKPYKEHHE, JTuXopaaky. Obparuics 3a
MEUIIHHCKON TIOMOIIIBIO TTI0 MECTY KUTENBCTBA, PH 00CIIeIOBAHIN
BBISIBJICHBI BBIpaXKEHHass aHeMus (remoriodun 65-70 r/m), Tpom-
6ouuronenust (12-16 x 10%), ymepeHHasi runepOUIHpyOuHEeMust
(obumii OmmupyouH 40 MKMOIIB/JI, TPEUMYIIECTBEHHO 3a CUET He-
npsiMoit gppakuun). Uepes CyTKH MOCIIE TOCIUTAIN3ALNE OTMEYEHO
MIPOTPECCHPOBAHUE HEBPOJIOTHIECKOH CHMITOMATHKH — yTHETCHHE
CO3HAHUsI BIUIOTH JO COIMOpa, MPAaBOCTOPOHHUI reMHIIape3; TakkKe
OTMEYaJIOCh TOSIBIIEHHE M HapacTaHHe ABIXaTelIbHOH HeJ0CTaTod-
HOCTH, MOTpeOOBaBIIei Havana HCKyCCTBEHHON BEHTUIISIINH JIETKIX
(UBJI), BBIpaskeHHas OPOHXOpPEst ¢ OTJEJICHHEM OOJIBIIOTO KOJIHUe-
CTBa CEPO3HO-TEMOPPArHIECKO MOKPOTHI. bbima 3amomo3pena 6o-
ne3Hb MoikoBuiia, u 6omapHOTO Mepesenu B [BY3 MO MOHUKU
M. M.®. Bragumupcekoro it 00CIeIOBaHHS U JICYCHUSL.

[Ipy mnocTynmjeHUH COXpaHAIMCh aHeMus (remorioouH 64
r/n, spurpouutsl 1,82 x 10'%/1), Tpombormronennn (12 x 10°%/m).
BeusiBnen mmzonnto3 (2-3%). B OmoxummudeckoM aHaiu3e KPOBH
oOpamianu Ha ce0s BHMMaHHE BBICOKHE IIOKa3aTeJIl MapKepoB
HAJMCYCHOYHOHN KenTyxu (oOmuit OmmmpyOouH 126 MKMOJIB/I
IPEUMYILECTBEHHO 3a CUeT HenpsiMoi (pakuuu — 84 MKMOIb/J),
a taroke JIAT (1169 EJl/n, Hopma mo 295 EJI/n). B koarynorpamme:
HOPMOKOATyJISIIHOHHBIE TTOKA3aTeH MIa3MEHHOTO 3B€Ha TeMOCTas3a.
[Moka3zarenn MapkepoB aKTHBAIMU 'eéMOCTa3a M COCYAUCTO-DHIOTeE-
JIMATBEHOTO TOPAKEHHsI yMEPEHHO MOBBIMICHBL. AHTHKOATYISHTHAS
IUIa3MUHOBAsl aKTUBHOCTh COXpaHEeHa. BoiYaHOYHBIA aHTHKOAry-
JSIHT HE Olpenessuics. B MuenorpamMe - THIEPKIETOYHBIH KOCT-
HOMO3TOBOM MyHKTaT M3 TPYIHHBI C TMIEPIIa3uei 3pUTPOUTHOTO
poctka (75,5%); 3pUTPOINO33 HOPMOOIACTHBII;, TPaHYIOIUTAPHBINA
psin OBUT MpeCTaBleH HEOOTBIINM KOMHMYECTBOM KIIETOUHBIX dJIe-
MeHToB (18,5%). MerakapronuTsl B npenaparax ObUIM B OCHOB-
HOM MOP(OIOTHYECKH 3peible, 0e3 BHANMON OTIIHYPOBKH TPOM-
601MTOB; TPOMOOIMTHI — eAMHUYHBIE B mpenaparax. CoxepixaHue
ADAMTS-13 B mna3Me KpoBH COCTaBILsUIO MeHee 1% OT ypoBHs
aktuBHOCTH ADAMTS-13 B KOHTpOJNBHOH IUa3Me, MOTy4EeHHOMH
IPU CMEIIMBAaHWU 00pa3loB IUIA3Mbl 30POBBIX TOHOPOB. B mma3-
Me OompHOro I BBISBIEH WHrHOUTOp akTuBHOCTH ADAMTS-13.
Ipu cMmemmBaHUKM KOHTPOJBHOM IUIA3Mbl ¢ IU1a3Moil GosbHOTO I
B cootHomenusix 1:1, 1:0.5 u 1:0.25 npoucxoauno mosHoe nopa-
Bienue aktuBHOCTH ADAMTS-13 B KOHTPOJIBbHOMN TU1a3Me. AKTHB-
HOoCcTh ADAMTS-13 onpenensuim mo TUAPOIN3Y (PIFOOPECIECHTHOTO
cyoctpara metamutonporenHassl FRETS-VWE73.

[Ipu penTrenoBckoii kommbroTepHOi ToMorpaduu (PKT) romos-
HOTO MO3Ta 00HapyXKeHBI JiBa O4ara TeMopparmdeckoi INIOTHOCTH: B
npaBoii reMucdepe Mo3KeuKa 1 MOAKOPKOBBIX 00pa30BaHHSIX CIICBA.
PKT rpynHoil KIETKHU: MHOKECTBEHHbBIE MEJIKHE O4ard reMoppart-
YECKOH MIIOTHOCTH BO BCEX OTAEAX JIErKuX.

BonpHOMY cpasy ke Hadaad MaTOreHeTHYeCcKylo Teparuio — 00-
MeHHBIH 1asmadepe3 B oobeme 2,8-3,2 n/cyT (Macca tema 70 K,
no3a miazmoodmMeHa 40—45 MI/KT B CYyTKH) € 3aMEIICHHEM JOHOP-
CKOM Tma3MoH, 5% pactBopoM ansOymuHa. [IpoBeneHHas B TedeHHe
HEPBBIX 3 CYTOK MyIbC-TEpanusl METHINPEAHH30JI0HOM (CyMMap-
Has 71032 3 1) addekra He nana. [Tokasarenn reMorpaMmel O6e3 BbI-
paXeHHOW JWHAMMKH, KOHIEHTpPAIMsS TPOMOOIUTOB 0Oe3 H3MeHe-
Huid. OTMeYanoch NMOCTENEHHOE HapacTaHUe IoKasareliel oOIero
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(mo 200-250 mxmomnw/m) u Hempsmoro (mo 115-150 mxmomnb/i)
owmpy6una, JI/II. IToxazaremn ADAMTS-13, uaru6urtopa — 6e3
nuHaMuKd. K nedenuto 0bu1 obasnen mukiaodocdan (1 T B Hexermro,
cymmapsas n03a 6 r). [lomuMo 3Toro, 60JILHOMY HPOBOIIIH KOM-
IUIEKCHYI0 HMHTEHCHBHYIO TEPalHIO COTIACHO MEXyHapOIHBIM
pexomenpatmsam [4]. Tpancdy3un SpUTPOLMTOB HPOBOAWIN IO
KIMHUYECKUM TOKA3aHUSIM, C IEbI0 TOIeP>KaHNsT KOHIIEHTPAIlIH
remoriiobuHa Beite 70 1/11; MPOBOIMIN WHIAWBUIYAIBHBINH TOA00D.
Tpancdy3nu KOHIIEHTPaTOB TPOMOOIUTOB He poBoamIN. Hecmorps
Ha KIMHUYECKHU 3HAYNMBbIH TeMOpparndecKuil CHHAPOM (KpOBOTOUH-
BOCTb U3 MECT BKOJIOB, MOKPOTa C TeMOPParnueCckiM KOMITOHEHTOM,
HaJIYHe TeMOPPAarHIECKUX 0YaroB B TKAHIX TOJIOBHOTO MO3Ta M JIET-
KHX), 3HAYMMBIX SIIU300B NPOQY3HBIX KPOBOTECUCHHH (B TOM YHCIIE,
IIPU KaTeTepPHU3alMi [EHTPAITBHBIX BEH, TPAXEOCTOMHN) yIAIOCh U3-
Oexarh. KmMHUYeCKoro yaydIeHus! yaauoch JOOUTHCS TONBKO MO-
cie 32 eXeJHEBHBIX IJ1a3MOOOMEHOB (IIOIbEM IOKa3aTeleld TPOM-
6ouuToB Beime 50 % 10°71, MOBBINIEHUs ITOKA3aTeleH aKTUBHOCTH
ADAMTS-13 110 43% 0T perucTpupyemMoro B Ij1a3Me 310pOBBIX J10-
HOpoB). Beero nposenero 39 mia3Mo00MEHOB.

Ha ¢oHe HOpManM3auuy KIMHUYECKUX M OMOXMMHYECKHX IO-
Kazaresiel y OOJBHOr0 OTMeJanach BBIPA)KEHHAs! MOJIOKHTEIbHAs
JTUHAMUKa (QyHKIHOHUPOBAHMS KU3HEHHO BAXKHBIX OPTaHOB U CH-
CTEeM: Perpecc HeBPOJOTHUECKOW CHMITOMATHKH, BOCCTAHOBJIICHHE
camocrostenpHoro npixanus (MBJI mpekpamena Ha 41-e¢ CyTKH).
[Ipu PKT-uccnenoBanuy BeIpaKCHHAs MOJOKUTEIbHAS AWHAMUKA
(OTCYTCTBHE OYaroB TeMOPPArvuecKOi IUIOTHOCTH B TOJIOBHOM MO3Te).
Bemmucan B ylOBIETBOPUTENBHOM COCTOSHMM Ha 608-€ CyTKH.
BrocnenctBun (HaOmoneHne B TEUeHHE 2,5 Toja) PELUAMBOB 3a-
OoneBannss He HaOmIOAANOCh. [IpM KOHTPONBHOM HCCIEOBAHUH
(gepe3 6 Mec TOCie BBINUCKH): aKTUBHOCTh METAJUIONPOTEHHA3BI
ADAMTS-13 B mu1azame kpoBu 60spHOTO I cocraBmina 46% ot ypoB-
Hs akTUBHOCTH ADAMTS-13 B KOHTPONBHON MIa3Me, MOIy4eHHOH
IIPY CMEUIMBAaHUKM 00pa3LOB IUIa3MBl 3I0POBBIX JOHOPOB. AKTHB-
HOCTh OTPENENsUId MO THIPOIU3y (II0OPECIeHTHOTO cyOcTpara
MmetautonpoTrenHassl ADAMTS-13 FRETS-VWE73.

Kaunnnueckoe nadarogenue Ne2

bonruno#t M. 39 ner. U3 anamHe3a: nepBbie MpU3HAKU 3a-
OoneBaHmsi OoTMeTHINI 3a 1,5 Mec 0 rocnuTamm3anuu (crabocTs,
rojioBHast 60JIb, TIOBBILICHHUE Temmeparypbl Tena 1o 38 °C). Jleuncs
CaMOCTOSITENIFHO, TTOCIIE HENPOIODKUTEIIBHOTO (OKOJIO 2 Hef) yiryd-
IIEHHs] OTMETHJI MOSBICHUE JKENATYMIHOCTH KO)KHOTO MOKPOBa, 00IH
B TIOSICHUYHON 00JIacTH, pexXosIne oTeKy rojaeHeid. Odpatuics 3a
MEHUIIIHCKONW MOMOIIBIO IO MECTY KHUTETBbCTBA, OBLT TOCTIUTAIN3H-
poBaH B uH(peKInoHHOE oTaeneHue. [Ipu 06cIe10BaHIM HCKITFOYCHBI
OCTpBIE BHPYCHBIC Te€MaTUTHI, JenTocnupo3, BUU-nadexnus. Uepes
2 Hejl Mocje rOCIUTAIN3AIMH OTMEUEHO PE3KOE YXyALIEHHE COCTO-
SIHUSL — HapyIICHUE CO3HAHUs (COIOp), MPOrPECCUpPYIOIasi aHEMUsI
(CHMKeHNE KOHIIEHTPAIMY TeMOTIIO0NHA 10 65 /11, SpUTPOIHUTOB 10
1,79 x 10'%/n), TpomGormronenus (no 25 x 10°1), ymepeHHoe mo-
BBIIICHUE KOHICHTpAIK 001ero ommupyornHa (10 50 MKMOJIB/T) B
OCHOBHOM 3a c4eT HenpsiMoii ¢paximu, JI/IT.

C nono3peHUuEM Ha CUCTEMHBIH BacKylIuT nepesefeH B I'bY3
MO MOHUKHU nm. M.®. Bragumupckoro. [Ipu moctymienuu co-
XpaHsuuch anemMust (remorio6oun 52 r/i1, sapurporuts 1,66 x 10'%/1),
tpombouuronenust (4 x 10°m). Beisinen mmzountos (3—4%).
B GroxuMuueckoM aHan3e KPOBH — YMEPEHHOE MOBBILICHHE Psiaa
OMOXMMHUYECKHX TapameTpoB (oOmmii OmmupyOuH 33,6 MKMOJB/I
MIPEUMYILECTBEHHO 3a CYET HeNpsiMoi Gppakimu — 25,6 MKMOJB/I,
JIAT 887 EM/n, moueBuna 15,9 mmosnb/i). B koarymorpamme:
HOPMOKOATYISIMs. Bon4aHOYHBIN aHTHKOATYISHT HE OOHAPY’KEH.
MuenorpaMma: KJI€TOYHOCTh KOCTHOMO3TOBOTO ITYHKTara M3 Ipy-
JIUHBI B Pa3HbIX CTEKIax OT HEOONBIIOW M yMEpPeHHOH JO JocTa-
ToyHOM. KIleTouHbIe 3JeMEHTHl pacIoyiarajiuch HEPaBHOMEPHO,
MECTaMH OOJBIIMMH CKOIUICHHSMH; COCTaB ITyHKTaTa MOIHMOPd-
HBIH; BBIPAKEHHAS TIETBIEPOUAHOCTD SII€P HEUTPO(PUIOB C THIIO-
rpanynsnueii. OTMedeH MoHOIUTO3 (7,8%), BhIpaskeHa T1a3MOKIIe-
TouHas peakuus (4,4%). MerakapHoOIUTHI B OOIBIIOM KOJTHIECTBE,
pa3iaMyHON BEIMYMHBI, OT TMI'AHTCKUX M KPYNHBIX Pa3MEpoB 0
HEOONBIINX, MOP(HOIOTHUECKH TTOIUMOPGHBI, YPOIUTHBOH (HOPMBI,
0e3 OTHIHYpOBKHM TpombOomuToB. KpoBeTBOpeHHe HOpMOOIacTu-
gyeckoro tuna. PKT romoBHOro Mo3ra: npu3HaKky >HIE(anonaTh.
Menkue KanbI[HHATHI 0a3aIbHbIX SIEP.
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Henocpencreenno nocie nepesoga B8 MOHUKU GonbHOMY
HavaTa CJIeAyIomas Tepanus: 5 CeaHcoB IUIa3MOOOMEHa B IEpBEIC
10 cyt nedenus B oobeme 2,5-3 1 (Macca Tena 75 Kr, 032 I1a3Mo-
obmeHa 35-40 MII/Kr) ¢ 3aMeIeHreM JOHOPCKO# mia3moii, 5% pac-
TBOPOM anb0yMuHA. [IpOBOMMIN MyIbC-TEPANTUIO METHINPEIHH30-
soHOM (1 T) ¢ nanpHEHIIMM NPHEMOM IIFOKOKOPTHKOUIOB B MOA-
JepkuBaromux go3ax. C LeIbl0 NCKIIOYEHHsT CHCTEMHOTO 3abore-
BaHUSI COEAMHMTENBHON TKaHHU, aHTH()OCHOIUITHIHOTO CHHIPOMA,
AyTOMMMYHBIX 3a00JIeBaHMII ONpENesUIM MOoKa3aTelId aHTHHYKIIe-
apHOro (axkropa, aHTUHEUTPOPHUIBHBIX aHTUTEN, aHTUTEN K 0a3alib-
HBIM MeMOpaHaM KIIyOOYKOB, a TaKKe MMMYHOIIOOYJIMHOB Kiacca
A, M, G, anTu(OCHOTUNUIHBIX AHTUTEN, TUPKYITUPYIONIX UMMYH-
HBIX KOMILICKCOB (pe3ynbrarhl — B mpeaenax Hopmel). Ha done
MIPOBOJMMOTO JICUEHHS yNAJIOCh JOOUTHCS KIMHUYECKOTO YIydIle-
Hus (ypoBeHb co3HaHus 15 OamnoB mo Imasro, crabunmsanus mo-
KaszareJiell «KpacHOW KpoBm» — reMorsioonH 84—90 /i1, SpuTpoLHUTHI
2,81-2,85 x 10'/x), mOBbIIIEHHE KOHIEHTPAIMHA TPOMOOIUTOB
(mo 147 x 10%m). OgHako B OGHOXMMHYECKOM aHAIM3€ KPOBU
OTMEYaJIOCh HapacTaHWe TunepOmmpyonHeMn (OmmpyOuH OOImIuiA
58,8 mxmonb/1, Henpsimoii 49,3 mxmons/i), JIAT (1473 EJN/7).

Ha 15-e cyTku OT Hauaa rociuTaiau3auy y 60JI5HOTO BHE3AITHO
Pa3BHIICS SMNU301 KIOHUKO-TOHUYECKHUX CYAOPOT, COMPOBOXKIABIINX-
Csl ICHXOMOTOPHBIM BO30Y»K/IeHHeM. MeIMKaMeHTO3HO KyNHpPOBaH.
B cBs131 ¢ HapymeHneM CO3HaHUS TPOBEICHA MHTYOAIHS Tpaxeu, Ha-
vara VIBJI. Knunndecku oOparany Ha ce0s BHUMaHUE MTPOSIBICHUS
TeMOpPPAruniIecKoro CHUHApPOMa (KPOBOTOYMBOCTH M3 MECT YKOJIOB,
HOCOBBIE, XKeTyaounsle kpoBoTeueHust ). [Ipu PKT romoBrnoro mosra:
JIAHHBIX 332 0YaroBO€ IOPaKCHHE TOJIOBHOTO MO3ra (30HBI UIIEMUH
1 KpOBOTEUEHHMs) HE BBIABICHO. B 00mmem aHanm3e KpOBH: BBIpa-
JKeHHast aHeMusi (reMorioGuH 66 1/71, spurpountsl 2,05 % 10'%/1),
tpombonuroneHus (11 x 10°1). B 6MOXUMHUYECKOM aHAIN3e KPOBU:
runepounTupyounemus (onnupyoun obumit 98,5 MmO/, Henpsi-
Mol 82,1 MkMoIB/1T), ymepenHast ypemus (ModeBuHa 11,3 MMonb/i,
kpearuauH 111 mxmons/m), JIAT 2569 EJl/n. B koarymorpamme:
HOPMOKOAT'yJSIIHOHHBIE TIOKA3aTeN TECTOB OLEHKH IIa3MEHHOTO
reMoCTa3a; THHO(GUOPHHOTEHEMHST; AHTUKOATYISTHTHAsT aKTHBHOCTD
MOBBIIIEHA. Mapkepbl akTuBauuu remoctasa (D-mumepsl) um mo-
pakenus >HAoTenus cocynoB (FW, aHTureH) 3HAUUTENBHO IMOBBI-
meHsl. Ha MOMEHT mcciiefoBanus 1adopaTopHbIX npusHakoB J[BC-
CHH/IPOMA HE IOJTyYEHO.

JInst ToATBepIKACHNS THArHO3a TPOMOOIIUTONEHHYECKOH TPOM-
00THYECKON IypIyphbl MCCIICN0BAH YPOBEHb aKTHBHOCTH METAJJIO-
nporeunasst ADAMTS-13 B mnasme kpoBu — MeHee 4%. Hauara
mynbc-Tepanus nukiaopocdanom (mo 1 r B Hepemto, Beero 6 1). [Ipo-
JIOJDKCHBI CEaHChl 0OMEHHBIX TU1a3Madepe3oB (eKEIHEBHO, B 00beMe
3,4-3,5 11, 9TO COOTBETCTBYET 03¢ 45—47 MI/KT) ¢ 3aMeLICHUEM JI0-
HOpckoi m1a3moit, 5% pactBopoM anbOymuHa. VIHTEHCHBHYIO Tepa-
U0 IPOBOAMIIH B COOTBETCTBHH C MEXK/YHAPOJHBIMHU KIMHHIECKHU-
MU pexoMeHaauaMu [4]. Tpancdy3uu SpuTpoLNTOB IPOBOIIH 110
KIIMHIYECKAM MTOKA3aHUSM, C IEIbI0 TOIep KaHNsI KOHIICHTPauH
remorno6una Beime 70 r/n. [Iposeneno 28 ceancos miazmooOMeHa
eXe/IHeBHO, 3aTeM 10 ceaHcoB ¢ MHTepBajaMu B 48 4 U 5 ceaHCOB
JBXIBI B HEJIENIO, Ha (JOHE Yero yAanoch JOOUTHCS BBIPAKEHHOTO
KJIIMHUYECKOI'O YIIYUIICHUS (OTCyTCTBl/Ie KIIMHUYECKUX TIPU3HAKOB
TreMOpPPAarn4ecKoro CHHAPOMa, MOIBEM IOKa3areiaell TpOMOOIUTOB
Beime 50 x 10°/7, nmoseimenns aktuBHocTH ADAMTS-13 10 63%
OT YpPOBHSI, PETUCTPUPYEMOTO B IIa3Me 370POBEIX H0HOpOB). MBJI
MpeKpaiieHa Ha 26-¢ CyTKH.

Beinmucan B yOBIETBOPHTEILHOM COCTOSHMU Ha 84-€ CyTKH.
IIpn nanpreiimem HaOMIOIEHNN B TeUEeHHE 4 JIET PEIUANBOB 3a00-
JIEBAHUS HE OTMEUEHO.

O0cy:xnenue

OmnuceiBacMble KIMHUYECKHE CIydad HMMEIOT Kak psf
00IIMX YepT, TaK U CyIECTBEHHbIe pasnuuus. B obenx cu-
tyarusx TTII pa3Bunace y My>K4MH, YTO, COIIACHO JAHHBIM
muTepatypsl [2—4, 11], He ABIsSETCS TUMUYHBIM JAJISI JTAHHOTO
3a00JIeBaHUSI U, COOTBETCTBEHHO, SBWJIOCH 3aTPYHHSIOIINM
JMarHoCTUKyY (akropom. [IpoBorupyromum hakropom B 0de-
WX CUTyalusix, BeposiTHO, siBuiac OPBU, uto coorBeTcTBYET
myOIMKyeMbIM B JuTeparype maHHeM [2—4, 11]. Kmuamue-
CKasl KapTuHa, HE ObLIa B Hawaje 3a00JE€BaHMS JOCTaTOYHO
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crenupUIHON y 000MX MAIMEHTOB, OIHAKO MTOCTEINIEHHO MPO-
rpeccupoBana B TeueHue 1-1,5 mMec, uTo BBIpa’kajnoch B IO-
SIBICHUM OOJIBIITMHCTBA U3 N3BECTHBIX KIIACCHYECKUX CUMIITO-
moB TTII (MUKpOaHTHOMATHYECKAS TEMOIUTHYECKAS aHEMIIS,
BBIp@)KEHHAsi TPOMOOIIUTOIICHNUS, HEBPOJIOTHUECKUE HapyIIle-
HUS, TEMOPPAaruuecKuil CUHApoOM, Juxopanaka). Ilpossienus
HedponaTuy OB BBISBICHBI TOJIBKO B KIIMHIYECKOM HaOIII0-
nerny Ne2, 9To TakKe BIOJIHE YKIIaJbIBACTCS B KApTHHY 3a00-
neBanus. OIHAKO PEIIAONIMM JUArHOCTUHYECKUM (haKTOPOM B
000UX CITy4asx CTaJIo ONpeeIeHUE aKTHBHOCTH METaJLIONPO-
tenHazbl ADAMTS-13, 3HaunTeNnbHOE CHUXKEHUE KOTOPOH, B
COOTBETCTBHUH C pexoMeHmarusamu [4, 7, 25-28], mo3Boimio
BepuU(HIUpOBaTh JuarHo3. [Ipy 3ToM 3HauMTeNbHAS AKTUB-
HOCTh MHrHOuTOpa MeramionporenHassl ADAMTS-13, BbI-
SIBJICHHAs B IEPBOM CITydae, MOATBEP)KIAET TUIIOTE3y O TpH-
00peTeHHOM XapaKkTepe TeMOIHTHIecKoi aHemun [4, 25-28].
Bo BTOpOoM ciydae (110 TEXHHYECKUM IPUYUHAM) UCCIIEI0Ba-
Hue He nposoaunu. McenenoBanue nokasareneil akTHBHOCTH
ADAMTS-13 y 6oxbHOro I, mpoBeseHHOE CITYCTS IOJIT0/a
Tocye KIMHUYECKOTO BBI3I0OPOBICHUSI, IEMOHCTPUPYET JIUIIH
HE3HAYUTEIbHOE MPEBBIIICHNE HIDKHEH TPaHUIIBI HOPMBI IS
JJAHHOTO ()epMEeHTa, YTO BIIOJIHE COIIACYETCS C PSIOM OIHU-
CaHHBIX B JINTEpaType HaOJNIONCHNH O 3HAUYUTEIBHOM PHUCKE
pasBuTna npuodbperernoit TTII y mromeii ¢ M3HAYATFHO HEBEI-
COKHMM ypoBHeM akTuBHOCTH ADAMTS-13 [34].

CylleCTBEHHOE DPA3IMYMe ONMHUCHIBAEMBIX KIMHUYECKHUX
CHUTYaIlMii COCTOUT BO BPEMEHH, ITOTPeOOBaBIIEMCSI HA yCTa-
HOBJIGHHE MarH03a M, COOTBETCTBEHHO, CPOKaX HaJaja Iia-
TOTEHETHYECKH OOOCHOBAHHOW Tepanuud B JOCTAaTOYHBIX
JIO3UPOBKAx M pexuMax. B mepBom ciydae crienuduueckas
Teparnus ¢ UCTIOIb30BaHNEM HE TOIBKO MMMYHOCYTIPECCOPOB,
HO U SKCTPAKOPIIOPATBHON TEMOKOPPEKIHH (TIa3MO0OMEHOB
B s03ax 40—45 mu/kr) Obila Hauyara B KpaT4yauline CPOKH,
YTO CIIOCOOCTBOBAJIO YMEHBILIEHUIO CPOKOB BBI3ZIOPOBIICHUS
6ompHOTO. HecMOTps Ha 3HAYMTENLHBIE HAaYa IbHBIC TPOSIBIIC-
HUSI TEMOPPArMyecKOro CHHAPOMA, B TOM YHCIIE O4ark KpoBoO-
W3JHUSHUAN B TKaHSX TOJIOBHOTO MO3Ta M JIETKHX, a TaKkXke Ts-
JKECTh COCTOSIHMSI OOJIBHOTO, HA IPOTSHKEHUH BCETO MEeprojia
JeYeHHsl yAaaoch 30ekarh pa3BUTHS NMpody3HBIX KpOBOTE-
YEeHUH (KEITyZOUHO-KHIIEYHBIX, HOCOBBIX U JAp., B TOM YHCIIE
ACCOLIMUPOBAHHBIX C MHBA3MBHBIMU JICYEOHBIMHU IMTPOLIEAYpa-
mu). Kpome Toro, yaanock J0OUTbCS HE TOJIIBKO MOJHOTO pe-
rpecca HEBPOJIOTHUECKOM CUMITTOMATHKHI, HO U BBIPQKEHHBIX
MOP(OJIIOTHUYECKHUX YIy4IIEHHH B OpraHax-MUIICHSX.

Bropoit onucaHHbI cilydall WIUIIOCTPUPYET TPYIHO-
CTH JJMarHOCTUKU M HEOOXOJMMOCTH MPOBEACHHS CIOKHOIO
JMAarHOCTUYECKOTO MOWCKA, B TOM YHMCIIE HAIpPaBICHHOTO Ha
HCKITIOUCHHE 3a00JIeBaHUII ayTOMMMYHHOTO XapakTepa. Te-
panust 11a3MooOMeHaMH, MMaTOTeHEeTHYEeCKH OIpaBlaHHas B
000uX ciTydasix, HO3BOJIMIIA JIOOUTHCS ONPEIEJICHHOTO KIIMHU-
yeckoro a¢dekra, oquako ysedenne TTII Tpedyer HE TOIBKO
BBICOKHX /103 TIJIa3MOOOMEHA, HO M BHICOKOM KPaTHOCTH IPHU-
MEHEHHS METOIUKH, a TaKXKe JOCTATOYHO JOJNTOro €ro Hc-
M0JIb30BAHUS, UTO COITIACYETCS C JAHHBIMU JIUTEPATypsl [29—
32, 35]. [IpekpaieHue Je4eHuUs M1a3MO00MEHAMH BOZMOXKHO
JWIIb MIPU JAOCTIOKEHUN 3(D(EKTa, OLEHNBAEMOTO HE TOJBKO
10 KIIMHWYECKUM, HO U 10 JJabopaTopHbIM MapkepaM. Hopma-
nm3anuys nokasarenen aktTuBHOCTH ADAMTS-13 u cHmkenne
AKTHBHOCTH MHIMOMTOpA YOEIUTENbHO CBHUAETEILCTBYET 00
3¢ PEKTHBHOCTH TEPATIHH.

Takum obpazom, HecmoTpst Ha To, uto TTII siBiIsIeTCs TS-
JKEJIBIM M, B OTCYTCTBHHU CHELU(PHUIECKOTO JICUCHHUS], BBICOKO-
JETAIBHBIM 3200JIeBaHIEM, TIPH TPaBUIBHON TMarHOCTHKE U
CBOEBPEMEHHO HAyaTOl TEepaIuy BIIOJHE BO3MOKHO JOOWUTH-
CSl HE TOJNBKO KIMHMYECKOTO W3JICYCHMS, HO M JUINTEIBHON
pemuccuu.

BaaroxapHocTn.  ABTOpbI  BbIpakaloT OmaromapHocth npod. I1.B.ABnonuny,
npo¢. E.M. INpokonenko, kanaugary mea. Hayk O.U. Ileposy, Bpasam K.B. Cenosy,
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B.B. bazapuosy, B.A. Be6epy, I A. Illamiona 3a moMoIIb B OCYIIECTBICHUH PaOOTEL.
KoHIuKT HHTEpeCcoB. ABTOPHI 3asBISAIOT 00 OTCYTCTBUH KOH(M)IMKTOB HHTEPECOB.
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YBakaembie dBTOPbI N YUTATEAN )KypHaAa!

Ob6pallaem Bale BHMMaHMe Ha TO, YTO Mbl OOHOBMAM CaiT HALIErO XXypHaAa, HOBbIM aApec canTa:
www.medlit.ru/journalsview/skindisease

Tenepb Bbl MOXETE MOAMMCATLCS YEPE3 Hall CaiT Ha SIAEKTPOHHYIO BEPCUIO XKYpPHaAa
MAM KYMNWUTb OTAEAbHbIE CTATbM MO M3AATEABCKOW LIEHE.
AAS 3TOrO HY>KHO NPOWTHU PErncTpaLmio Ha CanTe.
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