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MOTHUBAIIMOHHASA XAPAKTEPUCTHUKA TEMBbBI

Tema 3ansiTusi. V370KEHHBI MaTepuall pacCMaTpUBAETCA MO JTUCIIU-
mmHe «llequatpus» B paMkax TeMbl « AHEMUU y JIETEW» y CTYIEHTOB 5-TO
Kypca neauarpuueckoro QgaxynpreTa (18 4 mpakTUdecKkux 3aHATUN U 2 9 JIeK-
M) ¥ B paMKaX TeMbl «AHEMHH» y CTYJCHTOB 5-TO Kypca jedeOHoro ¢a-
KyJbTeTa (6 4 MPaKTUYECKUX 3aHATHI U 2 Y JICKIIH).

OO0uree Bpems 3ansaTust — 12 4.

Mukpoanruonaruueckue remonutndeckue anemun (MAI'A) — 310 re-
MOJINTUYECKUE aHEMUU HEMMMYHHOTO T€HE3a, CBSI3aHHBIE C MEXaHMYECKHUM I10-
BPEXJIEHUEM O0OJIOUKH APUTPOLUTOB. VX mpuurHaMu MOTyT ObITh 3a0oieBa-
HUS TI0YEK, CEPIEYHO-COCYJIUCTON CHCTEMBbI, NEUYEHH, pAA MH(EKIUA, mpueM
HEKOTOPBIX JieKapcTB. OHU TaKkKke MOTYT BO3HUKHYTh IIOCJIC TPAHCIUIAHTALMU
OpPraHOB M TKaHEH, MOCIIE TSHKEIIBIX 0KOTOB, IPHU 3JI0KAYECTBEHHBIX OITyXOJIX,
JNBC-cuHapoMe, TUTaHTCKOM FEMaHTHOME U JIp. DTH aHEMHUH 4acTO COIPOBOXK-
Jar0Tcs HapyUIeHHeM (PYHKIMU MOYEK BIUIOTH O OCTPOM MOYEYHOW HENOCTa-
toyroctu (OITH), nesTenbHOCTH qPyrux OpraHoB M cucteM, B ToM uucie [[HC
M3-32 TOBPEXACHHUSI MUKpOcOCyI0B. B Ma3kax mepudepudeckoil KpOBH BbISIB-
JSH0TCS (PPArMEHTUPOBAHHBIE 3PUTPOLIUTHI (IVIEMOBH/IHBIE KIIETKHU, IIIM30LUTHI),
a Takxe TpoMOoumToneHus. CBOOOHBIN T€eMOTTIO0NH IJIa3Mbl U HEMIPSIMOW Ou-
JTUPYOHH MOBBIIIAIOTCS, TANTONIOOMH CHUXKAETCS, B MOUYE HAOIIOAAIOTCS TeMO-
IJI0OMH, TreMOCHIEpUH. AHEMHSI HOCUT TMIIEpPpEreHepaTOPHBIA XapakTep ¢ pe-
TUKYJIOUUTO30M. JleueHre AOHKHO ObITh HAIPaBJICHO Ha KYNMHPOBAaHHUE MEp-
BUYHOTO MATOJIOrMYecKkoro rmpomecca. (CBOEBPEMEHHO JIMAarHOCTUPOBATH,
Ha3HAYUTh a/IEKBATHOE JICUEHUE, MPOBECTU TUPPEPEHIINATBHYIO TUAarHOCTUKY
JIOJDKEH U TeauaTp, M Bpad-JIeYeOHUK. ITO HE0OX0IuMO Hjisi pOGUIaKTUKA
psaa TSKENBIX OCIOXKHEHM, a B psJIe CIIydaeB — JUIsl COXPAHEHUS JKU3HM.

Henap 3aHATHSA: HAy4YUTHCS AUArHOCTHPOBATh MHUKPOAHTMOIIATHYECKHUE
anemuu, nu¢depeHunpoBaTh pazianuHblie Buabl MAI'A, oka3pIBaTh SKCTPEHHYIO
U IUTAHOBYIO JICUEOHYIO MOMOIIb, YMETh OPraHU30BaTh JAUCIAHCEPU3AIUIO Ma-
IIUEHTOB.

3anaum 3ausTUs. CTYJIEHT JOJIKEH 3HATH:

— MecTa reMOJIM3a SPUTPOLIMTOB B OPTaHU3ME;

— OCHOBHbIE KJIIMHUYECKHE W MeMaTOJIOTMYEeCKUE MPU3HAKU Pa3TIMYHbIX
BUJIOB T€MOJIN3a;

— J1a0OpaTOpPHOE U KIMHUYECKOE MOJTBEPKACHUE TOTO MM MHOTO Me-
CTa TEMOJIN3A;

— knaccudukaruo MAT'A;

— JIUMArHOCTHKY OTHENbHbIX BUAOB MAI'A, nuddepeHunanbHyo aua-
THOCTHKY;

- XapaKTepI/ICTI/IKy HOpa)KeHI/IH paSJ'H/I‘-IHLIX OpFaHOB n CHCTEM HpI/I
MATA;



— Je4eOHbIC U TPOPIITAKTHIECKUE MEPOTIPUSATHS MTPU PA3TUIHBIX BUAAX
MATA.

CTyleHT TOJKEH OBJIa/IeTh HaBbIKAMMU:

— BBISIBJICHUS MAIUEHTOB C pa3nyHbIMU BugamMu MAT'A;

— Ha3HA4YeHUS JJAOOPATOPHOTO M KIIMHUYECKOro 00ciIel0BaHus MallueH-
TOB ¢ MAT'A;

— HMHTEPIIPETaIuU pe3yIbTaTOB 00CIEA0OBAHMS;

— Ha3HA4YeHUS JICUCHHUS.

CTyaeHT JOJKEH YMETh:

— coOpaTh aHaAMHE3;

— COCTaBHTH IIJIaH 0OCIICIOBAHNUS;

— COCTaBHTbH AJITOPUTM JUATHOCTUKH;

— 000CHOBATHL IMArHo3;

— OIpPEACIUTh METO/I JICUCHUSI.

TpeboBaHusi K HCXOAHOMY YPOBHIO 3HAHMI. [/[JI1 MOJIHOTO OCBOEHUS
TEMBbI CTYJICHTY HEOOXOAMMO MOBTOPUTD:

— U3 HOpMaJIbHOM (uzmosiornu: (GyHKIHOHUPOBAHUE CUCTEMBI KPOBE-
TBOPEHUS M YTUJIN3ALIUIO JIEMEHTOB KPOBHU;

— OHOJIOTHYECKON XUMUU: OOMEH OMIIMPYyOrHA B OpTraHU3ME;

— MPOIEAEBTUKU JETCKUX OOJIe3HEW: aHAaTOMO-(U3HOIOIHUECKUE OCO-
OCHHOCTH KPOBETBOPEHHS Yy JETEH pa3HBIX BO3PACTOB, CEMHOTHUKY OCHOBHBIX
TEMOJMTUYECKNX AaHEMUH Y IETEM;

— MAaTOJIOTUYECKON (DM3UOIOTHH: MPOIECC TeMOJIN3a U €r0 BUIBI, OCO-
OEHHOCTH reMoJIn3a MpHU pa3audHbX BapuanTax MAT'A.

KoHTpoJibHBIE BONPOCHI U3 CMEKHBIX THCIMILIAH:

1. Kak mpoucxoauT 3pUTPONOd3 U YTUIU3AIUS IPUTPOIIUTOB?

2. Kak nmpoucxoaut oomeH omnupyOuna?

3. Knuanueckue npusHaku reMosinsa.

4. Mecto 1 0COOEHHOCTH JIBYX BHOB I€éMOJIN3A.

5. JlTabopaTopHbIe ¥ KIMHUYECKUE TPU3HAKH 000UX BUIOB T€MOJIU3A.

6. Kimuandeckue u nabopaTtopHbie TpU3HAKKU pa3HbIx BugoB MATA.

KoHTposibHbIE BONPOCHI 10 TeMe 3aHATHUS

1. B Kakux KOCTSIX MPOUCXOIUT reMorod3 y Aetei B 3 roaa u 12 ner?

2. Kakue BUJIbI T€MOJIN3a BBIJICTSIOT Y JeTei?

3. Kakue mabopaTopHbie W KIMHHYECKUE JAaHHBIC MOATBEPKAAIOT OJTUH
U ApYroil BUIbI reMosun3a?

4, Kakona kinaccudpuxanus MAT'A y nereit?

5. Kakue HapyimieHus: omnmpeaenstorcs MpH TeMOJIUTHKO-YPEMHUECKOM
cunapome (I'YC)?

6. Kakue HapymeHus: BBISBISIOTCS MIPU TPOMOOTHYECKON TPOMOOIIMTO-
neHnyeckoii mypmype (TTII)?

7. Yro sBisiercsa npuunHoit MAI'A?
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8. Uto mpuBOAMT K 00pa30BaHUIO MU30IUTOB Tpru MAT'A?

9. Kakue neyeOHBIE MEpPONPUITHS HEOOXOAMMO SKCTPEHHO MpEeANpHU-
HATh Tipu ['YC?

10. Kakue neueOHbIE MEpONPHUATUS HEOOXOAUMO AKCTPEHHO MPEANpH-
HATh Tipu TTII?

11. KakoBbl MOp(hOIOrHYECKUE OTINYUS IPUTPOLIMTOB MPU PAZTUUHBIX
Buaax MAI'A?

12. Kakue nokazaTenu KpoBH SBIAIOTCS oomumu st MAT'A?

MHUKPOAHT'MOITATHUYECKHE AHEMUNHU

B marorenesze MAI'A OCHOBHYIO POJIb UTPAET MEXAHUYECKOE MOBPEXKIE-
HUE SPUTPOLUTOB MIPU B3aUMOJICHCTBUM C MOBPEXKIECHHBIM SHAOTEIINEM COCYI0B
(XpoHMYECKas TUIIEPTEH3MUs, XpoHH4Yeckue 3adoneBanus mouek, [ YC, TTII (6o-
ne3nb MomkoBuna), JIBC-cunapom, rurantckasi remanruoma). MAI'A takxke
MOTYT BO3HUKaThb B pe€3yJbTaTe MPOTE3UPOBAHUS CEPJICYHBIX KaHAJIOB, MpU
MapIlIeBOi reMorioO0uHypUH, BacKyJIUTax, 3a00JIEBAHUAX CEPIEYHO-COCYAMC-
TOW CUCTEMBI, IEYEHHU, HHPEKIUAX U T. 1. ITU COCTOSHUS B PA3IMYHON CTele-
HU MOTYT CONPOBOXAATHCS CHHIPOMOM BHYTPUCOCYIHCTOTO I'eéMOJIA3a. JTa
[aTOJIOTHSl OOBSCHSETCS OTJIOKEHHEM (PMOPHUHOBBIX, TPOMOOLMTAPHBIX WIH
TMQJIMHOBBIX HACIIOEHWM HA CTEHKax (SHOOTENIMHM) MEJKHUX COCYIAOB M HX
cyxeHueM. B pe3ynbrare B Ma3kax KpOBHU BBISIBIISIIOTCS (pparMEHTHPOBAHHbBIC
ApUTPOLUTHI (IIUIEMOBU/IHBIC KJIETKH, IIU30LMUTHI), a TAKXKE TPOMOOIMTOIIE-
Hud. [Ipu 3TUX cOCTOSTHUSAX CBOOOIHBIN MeMOTJIOOMH IMJIa3Mbl MMOBBIIIAETCS, a
ranTorjao0MH CHHMXKAETCS, B MOYE OINPEAENIeTCS TEMOCUIEPUH WA T€MOIJIO-
oun. [Ipu 3TOoM MoxkeT Hapymarbes pyHkuus nouek, [IHC u apyrux opraHos
Y CHCTEM OpraHU3Ma.

[Ipy4KHBI TEMOJUTUYECKUX AHEMUM, CBA3AHHBIX C MEXAHMYECKHM IO-
BpexaeHueM 0000ukn dputpountoB (. Jlanukosckuii, 2000 r.):

1. 3a0oneBaHus OYEK:

- I'VG;

— TpoMOO03 MOYCYHBIX BCH;

— OTTOP’KEHUE TPAHCIUIAHTUPOBAHHOM MOYKH;

— paaHaMOHHBIN HEDPUT;

— XpOHHYECKas movedyHas Hegpoctarounoctsb (XITH).

2. 3a00JieBaHUs CEPJIEUHO-COCYIUCTON CUCTEMBI.

— 3JI0Ka4YECTBEHHAas TMIIEPTEH3UA;

— KOapKTalus aopThl,

— MOpPaKEHMS KIIAIIAHHOTO anmapara,;

— MOJOCTPbII OaKTEepHUANbHBIN YHIOKAPAUT A0PTAIBHOTO KjlanaHa,

— OHMOMPOTE3HI.



3. 3a0o0eBaHus TIEYEHN.

— TSDKEIIOC TIOPaKCHUE TeIaTOIUTOB.

4, ndexuun:

— JINCCEMHHHMPOBAHHAs TeprieTHIecKas MHPEKIIHS,

— MEHHMHTOKOKKOBBIH CEIICHC;

— MaJIspusl.

5. lpyrue npuIrHbI.

— TTII;

— JABC-cunapom mr000ii 3THOIOTHH,

— TSDKEIIBIE 0)KOTH;

— THTaHTCKas reMaHTHOMa,

— METacTa3upOBAHUE OITyXOJIEH;

— NpUMCHEHHE JeKapcTB (MUTOMHIIMH C, IUKIOCIIOPHH A, IIUTOCTATH-
KH U JIp.).

I'EMOJIMTUKO-YPEMUYECKHWI CUHJIPOM

B 1955 r. Gasser ¢ coaBTopamMu omucain HaOJII0JaeMOe UMM Y JIeTel
3aboJsieBanue, npeacrapisomniee coboit couetanue OITH ¢ MAT'A u tpombo-
nuToneHuen, u HazBaiau ero I'YC.

B nacrosimee Bpemsi I'YC siBnsiercs Hambosee pacnpocTpaHEHHBIM Ba-
pUAHTOM TPOMOOTHYECKON aHTHOMATHH C XapaKTePHOW KIMHUYECKOW KapTH-
HO: HenMMyHHOU (KyMOc-oTpuiiarenbHOM) TeMOTUTHIECKON aHeMuUe, coue-
Tarolelcs ¢ ¢parMeHTarel dpUTPOLUTOB (IIU30IMUTOB), YBEIUYCHHEM CO-
Jiep>KaHusi CBOOOJHOTO TeMOTJI00MHA B TIJIa3Me, PETHUKYJIOIUTO30M U TPOMOO-
IIUTOTICHHUEH, BEHICOKUM YpPOBHEM JakTtataeruaporenassl (JIII') B ceiBOpoTKE M
OITH. 310 compoBOXKIAETCSI TUCTOJIOTHYECKUMHU MTPOSBICHUSIMU TPOMOOTHY -
CKOI'0 MUKPOAHTMONATHYECKOro mpouecca (MOBPEeXASHHE SHIOTENHS COCY/IO0B,
yCUJIEHUE arperaiuu (OPMEHHBIX 3JIEMEHTOB KPOBU U TPOMOOOOpa3oBaHUE B
MUKPOCOCYJIUCTOM pyciie, 0OCOOCHHO YacTO B MTOYKAX).

Oxkono 70 % I'YC onucano y aeTer mepBOro rojia *W3HU, HAYUHAsL C
MECSTYHOI'O0 BO3pacTa, OCTAIbHBIE — Yy NIETeH cTapuie 4—5 JeT U €AUHUYHbBIC
CJIy4ad Yy B3pOCIHBIX, TPEUMYIIECTBEHHO Yy KEHIIIUH B TIOCJIEPOJOBOM TMEPUOJIE.
B nerckom Bozpacte 'YC cinyxut ogHo# 13 HaubOosee yactoix mpuand OITH.
VY B3pocbix 3a007€BaHNE TPOTEKACT TSHKETIEE M B OOJIBIIMHCTBE CIy4aeB HO-
CUT XPOHUYECKUN WU PEIUANBUPYIOMU Xapaktep; 6onee 50 % marmeHTOB
npuoOpetator XIIH unu neoobparumsie uzmenenus [{THC, a 25 % moryt yme-
peTh B ocTpoii (hase OoJIe3HHU.

Tsokects I'YC 00ycClIOBIAMBAIOT CTENIEHbh AHEMHUU U CTENIEHb HapyIICHHUs
MOYEUYHBIX (DYHKITMI; IPOTHO3 TEM cepbe3Hee, YeM 0oJiee JUTUTENICH MepPUol
aHypHH.



Jtuosorus. ['YC — nmonu3THONOTMYHBIA CUHAPOM, BTOPHUYHBIN 110 OT-
HOIIICHUIO K APYTMM 3a00JIEBaHUSIM, OOBIYHO MPUBOJAIIUN K TSXKEIOMY IO-
BPEXKICHUIO DHAOTEIUS COCYJIOB OpraHoB-muiieHed. [lo mpuumHam MoxeT
OBITH pa3jieiicH Ha HHOEKIIMOHHBIC U HEMH(PEKITMOHHBIE (DOPMBI.

Nudexnmonnbie GOpMbI:

— BEpPOTOKCHH-TIpoAyLupytomas E. coli;

— Shigella dysenteriae;

— MHKPOOPTaHMU3MBI, CEKpETUPYIONIHE HelipaMuuuaasy (Str. pneumonia
u 1p.);

— BUY-undexmus u np.

Heundexunonusie GopMbI:

— pauonatuuecknii ' YC;

— HacyenctBeHHbid ['YC (ayTOCOMHO-PEECCUBHBIN, ayTOCOMHO-IOMH-
HAHTHBIN);

— nekapctBeHHbIA ['YC (HUKIOCTIOpUH A, TaKpOJIUMYC, XUHUIUH, MU-
toMutinH C, OJCOMHITUH, NayHOPYOUIIMH, ITUTO3UH-apaOMHO3UI, ITUKIO(OC-
damu, KapOOIIaTUH, JOKCOPYOUIIMH, XJIOPO30TOIMH, OpalibHbIE KOHTpAaIleI-
TUBBI, TEMIIUTAOWH, TUKJIOMHUINH, KIOMUAOTPEI U Ap.);

— I'VC, acconuupoBaHHbIl ¢ OEPEMEHHOCTHIO;

— I'VC, accouunpoBaHHbIN C TPAHCIUIAHTAIIMEN OPTaHOB U TKAHEH;

— I'VC, accounnpoBaHHbBIA C CUCTEMHOM KPACHOM BOJTYAHKOM;

— I'VC, accounnpoBaHHbIN C 3T0KAYECTBEHHBIMH OITYXOJISIMHU;

— I'VC, accouunpoBaHHbBIN CO CKIEPOACPMHUEH;

— I'VC, accounnpoBaHHbIN € 3T0KAYECTBEHHON TUIIEPTOHUEN;

— I'VC, HacnauBaromumiicst Ha rJIOMepyJIoHeDPUT;

— I'VC, acconuupoBanHbiii ¢ aHTU(HOCHOTUIUIHBIM CUHAPOMOM.

B 3aBucumoctu ot npuuuHbl pa3Butud ['YC MOXHO BBIIEIUTH 3 €ro
Pa3HOBUHOCTHU:

1. T'YC kak cnencreue JIBC-cunapoma Ha ¢oHe MHPEKIITMOHHOTO BO3-
neiictBus (kumeunoit mupekiuu, obycmosnennoit E. coli, S. dysenteriae,
OCTPOTO PECIUPATOPHOTO BUPYCHOTO 3a00JI€BaHUs). DTOT BapUAHT BCTpEUaALT-
cs 'y AeTeil panHero Bo3pacta. OH TOMUHHPYET B KJIMHUYECKOW KapTUHE, U HE
BCErJla YJAaeTCs BBIICIUTH OCHOBHOE 3a00JICBaHUE, TEUEHHWE KOTOPOTO OH
ocyiokHseT. [Ipy CBOEBpeMEHHOM W aJIeKBATHOM JICUEHUHM MCXO/I, KaK MpaBHU-
70, OnaronpusTHbIN, Beixoa B XITH kpaitHe penok. 9TH 0COOEHHOCTH U IOMH-
HupoBaHue KIMHUKUA ['YC MO3BOJISIOT BBIACIUTh €r0 B OTJICIBbHYIO HO30J0TH-
yeckyto ¢popmy — I'YC kak 3a0oiieBaHMe AETEl paHHEro BO3pacTa MpeuMy-
IIECTBEHHO MH(EKIITMOHHOTO IreHe3a.

2. I'VC xak cocTosiHHE, OCJIOKHSIOIIEE TEUEHHE OCHOBHOI'O 3abo0JieBa-
HUS: CUCTEMHOTO 3a00JIeBaHUS COCAMHHUTEILHON TKaHU, TJIOMepyJoHehpuTa,
HEOIaronpusITHOTO TeYeHUsT OepeMEeHHOCTH U POJoB. CBS3aH C MIPUEMOM TOP-
MOHAJIbHBIX KOHTPAILIENTUBOB, OOIIMPHBIMU ONEPATUBHBIMU BMEIIATEIbCTBA-
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mu u Ap. Jauusiii Bapuant ['YC o0ycioBieH NepBUYHBIM MOBPEXKACHUEM H-
JOTeNMs UMMYHHBIMU KOMIUIEKcaMu. BcTpeuaeTrcst y neTed AOIIKOJIBHOTO U
IIKOJIBHOTO BO3pPAacTa, U €ro CUMITOMATHUKA MEPEIIeTaeTCs] ¢ CUMITOMATHKOM
OCHOBHOTO 3a6osneBanus. I1oT Bapuant ['YC nenecooOpa3Ho paccmaTpuBaTh
KaK CHUHJIpOM, a He KaK oTJejbHoe 3a0oneBanue. [Iporno3 3aBUCUT OT Hcxoaa
OCHOBHOTI0 3a00JI€BaHU.

3. Cemeitnbie GopMmbl I'YC ¢ ayTOCOMHO-PELIECCUBHBIM WM JOMUHAHT-
HBIM XapaKTepOM HacIeJOBaHMUSI.

Onuaemuosorus. 3adoneBaemMocts ['YC cocraBiser npuOIU3UTEITHHO
2,1 cnydas Ha 100 000 HaceneHus B roj C MUKOM 3a00JI€BAEMOCTH Yy JETeHl 10
5 ner (6,1 : 100 000) u ee cHmwkenuem y B3pocibix (0,5 : 100 000) [3].
HauOonbias npeapacnofioxkeHHOCTh HabmogaeTcss y HapoaoB KaBkasa ¢ ce-
porunom HLA-B40.

AGcomoTtHOe 60apmMHCTBO NpudrH ['YC cBsi3aHO ¢ reMopparudecku-
JTUApEeHBIM CHUHAPOMOM, MPU KOTOPOM HambOJee YacCThIM ATHOJOTHUYECKHUM
dakxTopom siBisercs E. coli, mpoaytupyrorias mmuranoao0HbIi TOKCHH (Bepo-
TOKCUHBI 1 U 2), B mepByto ouepeab ee ceporun O157:H7. BrisiBnena napai-
nenb Mexay 3adoneBaemMocTbio ['YC U ce30HHBIMU KOJIEOaHUAMH WHOEKIIUU
E. coli O157:H7, nuk KoTOpO¥i MPUXOAUTCS Ha TEIUIbIC MECSAIBI rojia, 0COOCH-
HO Yy JieTell paHHero Bo3pacTa. B pa3BuThix cTpaHax 3ab01eBaeMOCTh, 00Y-
cioienHas E. coli, konebaercs ot 1 10 30 cirygaeB Ha 100 000 wen. Bo Bpems
Bembliiek nHdpekimu ot 38 10 61 % uHbUIMPOBaHHBIX 3a00JI€BAOT reMoppa-
THYECKUM KOJUTOM, HO Jmmb y 2-8 % 3aboneBmmx pa3BuBaercsa [YC.
Hanbonee 3HaunMbIM myTeM nepenadyd UHOEKIUH SBISIOTCS MPOIYKTHI MUTa-
HUSI: 3arPsI3HEHHBIE (PPYKTHI U OBOIIM, MICO, MOPEMPOIYKThI, MOJIOYHBIE MPO-
IYKTHI U BoAa. Bo/iHbIE BCIBINIKK OBLIIM CBSI3aHBI C MUTHEM HEXJIOPUPOBAHHOM
BOABl W KyNaHHEM B BojoeMax. HemacTepu3oBaHHBIN SOJIOYHBIA COK CTaj
IPUYUHON HECKOJIbKUX BCIIBIIICK. JloMaliHue >KMBOTHBIE, 0COOCHHO KPYITHBIMI
poraTthlii CKOT, TaK)K€ MOTYT MPUBECTU K pa3BUTHIO MHPekimu. OaHaKO 3TH
MUKpPOOPTaHU3MbI ObUTH BBIICIICHBI TAK)KE y OJICHEH, OBell, KO3, JOIaeH, co-
Oak, nTuIl u naxe Myx. OCoOOCHHO OMacHBI BCIBIIKKA WHMEKIIMU B JIETCKUX
JIOMIKOJILHBIX yUpexIeHusx. 3adoseBaemocth ['YC, HeacCOIMUpPOBaHHBIM C
Japeeil, He HOCUT CE30HHOI0 XapakTepa.

I'YC, HeaccoumupoBaHHbBIA C AUAPEHHBIM CUHAPOMOM M IIWIa-TOKCH-
HOM, BKJIIOYAET I'€TEPOTCHHYIO I'PYIIY MAlMEHTOB, Y KOTOPBIX 3THOJOTHYE-
CKO€ 3HAYEHUE KUIIEUHON MH(pEKIHnH ObLI0 ucKitoueHo. Ita popma I'YC Ho-
CUT CHOpAAWYECKUN WM CeMEHHBIN XapakTep. 3a00JeBaeMOCTh B JaHHOM
ciyuae coctasisier yuiib 5—10 % ot Bcex ciiydaeB 3a00j€BaHMsI, BCTPEUACTCs
qarie y B3pocibiX. 3aboneBaeMocTh 310l dopmoit I'YC cpenu aereit moutu B
10 pa3 Hmxke, yem 3abosneBaemocth ['YC, acCOIMUPOBAHHBIM C TUAPEUHBIM
cCUHIpOMOM (TpubIm3uTensHo 2 ciydast B roa Ha 1 000 000 gen.). OHa BO3HU-
KaeT cropaaudecku wind B ceMbsix. C uHdekuuel, Bpi3biBaeMon Streptococcus
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pneumonia, ces3eiBaroT 40 % cirydaeB HeacconuupoBanHoro ¢ auapeeii ['YC u
4,7 % Bcex ciayudaeB 'YC y nereit CIIIA.

IlaTorene3. TunuuHo HopMoOH, BCTpedaromelcsi B OCHOBHOM Y JIETEH,
sisiercs ['YC, accouMMpOBaHHBIM ¢ MIMTanogoOHbIM TokcuHOM, win ['YC,
accolruupoBaHHbIid ¢ auapeeir. Kpome E. coli, mpomynupyromiei muramno1o0-
HBI TOKCHH, IUTONATOT€HHBIN K KJIETKaM JUHUU VEro (BepOTOKCHUH), APYTUM
BaXHBIM MHUKPOOPTaHU3MOM, MPUBOIANIMM K passuthio ['YC, sBisercs Shi-
gella dysenteriae, Beiaensronias mmura-TokcuH. 11Iuranomo0HbIi TOKCHH MOYKET
MPOAYLUPOBATHCS U APYTUMHU MUKPOOPTaHU3MaMHU.

[ToBpexaeHrne SHAOTEIUAIBHBIX KJIETOK UIPAET LIEHTPAJIbHYIO POJb B
MaTOreHe3e T'eMOJIN3a, MOYEYHBIX MOPAKEHUH, TPOMOOIMTONEHUU U JPYTUX
nposieiernii I'YC. MaeHTudpuuupoBaHo 1mo MeHbLIEH Mepe 5 areHToB, CIO-
COOHBIX OKa3bIlBaTh MOBPEXKIAIOINIECE NCHCTBHE HAa HHAOTEIMAIBHBIC KIIETKU
npu Oone3nu ['accepa: PHIOTOKCHH, HEHpaMUHHUIA3a, dCTPOTECHCOACpKAIINE
KOHTPALICTITUBBI, UICTUHHBIM IIUTOTOKCHH (BEPOTOKCHH ), MPOAYIIUPYEMbIA HEKO-
TOPBIMH IITaMMaMH KuiiedHou nanodku O157 u mwmremiamu 1-ro tumna (I'pu-
ropseBa—l1lura). Beporokcun sBisieTcs muramnogo0HbIM TOKCUHOM 2-TO THIIA,
KOTOPBIN MOKET BBIACIATHCS MHOTUMHU SHTEPOOAKTEepUsIMHU (IIUresIaMu 30H-
He u DiekcHepa, TPOTeIMH, CaTbMOHEIJIaMH, KJIeOCHeIUIaMH U JIp.), TOATOMY
BeposATHOCTH pa3Buths ['YC numeercs y IeTei Npu MHOTHX OCTPBIX KHUIIIEUHBIX
nHekusax. BeiaenseMble IpU OCTPHIX KUIIEYHBIX MHMPEKIUSIX IHTEPOBUPY-
cbl, kokcakn, ECHO u aneHoBHupychl HE UMEIOT 4eTKOM cBsizu ¢ ['YC.

Pe3ynpTarsl NpOBEACHHBIX MHOTOYUCICHHBIX UCCIIEIOBAHNN YKA3bIBAKOT
Ha TO, YTO BBIIIEYKA3aHHbIE TOKCUHBI, U3MEHSS a/IT€3MBHBIC CBOMCTBA U METa-
00JIM3M SHIOTENNATBHBIX KJIETOK, MPUBOJAT K PA3BUTHIO BOCHAJICHUS JICUKO-
LUTApPHOTO TUMA. B pe3ynbrare 3HA0TEIMANBHBIE KJIETKU TEPSIOT CBOKO TPOM-
OOPE3UCTEeHTHOCTh, YTO BENIET K CYKEHHUIO U TPOMOO3Y COCYJ0B MUKPOIIUPKY-
JSTOpHOTO pycna. [Ipu 3ToM NMPOUCXOAUT aKTUBAIUS aATre3UH TPOMOOIIUTOB C
MOCJICYIOIINM OTJIOKEHHEM (DPUOPUHOBBIX TPOMOOB Ha SHIOTEIUU MHKPOCO-
cynoB. [loBpexaeHrne MUKpOUMPKYIATOpHOTO pycia npu ['YC Bkitodaer, mo-
MHMO YTOJIIEHUSI CTEHKHA COCY/IOB C OTEKOM DHJIOTENNS, HAKOIIJICHUE OCITKOB U
KJIETOYHOTO JIETPUTA B CYOIHIIOTEIHAIILHOM CJIO€, B PE3yJIbTaTe Yero B Mopa-
KEHHBIX COCYJaX BO3HHUKAET MPOCTPAHCTBO MEXKAY AHIAOTEIHAIBHBIMU KJIET-
KaMu U 0a3ajibHOM MeMOpaHOM, Ha KOTOPOW OHM pacrojiaratotcs. Bo3Hukaro-
niee Cy>KE€HHE MPOCBETAa KANWJUIAPOB U apTEPUOJ MOYEK MPUBOJUT K YMEHb-
MIEHUIO (PUIIBTPYIOIIEH TOBEPXHOCTH, B PE3YyJIbTATEe YETO CHIKACTCS CKOPOCTh
KiyooukoBoi ruibTpanuu u pasBubaetcs OITH. Pazsutne MAT'A nipu I'YC
O0OBSICHSIETCSI MEXaHUYECKUM TOBPEKICHUEM SPUTPOIUTOB HUTAMHU (PubpuHa
IIPY MPOXOKIAECHUH KIIETOK KPOBU Uepe3 CYKEHHBIE U YACTUYHO 3aKYTIOPEHHBIE
MUKPOCOCY/IbI (HUTH (UOpUHA «pexyT» 3puTpormThl). COmyTCTBYIOIEE OK-
CUJAHTHOE TIOBPEKJCHUE MEeMOpaH SPUTPOIMTOB BCIICICTBUE AKTUBAIMH TIE-
PEKHCHOTO OKHUCJICHUS JIMMTHIOB YXYIIAeT uX 1e(popMUPyEeMOCTh U TIOHMKAET
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YCTOWYMBOCTh K MEXAaHHYECKOMY IMOBPEXKJIECHUIO, TEM CaMbIM CIOCOOCTBYS
Pa3pyIICHUIO SPUTPOLIUTOB — FEMOJIH3Y.

[Ipu I'YC B maronoruyeckuil mpouecc HEPEAKO BOBJIEKAKOTCI U APYTHE
opraHbl, 0COOEHHO TE€4YeHb, MO3T, cepAle U Jierkue. CyJopoXKHBIA CHHAPOM,
CTYIOp, KOMa U JApyrue NMpU3HAKU OTeKa MO3ra, a TakKe MHTEPCTUIMAIbHBIN
MyJIBMOHUT (CHHJIPOM JIBIXaTCIbHBIX PACCTPOUCTB B3POCIIOrO THIIA) OOBSICHS-
torcsa kak OIMH ¢ runeprensueit, Tak U COCyAUCTBIMA U3MEHEHUSIMH, DJIEKTPO-
JUTHBIMU HApYyIICHUSMU U T. J. XapaKTEepPeH TakKe reMOpparuyecKuil CHH-
IpoM (TeTexuu, SKXumMo3bl, HocoBbie U JKKT-kpoBoTEUECHUS, TEMOKOIUT).

[TonpoOHEE MHOTOUMCICHHBIE MEXaHU3Mbl BOSHHUKHOBCHHS M Pa3BUTHUS
I'VC npencraBnsitoTcst cienyromum oopazom. Ilpu acconuupoBaHHOM C Jua-
peeit I'YC B ciyyae MHGUUMPOBaHUS IITAMMaMH, NPOAYHUUPYIOIIMMHU BEPO-
TOKCHH, BO3HHMKA€T IMOBPEXKICHHE COCYAOB CIHU3UCTOM OOOJIOUKM KHILIKH C
pa3BUTHEM TeMOPPAruyeckoro KojiauTa. BeICBOOOKIAIOUIMICS B KUIICUHUKE
BEPOTOKCHUH IMOCTYIAET B ME€YEHb, TJI€ MOABEPracTCcsl METa0OIN3MY, U YaCTHY-
HO B KpOBb. [IepBbIM OpraHOM-MHILIEHBIO HA IIyTH IPOHUKHOBEHUS B KPOBOTOK
BEPOTOKCUHA SBJIAIOTCS JIETKHE C BO3HUKHOBEHHEM 30H JIEHKOIUTAPHON HH-
buIbTpallM M CEKBECTpallid aKTUBUPOBAHHBIX T'PAHYJOIIMTOB B COCYIaX
MUKPOLIUPKYJIATOPHOTO pyciia, YTO IPUBOAUT K (POPMUPOBAHUIO PECTIUPATOP-
HOTO JucTpecc-cuHapoma. 1IoBpexIeHno ApyruxX OpraHoB, B IIEPBYIO OYe-
peab MOYeK, TAKXKE MPEIIIECTBYET CEKBECTPALMs aKTHBUPOBAHHBIX IPAHYIO-
LMTOB B MUKPOLMPKYJISATOPHON cHCTEeMe W UHTepcTulinu oprana. Ckopee Bce-
ro, BOBJICYEHUE PA3IMYHBIX OPraHOB B maToJIOrmyeckuil mpouecc npu ['YC
O0TOOpa)KaeT pazIMyHOE, 3aBUCAILEE OT BO3pacTa paCIpeeIeHHE PELENnTOPOB
K BEPOTOKCHHY Y Je€Tei U B3pOCIbIX. Penentopsl mmrano100HbIX TOKCHHOB, B
Oonpmiei crenenn raodorpusmikepamuy (Gb3), mpucyTcTBYIOT B MeMOpaHe
SHIOTENNATIBHBIX KJIETOK, HO OOJIbIIIE BCEr0 UX BCTPEUAETCS y AETeH paHHEro
BO3pacTa B KJIETKaX KalWUIAPOB MOYEYHBIX KiIyOoukoB. C BO3pacToM UX KO-
JIMYECTBO PE3KO CHIXKAETCSA, C 3TUM CBA3aHa OCOOCHHOCTh PAa3BUTHS KJIACCH-
yeckoro I'YC y aereit 1o 3 jet. YcraHoBiaeHO, 4To okosio 90 % nereii ¢ 'YC,
accoruupoBanHbiM ¢ guapeeit, — I'YC-(D+) — umeror nmpu3Haku HHOUIIAPO-
BaHMs BepoTokcuH-tipoayuupyromieit E. coli (VTEC). V¥V OonbmimHcTBa 3THX
nanyMeHToB Obl1 0O0HapyxkeH cepotun O157:H7. Kak Obuto OTMEUEHO BBIIIIE,
ATOT BO30YIUTENb BBIJIEISET BEPOTOKCHH 1 M 2, KOTOPBIA HA3bIBAIOT TaKKe
IMranoJ00HbIM BCIIEACTBHE ero cxojcTBa ¢ TokcuHamu Shigella dysenteriae.
Bepotokcun coctout u3 2 cyoneaunuil. CyobeanHuiia A OTBETCTBEHHA 3a I1-
TOTOKcH4ecKue 3((eKThl, TOr1a Kak cyobeauHnia B nmeeT BHICOKYIO CTENEHb
CpOJICTBA K MEMOpPaHOCBsI3aHHBIM IMKochuHromununam: Gb3 u rmoborerpa-
osmwikepamuay (Gb4), a Taxke k ramaduosunkepamuay (Ga2) u nmeHTo3MITKe-
pamuny (P1). CyOwenununa A monaBiseT OMOCHHTE3 Oelika B KJIETKE ITyTeM
MHAKTUBALMKM PUOOCOMANIbHBIX CyObeIUHUI. BBIIBIEH U Opyro MexaHu3M
BO3JICHCTBHS Ha 3HJIOTEIHAIIBHBIE KIETKHM BEpOTOKCHHA. OKa3aJoCh, YTO BO3-
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JeCTBUE BEPOTOKCHHA MPUBOJIUT K TOBBIIMIEHUIO YPOBHS HH(OPMAIIMOHHON
PHK u 6enkoBoii skcripeccud XeMOKHHOB, B yacTHOCTH WMJI-8, MmoHOLIMTapHOTO
xemoTakcuueckoro gaxkropa-1 (MCP-1) u Monekyn KJI€TOYHON aAre3uu, a ATUM
nporeccaM npefmectByeT aktuBanus NF-kB. DT TOKCHHBI NOBBIIIAIOT aK-
TUBHOCTB 25-TO M 26-TO I€HOB, KOTOPBHIE KOJUPYIOT XEMOKHHBI U IIUTOKWHBI,
MOJIEKYJIbI KJIETOYHOW aAre3uH, MOBBIIIAs TEM CAMBIM CBA3BIBAHUE BOCIAIIN-
TEJBHBIX KJIETOK (JIEMKOLMTOB) C SHAOTEIHUEM. Y CTAaHOBJIEHO, YTO MHPOAYKT
AKU3ZHENIEATEIIbHOCTH ITUX OaKTEpHil — JUIONOJUCcCaXxapu]l — SBISETCA CH-
HEPIrUCTOM C BEPOTOKCHHOM. OHM COBMECTHO MHULMUPYIOT BOCHAIATEIbHYIO
pPEaKLMIO B OpraHe-MHILEHH, CIIOCOOCTBYS NPOAYKIMU MEIWATOPOB BOCHalle-
HUsT — (¢akropa Hekposa omyxoym (TNF-ameha) n uaTepneiiknaoB. dakro-
POM, OIPENEISIOUIMM OIBEPKEHHOCTh SHAOTENHATBHBIX KIETOK BO3JEHCTBHUIO
BEPOTOKCHHA, SIBJISIETCS HaJMYME HA MX MOBEPXHOCTHU PELIENTOPOB, 00Jaaaro-
IIIMX BBICOKOM CTENEHBIO CPOACTBA K TOKCHHY. KIIETKM HE UyBCTBUTEIIBHBI K €T0
BO3JICHCTBHIO JI0 TEX IOp, MOKa orpaHuveHa sKkcrpeccust umu Gb3-penenropa
IUI BEPOTOKCHHA. AKTHBHO JENAIIUECS KIETKU SHAOTENUs 0oJjiee YyBCTBU-
TENBHBI, YeM MEJICHHO JEJIIINecs, MOCKONbKY dkcnpeccusi Gh3-perentopa
IPOUCXOAMUT Ha paHHeW S-(ha3e KIETOYHOro HuKJIa. VEero-kJIeTKH, UMEIOIINe
Gb3-penenitopsl, Ha TPOTSHKEHUU KICTOYHOIO IUKIA MOTYT U3MEHSTH CBOIO
BOCIIPMMMYMBOCTH K BEpOTOKCUHY B 10 pa3. IIpu cpaBHEHMM KJIETOK 3HIOTE-
JUsl YeJIOBeKa M3 Pa3JIMYHbIX TKAHEW YCTAaHOBJIEHO, YTO 3HJOTEIHAIIbHBIE
kietkn nodek B 1000 pa3 yyBCTBUTENBHEE K BEPOTOKCUHY, YEM KIIETKH DHJIO-
TeNus MynouHoi BeHbl. bojee toro, skenpeccus Gb3 y Hux B 50 pas Bhlme.
BepoTokcuH cBsI3bIBAECTCS B MOYKAX MPOMOPHHUOHATIBHO KOJIMYECTBY UMEIOLIE-
rocst Gb3. BepoTokcuH 1 cBsI3bIBaCTCS ¢ SHIOTEIUEM COCYAOB IMOYCUHBIX KITY-
OoukoB y nmereit, HO He y B3pocibix [2]. Kpome Toro, mpu I'YC-(D+) mospe-
KIAIOTCSI ME3aHTHAJIbHBIE KJIETKU, TAK)KE BBIIEISIONINE OOJIBIIOE KOJUYECTBO
Gb3. BepoTokcHH HaKarjIMBaeTCsl B ME3aHTUH, TIPOUCXOIUT ME3aHTHOJIU3HUC C
HEKPO30M KJIETOK M CBOCOOPA3HBIM «PazKMKEHUEM» ME3aHTHMaJbHOIO Mart-
pukca. ['1aBHbIM BO3A€iCTBHEM BbIpaOATHIBAIOIIMUXCS B MOBBIIIEHHOM KOJIU-
YeCTBE [IUTOKUHOB SIBISICTCS CTUMYJIMPOBAHUE TPOMOOOOpa30BaHUs U aAre3un
HEHUTPO(UIOB HAa CTEHKAX COCYJIOB C MOCIEAYIOUINM BBICBOOOKICHUEM U3 HUX
aKTUBHBIX (hOpM KUCIOpOAa. ITO, B CBOIO OUEPENb, AKTUBUPYET MOTUMOPPHO-
SJIepHBbIE JICUKOLMTHI C BBICBOOOXKACHHEM JHM30COMANIbHBIX (DEPMEHTOB, B
YaCTHOCTHU, 3J1acTas3bl. [Ipu BhICOKOM 4Yuciie MOMMMOP(HOSIECPHBIX JIEUKOLIM-
TOB BO3pPACTa€T KOHIIEHTpalLUs 3JiacTa3bl U anbda-l-antutpuncuna. Hemamno-
BaxkHOe 3HaueHue npu ['YC, BeposTHO, umeeT runoButamuHo3 E. Ero aedu-
Ut onucad kak ['YC-nio1o0HbIN CUHIPOM.

VY nerelt, 6oapHbIX ['YC Ha GoHe auapen, ObuIH 0OHAPYKEHBI TPUIHAKU
HapyILIeHUsI CBepThIBaHUS KpoBU. C OJHON CTOPOHBI, ObLIO OOHAPYKEHO YCH-
nenue GuOPUHOININ3A, a C APYTrOil — MOBBIILIEHUE YPOBHS MHIHOUTOpA aKTHUBa-
TOpa IJIA3MHUHOTEHA, YTO YKa3bIBa€T Ha BhIPAXECHHOE MHTHOMpoBaHue Gpuopu-
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HOJIM3a. DTO TOBOPHUT O CIIOKHOCTH TMATOTeHe3a 3a00JeBaHUs, a BO3MOXKHO,
CBSI3aHO C €ro CTaJANMHOCTBIO.

I'YC, HecBsi3aHHBIN C nHapeeH, CIOpaJIuUYeCKUil MM aTUITUYHBIN, Yallle
BCTpEYaeTcs y JAETell cTapliero Bo3pacta M B3pOCibixX. 3a00aeBaHue, mpeiiie-
ctByrouiee 1'YC, He conpoBOXKIAETCA NUAPEUHBIM MPOJPOMOM U, KAK MpPaBU-
710, TPOSIBIIAECTCS B BUJE MH(DEKIUU PEeCIUPATOPHOTO TpakTa. ITa pa3HOBU-
HOocTh ['YC He cBsizaHa ¢ CE€30HHBIM (PaKTOPOM, YACTO COUETAETCS C TSHKEJION
apTEepUANBHON TUIIEPTEH3UEH, KApJAUOMHOIIATUEN U CYJOpOraMH, XapakTepH-
3yeTcsl PEIUIMBUPYIOIINM TEUCHUEM U B OOJBIIMHCTBE CIy4aeB 3aKaHUYUBACT-
cs1 XITH, a B 25 % ciryqaeB — JeTabHBIM HCXO0JI0M [2].

[Tpu T'YC, obOycnoBnenHoM Streptococcus pneumoniae, Helipamwuasa,
CeKpeThpyeMasi BO30yIUTENIeM, YAAISIET OCTATKU CHAJIOBBIX KHUCIJIOT C MTOBEPX-
HOCTH JPUTPOIUTOB, TPOMOOIIUTOB U KJIETOK SHIOTENHS KIYOOUYKOB TOYEK,
obuaxast T-xpunrantured Thomsen—Friedenreich. Hamnumne B mupkyaupyro-
et kpoBu IgM k 3ToMy aHTHreHy Ha TPOMOOIIUTAX U IHAOTEIUAIBHBIX KIIET-
Kax OOYCJIOBJIMBAET arrjlOTHHAIIMIO, arperamui TPOMOOIMTOB, KOTOpas, B
CBOIO O4Yepellb, BENET K T'eMOJIM3Y, TPOMOOIUTONEHUH, BHYTPUCOCYIUCTOMY
TpoMO0OOPa30BaHUIO U JTAJIbHEHIIIEMY YCUJICHUIO COCYUCTHIX MOBPEXKICHU.
3aboneBanue OOBIYHO MPOTEKAET TSKEIO U COMPOBOKAACTCS PECIUPATOPHBIM
JTUCTPECC-CUHJIPOMOM, HEBPOJIOTMYECKUMHU HAPYHIEHUAMH M KOMOW, CMEpT-
HOCTh nocturaet 50 %.

VY B3pocCiBIX MpeapacnoyiaratoliuMu K pa3Butuio ['YC cocTosHUSMU
cleAyeT cuuTtaTh OEPEMEHHOCTb, CHUCTEMHBbIE 3a00JI€BaHUS, CEMEUHBIMA
aHaMHe3, 3JI0KaueCTBeHHYI0 runepreH3uto, BUY-undekumro, 310KauecTBeH-
Hble 3a00JI€BaHUsI U TEpaNUi0 MPOTUBOOIYXOJICBBIMU MpenaparaMu. ITU CO-
CTOSIHUS SABJsItOTCS npuunHoi Oosee 50 % ciyuaeB I'YC y B3poCbIX.

PasnoBunnocts ['YC, coderaromierocs ¢ 6epeMEeHHOCTBIO, OOBIYHO pac-
CMaTPHUBAETCS KaK OCIOXHEHHE OCpEeMEHHOCTH (MPEIKIAMIICHs, IKIAMIICHS,
MH(GUIUPOBAHHBIN BBIKUJIBIII) U BO MHOTHX CIy4asix MOJHOCTHIO M3JI€UNBACT-
cs1 mocie ponopaszpemeHus. Ilocneponoseiii I'YC, 00ycnoBIeHHBI OCIOKHE-
HUSMHU B POJIaX ¥ MOCIEPOJOBOM Meprojie (OTCIOMKA IJIAIleHThI, IMOOHS OKO-
JIOTUIOAHBIMU BOAAMHU, MOCJIEPOJIOBBIN CEIICUC), YAaCTO aCCOLUUUPYETCS C TSKe-
JIBIM MOPAXKEHUEM TOYEK, BIUIOTH JO Pa3BUTHUSI KOPTUKAJIHLHOTO HEKPO3a, C BbI-
pPaXXEHHOM apTepHalbHON rUNepTeH3uel U UMEET HeOJIaronpusTHBIA IPOTHO3.

I'VC, accomuupoBanubii ¢ BUY-undekiueit, cuutaercs OJHUM U3
HauOosee yacTeix hopm MAT'A y B3pocibix. Ero ucxo HemocpeicTBEHHO 3a-
BUCHUT OT TEYEHHUsS OCHOBHOIO 3a00JieBaHUsA W TIPU Pa3BEPHYTOM KapTHUHE
CIIN]l nmeet HeOmaronpusTHHIA IPOrHO3. Tak ke MOKHO 0XapaKTepU30BaTh
I'VC, BecTpeuarommiicss py 3JI0Ka4ECTBEHHBIX OIYXOJIAX U JICYHEHUH MPOTHUBO-
OMYXOJIEBBIMU IpENapaTaMH.
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VYceranoBneHo, yto ['YC MoOXeT penuauBUPOBaTh MOCIE TPAHCILIAHTA-
1K o4kH (B 23 % ciydyaeB), MpUUeM MPH POJCTBEHHOM JIOHOPCTBE PUCK pe-
uuaMBOB Bo3pactaeT A0 30 %, HO moce Je4eHus: UKIOCIOPUHOM A pHUCK pe-
IUMBOB MOCJI€ TPAHCIUIAHTALIMN CHUXKAETCS.

Penxue dhopmel I'YC, necBszannbie ¢ OKU, — 310 ayTOCOMHO-pe1iecCuB-
Hasl U ayTOCOMHO-IOMUHaHTHad. [Ipeanonaraercs, 4to 3T GOpPMBbI MOTYT OBIThH
00yCJIOBJIEHBI BPOXKICHHBIM JI€PEKTOM CHCTEMbl KOMIUIEMEHTa, BPOXKICHHOMN
KoJutareHoBoi rimomepyiomaruei (tum 1ll), medpexrom anTuTpomOuHa I,
HapyleHneM oOMeHa MPOCTALMKINHA U BPOKJIECHHON aHOMAJIMEH METadoIu3-
Ma BUTaMuHa B12 ¢ METUIMAIIOHOBOM allMAYpUEN U TOMOLIMCTUHYpUEH. Y Ta-
IIMEHTOB ¢ HacieAcTBeHHBIM ['YC OblT uaeHTH(UITUPOBaH reH 1-i XpoMoco-
MbI, 0003HaYeHHBbIN Kak (hakTop H.

Takum obpazom, I'YC, HecBsI3aHHBIA ¢ guapeei, IpeacTaBisieT coOoit
NOATPYNIY, OTAWYAKIIYIocs OT TUNUYHOrO ['YC Mo 3MuIeMHOIOTHYECKHM,
KJIMHUYECKHUM, TUCTONATOJIOTMYECKHM XapaKTEepPUCTUKAM WU MPOTHO3Y, COMpsi-
KEHHOMY C BBICOKOH JIETAIBHOCTBIO. B 11e110M ncxox mipu atori dhopme I'YC
xyxke. Jlo 50 % cnydaeB mpoTeKaeT ¢ pa3BUTHEM TEPMUHAIBHOW MOYEYHOMN
HEJOCTaTOYHOCTH WJIM HEOOpaTUMOTro MOBPEXKIEHHUS TOJOBHOTO MO3Tra, a
CMEPTHOCTb B OCTpOil (haze 3a00sieBaHUsI MOKET AocTUrath 25 % cioyuaes. ['e-
HETUYECKHE UCCIIEeIOBaHMs IMOKa3aiu, yTo cemerHas ¢opma ['YC cBs3zaHa c
HapyIICHUSIMHU B CUCTEME PETYJISITOPHBIX OEITKOB KOMILJIEMEHTA. AHAJIOTUYHBIE
F€HETUYECKUE HapyLIeHUs] ObUTM OOHAPYXKEHBI MPU CIIOPAAUYECKUX, UAHOIA-
TUYeCKuX (popmax, a Taxxe npu pa3Butuu I'YC Ha poHe OepeMeHHOCTH U B TIO-
cieposioBoM niepuoje, npu ['YC, HHAYIHPOBAHHOM THUKJIONEIWHOM, U TTOCTUH-
dexmonnom ['YC.

Crneuupu4HOCTh U CIOXKHOCTh MexaHu3MoB natoreHeza ['YC, couera-
IOIIUX KIJIETOYHOE MOBPEXKICHUE C BBIPAXKEHHBIMH MHUKPOLUPKYISATOPHBIMU,
KOAryJsIUOHHBIMU ¥ TYMOPQJIbHBIMU PACCTPOMCTBAMHU, OOBICHSIOT 4YaCTOE
pPa3BUTHE CHUHIPOMA MOJMOPTaHHON MUC(YHKIIMH, YTO, B CBOI OYEpeNb, CO-
3/1aeT psi MpoOJIeM B JICYCHUHU TaKUX MAlMEHTOB U BO MHOTOM TIPEIOIPEIeis-
€T UCXO0/ 3a00JICBaHMUSI.

['eMonu3, CBSI3aHHBIM C MAacCOBBIM pPa3pyLICHUEM OJPUTPOLMTOB B
CY>)KEHHOM KalWUISPHOM pPYyCJi€, IPUBOIUT K BHICBOOOXKIECHUIO U3 IPUTPOIIH-
TOB TPOMOOIUIACTUYECKHX BEILECTB, KOTOpbIE yCWIMBatOT mposieneHus [IBC-
cuna-poma. OT macmraba ero pacnpoCTPaHEHHOCTH 3aBUCUT CTENEHb Mopa-
JKEHUsI ToueK. Pa3BUBaeTCs MATHUCTBIA HEKPO3 KOPKOBOTO CJIOS TTOYEK, TOCTHU-
ralouui MHOT/AA CTENEHU JBYCTOPOHHETO KOPTHUKAJIBHOIO HEKpO3a C KIMHHU-
ko OITH.

Knaccudukanus I'YC npencrasnena B Tadi. 1.
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Tabauya 1
Kannuyeckue (popMbl M NPUYHUHBI PA3BUTHSI TEMOJIUTHKO-YPEMHYECKOT0 CHHAPOMA

Kimnuyeckue popmbl IpuunHbI
I'VC, acconmupoBaHHbIi C Arapeei E. coli, Shigella dysenteriae
I'YC, nHeaccoumupoBaHHbIi ¢ nuapeeid, | bakrepuun (Streptococcus pneumonia), BUpPYCHI
CIIOpauyEeCKui (BHY), nexapcTBeHHBIC Mpemaparbl, OepeMeH-

HOCTb, mociepoaoBblii ['YC, cucremnbie 3a60-
JeBaHMs (BOJIYaHKA, CKJIEpOJEpPMUsi, aHTU(OC-
(bommnuaHbI cuHIpoM), uauonatndeckuii I'YC

Cemelinblii, renerndeckuii ['YC ®daxrop H, MCP, daxrop 1

Kinunnyeckass kapTtuHa. B TedeHun cuHAapoma BBIICISIIOT 3 MEPUOAA:
MPOAPOMAIIbHBIN, IEPUOJ pa3rapa U BOCCTAHOBUTEIIbHBIN EPUOI.

[TpoapomanbHbIi epro] 3a00JiIeBaHNs OOBIYHO MPOIOIBKACTCS 2—/ JHEH
U 4allle BCEro MposiBisieTcsl auapeend u pBotoi. Pexxe pazsututo ['YC npeniie-
CTBYET MH(EKIMsI BEPXHUX WM HIDKHUX JbIXaTEIbHBIX IyTEH, Yale BUPYCHON
stuosiornd. K HUM IPUCOENMHSIOTCS HEBPOJIOTMYECKHE PACCTPOUCTBA, HENO-
CTaTOYHOCTh Nepuepruyeckoro KpoBOTOka U 0OMeHHbIe HapyiieHus. OTmeua-
eTcst OJIETHOCTD KOKH U CIU3UCTBIX, CKIIEPHl HEPEAKO MHBEIIUPOBAHBI, TOSBIIS-
€TCsl MAacTO3HOCTh BEK, Ir'y0. B KoHIlE MpoapoManbHOro Mepuojia BO3HUKAET
OJINTOAHYPUSL.

[lepnon pasrapa XxapakTepuszyercs TpEMs BEIyLIMMH CUHIPOMAaMU: Ie-
MosuTuyeckor anemuei, JIBC-cunapomom ¢ tpomoOorutonenueid u OITH. Y
MHOTHX MaIlMEHTOB OBICTPO MPOTPECCUPYET aHYpHUs C PACHPOCTPAHEHHBIMHU
oTexkamu (y psijia MalMeHTOB OTEKH MOTYT OTCYTCTBOBAaTh M3-3a 3HAUUTEIHLHOMN
MOTEPU KHUAKOCTH CO CTYJIOM U MEPCIHPaAlN), A30TEMUs], TOKCHUYECKas dHLIE-
danonarus, OTeK JETKUX, apTepUaIbHAsI TUIEPTEH3US. Y TKEI000IbHBIX MO-
CyT OTMEUYAThCs YIOPHBIE CYIOpPOTH, KOMa, JEroyHas HEJOCTATOYHOCTh WU
IIPU3HAKU MUOKAPJNUTA, CEPACYHON HETOCTATOYHOCTH.

HeBposorndeckue HapylieHUs pa3HOOOpa3Hbl U BBIABISIOTCS y TOJIO-
BHHBI NAlUEHTOB. BECITOKOMCTBO CMEHSAETCS BSJIOCTBIO, BO3MOKHO PAa3BUTHE
KOMBI. MBbIllIeYHbIC MMOJAEPTUBAHMS, CYOPOTH U THUNOPEdIEKCHS yKa3bIBAIOT
Ha HEOOXOAMMOCTh SKCTPEHHOTO MPUMEHEHHUs Auain3a 10 MOsBIEHUs Oosee
cepbe3nbix npu3zHakoB nopaxenus [ITHC npu I'YC. V yacTtu nauneHTOB BBISB-
JIAIOTCSI MEHUHTEAJIbHbIC CUMITOMBI: TOJOXHUTEIbHBIN cumnToM KepHura u
PUTMIHOCTD 3aTHUIOYHBIX MBI, JlaBI€HWE CIMHHOMO3TOBOM JKUAKOCTH MO-
KET OBITh MOBBIIIEHO, COIEP)KaHNE OelTka — HECKOJIBKO YBEIMYEHO, HO OTCYT-
CTBHE IUIEOLUTO3a U HOPMAJIBHOE COAEPKAHHUE caxapa B JIMKBOPE MOMOTAIOT
muddepentmponats ['YC ¢ menunrutoM. Itu HapyeHus pynkiuuu [THC 06b-
SICHSIFOTCSI KAK YPEMHUUYECKON MHTOKCUKAIIMEHN, TAK U PACCESIHHBIM KalMJUIIPHBIM
TPOMOO30M COCYZIOB MO3Ta JINOO BBI3BIBAIOTCS COMMYTCTBYIOIIUM BUPYCOM.

M3mMeHeHns co CTOPOHBI CEPAEYHO-COCYAUCTON CUCTEMBI MPOSBIISIOTCS
TaXUKapJUeH, MPUIIYLIICHHOCTbID TOHOB CEPALA, CUCTOJIMYECKHUM IIYMOM,
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HapyleHusAsMH putMa. CTeneHb NOpaKeHUsT MUOKapAa COOTBETCTBYET BbIpa-
KEHHOCTU TUIEPKAIMEMHUU. ApTEepUalbHOE AABJICHUE MOBBIIIAETCS, CTOMKas
apTepualibHasi TMIIEPTEH3Usl SBJSETCS HEONAronpUsATHBIM IMPOrHOCTUYECKUM
IPU3HAKOM M KOCBEHHO YKa3bIBa€T Ha TSKEJIbII HEOOpaTUMBbII HEKPO3 KOPKO-
BOT'O CJIOSI ITOYEK. ApTepuasibHas TMIIEPTEH3UsI U THUIEPKATUEMUS], KaK MpaBU-
JI0, IPUBOJAT K CEpJIeYHON HefocTaTouHocTU. [Ipu paHHEM nprMeHEeHuu aua-
7132 IEPUKAPIUT BCTPEUAETCS PEIKO.

COOTBETCTBEHHO TSKECTU METAOOIMYECKUX PACCTPOMCTB M alUI03a I0-
ABJIIETCS OJbIIKa. Haj JIESrkuMu BBICITYIIMBAETCS KECTKOE JIbIXaHUE, PEXKE —
MEJIKOITy3bIpuaThie Xpunbl. Ecin Hayano cunapoma mpotekano Ha gpone OPBU,
TO OOBIYHO JMATHOCTUPYETCS MHEBMOHUS. HepeaknMm OCIOXKHEHHEM THIep-
TUApAaTalUy SBJSIETCA OTEK JIETKMX C XapaKTEpPHOW KIMHUYECKOW KapTHUHOM:
3aTeMHEHUE MPUKOPHEBOM 30HBI B BUJE CHIIydTa 0a00YKM CO CBOOOJHON OT
3aTeMHEHUs neprudepruieckoit 30HOM.

Onuroanypus yacTu4HO KommeHcupyercs aestenbHocThio JKKT u no-
TOBBIX KeJIe3. B IPOCBET KMUIIEYHUKA MOXKET BBIACIATHCS 10 1,5—2 r MouyeBH-
HBI B CYTKHA. A30T€MHsI U 3JIEKTPOJUTHBIC HAPYIICHUs YCUIUBAIOT CUMIITOMBI
racTpodHTEPUTA. MOXKET pa3BUTHCA Nape3 KuileyHuka. OJHAaKo 3TO OCJIOKHE-
HHUE Yallle BCTPEYACTCsl B MOJIMYPUUYECKYIO (pa3y U CBSI3aHO C TMIOKAIMEMHEH.
VY GobIIMHCTBA NALIMEHTOB OTMEYAETCS TeNaTOCIIIICHOMET Al

[Ipn amekBaTHOM MATOTEHETHYECKOM TEpaIlMy OJMIOAaHypHYeCKas CTa-
Ul IEPEXOAUT B MOJIMYPUUECKYIO0, KOTOpasi HE MEHEe OIacHa, TaK Kak opra-
HU3M MaleHTa KaTacTpo(PUUecKu TeEPSET BOLY U SJIEKTPOJIUTHI.

TsKEeCTh M IIUTENBHOCTh MOJUMYPHUUECKOW (Da3bl 3aBUCUT OT TIIyOHHBI
MOPAKEHUS TJIOMEPYJ U TEMIIA PEreHepalMy KIETOK KaHAIbIIEBOTO IUTEIHA.
JTMTeTbHOCTh MONIMyprUYecKoi (a3el — 3—4 Hepenu. Yke B KoHue 1-it Hefe-
JY TOJUYPUYECKOM CTAJUM HCYE3aeT THIEPAa30TEMMsI U BOCCTaHABIMBACTCS
BOJHO-3JIEKTPOJIUTHBIN OaaHC.

JlabopaTopHble IaHHBIC, ITMATHOCTHKA. J[aHHBIE KJIMHUYECKOTO aHa-
JM3a KPOBU 3aBUCST OT Mepuo/ia 3a00JIeBaHNs 1 KOMIIEHCATOPHBIX BO3MOKHO-
cTeil opranusma. B mepuon pasrapa 3aboneBaHusi B 00IIeM aHAIM3€ KPOBH Y
neTeil HaOromaeTest HEUTPOMUIBHBIN JEHKOIIMTO3 CO CABUTOM BIIEBO BILIOTH
710 MHUEJIOIMTOB M OiacTHIX KieTok. Ho mHoraa HabmonaeTcs aeiikoneHus u
so3uHopums. [lokazarenu COD moryT ObITh B Ipezesiax HopMbl. KonruecTtBo
TPOMOOIIMTOB KPOBH BCETJ]a CHU)KEHO, CTENIEHb TPOMOOIIUTONIEHUH COBIAIAET
C OCTPOTOHN TeMOJHTHIECKOro Kpr3a (B cpemrem okomo 100 - 10%/m). Anemus
MOKET ObITh 3HAYMTENIbHOM, Yalle HOPMOXPOMHOM, TUIIEPPEreHEPATOPHOM, C
BBIPA)KEHHBIM aHU30LMTO30M, Hapsly CO 3HAUUTEIbHBIM CHM)KEHHUEM reMaTo-
kputa (1o 10-15 %). Conepkanue remoriioOnHa Bceria ctaHoBUTCs Huxke 100
r/11, SpUTPOLUTOB — Meree 2,5 - 10'/11. BaxHOe HHATHOCTHYECKOE 3HAYCHUE
uMeeT OOHapy)XKeHHE B Ma3Ke KpOBU (DparMEHTHPOBAHHBIX SPUTPOLIUTOB —
mu301uToB (0osee 1 % SpuTpoIUTOB).
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['emMonuTHYeCKU XapakTep aHEMHHM TOATBEPKAACTCA MOBBIIICHUEM
obmiero OunMpyOWHA CHIBOPOTKH KPOBH (3a CYET HEMpsIMOTO OMIMpYyOHHA),
CHUKEHUEM COJIEpKAHUS ranToriI00MHa, 3HAYUTEIbHBIM MOBBIIEHUEM YPOBHS
CBOOOJHOTO TeMoryioouHa B 1uiazMe. B psige ciiydaeB (00bIUHO Yy A€Tell cTap-
me 2 JieT), Korja MopakeHHe MOYeK elle MMeeT OOpaTUMbIA XapakTep U He
POSIBIIIOCH OJIMTOAHYPHEH, BBIABISIETCS TEMOTJIOOMHYPHS. Y POBEHb MOYEBU-
HBbI B KPOBU OOBIYHO BBIIIIE HOPMBI U cocTaBisieT B cpenneM 30—40 mmoib/1,
kpearnanaa — 0,3-0,5 MMonb/n. CKOPOCTh MPUPOCTa YPOBHS MOYEBHUHBI KPO-
BU 3aBUCHT OT MHTEHCHBHOCTH KaTaOOJIMYECKHUX IMPOIEcCOB. Yale CyTOuHBIH
MIPUPOCT MOYEBHUHBI KoJiebneTes B npenenax 4,9-9,9 MMmounb/i, a KpeaTnHUHA —
0,88-0,132 mmoub/11. [IpupocT MOYEBUHBI CBBIIIE 6,6 MMOJIB/JT SIBJISIETCS TIOKa-
3aHHEM K SKCTpaKopIopaIbHOU AeToKcukamuu. Hepenko HabmogaeTcs rumo-
anbOymunemust (30—17 r/m). 'nnoansOymuHeMust HUKe 25 /1 sBAsETCS He-
0JIaroNpPUATHBIM MPOTHOCTUYECKUM TMPU3HAKOM Y JIeTel paHHEro BO3pacTa C
I'VC na ¢one kumeuyHon HHPEKIHH.

Hapyienus BOJHO-3JIEKTPOJIMTHOTO OOMEHA MPOSIBIISIIOTCS MOBBIIICHU-
€M B KPOBHU KOHIICHTPAIIMX BHYTPUKIETOUYHBIX JIEKTPOIUTOB (Kajauil, MarHuu,
docdhaTel) W CHUKEHHUEM KOHIICHTPAIMM BHEKJICTOUYHBIX 3JEKTPOJUTOB
(HaTpuii U XJ0p), KOTOPHIE OOBIYHO COOTBETCTBYIOT TSXKECTU JCTUJIpaTaIlU B
pe3ynbTaTe PBOTHI U IUAPEU.

['emMoKkoaryisiiioHHble W3MEHEeHHsI 3aBUCAT OT (a3l JIBC-cunapoma.
['unepkoarymsiiys COMPOBOXKAACTCS YMEHBIIIEHUEM BPEMEHH CBEPTHIBAHUS Be-
HO3HOW KPOBH, BPEMEHU peKaIbIIM(UKAIIUH, YBETHUEHUEM CTETIEHU TPOMOOTe-
CTa, HOPMaJIbHBIM WJIM HECKOJIbKO YBEITMYCHHBIM YPOBHEM (DAKTOPOB MPOTPOM-
OMHOBOTO KOMIUIEKCca. B KpoBU M ModYe OmpeesnsitoTcsl MPOAYKThI AeTpaaliiu
(uOprHa, aHTUKOATYJIIHTHAsA M (PUOPUHONUTUYECKAS AKTUBHOCTb KPOBH KOM-
NIEHCATOPHO YyBenuuuBaetrcs. B ¢a3zy rumoxoarynsiiuu, KoTopas OOBIYHO
HaOJI0/TaeTCsl B TEePMUHAIBHBIN TIEpro/1 3a00JIeBaHNUs, BCIIECICTBUE TOTPEOICHUS
(akTOpOB CBEPTHIBAHUSI OTMEUAIOTCSI YBEJICUCHHE BPEMEHHU CBEPTHIBAHUS, Bpe-
MEHU peKabIu(pUKALNN, YMEHBIIICHUE CTENIEHU TPOMOOTeCTa, CHIDKEHUE (pak-
TOPOB, TPUHUMAIOIIHUX y4acTUE B 00pa30BaHUM aKTUBHOTO KPOBSHOTO TPOMOO-
MacTuHa, (HakKTOPOB MPOTPOMOMHOBOTO KOMIUIEKCA M YpPOBHS (hMOPUHOTEHA.
OOBIYHO 3T U3MEHEHUSI COTIPOBOXKIAIOTCS OOMTUPHBIMUA KPOBOUIHUSIHUSMHU Ha
MECTaX WHBEKIUN MU TSHKEIBIMH KPOBOTCUEHUSIMU W3 PECHUPATOPHOTO WU
KEITyT0YHO-KUIIIEUHOTO TPAKTA.

V3MeHeHnss B MOYe HE UMEIOT CHenu(pUYHOCTH, HO HA THKE OJIUTO-
aHypHUH TJIOTHOCTh MOYHM CHIDKeHa W He mpesbimaeT 1010 r/n, BbIABIsSETCA
yMEpeHHas JCUKOIMTYPHS, MaKpO- WIH MUKPOTeMAaTypus U MuIuHApypus. Ha
¢doHEe TEMOTIIOOMHYPUH MOYa MPHOOpPETaeT TEMHO-KOPHUYHEBBIN U Jaxe 4ep-
HbI 11BeT. XapaktepasiM st ['YC saBisiercst oOHapykeHue B Moue GuOpHHO-
BbIX KOMKOB. PBIXJIBIN CIM3UCTBIA KOMOK BEJIIMYMHOM OT KYKYPY3HOrO 3€pHa
710 JIECHOTO Opexa Oeoro UiM CJIeTrKa po30BaToro 1BETa, IJIABAIOLIUI B MOYE,
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uMeeT OOJbIIOe TUAarHOCTUYECKOE 3HAUYECHHE, NMOCKOJIbKY YKa3bIBaeT Ha Ipo-
LIECC BHYTPUCOCYAHUCTOIO CBEPTHIBAHUS C OTJIOKEHHEM (UOpUHA HAa 3HIOTE-
JIMH KaWLISPOB KIIyOOUKOB MOYEK.

B kane HepeKo BBISBIISIFOTCS] TATOI€HHBIE IITAMMBbl KUIIEYHON MMaJOYKU
O157:H7.

JXuzneyrpokaeMble SBJICHUS B BUJE MOMpPAu€HUsl CO3HAHMs, CyJOpOT,
HapyILICHUs AbIXaHWs, CEpJCYHOMN NIE€ATEIbHOCTH BO3HUKAIOT B IO3/IHEH CTa-
auu 3aboeBaHus Ha (JOHE U B Pe3yJIbTaTe TSHKENOW MHTOKCUKALMU U TUIIEP-
ruapatauny, oOyCJIOBJICHHOW MO3JHUM YCTAHOBJIEHMEM JHMArHO3a M HM3JIMII-
HUM yCepAHUEeM B IPOBEICHUH UH(PY3MOHHOW Tepanuu y aeTeit 6e3 quypesa.

NuddepenunaibHas ITMarHocTuKa — cM. paszzaen «Tpomboruueckas
TPOMOOLUTONIEHUYECKAS TyPITyPay.

Jleuenue. Jleuenue aereit, 6onpHbx ['YC, accouurpoBaHHBIM C TUape-
eil, UMeeT cBOM 0co0eHHOCTU. B ciyyasx, korna npuunHoi 3a0oneBanust Obliia
E. coli, mpoxynupyromas muranogoOHbIi TOKCHH, JICYCHUE OTPaHHYUBACTCS
NOJICP>)KUBAIOLIEH Tepanuei, HO IPU HAJIMYNU CENITHYECKUX OCI0KHEHUM aH-
TUOMOTUKHU IMOKa3zaHbl. Eciu ke 3aboneBaHre BO3HMKIO Ha (oHE MH(PULIUPO-
Banus Shigella dysenteriae, To mpoBoauTCs TOAAEPKUBatOIas Tepanus + aH-
tuonoTuku. IlogaepxuBaromias Tepanusi HalpaBiIeHa HA COXPaHEHUE T'eMaTo-
KpUTa B IPUEMIIEMBIX IIPEIEIaX, HOPMAIU3ALUIO COAEPKAHMS DIIEKTPOJIMTOB B
CBIBOPOTKE KPOBH U MOJJEPKaHUE BOJHOIO OajlaHca, a Takke Ha 00phOy C Tu-
nepTeH3uen U cyaoporaMu. PanHee mpoBeJeHUE Iuain3a WIK NEPUTOHEAIb-
HOTO JAMalii3a JJis KOPPEeKUUU OMOXMMHUYECKUX IOKazaTesedl ChIBOPOTKH W
BOCCTAaHOBJICHHSI O0BbEMa KPOBU CHUYKAET CMEPTHOCTh TSHKEIOOOIBHBIX JeTel
stoM rpynmnsl 70 1-4 %. Cuuraercs, 4To HEOIAroNPUITHBIN MPOrHO3 UCXO/A 3a-
00JIeBaHMUs YBEJIMYUBAETCS IPU aHYPHUH CBBILIE 7 CYT, ONUTypuu Oosbiue 14 cyr,
TUIEPTEH3UU U JIXxopaake. OCyIEeCTBISIETCS €XEAHEBHBIN KOHTPOJIb 3a TeMa-
TOKPUTOM U yuciioM TpoMOouuToB. Eciiu remarokput mensiue 20 %, nanuenty
HEepeIUBAIOT SPUTPOLUTApHYI0 Maccy. [lepenuBaHue TpoMOOMacchl MPOU3BO-
IIT, €CIM yPOBEHb TPOMOOIHUTOB Hike 20 - 10°/1 MM mpH KIMHUYECKHUX TIPHU-
3Hakax KpoBoTeueHus. lIpoBenenme masmadepesa mpu stux popmax ['VC
cuMTaeTcs HerenecooOpa3HbIM. Pe3ynbTaTbl MHOTOIIEHTPOBOTO HMCCIEIOBAHUS
nokazanu He3(h(EeKTUBHOCTh MPUMEHEHHSI TJ1a3Mbl, BHYTPUBEHHOTO BBEICHUS
19G, GuOpUHONMUTUKOB, aHTUTPOMOOIMTAPHBIX MPENapaToB, KOPTHUKOCTEPOU-
JI0OB M aHTHOKCHUIAHTOB B ocTpoi (aze 3aboneBaHus. B To ke BpeMs paHHee
orpaHuueHue Oejka B pallMOHE MHUTAHUA W UCHOJIb30BAaHUE MHTMOUTOPOB aH-
THOTEH3WHIIPEBpAIIAtONIero pepMeHTa OKa3bIBaeT OJIAronpusITHBIA dPHEeKT Ha
OTHAJICHHbIE TOYEYHbIE HMCXOAbl. J[IUTEeNbHOE NPUMEHEHUE 3TOro MOJAX0Ja
OPUBOJIWIO K HOPMAIM3ALMK apTEPUATBHOTO JaBJICHUS, CHUKEHUIO TIPOTEHHY-
PHUH U YIYUIIEHHUIO MOKa3aTenen KiIyOouKoBoW (GUIIbTpalUK.
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Y npererl ¢ TEPMHUHAIBHOM IIOYEYHOW HEIOCTATOYHOCTBIO II€pecaska
MOYKM cunuTaercs dPPEeKTUBHBIM U OE€30MACHBIM METOJIOM JICUEHUS.

Crnenyer nomuepkHyTh, 4To ['YC, accollumpoBaHHbIN ¢ Auapeei (1mra-
TOKCHHOM), HE OTHOCHUTCS K I0OpOKaueCcTBeHHbIM 3a0osieBanusM: 70 % maiu-
€HTOB HYXKJIalOTCS B MEPEIMBAHUU dPUTpOLUTapHOi Macchl, S0 % — B mpoBe-
NEHUU THaln3a, a y 25 % BBIABISIETCS MOPa)KEHUE HEPBHOM CHUCTEMBI, BKIIIO-
yasi UHCYJIbT, CyIOPOTH U KoMy. HecMOTpst Ha TO, 4TO B pe3yJIbTaTe MIUPOKOTO
MIPUMEHEHHS TMaIN3a CMEPTHOCTh CPENX MJIA/ICHLIEB U JIETEW paHHEro BO3pacTa
B Pa3BUTBHIX CTPAHAX CHU3WJIACK, OT 3 70 5 % MallMeHTOB yMHUPAIOT B OCTPOM
daze atoit hopmer ['YC. Pesynprarsl monrocpounsix ucxoaos mocie I'YC, ac-
COIIMMPOBAHHOIO C IIUTA-TOKCUHOM, y 3476 manueHToB, 32 KOTOPBIMU HaOJIO-
namu cBaiie 4 et nocne snu3ona I'YC, nokazanu, uro 12 % manueHToB ymep-
JIM WIK y HUX Pa3BWIACh TEPMUHAIbHAS MOYEYHAs! HEIOCTATOUYHOCTh, a y 25 %
NAIMEHTOB IOKa3aTenab KiIyOoukoBoW (uibTpanuu ObuUT Hke 80 MI/MUH Ha
1,73 M°. CreneHb TsKECTH ocTtporo mporecca, ocooeHHo nopaxenue [THC u
HEOOXOJMMOCTh B IMPOBEJICHUHU JHali3a HAa HAYAJIbHBIX dTamax 3a0oJieBaHus,
CIy)KWJIa TPETUKTOPOM MEHee OJarompHUsITHOIO JOJITOCPOYHOTO MPOTHO3A.
I'VC, accouunpoBaHHBIN C HIUTA-TOKCUHOM, TPAKTUYECKHU BCET/IA OCIOXKHSIETCS
OakTepueMuen U CENTUYECKUM IOKOM, CUCTEMHBIM BHYTPUCOCYJTUCTBHIM CBEp-
THIBAHUEM KPOBU U KOPTUKAIBHBIM HEKPO30M M COMPOBOKAAETCS BHICOKUM IO-
KazareyeM cMepTHOCTH (puoimsutenbao 30 %).

B neuyenuu I'YC, HeacconMUpOBaHHOIO ¢ auapeei, pa3padoTaHbl JIpy-
rue noaxojpl. JleueOHbIe MOAXObI K PA3IUUYHBIM IO MPOUCXOXKICHUIO BapH-
antam ['YC npuBezneHsl B Ta0II. 2.

Tabnuya 2

JleueOHBbIE MOAXO0ABI K PA3JIHYHBIM BAPHAHTAM I'eMOJIUTHKO-YPEMHUYECKOT0 CHHAPOMA
Bapuantel I'YC IpuunnbI JleuyeOHDBIE MOAXOABI
Cnopanndeckuii | bakrepun (Streptococcus pneu- | AHTHOMOTHKH, IUIa3My HE TIPHMeE-

monia) HSIOT

Bupycsr (BUY) IInazma

JlexapctBa OtMmeHa npenapara, rniaazma

bepemenHnocthb Ponopaspemenue, miazma

[TocneponoBslii mepuo [Tna3ma

Bomnuanka Crepoupl, mnazma

Cxkrneponepmust KonTpomns aprepuanbHOro gaBaeHUs

AnTHGOCHOTUTUAHBIN CHHAPOM | AHTHKOAryJISHTHI

W nuonmatuueckue ITmazma
CeMeiiHbIit ['enetnueckue (haxkrop H, MCP, | [Inazma

®Daxrop 1

HecmoTtps Ha TO, uTo miporHo3 npu ['YC, HeacCOLIMUPOBAHHOM C Juape-
ell, HeOJaronpusTHBIN, MOCIe BHEAPEHHUS MPOLEIYp C UCIOJIb30BAaHUEM ILIa3-
MBI CMEPTHOCTh cHU3MIACh ¢ 50 o 25 %. Ilpennonaraercs, 4to mia3mo3ame-
Ha Oosiee 3¢ (PexTuBHA MO CPAaBHEHUIO C MEPEIMBAHUEM IUIA3Mbl, TaK KaK U3
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KPOBOTOKA C IJIa3MOW YJAISIOTCA TOKCMYECKue BemiecTBa. OQHAKO 3TO MHeE-
HUe pazjensercd He BceMu. Ho B cutyanusix, Korja KOJIUYECTBO MIIa3Mbl, KO-
TOPOE€ MOKHO BBECTU NyTeM MH(Y3UHU, OTPAHUYCHO U3-3a TSHKENON MoYeuHOn
WIN CEepACYHON HEJOCTATOYHOCTH, ITIa3MOOOMEH CJIEAYET CUMUTaTh METOJIOM
BbIOOpa. [IpuMeHeHHe MmIa3mbl ClaeAyeT HauMHATh KaK MOXHO paHblIe, HE
no3zaHee 24 4acoB ¢ MOMEHTa oOpallleHusl NalleHTa, IOCKOJIbKY Oosiee mo3a-
HEe HayaJlo JICYEHUs CHUXKAeT ero agdextuBHocTh. OOBIYHO B X0/€ | ceaHca
MPOBOANUTCS OOMEHHOE TiepenuBanue 1 equHuIb! wiasmsel (40 mi/kr). Jleuenue
MOKHO HMHTEHCHU(UIIMPOBATH, YBEIUYUB 00beM OOMEHHBaeMoO# mia3mbl. O0-
MEHHOE MEepeTuBaHne, IPOBOAUMOE 2 pa3a B CYTKH B J03€ OAHOW €JUHULIBI
IJ1a3Mbl, CYHUTAETCS ONTUMAJIBHBIM JJISL 3TOM Ipynnbl NaueHToB. YTo Kacaet-
cs uHY3UM T1a3Mbl, peKoMeHayemas 103a coctaiisieT 30—40 MII/KT B iepBbIe
cyTku U 10-20 mu/kr B CyTKM B moclenayromieM. EjkeqHeBHOe nepeiiiBaHue
IUTa3MBbl CIEAyeT NMPOJOJDKATh MO KpaWHEHd Mepe emie ABOE CYTOK IOocie JI0-
CTIDKEHUS NoJHOM pemuccuu. UHdy3un mia3msl U 11a3MO00MEH TPUMEHSITU
y nanuentoB ¢ I'YC u myrammsmu HFI ¢ nenpio obecrnieueHuss manueHTOB
HopMaibHbIM HFI. ¥V HEKOTOpBIX malMeHToB 3TO JIeYEeHUE HE JaBajio HUKAKOTro
saddekra, cienoBall JeTadbHbIH UCXOJA WIM Pa3BUTHE TEPMUHAIbHOM MOYed-
HOW HEJIOCTAaTOYHOCTH. Y JIPYrHX MalMeHTOB 3a00JeBaHue MPUOOpETaIo Xpo-
HUYECKYIO0 (POpMY MU TPeOOBAIUCH €XEHEIEIbHbIC MH(Y3UU TUIa3Mbl [ TI0-
BoilieHUs1 Tokazateneit HFl 1o ypoBHs, mocTtatodHOro juisi cOXpaHeHUsl pe-
muccun. J. D. Stratton ¢ coaBropamu yanoch mojayduTh CTOHKYIO PEMUCCHIO Y
nanuenTa ¢ mytauuet HFl u octpeim smuzoaom ['YC, nmotpeboBaBIuM mpo-
BeJieHUs1 Temouanu3a. Yepes 3 Mecsia exXeHeIeIbHOrO MPOBEICHU T1a3MO-
oOMEHa B COYETAaHUHU C BHYTPUBEHHBIM BBEJICHHEM MMMYHOIJIOOYJIMHA Yy Ma-
LMEHTA MPOU3O0IIIIO BOCCTAHOBJIEHHE (PYHKIMHU MOYEK, AUAIU3 MPEKPATHUIH U
nepesinBaHus IuIasMbel oTMeHWIM. Yepe3 1 rox mocine OTMEHBI NEpEMBAHMM
IUIa3Mbl y MalMEHTa OTCYTCTBOBAIM MPU3HAKU 3a00JIEBaHUS U OH HE HYXKIaJICs
B JUAJIN3E.

[IpuMeHeHue mIa3Mbl MPOTUBONOKa3aHo narueHTam ¢ ['YC, BbI3BaHHBIM
CTPENTOKOKKOM, MOCKOJIBKY IUIa3Ma B3pPOCIOr0 YEJIOBEKA COJEPKUT aHTUTENA,
CIIOCOOHBIC YTSKEIUTh TeueHHe OOJIe3HM, MPOTHB aHTUreHa Thomsen—Frie-
denreich.

VY manueHToB ¢ MHOIOYUCIEHHBIMA TPOMOO3aMHU COCYI0B MUKPOIIUPKY-
JSTOPHOTO pycia noyek (1o AaHHbIM HedpobOuoricun), pedppakrepHoit rumep-
TEH3WeW WM MPU3HAKaMU TUIEPTeH3UBHOMN 3HIE(daIonaTuu, Koraa Tpaauiu-
OHHbIE METO/bI JICUEHU S, BKIIIOUAsi IPUMEHEHHUE T1a3Mbl, OKa3aauch Headdek-
TUBHBIMU U TIEPCUCTUPOBAIM TsKeask TPOMOOUUTONEHUS! U TeMOJIUTHYECKas
aHEeMHs, B psJie CIy4aeB MOJIOKHUTENbHAs AMHAMUKA ObUla OTMEUYEHa IOCe
BBITIOJIHEHUS IBYCTOpOHHEN HedpakToMuu. [IonbITkM npuMeHeHnus APYrux BH-
JIOB JICYCHHMsI, BKJIIIOYAs Ha3HAUYEHUE aHTUTPOMOOLMTAPHBIX MpenapaToB, Mpo-
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CTAIMKJIMHA, TermapuHa Wik (PUOPUHOIUTHKOB, CTEPOUIOB M BHYTPHUBEHHOE
BBEJICHUE UMMYHOTJIOOYJIMHOB, Y TAKUX MAllMEHTOB HE YBEHYAIUCH YCIIEXOM.

B cnyuasx, xorna ['YC pa3BuBaeTcsi B OTBET Ha MPUMEHEHHE ILIUKIIO-
CIIOpHMHA WM TaKpOJIMMYyCa, JaHHBIE Mpenaparbl JOKHBI ObITh OTMEHEHBI.
VY HEKOTOPHIX MAlMEHTOB OOHAJACKHUBAIOLIUE PE3YIbTaThl ObUIM MOJTYUYEHbI
IIPU UCTIOJIb30BAHUN CUPOJIUMYCA.

TepMmuHanbHas MoYedHasi HEIOCTATOYHOCTh pa3BuBaercsa B 50 % (mpu
cnopagudeckux ¢Gopmax) ['VYC, HeaccommmpoBaHHBIX ¢ auapeei. B ormmume
ot I'YC, accouunpoBanHoro c¢ auapeeii, npu ['YC, HeacCOLMUPOBAHHOM C
nuapeei, repecajika MOYKM HE BCErja SBISAETCS MPUEMJIEMBIM BapUaHTOM.
Tak, mpubmmsurensHo y 50 % ManueHToB, MOABEPTIIUXCS TMEPECaaKe MOYKH,
HaOJTIOAJICS pelUInB 3a00JcBaHus B TpaHcIutanTare [1]. PenmawBel Bo3HMKA-
10T B cpegHeM yepe3 30 cyT mociie TpaHciuiantauuu (B uarepsaie ot 0 cyt a0
16 ner). DdbdexTuBHOrO JEYEHUsT PELMIUBOB HE cyulecTByeT. Hapyuienue
GyHKIIMK TpaHCIUIaHTaTa Bo3HUKaeT Oosee yeM y 90 % mamueHToB, nepeHec-
MIUX PEIUAUB, HECMOTPsI Ha WHGY3UM U OOMEHHbBIC TEPENMBAHUS IIJIA3MBbl,
IIPUMEHEHHUE BBICOKHUX /103 MPETHU30JIOHA WM OTMEHY LUKIocnopuHa. [lanu-
€HTaM, MOTEPSIBIIMM TEPBbI MOYEUYHBIM TpAaHCIUIAHTAT, MMOBTOPHAs TpaHC-
TUTAHTAIMs He TTokaszaHa. [Ipu BbIMOTHEHUH TpaHCcIlanTauu novku mpu ['YC,
HEaCCOIIMMPOBAHHOM C JHMapeeH, CleyeT Takke u3derarb 3abopa opraHoB OT
POJCTBEHHBIX JIOHOPOB, MOCKOJIBKY IIpolieaypa 3a0opa MOXKET MOCTYKHUTh
(dbakTOpOM pHCKa MPOBOKAIIUU PA3BUTHUs 3a00JI€BaHUS Y caMUX JOHOPOB. JlaH-
HbI€ TeHETHYECKUX HCCJICIOBAHUIN IMO3BOJISIIOT TOYHO MPOTHO3UPOBATH PUCK
peuuauBa. Y nanueHtoB ¢ mytanusiMu HFI mokazarens penuanBoB KoiebieT-
cst oT 30 1o 100 % 1 3HAUMTENBHO BBILIE, YeM Yy MalueHToB 0e3 myTtauu HFI.
BBuny toro, uro HFl oTHOCHTCSl K Ta3MeHHbIM OeikaMm, MPO(UCTOUYHUKOM
KOTOPBIX SIBJISIETCS MI€YEHb, IEPECATKA TOUKU HE YCTPAHSAET T€HETUUECKUI Je-
dext o HFI. IIporuo3 TpancmianTauu NOYKH OJIATOTPUSTEH Y MAIMEHTOB C
myTtanussmu MCP. Tlockonbky MCP — 310 MeMOpaHHBINA G€JI0K, SKCIPECCHs
KOTOPOTO B MOYEYHOW TKAHU 3HAUUTEIHHO BhIpa)KEHA, TPAHCIUIAHTAIIMS TTOYKH
JI0JKHA CIIOCOOCTBOBATH UCIpaBJICHUIO JoKanbHOU quchynkimn MCP.

IMpopunakrtuka. B HacTosmee BpeMs NMpoPUIIaKTHKA OCTAETCS OCHOB-
HBIM TIOJIXOJIOM K CHIIKEHHUIO 3a00JIeBA€MOCTH M CMEPTHOCTH, CBSI3aHHOMW C
undekuert E. coli, Beiensromeii mmranogo0Hbii TOKCHH. OCYIECTBISCTCS
MHOTOIJIAHOBBIM TIOJIXOJ, BKJIIOYAIOIIMNA CHM)KEHHUE HOCHUTENIBCTBA JAaHHOTO
mTaMMa Cpeid JOMAIIIHETO CKOTa, a TakKe TIIATEIbHYI MPO(UIaKTHKY 3apa-
YKEHUs MPOIYKTOB MUTAHUS U HAIUTKOB, OCOOCHHO B JIETCKUX KOJUICKTUBAX.
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TPOMBOTHYECKASI TPOMBOLIUTONEHUYECKAS ITYPIIYPA
(FOJIE3Hb MOLIKOBHUIIA)

B 1924 r. MomkoBull cienain cooOiieHue 006 uctopuu Oosiesnu 16-yer-
HEH IEBOYKH C JIMXOPAIKOU, aHEMHEH, IETEXUSIMU, Pa3BUTHEM UILIEMUYECKOTO
WHCYJIBTA U OCTPOM JIEBOXKEIYJOYKOBOM HEAOCTATOYHOCTH, BBISIBIEHHBIMHU
MHOXECTBEHHBIMH THAJIMHOBBIMHA TPOMOAMH B TEPMHHAIBHBIX apTepHUOIaxX H
Kanwuisipax BHYTpeHHHUX opraHoB. C 1947 r. B MEIULMHCKYIO MPAKTUKY BO-
el TePMUH «TPOMOOTHYECKas TPOMOOLMTONICHUYECKass Myprypay», Win 0o-
ne3Hp MONIKOBHIIA, NCTIOJIB3YIOIINUNCS U B HACTOSAILEE BPEMSI.

dmuaemuosorusi. Yacrora BozuukHoBeHus TTII B CIHA — 4-11 ciyua-
eB B 1oy Ha |1 mMuH sxuteneit. COOTHOIIEHHE UIUOTIATHYECKOM 1 BTOpUYHOU (Hop-
mbl TTII B ctpykType npuodperennoit TTII B Peructpe Anonnu — 51 u 49 %.
Bone3ns BcTpewaeTcs B 11000M Bo3pacte, €10 yailie OOJCOT AKEHITUHBI.

ITaTorene3. OCHOBY 0OJIE€3HU COCTABIISIET PE3KOE MOBBIIICHUE arperayuu
TPOMOOIIUTOB C 00pa30BaHHEM TPOMOOIMTAPHBIX WIIM TMAJTUHOBBIX TPOMOOB,
COCTOSIIIIUX U3 TpOoMOOIUTOB U (hakTopa poH Bumiedpanaa, B MEJIKUX cocyaax
OOJIBIIMHCTBA OpraHoB. B mepByl0 odepens MOpa)karoTcs TOJOBHOM MO3T,
MIOYKH, CEp/LE, JIETKUE.

B 1982 r. B mia3me nanueHToB ¢ peuuauBupytomieit TTII Ot 06Hapy-
KEHbI HEOOBIYHO OoJibllIue MyJIbTUMEPHL (pakTopa Gon Bumiedpanaa. Ilo pasz-
Mepy OHHM ObUIM MOAOOHBI TEM, KOTOPBIE CEKPETUPYIOTCS METaKapUOLIMTAMU U
SHAOTENUATIBHBIMA KJIETKAMH, a COAEpX arcs B o-rpaHyjax TPOMOOIMTOB U
tenbilax Weibel-Palade snnoTenuanbHbix KieToK. BeiiBuHyTas runore3a 00b-
SCHsJIa HaJdndue Makpomoliekyn ¢akropa o Buminebpanma orcyrcTBHEM Y
MAIMEHTOB MPOTEa3bl WIK ITUCYIb(OUTHON peayKTa3bl, KOTOpAsk UX pacCIICTIsET.
B xaudectBe npuunnbl TTII Ob110 PEAIOKEHO paccCMaTPUBATh MAKPOMOJICKYITbI
dakropa ¢hon Buinebpanma, BbI3bIBAIOIINE HEKOHTPOIUPYEMYIO arritOTHHA-
IIUI0 TPOMOOIIUTOB M TpoMOO3bl. [103xKe ObUIO YCTaHOBIIEHO, YTO y OOJBHBIX
TTII ectb AEPUIUT METAIIIONIPOTEA3bI, YMEHBIIAIOUIEH pa3Mepbl MyJIbTUMEPOB
dakropa (o BuuieOpanma mocpeacTBOM WX pacHierieHus. BrocnmeactBum
MeTaJjIonpoTea3a Oblia ouMileHa W uaeHThuduimpoBaHa kak ADAMTS-13
(A Disintegrin And Metalloprotease with Thrombo Spondin type 1 motif).
B 1998 r. y B3pocabix nanueHToB ¢ npruodperenHoil TTII 6pn oOHapy eHbI
ayroanTturena kiacca IgG, MHruOMpyromMe aKTUBHOCTh METAJIONPOTEA3bl.
Onuncanbl eIWHUYHBIE ciaydan BbIsiBiaeHUs antuten Kk ADAMTS-13 knacca
IgA/IgM. TIpu nacnenctBennor TTII nepunur ADAMTS-13 BbI3BaH MyTalu-
eit rena ADAMTS-13; uzBectHo 60mee 80 myTaruii.

Camwxenue aktuBHOcTH ADAMTS-13 BbIsiBIeHO npu JIBC-cunapowme,
UPPO3€e NeUSHH, YPEMUH, OCTPBIX BOCHAIUTEIBHBIX 3a00JIEBaHUSX, B MOCIIEOTIE-
PaLMOHHOM TIEPUO/JIE, TeNapuH-UHAYLIMPOBAHHON TPOMOOIIMTONIEHNH 2-TO THIIA.
Ho Bo Bcex mepeuncneHHbIx ciydasx ypoBeHb aktTuBHOCcTH ADAMTS-13 > 10 %
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(B 3aBHCHMMOCTH OT MeToja OleHKH HopMa coctapisier 50-178 %). Benmunna
atoro nokazarens < 5 % cnenuduyna i TTII, y GoJbIIMHCTBAa MAIIMEHTORB C
TokenbiM - epuiirom ADAMTS-13 (< 5 %) ompenenstorcs aHTHTENA K
ADAMTS-13. B To xe Bpems aktuBHOCTh ADAMTS-13 > 5 % He uckimoyaer
TTIL

Knaccupukamusa. Knaccudukamus TTII nmpencrapneHa ciiemyromum
obpazom:

1. Hacnencrennas, cemeitnas TTII (cuaapom Upshaw—Schulman).

2. [TIpuobperennas TTII:

2.1. wononatnueckas TTII;

2.2. sropuunas TTII;

2.2.1. TTII, cBsizarHas ¢ 6epEeMEHHOCTBIO;

2.2.2. TTII, compspkeHHas ¢ ayTOMMMYHHBIMH 3a00JICBAaHUSIMH;

2.2.3. TTTII, pa3BuBaromascs mocie npruemMa JeKapcTB:

2.2.3.1. u3-3a TOKCUYHOCTH JIEKAPCTB (TUKJIOMUIUH, KIOMUIOTPEI, XU-
HUH);

2.2.3.2. nozozaBucumast TTII — Ha doHe mUTOCTATUKOB (MHUTOMMIIMH,
reMuuTabuH, rukiodocdan); Ha GoHEe UHTUOUTOPOB KaJbIIMHEBPUHA (IIMKIOC-
MOPUH A, TAKPOJIUMYC);

2.2.4. TTII na ¢poHe UHPEKINU:

2.2.4.1. TTII, accounupoBannas ¢ E. coli O157:H7;

2.2.4.2. TTII Ha done cencuca,;

2.2.4.3. BUY-accomuupoBannas TTII;

2.2.5. TTII mocne TpaHCIUTAHTAIIMU OPTAHOB M TKAHEH;

2.2.6. TTII mpu oHKOIOTUYECKUX 3a00JIEBAHUSAX.

Kananka. Cl0oXKHOCTb THAarHOCTHKU 0o0yie3HM MoOIIKOBHIIA O0OBICHSET-
Csl OTCYTCTBUEM Y TMAIMEHTOB CHEIU(PUUECKUX KIUHUYECKUX CUMIITOMOB. 3a-
OoJieBaHUE Pa3BUBACTCS, KaK MPABUIIO, BHE3AMTHO HA ()OHE MOJHOTO 3/I0POBBSI.
YacTo BO3HMKAET TPUMMIONOAO0HAs MPOAPOMA, 3aTeM Pa3BUBACTCS Pa3BEPHY-
tas xmHuKa. E. L. Amorosi u J. E. Ultmann BeisiBuin xapakrepuyto mist TTIT
KJlaccu4ecKkyro neHmaoy:

1) tTpombormromenns, yacto Tokenas (< 30 - 10%1m), y GoapmuHCcTBA
nanueHToB [20]; remopparuyeckuii CUHAPOM (FeMopparuv Ha Koxke (meTe-
XHH), HOCOBBIC, JECHEBBIC M PEXKE KEITYAOUYHO-KHUIIIEYHBIE KPOBOTCUCHUS, Me-
HOpparvu, cyoapaxHouaalbHbIe KPOBOU3IUSHUS, OOUIIBHOE KPOBOXAPKAHbE);

2) MAT'A (100 % ciydaeB): cHmkeHue remoriioouna (40—80 1/m), petu-
KYJIOUMTO3, IIU30UUTHI ((parMeHTUPOBAHHBIE IPUTPOLIMTHI) B Ma3Ke KPOBH,
rUNepOuIupyonHeMus (3a cueT HenpsIMoi (pakiumn), OTPULATEIbHBIA MPSIMOKN
aHTUIIIOOYTMHOBBIH TecT (poda KymOca), moseimenue akruHoctu JIJI (oHa
OTpaXkaeT KakK CTEMeHb TeMOJIN3a, TaK U HIIEMHIO TKaHEH), CHIDKCHHE YPOBHSI
ranTorjio0nHa B CHIBOPOTKE;
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3) HeBpostorrueckue HapymreHust (92-59 %): HapylIeHre CO3HAHHS BILIOTh
710 KOMbI (Hanbosiee 4acTo), MCUXUYECKUe HapylIeHus1, TOJ0BHas 00k, CyI0-
poru, (okaJbHbIE HApyIIEHUS — TMape3, TeMUIUIETUs, HapyIIeHUE 3pPEHUs,
acazusi — MeHee XapaKTEePHBI;

4) mopaxenue modek (9641 % cimydaeB): MukporemaTypus (Hanboiee
XapakTepHa), IpoTeuHypust (HanboJiee XapakTepHa), MOBBIIIEHNE KPEaTHHUHA
(okoJi0 TMONOBHHBI TanueHToB), uuauHApypus, OIIH (MeHee XapakTepHa),
He(POTUIECKUI CUHIPOM (OUYEHB PEAKO);

5) muxopanka (24-59 % cirydaeB) — yaie HeNMpaBHILHON (OPMEI, He-
XapaKTEpHa OYEHb BBICOKAs TEMIEpATypa C 03HOOAMHU.

[Tpu TTII y wactu manuentoB (12—43 %) Bo3HHKAET a0IOMUHAITBHBIN
CUHJIpOM (CHJIbHBIE 0OJIM B )KMBOTE, TOIIHOTA, PBOTA), OOYCIOBIICHHBIN a0/10-
MHHaJIbHOW UIIIEMHUECH.

Jlo HEJaBHETO BPEMEHU MOPaXEHUE CepJlla HE CUMTAIOCh TUIMUYHBIM
st TTIL. BBeneHne B KIIMHUYECKYIO IPAKTUKY UCCIENOBAHUS CEPACUYHBIX TPO-
NOHUHOB U M3MEHEHHE KPUTEPUEB NMATHOCTUKH OCTPOTO KOPOHAPHOTO CHH-
JIpoMa U “H(papKTa MUOKapAa MO3BOJUIM MO-HOBOMY B3TJISTHYTh HA TIOPaKEHHE
cepaua npu TTII. Tlossienue ypoBus Tpononuna T (> 0,5 Hr/mun), xapakTep-
HOE U1 OCTPOTr0 KOPOHAPHOI'O CHHJIpPOMA, ompenensercs y 54 % nanueHToB ¢
TTII. Uudapkr muokapaa nuarnoctupoBad y 15,3—20 % nammentoB ¢ TTIL
Juarno3 nHdapktT Muokapaa y nanueHToB ¢ uauonarunueckor TTII, ycTaHnos-
neHHbld 1o naHHbM OKI' u yBenmumueHuto ypoBHs TpornoHuHa I (> 1 Hr/mn),
3adukcupoBaH B 40,6 % ciaydaeB yepe3 2—11 nHei nmociie MoCTaHOBKU JIUarHoO-
3a TTII m Hauana Tepanuu IJIA3MO3aMEHOM; XAPAKTEPU3YETCS BBICOKOM Jie-
TabHOCTHIO (46 %). YV manuentoB ¢ octpoit TTII pazBuBaeTcs: «MoTJAIIHID»
uHpapkT mMuokapaa, jumb 57 % nanuentoB TTII ¢ mHbapkToM MHOKapaa
UMEIOT CUMIITOMBI TUITMYHONM MUOKApAUAIbHON HILIEMUMU.

OcTtpas cepaedHasl HeIOCTaTOYHOCTh pa3BUBaeTCA y 8,2 % MAIlMEHTOB C
uanonatndeckor TTII u MOXKET BOBHUKHYTh B TCUEHHE HECKOJIBKHUX JTHEH TO-
cine nuarHoctuku TTII; acconuupyeTcsi ¢ MOBBIIEHHOM JeTanbHOCThIO. Co-
[JIACHO TMOCJIEAHUM JAHHBIM, IOPAKEHUE CEPAIIAa B MOMEHT AUarHOCTUKA TTII
otmeyvaetcs y 42 % nanueHToB.

VY 6onbubix TTII onuckIBatoT BHE3AMHYIO CEPACUYHYIO CMEPTh, KapIuo-
TeHHBIA 110K, apuTMuu. [lopaxeHue Mruokap/ia MOKET ObITh HEPACIIO3HAHHOM
npuurHoi cMmept nipu TTIL. Ilo nanHbIM ayTorncuu, mopaxxeHue cep/ita OblIo
obHapyxeHo B 76,4-100 % ciyuaes.

Penxoii manudecramueid TTII MoxeT ObITh MaHKpPEATUT, renaTuT, padao-
MHOJIN3, OCTPBI PECIIUPATOPHBINA TUCTPECC-CUHIPOM, HEOKKITIO3UOHHAs ME3EH-
TepualbHas UIIEMHUS, TEPUPEPUIESCKUN UIIEMHUYECKUI CHHIPOM, FAHTPEHA KOXKH.

[Ipn ocMoTpe mareHTa MOTYT BBISBISITHCS: OJICTHOCTh KOXKH U CITU3H-
CTBIX, IypPITypa, XKENTyXa, yBEIMUeHUE TieueHn U ceneseHku (20 % ciydaes),
apTepuabHas TUNEepTEeH3Us (PEaKo).
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JlabopaTopHble 1 MHCTPYMeEHTAJIbHBIE HccaeqoBanus. [lomumo remo-
Iu3a € IIU30IUTaMH, TPOMOOIIMTONIEHWHM W HW3MEHEHUW B aHall3axX MOYHU
HAOJI0/IAETCSI HOPMAJILHOE WJIM HE3HAYUTENFHO YBEIIMYEHHOE KOJIMYECTBO JICH-
koruToB. [IpoTpOoMOMHOBOE BpeMsi M aKTHBHPOBAaHHOE MapldaibHOE TPOMOO-
IUTACTUHOBOE BpeMsi OOBIYHO HOpPMAaJIbHBIE WJIM HE3HAUYUTEIHHO YBeTudeHbl. Ha
MO3JHUX CTAIUAX MOXKET npucoeanHsaThes JIBC-cunapom.

KomnuectBo mm3ouutoB npu TTII B cpegnem cocrasmsier 8,35 % ot
obmiero xoymmyecTBa 3putporuTo 1-18,4 % (mopma — 0-0,27 %). B Teuenue
MEepBBIX JBYX MHEH 3a0oneBanHus B KpoBu 0onbHBIX TTII mm3onuro3a MoxeT
He ObITh. JlocTaTrouHbiM aprymMeHToM B nonib3y TTII sBasercs qoJid mu3onm-
TOB, 3HAUUTEILHO NpeBbImaromas 1 % ot 00111ero Koau4ecTa SpUTPOIUTOB.

Breipakennsid aepurur ADAMTS-13 (< 5 %) xapakTepeH Kak s
HaciieactBeHHo TTII, Tak 1 mist OOJNBIIMHCTBA ITAIIMEHTOB C WAMONATHISCKOM
TTII (80 % ciyuaeB). Kpome TOro, y 4acTv HaiM€HTOB C HIHOMATHYECKOM
TTII ¢ TsoxensiM nepunurom ADAMTS-13 (< 5 %) onpeaensoTcs aHTUTeNIa
kK ADAMTS-13. [ns 6onbuuHcTBa cirydaeB BropuuHoit TTII Tsokensiil gedu-
T ADAMTS-13 (< 5 %) He xapakTepeH.

J1st (MarHoCcTUKM cepaieuHor umeMun y Beex nanuentos ¢ TTII pea-
raercsi IPOBOJUTh CKPUHUHT ¥ MOHUTOPHHT CEPACUHBIX (PepMEHTOB (TPOMOHUH |
wi TporionuH T). Ilpu MOBBIIIEHHOM YpPOBHE TPOMOHWHA TAIMEHTY TpeOyeTrcs
OKI' u kKapIMOMOHUTOPUPOBAHUE.

[Ipu komnbroTepHOUM ToMorpaduu ronossl y namueHtoB ¢ TTII moryt
OBITh OOHAPY>KEHBI MHTPAKPaHUATbHbIE KPOBOUBIIUSHUS, UH(DAPKTHI.

Juarnocruka. C nensio paHHero BoisiBiIeHHs nanreHToB ¢ TTII B mpak-
TUKY ObUIM BBEJICHBI IEPBUYHBIC TUATHOCTUYECKUE KPUTEPUHU, COUETAHUE KOTO-
pPBIX, TIPU YCJIOBUU OTCYTCTBUS JAPYTUX KIMHUYECKUA YCTAHOBJICHHBIX MPUYUH
3a00JI€BaHUs, CUMTAETCSA JOCTATOUYHBIM OCHOBaHMUEM i1 auarnos3a TTII.

Jnarnoctuyeckas auaga TTII:

1) TPOMOOIIUTOTICHHST;

2) MUKpOaHTHOMaTHYecKass (HEMMMYyHHasl) TEMOJHUTHYCCKAs aHEeMHUs.
Hekortopsie aBTOphI cuntatot, uro quardo3 TTII moxkeT ObITh ONpeesieH mpu
Hanuuu TpoMOonuToreHnd 1 MAI'A B coueTaHHM ¢ MOBBINNIEHHONW aKTHBHO-
ctbio JIJII' B CBIBOPOTKE KPOBH.

OnpenesieHne MUHUMAJIBHO NOCTAaTOUYHBIX JJisi auarHoctuku TTII mpu-
3HaKOB 00JIE3HU OOYCJIOBWJIO POCT KOJIMYECTBA BBISIBJICHHBIX IMAIIMEHTOB (4a-
CTOTa BO3HUKHOBEHUS KJIacCHUYECKOM meHTaapl — 14—77 %), CMECTHIIO Hadajio
Tepanuu Ha TepBble THU 3a00JI€BaHMs, U3MEHUIO KIIMHUKY OOJIC3HH B MOMEHT
JTUArHOCTUKY (CHU3WJIACHh YacTOTa HEBPOJOTHUECKUX CHMITOMOB, MOPAKCHUS
MIOYCK ¥ JIMXOPAIKH).

CHMKEHUE 4YacTOThl Pa3BUTHSA TPEX pPaHEE IMEPEUMCICHHBIX 3JIEMEHTOB
MIEHTaJIbl, OTMEYAEMOE B IOCJIECIHHUE TOJBI, SIBISIETCS PE3YyJbTaTOM MEPECMOTpa
MIPU3HAKOB, HEOOXOAMMBIX i o0ocHOBaHMs auarHoza TTII: yckopunack awa-
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THOCTHKA, COKPATWJICS MEPUOJ OT BO3HUKHOBEHUS 3a00JI€BaHNUS 10 HaYasla Tepa-
mui. O BIMSHUU ONEPATUBHOCTU JIMATHOCTUKU M, KaK CIEACTBHE, OBICTPOM
HayaJie JICYCHHUs] Ha MPEIOTBPALLECHUE «Pa3BOPAYMBAHUS» MEHTAIbl CBUJICTEIIb-
CTBYIOT PE3yJbTaThl MCTOPUYECKOIO aHaIM3a KIMHUKW 3a0oneBaHus. Pannee
HA4yaJl0 TEpaluy MPENSATCTBYET IOPAKEHUIO TaK HAa3bIBAEMBIX OpPraHOB-
MUIIEHEHW, KOTOPBIE «CTPAAI0T» U3-32 OTCYTCTBUS JICUEHUS B NIEPBBIC Yachl 3a-
OoJeBaHusl.

Jlns toro, 4roOsl He mpomycTtuTh AuarHo3 TTII, mone3yrorcs OByms
ITPAaBUJIAMH:

1. Bo Bcex ciywasx BIIEpPBbIE BBISIBJIEHHOTO HEMMMYHHOI'O T'€MOJIM3a
HEOOXOAMMO CTaBUTH BONPOC 00 uckitoueHndn MAI'A u TpOBOAUTH TOJCUYET
IIM30LUTOB.

2. B xaxmom ciaydae BIepBbie 0OHAPYKEHHOM TPOMOOITUTOIIEHUH HE00-
xoaumo uckioyath TTII (cneayeT BhIABIATH TEMOIH3).

['emopparnueckuil CHHIPOM MPHU UAUONATHYECKOH TPOMOOIIMTONIEHNYE-
CKo# mypirype cxojieH ¢ TakoBbIM Tpu TTII, Tak kak B 06oux ciaydasx oH 00y-
CJIOBJIEH TpoMOouuToneHue. B muenorpamme HabmaogaeTcs yBelInyeHUE KO-
JUYecTBa MerakapuonuToB. OMmMOKN MPHU TPAKTOBKE KIIMHUYECKUX MPU3HAKOB
TTII B nonp3y Auar€o3a uavONaTHYECKass TPOMOOIUTONIEHUYECKas MypIypa:
BO-TIEPBBIX, AHEMHS C YBEIIMYEHUEM KOJMYECTBA PETUKYJIOLUUTOB B KPOBH U
APUTPOKAPUOLIMTOB B MHUEIOrpaMMe, BBI3BAHHASI TE€MOJIM30M, MOXKET OBITh
OIIMOOYHO OOBSICHEHA KaK CIEACTBUE HOCOBOIO, MATOYHOTO WJIU KEITYTOYHO-
KHILIEYHOTO KPOBOTEYEHMSI; BO-BTOPBIX, HAANUKME (parMEHTHUPOBAHHBIX IPUT-
pOLMTOB (IIM30IIMTOB) B Ma3Ke KPOBH BpauyM-JIa0OpaHTHI, KaK MpPaBHIIO, HE
ONMUCBIBAIOT; B-TPETHUX, B KaYECTBE IPUYNHBI MUKPOTEMATYPUU MOXKET pac-
CMaTpPUBATHCA TPOMOOLUTONEHUS; B-YETBEPTHIX, BHE3AIMHO PA3BUBILIEECS I10-
paxenue [THC mMoxkeT paciieHnBaThCA KaK KPOBOM3IIMSHUE B TOJIOBHON MO3T.
[IpoBoaumas Ttepamnus TIFOKOKOPTUKOCTEPOMIAAMU B TAKOW CHUTYAIMH, KakK
npaBuiio, HedhHEKTUBHA.

OTnenbHO ClieAyeT OCTaHOBUTHCS HAa OCOOEHHOCTSIX JMArHOCTUKU TOCT-
tpancimianTanuoHHol TTII. AneMust 1 TPOMOOLIMTONICHUS, SIBJISIOIIUECS KPH-
tepusiMu auarHoctuku TTII, xapakTepHbl 11 TOCTTPAHCIIIAHTALIMOHHOIO CO-
CTOSIHUS, CJIEOBATENIBHO, OHU HE MOTYT CIIY)KMTh JOCTaTOYHBIM OCHOBAaHHUEM
st quarHo3a TTIL. @parMeHTanusi SpUTPOLUTOB OOHAPYKUBAETCA MOYTH Y
BCEX MALMEHTOB IOCJIE AJUIOTEHHOM TPAaHCIUIAHTAMU KOCTHOTO MO3ra. JTO
CYLIECTBEHHO OCJIOXKHSET OCTaHOBKY auar”osa TTII.

B nuteparype omucanbl 28 pa3nWYHBIX KPUTEPUEB AUArHo3a IOCT-
TPAHCIUIAHTALIMOHHON TpoMOOTHYeCKOM MuKpoaHruonatuu. C uenbio yHugpu-
Kauuu AuarHoctuky B 2007 1. MeXAyHapOoIHOM pabouel rpymmoi, co3JaHHON
no uannupatuee EBMT (European Group for Blood and Marrow Transplan-
tation) u European LeukemiaNet O6p1111 pa3zpaboTaHbl TUATHOCTHYECKUE KPUTE-
pUU TPOMOOTUYECKOW MUKPOAHTHONIATHH, aCCOLIMMPOBAHHON C TPaHCILIAHTALH-
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€l TeMOIO3THUYECKUX CTBOJIOBBIX KIJIETOK. JIMarHo3 [OJDKEH CTaBUTHCSA IPHU
HAJIUYUU BCEX CIEAYIOUMX KPUTEPUEB: KOJIMYECTBO IU30IIUTOB B KpoBU > 4 %0;
BIICPBBIC BBISIBJICHHASI, MPOJOJDKUTENIbHAS WM MPOrPECCUpYIONias TpOMOOIIU-
TomeHus (KonuuecTBo TpomGormrTos < 50 + 10°%/11 it coKpalieHie KoTmdecTBa
TpoMOo1uTOoB Ha 50 % u GoJee); BHE3ANMHOE U MOCTOSIHHOE YBEJIMYECHUE aKTHB-
Hoctu JIJII'; cHM>KeHue ypOBHSI reMOTJIO0MHa WM YBETUYEHHE TOTPEOHOCTH B
TpaHC(y3UsIX; CHUYKEHHE TanTor100MHa B CHIBOPOTKE.

Nuddepenunanbaas nuardoctuka. CospeMennas auarnoctuka TTII,
OasupyromIascs Ha ABYX KPUTEPHSX, TPEOyeT UCKITIOUeHUs 3a00IeBaHUN, TIPH
KOTOPBIX MOTYT OBITh T€MOJIMTUYECKASI aHEMHSI 1 TPOMOOLIUTOTICHHS.

Mezanoonacmnas anemusa. [1pu nepBom o0cClieI0OBaHUM NAIIUEHTA C Me-
rajjo0JJaCTHOW aHEMHUEN MOXKET BBISABISITHCA aHEMHUsSI C PU3HAKAMH T'eMOJH3a U
[IM30LUTaMH, TPOMOOIIMTONEHUS, YBennueHne aktuBHocTy JIJIT', ypoBHs Omin-
pyOuHa, MeHTalIbHbIE HapyweHus. [Ipu aToll anemun peKko ObIBacT remopparu-
YecKUi cuHApPOM. I Hee XapaKTepHbl MAHLIUTOIIECHUS, MAKPOLIUTO3 U TUIEPX-
POMUS 3pUTPOLMTOB. J[MarHOCTUKA MErajJo0JIaCTHOM aHEMHUU: OIpEAETIeHHE CO-
Aep>kaHusl BUTaMuHa Bip W (oiamMeBoil KUCIOTHI, METUIMAIOHOBOM KHCIIOTHI U
TOMOLIMCTEMHA B CHIBOPOTKE MJIM OOHApy>KEHHE MErajo0JacTHOTO KpOBETBOpE-
Hus B Muenorpamme. Ho Henb3st 3a0piBath 0 ToM, yto nipu TTII Toke moryT
OBbITh IpU3HAKK JeuinTa (POITMEBOI KUCIOTbI, BEI3BAHHBIE TEMOIU30M.

Cunopom Jeanca. XapakTepusyercsi COUETAaHUEM ayTOUMMYHHON TPOM-
OOLIMTONEHUN U ayTOUMMYHHOM T'€MOJUTUYECKON aHEeMUHU. B TUMHUYHBIX ciy-
yasx nojoxkurenabHas npoba KymbOca moarBepknaer auartos. Ho J10xkHOOT-
punatenpHas npoda Kymbca MOXET 3aTpyJHUTH TUAarHOCTHKY 3TOTO 3adoie-
BaHUA. /[ 3TOro CMHAPOMa XapakTEPHO OTCYTCTBHE IINU30LUTOB.

Ilapoxcusmanvnas HouHAA 2emo2n100UHYpuA. BOIe3Hb NPOSIBISETCS TPOM-
OoLMTONEHNEN, BHYTPUCOCYAUCTBIM TeMojiu3oM M TpomOozamu. Ilpu mapo-
KCHU3MaJIbHOM HOYHOM reMOrJIOOMHYpHUH IIHW30LIMUTOB HET, aHEMHUS U TPOMOO-
LIUTOIIEHUSI OOBIYHO COYETAIOTCA C JielKomneHnueil. ['ucronoruyeckoe uccueno-
BaHHE KOCTHOT'O MO3ra, KaK MpaBuilo, BBISBIISET CHUYKEHUE KIIETOUHOCTH. Jlna-
THO3 TOATBEPXKIAIOT caxapo3Has Mpoba, mpoba Xema, oOHApYXEHHOE TPHU
UMMYHO(EHOTUITUPOBAHUN CHUXKEHUE WM OTCyTCTBUE 3kcmpeccun CDSS wu
CDS59 Ha spuTponuTax.

Cenmuuyemusa, BbI3BaHHAsA OaKTEpUSMHU (CTPENTOKOKK, MEHUHTOKOKK),
BUpycaMu (IIMTOMETaJIOBUPYC), rprbaMu (JUCCEMUHUPOBAHHBINA acleprulies),
pukkercuen (nsTHUCTas Juxopanka CKaTUCTBIX TOP), MOXET MPOSBIATHCA
TpoMOoIUTOTIeHNEeH (0ocoOeHHO mpu Bo3HuKHOBeHuU JIBC-cuHapoma), B TOM
YUCIIE C TEMOPPArnyecKuM CHHIPOMOM, TEMOJIM30M, C HATMYUEM IIH30LUTOB U
MOJTMOPTaHHONW HEJOCTATOYHOCTHIO. J[JIs1 yTOUHEHUs JuarHo3a HeoOXOIWMBI
MOCEBBI KPOBH, peHTTeHOrpadus JIerkux, npoda Ha MPOKaJIbIMTOHUH. B Heko-
TOPBIX CIyYasX TPYIHO WM HEBO3MOXKHO PAa3TPaHUYUTh 3TH 3a00JIeBaHUS, B
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TaKOM CUTYaIUH 11eJIecO00pa3HO HAauMHATh OJHOBPEMEHHO I1a3MO3aMEHy U aH-
TUOMOTUKOTEPAIIHUIO.

Jughgpy3nvie 601€31nuU coedounumenbHoll mKaHu MOTYT JaBaTh KIIMHUKY,
cxoanyto ¢ TTII: TpomOouuTONEHHS], TEMOIN3, UHOTJIAa B COYETAHUU C JIUXO-
paaxoii, nmopaxkenueM [{HC u novek. B nepByto ouepep 3T0 KacaeTcsi CUCTEM-
HOM KpacHOM BoiuaHkH. J[nsi Hee XapakTepHbl KyMOC-mO3UTHBHASI T€MOIUTH-
yeckasi aHemusi, LE-kietku, antunykieapusle anturena. [pu nuddysnbix 0o-
JIE3HSX COEAVMHUTENBHON TKAHU MOYKET BO3HUKATh U BTopruHas TTIL.

JIBC-cunopom. 1lpn HeM MOTYT OBITh BbIpa)K€HHasi TPOMOOIIMTOIECHUS,
TeMOJIM3 C HaJUYMeM IU30IMTOB, MOJHMOPTaHHAS HEI0CTaTOYHOCTh. J(ndde-
pEeHIIMaIbHasl AUArHOCTUKA MPOBOJUTCS HA OCHOBAaHUU JIaHHBIX KOAryJorpam-
MBbI: YBEJIIMUYECHHE MPOTPOMOMHOBOTO BPEMEHHU, aKTUBHPOBAHHOIO MapIiyalib-
HOT'0 TPOMOOTITACTUHOBOI'O BPEMEHHU U TOJIOKUTEIbHBIC TECThI MapaKoaryJsi-
. Ho muddepennmanus Bo3MokHa He Bcerga, Tak kak mpu TTII moxer
pa3BuBaThcs BTopuuHbii JIBC-cunpom.

3noxkauecmeennan apmepuanbHas Unepmen3usa Xapakrepusyercs Guo-
PUHOMIHBIM HEKPO30M apTEPHOJI, TSKEIBIM COCYAUCTBIM nopakxeHneMm. KimHu-
YECKHUE MPOSIBIICHUS CIICAYIOIINE: TshKelNasi TUIIEPTeH3Us (apTepralibHOE JIaBie-
Hue > 200/140 MM prt. cT.), SHIIeDaTONaTHs, 3acTOWHAs CepIeUHas He0CTaToY-
HocTh, OIIH, oTek aucka 3puUTEeNbHOrO HEPBA. 3II0KAYECTBEHHAS! apTepUalIbHAs
TUIEPTEH3USI MOXKET OCHOKHATbCSI MAI'A u TpomOouuronenueid. Hanuuue y
TaKuX MalMUEeHTOB yeThipex 3nnemeHToB neHTaasl TTII (MAT'A, TpoMmOonuTO-
MIEHUs, HEBPOJIOTUYECKUE HAPYILICHUSI, MOPAXKEHUE IMOYEK) OCJIOXKHSIET aua-
rHOCTUKY. TpoMOOTHYEeCKasi MUKPOAHTUONIATUS MOXET BOZHUKHYTh U TpU 00-
Jiee HU3KOM apTepUaIbHOM JIaBJICHUH, U 0€3 OTE€Ka JUCKa 3pUTEIBLHOrO HEPBA.
[Tocne HOpManu3auu apTePUaTbHOTO AaBICHUS IPOUCXOIUT BOCCTAHOBJICHHUE
TPOMOOITMTOB U TMpeKparieHue remonusa. Yacrtora Bo3uukHoBeHus — 1 % ma-
IIUEHTOB C TUIIEPTECH3UEN.

Kamacmpoguueckuit anmugpocgponunuoustii cunopom. BriepBeie ero
Beien R. A. Asherson (FOAP, 1992 r.). Psa aBTopoB mnpejiaraet paccMmar-
pUBaTh MAHHBIM CHHIPOM KaK TPOMOOTHYECKYIO MUKPOAHTHOIATHIO C AHTH-
dochomunuIHEIMU aHTUTENaMH. J[MarHOCTUYECKHUE KPUTEPUU CHHIIPOMA: BO-
BJICUCHHE, TI0 KpalHEW Mepe, TpPeX OpraHoOB/CHCTeM/TKaHel; mMaHudecTanus
OJIHOMOMEHTHO WJIM B T€UEHHUE HEMEIIN; TUCTOJIOTUYECKOE BBISIBICHHE OKKIIIO-
3UM MEJIKUX COCYJIOB KaK MHHUMYM B OJHOM OpraHe/TKaHH; JabopaTopHOe
NOATBEpKACHUE Haauuusi aHTUochomunuaHbiX aHTUTeNl. J[is Hero xapak-
TepHBI mopaxkeHue mouek (78 %), cepaia (66 %), nerkux (56 %), [THC (50 %),
koxkH (50 %), TpomOoTHUECKHEe MaHU(DecTauu, BKIIOYAIOIIKe 3MOO0IIUI0 Jie-
TOYHOM apTepuu U TIIyOOKUi BeHO3HBIN Tpom003, JIBC-cunapom (25 %). Muk-
poBacKyJIsipHas MaHU(ECTAIUS: TTOYeYHasT TPOMOOTHYECKAsT MUKPOAHTUOTIATHS,
PECTIMPATOPHBIN TUCTPECC-CUHAPOM, IepeOpaIbHble MUKPOTPOMOBI U MHUKPO-
nH(aApPKTHI, MUKPOTPOMOBI B MUOKapze. JleranbHOCTh 0OueHb BbicOka — 48 %.
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B 10 xe Bpems, mmazmo3ameHHas Tepanus dgdexktrBHa y 73 % TarUMeHTOB.
[11azmo3ameHa Mpu BO3HUKHOBEHUH TPOMOOTUYECKON MHUKpPOAHTHOMATUU TPU
KaTtacTpoduyeckoM aHTU(POCHOIUMUIHOM CUHIPOME SBIIECTCS Tepamnueu mep-
BOI yiuHMU. Takol CUHAPOM, MPOTEKAIOIIUI 6e3 TPOMOO30B KPYITHBIX COCYIOB,
npaktuaecku HeoTmuuM oT TTIIL. Yacrora Bo3zHukHOBeHMsI — 1 % manueHToB
¢ aHTU(POCHONTUIUTHBIM CUHIPOMOM.

Jledenme. TTII xapakrtepusyercss KpallHE arpeCCMBHBIM TEYEHUEM U
TpeOyeT Hayaja Tepaluy y>K€ B IEpBbIe Yachl BO3HUKHOBEHHMS. lIpu orcyT-
CTBUHU a/ICKBATHOTO ONEPATUBHO HAa3HAYEHHOI'O JICYEHUS IMOKA3aTelb JIETalb-
Hoctu mpubmmkancs k 90-100 %. Ho BBenenue B apceHall JIeueHUsT UHPY3UN
IIa3MBbl M IJ1a3MO3aMEHBI TIO3BOJIMIIO U3MEHUTh CUTYalMIO K Jydliemy. TpaHc-
dbopmariust moaxoaoB k Jeuenutro TTII mo3Bosniia 100MBaThCS BBI3TOPOBICHUS
70-91 % manmeHToB.

B HekoTopbIX ciyyasix, 0COOEHHO PU MEPBUYHOM OCMOTPE, HEBO3MOXK-
HO otinuuTh TTII OT HeKOoTOPHIX 3a001eBaHUM (CETICUC, 37I0KaYeCTBEHHAs T'U-
NepTeH3us), 0OJIHaKO, TaKk Kak JiedeHue TTII He MoxkeT ObITh OTCPOUYECHO, HAYU-
HaTh TEpanuio Iia3Mo3aMeHaMu cliefyeT OesornararenbHo. Ecnu He uckito-
gaeTcsi UHPEKIU, TO HEOOXOIMMO MPOBOJAUTh U aHTUMHKPOOHYIO TEparuio,
OJIHOBPEMEHHO MPOAOJIkKas BBIIOJHATh JUarHOCTUYECKUE Meponpusatus. Ecnu
B MOCJIEAYIOIIEM BBISIBUTCS IPYTOM AUArHO3, IIIA3MO3aMEHBI CIIEIYET MpeKpa-
TUTh U OTKOPPEKTUPOBATH TEPAITHUIO.

JlncceMuHUpOBaHHBIE OIyXOJId Takke MoryT mmutupoBath TTII, mo-
ATOMY HEOOXOAMMO HCKIIOYUTh OHKOJIOTMUECKYIO NAaTOJIOTHUIO, MPOBOAMTH
OMOIICHIO KOCTHOTO MO3ra, 0COOCHHO ITPU HEAP(HEKTUBHOCTH IJIA3MO3aMEHBI U
ATUTMIUYHBIX KIIMHAYECKUX MPOSBICHUSX.

[Ipu coBpeMEHHBIX 3HAHUAX 00 ATOM >KU3HEYTPOXKAIOIIEH OOJIE3HU TH-
NEepPAUarHOCTHKA, BEPOATHO, Hen3OexkHa. [Ipu nmomo3penun Ha nuarno3 TTII
OT Bpaua TpeOyrOTCs 3KCTPEHHBIE MEPBHI.

['11aBHBI TPUHLUII, KOTOPHIM JOJDKEH PYKOBOJCTBOBAThCS Bpad MpH
BO3HMKHOBEHUHU BOIpPOca O BepossTHOM auarHosze TTII — nmpunumn mosiHue-
HOCHOT'O pEarupoBaHus, T. €. TEPAIHUIO CIeAYyeT HAYNHATh HE3aAMEJIUTENBHO.

PannomusupoBanHoe uccienoanue, mposeaeanoe G. A. Rock c komne-
ramu (kaHajackas rpymnmna adepesa, 1991 r.), mokazano 061bIIyI0 3 (HEKTUBHOCTD
I1a3MO3aMEHBI 110 CPABHEHUIO C UH(PY3UAMHU CBEKE3aMOPOKEHHOM IJIa3Mbl: T10-
Ka3zarejb BbDKUBAEMOCTH uepe3 6 mecsieB cocraBisieT 78,4 u 49 % coorsert-
ctBeHHO (P = 0,002). IIpu mna3zmadepese yaanseTcss HHTHOUTOP METAJIONpPO-
Teasbl, a PU BIMBAHUU CBEXKE3aMOPOKEHHOM TIa3Mbl UJIM KPUOCYTIEPHATAHT-
HOM T1a3MbI 3TOT ()EPMEHT BBOJAUTCSI B OPTaHU3M.

B ocHoBe MOIM(UIMPOBAHHOIO AIrOpUTMa JIEYEHUS NPUOOPETEHHOU
TTIT — cxema Tepanuu, paspadotannas J. N. George u pekomenaanuu British
Committee for Standards in Haematology, British Society for Haematology.
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KpOMe TOr'o, B aAJITOPUTM BHCCCHBI 3JICMCHTBI, BKIIFOYCHHBIC B HCKOTOPLIC PC-

TpomobouuThI
>50 - 10%/m

I[e3arperaHTLI: alcTuica-

Basucnas repanus
(HauMHAas C IEPBOTrO AHS JUATHOCTHKM)

\ 4

1

|

1

' JIMIUIOBAs KUCJIOTA U/WIH
i JUTUPHIAMOII

1

A 4

I3 (40-60 mu/Kr Macchl B CYTKH)
exenneBHo win C3II/cynepHaTaHTHast
niaa3ma (25-30 mu/Kr Macchbl B CyTKH)
W/WITY TJIIOKOKOPTHKOCTEPOU/IbI

Ilnoxoii oTBeT:
— IJIIOKOKOPTHKOCTEPOU/IbI

MIEPBOM JTarie);
— II3 (yBenmuenue obbema
2 pasa) u/uim

(ecmn He OBLIM Ha3HAYCHBI Ha

\ 4

Ouenka 3¢pdexra

A

yepe3 7 nuent 113

\ 4

B

Bunkpuctun, nukiopochamu,
[UKIIOCTIOPHH A, PUTYKCUMAO,
CIUICHIKTOMUS (POJIb B JICUCHUU

Xopommuii 0TBeT:
— HOpMaJIM3aIMs HEBPOJOTHYECKOrO CTa-
Tyca;
— BOCCTAHOBJICHHE YPOBHS TPOMOOIIMTOB
150 - 10%/m);
— HopMmaym3auus yposHs JIZL;

A 4

JCKYTHPYeTCs) — cTabuiau3anus ypoBHs reMorjio0nHa
L= =1
\ 4
IIpoxoJkenue Tepanum Kak
MHHUMYM 2 THS
Yy . l ____________________

Kontpoasb 5 Konconuaupyromas

(uepe3 30 nHeit) Tepanus

(cHmxenue yactotsl [13
110 2—3 pa3 B HEJIEI0)

Penyaus

Pemuccusn

(OTCyTCTBHE CUMIITO-

MOB O0JIE3HH)

xumbl Teparuu TTII (puc.).

Puc. Anroputm tepanuu npuodperennoit TTII,
rae I13 — nnazmozamena, C3I1 — cBexxe3aMOpoKeHHas IJ1a3Ma

baszucnaa mepanua TTIl. Hauath JjieueHHE KEIATEIBbHO B TEUECHUE
NEePBBIX CyTOK Oosie3Hu. Tepamnus qoiKHA BKIIIOYATh IJ1a3MO3aMeHy: Miia3ma-
depe3 B 00beme 40—60 mur/kr B cyTku. HeoOxonumplit 00beM I1a3Mbl PU Be-
ce nmanueHTa 60 kr cocrasiser 2400-3600 ma B cyTku. B ciayyae HEBO3MOXk-
HOCTH HEMEIJIEHHOW IJIa3MO3aMEHBI CIEAYyeT MPOBOAUTH MH(PY3UH OOIBIIIX
7103 CBEXE3aMOPOXKEHHOH (KpHoCylnepHaTaHTHOMN) Tu1asMbl — 25-30 MI/KT B
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cytku. [lo sdpdexTruBHOCTH naHHas Teparnus B OONBIIMHCTBE CIIy4aeB COIMO-
CTaBHMMA C IJIa3MO3aMEHOM, 0HaKo, okoJio 30 % marueHToB HY>KIal0TCs B Te-
PEBOJIE Ha IJIa3MO3aMEHY HU3-3a MEPETPY3KHU KUAKOCTHIO.

HecMoTpst Ha TO, 4TO HE JI0Ka3aHa HEOOXOAMMOCTb MPUMEHEHUS TIII0-
KOKOPTHUKOCTEPOUZIOB M Je3arperanToB npu jedeHun TTII, MHOrue pexumel
Tepanud PEKOMEHAYIOT UCMOJIb30BaTh UX HAPALY C IIa3MO3aMEHOM, BKIIIOYas
UX TEM CaMbIM B 0a3MCHYIO TE€paIUIO.

[ TIOKOKOPTUKOCTEPOUIbI, YUUTHIBAsI CBEJICHUS O POJIM AyTOAHTUTEN B
pa3BUTUU OOJIE3HH, MPUMEHSIOT B Ka4YECTBE MMMYHOenpeccaHToB. Hekotopbie
PEXKUMBI B JOMOJHEHUE K IUTa3Mo3amMeHe ¢ nepBoro nHA JedeHus TTI1 mpeny-
CMAaTPUBAIOT HAa3HAUCHUE TIFOKOKOPTHUKOCTEpPOuAoB (1—2 Mr/kr maccel Tenma
MPETHU30JI0HA) WIN ITyJIbC-TEPAII0 METUJIPEIHNU30JI0HOM 1o 1 T B/B 3 nHS.
Psin mpoTOKOJIOB JieueHUs peaycMaTpUBaeT UX MCIOIb30BaHUE MPU UUONIA-
truueckor TTII ¢ mepBoro nHs tepanuu. ['opmoHOTEpAIUIO TPOAOIIKAKOT 10
MOJIYYEHHUS MMOJHOTO OTBETA, 3aTEM HAYMHAIOT MEJIEHHOE CHIXKEHUE 03Bl 10
oTMeHbl. OMmyOJIMKOBaHbI TaHHBIE O PE3YJIbTATUBHOCTH MOHOTEpANu TOpMO-
Hamu nipu Jierkux ¢popmax TTII.

AHTUTpOMOOIIUTAPHBIE areHTHI (JI€3arperaHThl): HU3KUE J103bl alleTUJI-
CAMIIMIIOBON KUCTOTHI (75375 Mr B CyTKM) MOTYT Ha3HA4yaThCs, €CIIU KOJIU-
94eCTBO TpoMOOLIMTOB O0sbIe 50 - 109/JI, 4acTO — B COYETAHUM C JAUIUPHUJIA-
MoJsiom (400 mr B cyTku). B HacTosiiee BpeMs aKTUBHO M3Yy4aeTcsl 11eJ1eco00-
Pa3HOCTh NMPUMEHEHUsI PUTYKCMMa0a B KayecTBE MEPBOM JIMHUM TEparuu y
6osbHbIX uauonarudeckod TTII B nomoaHeHue K Tia3Mo3aMeHe U TITIOKOKOP-
TukocTepousiaMm. [IpenBaputenbHble JaHHBIE MHOTOIIEHTPOBOTO HEPaHIOMU-
3UPOBAHHOTO HCCIICIOBAHUS CBUJIETEIBCTBYIOT 00 YMEHBIICHUU JIOJIM Mallv-
eHToB ¢ pepakrepHoil TTII u cCHM>KEHUM KOJIUYECTBA PELUANBOB MPU J00aB-
JIEHUU pUTYKcHMaba K 6a3uCHOM Teparuu.

Bcnomozamenwvnaa mepanusa. Tpancdy3uu 3pUTPOIIMTOB HA3HAYAIOTCS
M0 KJIMHUYECKUM MOKa3aHUsM. TpaHchy3un TPOMOOIIMTOB OOBIYHO MPOTHUBO-
nokaszadbl. OHU MOTYT YCHJIUTh TpoMOOOOpa3oBaHHWE W TPUBECTH K THOEIH
nanueHTa. [I[poBoaATCsS TULIb TPU YIPOKAIOIIUX KU3HU KpoBOTeUeHUsX. [Ipu
reMOJIM3e BO3HUKACT NePUIUT (HOIMEeBON KUCIOTHI, TOATOMY Mpenapar Imele-
cooOpa3Ho Ha3HayaTh BceM nanueHTam ¢ TTII. YacTp manmueHToB ¢ MOYeYHOM
HEJIOCTATOYHOCTBIO HYKAAETCS B IPOBENCHUN TE€MOIHAIIN3A.

Jlonoanumenvnasa mepanusa npu nopaxjgceHuu muokapoa. 1Ipyu nossi-
IIICHUW YPOBHSI TPOMOHMHA MOTYT OBITh Ha3HAYEHBI KJIOMUAOTPEJ, CTATHUHBI,
OeTa-aApeHoOI0KaTOphel. Eciu uieMuu HET WM 30HA UIIEMUM HeOOoJIbIas,
JOCTAaTOYHO MNPOAOIKUTH OaszucHyro tepanuto TTII. Ecnu BeisiBneHHas npu
sxokapauorpadun gpaxmusi BeioOpoca < 40 %, TO peKOMEHIyeTCsl TPOBOIUTH
JIeYCHUE KapBEIUJIONIOM, K KOTOPOMY MOTYT OBITh JOOABICHBI WHTHOUTOPHI
AHTHOTEH3MHIIPEBpaIaomero pepMenTa uin O6J0KaTOPHI PEIeNnTOPOB aHTHO-
TEH3WHA W/WIKM HATpaThl + ruapanasul. [Ipu octpom moxwseme cermenta ST ¢
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HapyIIeHWEM JIOKAJIbHON COKPAaTUMOCTH MHOKapJia HE0OX0auMa Tepamnus Hu3-
KOMOJIEKYJIIPHBIMU TernapuHamMu. [lpu 3arpyauHHBIX OOJISIX € JIeTpeccHei
cerMeHTa ST WM ¢ HapylIEHHUEM JIOKAJIBHOM COKPaTUMOCTH MHOKapja IMpH
OosbIIoN 30He 0OpaTuMoi uiemuu marueHTol ¢ TTII HyXagaroTCs B JICUSHUH
HU3KOMOJICKYJISIPHBIMU T€IapUHAMM.

Ouyenxka omeema na mepanuto. IPPeKTUBHOCTL Oa3MCHON Teparuu
OIlCHUBAIOT 4epe3 7 aHel sedeHus. KommuecTBO TpoMOOIIMTOB — Hambosee
BAXKHBIM MapaMeTp OLEHKU pe3yibTara Tepanuu. OTBETOM Ha TEPANUIO SBIIS-
€TCA YCTPaHECHHE HEBPOJIOTMYECKUX CHUMIITOMOB, HOPMaJIU3aLMs KOJUYECTBA
tpomboruTos (> 150 - 10%/1), BoccraHoBieHne akrtuBHocTH JIIT, cTabmmsa-
I[Usl yPOBHS T€éMOTJI00MHA.

Cuuraercs 1enecoo0pa3HbIM OCYIIECTBIIATh MJ1a3MO3aMEHbI €KETHEBHO
710 TOJYYEHHsI OTBETA Ha TEpaIMIo, 3aT€M €I€ B TEUEHHE KaK MUHUMYM JIBYX
nHeW. HeT KIMHMYECKMX MHapaMeTpoB, OMPEACISIONIMX ONTUMAaIbHYIO IPO-
TOJDKUTENIBHOCTE Tepanud. [lammentam ¢ TsoxensiM aedunurom ADAMTS-13
(< 5 %) B MOMEHT ITOCTAHOBKH [IHArHO3a M3-3a YacThIX 000CTpEHHUI HEOOXO-
JMa TIOCTETEHHAsi OTMEHA MJIa3MO3aMEH.

Oobocmpenue. 11ocie NpUHIATHS PEIICHUS O IPEKPAICHUH T1JIa3MO3aMEHbI
cleyeT 0COOCHHO BHUMATEIBHO CIICAUTH 32 TMHAMHUKON TPOMOOIIMTOB, TaK Kak
st TTID B TedeHWe Mecdiia mocjie OTMEHbI MJIa3M03aMEHbl TUITMYHO Pa3BUTHE
000CTpEHHUSI, MPOSBISAIONIETOCS BO3BPAIIEHUEM TPOMOOLIUTONEHUHU, BO3HUKHO-
BEHUEM JIPYTUX CUMITOMOB Oosie3Hu. O6ocTpeHus pazpuBarorcsi y 7 % maiueH-
TOB C OBICTPBIM IMOJHBIM OTBETOM Ha JiedeHHUe (MOJTHOE€ BOCCTAHOBJICHHE — Ha
MIATBIA JICHh TEPANNN), Y TIAIIMCHTOB XK€ ¢ 00Jiee MEIJICHHBIM OTBETOM YacTOTa
Mo00HBIX 000CcTpeHuit gocturaet 77 %.

YacToTa Bo3BpaTa 00JE3HU MMOCIE OTMEHBI MJIa3M03aMEHbI Y TTAllUEHTOB
¢ TTII nmo pa3usiM gaHHBIM cocTaBisieT 29-82 %. Yactora obocTpeHus mnpu
uauonatuyeckon TTII — 21 %, mennana BpeMeHH BO3HUKHOBEHHS 000CTpe-
HUS TIOCJIE OTMEHBI M1a3Mo3amMensbl pu 3Toi popme TTII — 3 gus.

[Tpu oGocTpeHun HEOOXOAMMO HE TOJIHKO BO30OHOBIICHHUE €KETHEBHOM
MJ1a3MO3aMEHHOM Teparnuu, HO U JalibHeIas uHTeHcuukanus gedenus. [Ipu
pa3BUTHH 000CTpeHUs Ha (OHE MPEAHU30JIOHA TpeOyeTcs Oojiee UHTCHCUBHAS
MMMYHOCYTIPECCHBHAsI TepaIvs, HalpuMep, MPUMEHEHUE PUTYKCUMaoa.

O06oCTpeHNE MOKET Pa3BUTHCS U TOCJE MOJYUYCHUSI OTBETA HA TEPAINUIO
Ha (poHEe MpoBeAeHUS M1a3M03aMeHbl. BO3BMOXKHOCTh OTKa3a OT TIa3MO3aMEHbI
y KaXXJI0r0 KOHKPETHOTO MaIlMEHTa OMPEACIISICTCS OMBITHBIM MMyTEM.

Konconuoupyrowana mepanus. C UelblO NPEIOTBPAIICHUS YXYAIICHUS
COCTOSIHUSI TIALIMEHTA IMOCJe TOJyYeHUs OTBETa MPOBOJAMUTCS KOHCOIUAUPYIO-
nias Tepanvs — CHUKEHUE YacTOThI IIa3Mo3aMeH 10 2—3 pa3 B Henenno. Kon-
COJIMAIINS BEINIOJHAETCS B TeueHue 2—4 HeEb.
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Pedpakreprocts k 0Oa3ucHON Tepanuu (TUIOXOW OTBET) (UKCHPYETCS
nociie 7 nHEW JeYeHHs MpU HAIUMYUU TEPCUCTUPYIONIEH TPOMOOIUTONECHUH
(< 150 - 10%) wmm noBsImeHHo# aktuBHOCTH JIIT .

Jleuenue pegppaxmepnoit 6one3nu. Her eqUHON TaKTUKHU JICUCHUA T1a-
nreHToB ¢ pedpakrepHoit TTII. [Ipu orcyrcTBUM ddekTa OT MmIa3Mo3aMeHbl
11eJ1ecCO00pa3HO YBEIUYUTh 00bEM 3aMEHsIeMOU TuIa3Mbl B J1Ba pasza. Eciu 1o
ATOTO 3Tamna JEYEHUsl TEepalus HE BKIIOYAJIa TIIFOKOKOPTUKOCTEPOUIBI, MOCTE
¢ukcanuu peppakTepHOCTH OHU HazHayaroTcs. K mima3Mo3aMeHe u rIIoKOKOp-
TUKOCTEPOUJIaM JI00ABISIIOTCS UMMYHOCYNPECCUBHBIC MpenapaThl: BUHKPHU-
cTuH, muKIodochamu, MUKIOCTIOPUH A.

B mocnennee Bpems B imrepaType MyOIMKOBaIMCH PaOOTHI, ONMKMCHIBA-
[OIIE YCIEITHOe IpUMeHeHHe puTykcumaba (1 pa3 B Hememo 1o 375 Mr/m?,
oT 2 1o 13 BBeAeHuUi) B coyeTaHUu ¢ Oa3UCHOM Tepamueil Mpu TSKEION pe-
dpaxrepHoit TTII. Bpemsi 10 oTBeTa mocie mepBoi A03bI Mpenapara B Cpe-
HeM coctaBiiger 10 aueit (5-32 nus). Ectb qaHHbBIe 0 COXpaHEHUU OTBETA I0-
cie IeYeHus: putykcumabom Oosiee 79 mecsiies.

Jnst xenmuH getopoanoro Bozpacta ¢ TTII gomomHuTenbHO K 6as3uc-
HOM Tepanuu B Kaue€CTBE MMMYHOCYIIPECCUBHOTO Mpernapara npearnoYTUTENb-
Hee Ha3HayaTh PUTYKCUMAaO, 4eM, HallpuMmep, HUTocTaTuku. Pemuccust omnpe-
JIeJSIeTCsl KaK YCTpaHEHUE CUMIITOMOB M UX HEBO300HOBJIeHHE B TeueHue 30
JTHEW MPH MPEKPAIICHUH TJ1a3MO3aMEHBI.

Peyuoue — Boszppamienue TTII mocne poctmxenuss pemuccuu. st
TTII Oonee xapakTepeH OJHOKPATHOW PEUUIMB, XOTS MOTYT BO3HUKATHh U
MHO>KE€CTBEHHBIE PEIUMBBI C HEPETYISIPHBIMU HHTEpBajiaMu. BoJBIIMHCTBO
(¢ukcupyeTcss B Te€UEHUE Troja, yepes 4 roja nociie Hayana OOJI€3HU OHU pas-
BUBAIOTCS PEJKO.

PeuuauBrupoBaHue Kaxable 3 HEAEIU XapaKTEPHO JJIsl HACIEACTBEHHOM
dopmer TTII (cunmpom Upshaw—Schulman). B psnue cioydaeB 3aboseBaHmne
MIPOSIBIISIETCS] Y B3POCIBIX HA PoHE MHGEKIINH, OTIEPATUBHOTO BMEIIATEIbCTBA,
OepeMEHHOCTH.

Hnouxamopul 015 panneti OUacHOCMuUKY peyuousa npu UuOUONAmuy4ecKoll
TTII. Ponb pe3ynpTaToB OLEHKM ypoBHA ADAMTS-13 n Hanmnuus aHTtuTEN K
ADAMTS-13 B AnarHOCTHKE pelurBa HAXOIUTCS B CTaMU U3ydeHus. B mo-
CJICTHUE TO/IbI TTOJTYYEHBI IaHHbBIC, CBUIETEIHCTBYIOIIUE 00 acCOMAIIMM HU3KO-
ro ypoBast ADAMTS-13 (< 5 %) u nammmuus anturen (IgG) k ADAMTS-13 y
MaIMEHTOB B PEMUCCHUHU C BHICOKUM PUCKOM peruauBa. [lokazaHo, 4To MOHOTE-
parnust putykcumabom (1 urdysus B Hemento mo 375 Mr/M® 4 pasa) IPUBOIUT K
MCYE3HOBCHHUIO AHTUTEN, BOCCTaHABIMBAcT ypoBeHb ADAMTS-13 u mpeny-
PEeXIaeT pa3BUTHE PEIUIUBA.

Jleuenne permmma TTII aHamormdyHO HAYaIBHOM TEpamuud W B 0O0JIb-
IITMHCTBE CITy4aeB YCMEIIHO OJiaroapsi YCKOPEHHOMY MPOIIECCY AUATHOCTUKH
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Y ONEPaTUBHOMY PELIEHHUIO BOIIPOCAa O MPOBEAEHUM IJIa3MO3aMeHbIL. JleTasnb-
HOCTb MPU PEIUANBAX MUHUMAJIbHA.

lIpogunaxmuxa peyuousa. C 1enbl0 CHUKEHUSI pUCKA PEIUANBA MPHU-
MEHSIETCSl CIJICHAIKTOMHUS, poJib koTopoi B jedenuu TTII mo cux mop obcyx-
naetcsi. CyiecTByroT AaHHbIe 00 3((HEKTUBHOCTH CIJIEHAKTOMUU MPU PELU-
muse TTII, kpome Toro, npu pedpakTepHOCTH K TIIa3MO3aMEHE.

Hcnonp3oBanue nukiocnopuHa A (2-3 Mr/kr) B TeueHUE 6 MecsleB
MIpeIoTBpAIaeT pa3BuTre penuausa y 89,4 % marueHToB ¢ MHOKECTBEHHBIMU
penuaIuBaMu, 00ecrednBaeT HOpMaIu3aluio ypoBHs aktuBHOCTH ADAMTS-13
U Hcue3HoBeHue/CHIKeHue tutpa anturen k ADAMTS-13. Tlocie oxonuanus
[IECTUMECSIYHOTO Kypca JICUCHHSI IMKIIOCTIOPUHOM A perunus pa3Buiics y 41 %
MAlMEHTOB, JOCTUTTLIUX PEMUCCHH.

B mocnenHee Bpemsi NMOSIBWIMCH MaTe€pHalibl, CBHIETENbCTBYIOLIUE 00
s dexTrBHOCTH puTykKcumaba npu npoduiaktuke perunua TTII. YV uactu
NAlMEHTOB HOpMaJIn30Baiach akTUBHOCT ADAMTS-13 (omHako He y Bcex OHa
o Iep>KMBajach), ¥ ObBLJI0O OTMEUEHO HcUYe3HOBeHHe aHTuTel K ADAMTS-13.
[IpeanpuHsaTa MONBITKA PENIEHUSI BOIIPOCA O MPOIOHKUTEIILHOCTH JICUEHUS PU-
TYKCUMabOM Ha OCHOBE Pe3yJIbTaTOB OIICHKH YpOBHs akTuBHOCTH ADAMTS-13
U Hanmmuust antuten kinacca [gG k ADAMTS-13.

Jleuenue nacneocmeennon TTII. Undy3un nnazmel (5—10 Mi/kr) kax-
awie 2—4 Hepenu 0e3 MmIa3Mo3aMeHbl TOJDKHBI MPEI0TBPAIIaTh BOSHUKHOBEHUE
peuuauBa.

Coznan pekoMOMHaHTHBIN YenoBedeckuit ADAMTS-13, koTopslii naet
MOJIOKUTENbHBIA 3PPEKT IpH ero 100aBJICHUN K KPOBU MALIMEHTA C BPOXKJICH-
Ho#l popmoit TTII, naHHbIE MOyYEHHI in Vitro.

Pesynomamer neuenus. XapakTepuCTHKa Tepanuud OTIACNbHBIX (opm
TTII, a Taxxe cBeaeHus 00 3 (PEKTUBHOCTH JICUCHUS JaHbI B Ta0II. 3.

Tabnuya 3
O01mas xapakTepucTHKA JieYeHUs1 0TAeIbHbIX Gopm
TPOMOOTHYECKON TPOMOOIMTONECHNYECKOM IypPIypPbI
Kuaacenpukanus
(prricau » ¢ deKTUBHOCTH
TPOMOOTHYECKOH
. Tepanus IJ1a3MOTEPANNHU

TPOMOOLMTONEHUYECKOM

(BBIKHBAEMOCTb/JIETAJIBLHOCTD)

nypnypel

1. Hacnencreennas TTII CaexezamopoxeHHast | Boicokast 3ppexkTuBHOCTH CBEXKe-
(cuapom Upshaw— miasma 3aMOPOKEHHOH TUIa3Mbl
Schulman).
2. IlpuoGperennast TTII:
2.1. Unnonatnyeckas [Tma3mo3amena Bricokas a3 pexTuBHOCTH MI1a3MO-
TTII; 3amenbl”. Pemuccus — 80 %
2.2. Bropuunas TTII:
2.2.1. TTII, cBsA3aHHas ¢ IIna3zmo3amena Beicokast 3¢ ek THBHOCTB I1a3MO-
OEpEeMEHHOCTHIO; 3aMeHbL, 0TBeT — 72,7 %
2.2.2. TTII, conpsokennas | UmmynocynpeccuBHast | Cpenusist 3pPpeKTUBHOCTD MIIa3MO-
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C ayTOUMMYHHBIMH 00J1€3-
HSIMU;

Tepanys + mia3Mo3a-
MeHa

SaMeHBIZ. JleTambHOCTB BHICOKAS

Ilpooonsicenue maon. 3

Knaccupuxanus

. ¢ eKTUBHOCTD
TPOMOOTHYECKOM
N Tepanus IJ1a3MOTepanuu
TPOMOOUMTONEHUYECKOM
(BBIKMBAEMOCTB/JIETAJIBHOCTD)
nmypnypbl
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2.2.3. TTII, pa3BuBmIascs
MOCJIE IpUeMa JieKap-
CTBEHHBIX MPENAPATOB:
2.2.3.1. TTII, BeI3BaHHAas
OCTPOM UMMYHOOITOCPEI0-
BAHHOM JIEKAPCTBEHHOM
TOKCHUYHOCTBIO:

— TUKJIOTIHIUH-aCCOLUUPO-
BanHasg TTII;

— KJIONIMJIOTPEI-aCCOLUH-
poBanHas TTII;

- XI/IHI/IH'I/IH,I[YI_[I/IpOBaHHaH
TTIT;

2.2.3.2. JlekapcTBeHHas
no3o3apucumast TTII (1u-
TOCTATHKH (MUTOMUIIHH,
reMunTabuH, nukiIodoc-
¢daH), THTHOUTOPHI KaJTb-
UHEBpUHA (IIUKJIOCTIOPUH
A, Takpoanmyc));

2.2.4. TTII na ¢oue uH-
bexuuu:

IIma3zmo3amena

ITimazmo3amena

IInasmo3zamena

OtMeHa npenapara

Beicokast 3)eKTHBHOCTB TLIIA3MO-
3aMeHBI, BEBDKHUBAeMOCTh — 75,3 %
(TIpM IEYEHUH II1a3MO3aMEHON —
85,5 %, 6e3 m1a3mMo3aMeHbl —

46 %). [Ipu mprieMe TUKIONHIMHA
< 14 nHeil BEDKUBAEMOCTD —

100 %, nmpu IMTENBHOCTH TIpUeMa
npenapara > 14 nHeil BbKUBae-
MOCTB ITPH JICUCHHUH I1JIa3M03aMe-
Hoii — 84,1 %, Oe3 mia3Mo3ame-
uel — 38,1 %

IIpy myMTENEHOCTH pUEMa KIIO-
nugorpens < 2 Heaenb d3pGeKTuB-
HOCTH TEPAIMU HE 3aBUCHUT OT
MIPUMEHEHHUS I1JIa3MO3aMEHBI, BbI-
s)kuBaemMocth — 84,6 %

Huzkas 3ppekTuBHOCTD M1a3MO0-
3aMensl. JletaapHOCTE — 15 %

JletansHOCTH BBICOKAs. [Ipn TTII
Ha (pOHE BBICOKOJ03HOM XMMUOTE-
parmu otBeT — 27 %

2.2.4.1. TTII, accouunpo- | [Imazmo3amena Cpennsist 5 PeKTHBHOCTH TTa3MO-
Bannas ¢ E. coli O157:H7; 3aMEHBI, JIETAIbHOCTE — 31 %
Oxonuanue maon. 3
Knaccupuxanus
(prricau . ¢ deKTUBHOCTH
TPOMOOTHYECKOH
. Tepanus J1a3MOTepanum
TPOMOOIMTONEHUYECKOM
(BBIZKHBAEMOCTb/JIETAJILHOCTD)
nypnypsbl
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2.2.4.2. BUY-accouunpo- | [1mazmo3zamena + Bol- | CpenHsist 3 GeKTHBHOCTH TIa3MO-

BanHas TTII; COKOAKTHBHAasI aHTHU- 3ameHsl. [Ipu TspkenoM aedumure
perpoBupycHas tepa- | ADAMTS-13 (<5 %) netanb-
st HocTh — 11,7 %. IIpu HOpMaib-

HoM ypoBHe ADAMTS-13 ne-
tanbHOCTh — 50 %. CyiectByer
KOPPEJAIHS MEXIY OTCYTCTBUEM
WHTHOUTOpA Y AIICHTOB C HHU3-
kuM ADAMTS-13 u xyamum

MPOTHO30M

2.2.5. TTII mocne TpaHc- [Tnazmozamena He mo- | Huskas 3¢ ¢heKTUBHOCTH 1a3MO-
TUTAHTAIlMK OPTAHOB U TKa- | Ka3aHa (OTMEHaA IUK- 3aMEHBI, IETATbHOCTh BHICOKAS —
HEl; nocniopuHa A, neuenue | 60-90 %

PTIIX?, MH(EKILINN)

2.2.6. TTII npu onkonoru- | [lmasmo3amena He o- | Huskas 3¢ eKTHBHOCTH I1a3MO-
YeCKUX 3a00JICBaHMIX KazaHa (JieueHue oc- 3aMEHBI, JIETAIbHOCTh BHICOKA
HOBHOTI'O 3a00JI€BAHUS)

1 L2
Bricokas addexkrusHocts — 70-90 % pemuccuii; “cpenuss sddexTuBHOCTE —
.. 3
okouto 50 % pemucwuii; "PTIIX — peakius «TpaHCIUIAHTAT IPOTHUB XO3STMHAY.

OCHOBHBIMM NPUYMHAMU THOEIHN MALMEHTOB IpHu ocTpoM 3nu3one TTII
apisitorcss nopaxenue HHC wm cepaua. [lpum nourtenbHOM HaOMOIEHUH 32
rpynmnod nmanueHToB ¢ TTII ycTaHOBIEHHBIMU IPUYMHAMHA CMEPTH, BEPOSITHO
CBA3aHHBIMH C 3THM 3a00JIEBAHUEM M €TI0 JIeUeHHEM, ObUIH MaTOJIOTUs [IEYEHH,
accoIMMpoOBaHHas ¢ reMoTpancdy3usimu, u XITH.

Lunamuxa cumnmomos 6 npoyecce nedenus. Y IIy4dlleHUE HEBPOJIOruye-
CKOM CMMITOMAaTUKK HaOroaaeTcs uepe3 1—7 mHew mociie Hayaia Teparnuu, Me-
JMaHa BPEMEHU BOCCTaHOBJIEHUsI cocTaBisieT 3 nHsA. CHM)KEHUE aKTUBHOCTHU
JIAT" 1a 50 % mpoucxoaut yepe3 1-20 nuel, meprnoa HOpMalu3aluy KojaeomeT-
cs B mipezenax ot 2 no 22 aHer. Poct xonmdectBa TpomOonmToB 10 S50 - 10%/n
oTMevaeTcs yepe3 3—28 HeH, rneproj yBeJIMUCHHsS] KOJIMYeCTBa TPOMOOIIMTOB
m0 150 - 10%1 — wepe3 3-32 mmst. JUmst CYImIECTBEHHOTO CHIDKCHHS YPOBHS
KpeaTuHuHa TpeOyeTcst oT 2 10 35 aHei, il Bo3BpaTa ypOBHS KpeaTHHHHA K
0a3oBoMYy/HOpMaJIbHOMY HeoOxoaumMo 8—36 aHeil. KnmHuueckue CUMIITOMBI
UCYE3al0T B TeueHHe 24—72 4 mnociie Hayasla Iia3MO3aMeHBbl, PEIIECTBYs Ie-
MaTOJIOTHYECKOMY OTBeTY. JlJis yCTpaHeHUs CUMOTOMOB 00Jie3HU TpeOyeTcs
oT 3 10 36 nIa3Mo3aMeH.

HaGmroaeTcsi 3aBUCHMOCTh BBDKMBAEMOCTH OT MPOAODKUTEIBHOCTH
nepuoja ¢ MOMEHTa BOZHUKHOBEHHUS MEPBBIX CUMIITOMOB OOJIE3HM JI0 Hayasa
IJ1a3MO3aMEHHON Tepanuu. [IpumMepoM BIMSHUS ONEPATUBHOCTH JICYEHUS Ha
€ro pe3yJbTaTUBHOCTH SBIIIETCA Kionuaorpen-unayuuposannas TTII. Haua-
JIO Tepanuy B TeYeHHe 3 JHEH ¢ MOMEHTa MOSBICHUS MIPU3HAKOB 3a00JIEBaHUS
o0OecreunBaeT ycnex JedeHus, BbukuBaeMocTh coctasisier 100 %. [Ipu tepa-
UM, IPOBOAMBILENCS uepe3 4 AHs U OoJiee mociie BO3SHUKHOBEHMs OOJIE3HH,
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BEIKUBaeMOCTh — 0 %. 3aTsHyBIIAsICSl AMATHOCTUKA MOXKET KaTacTpOoPUIECKU
CKa3aThCsl HA Pe3yJIbTaTax JICUCHUSI.

N3ydaeTcst BO3MOXKHOCTb HMCHOJB30BAHUSI PE3YJIbTATOB aHAM3a YPOBHSA
ADAMTS-13 u Hammuus antuten K ADAMTS-13 B olieHke OTBETa Ha Teparuio.
B manbix rpymmax manueHToB MOJTy4YeHbl JaHHbIE 00 aCCOIMUPOBAHHOCTH HAJIM-
yust uHruouTopa (anturea k ADAMTS-13) B MoMeHT auarHosza ¢ Oojiee Me-
JICHHBIM OTBETOM Ha IUIa3MO3aMeHY, pedpakTepHOCThIO M pPaHHEW JIeTAIbHO-
ctbio. [larMeHToB ¢ BHICOKMM ypOBHEM akTUBHOCTH uHruOuropa ADAMTS-13
MIPEIoJIaraeTcs pacCMaTpuBaTh B KQUeCTBE KaHUIATOB ISl MPOBEACHMSI Oosee
MHTEHCUBHOW IMMYHOCYIIPECCHBHOM TEPAITUU.

Bosmooicnvle ocnoocnenus npu nposedenuu niamosamensl. 11obounbie
peakiiy, BbI3BaHHBIC T1a3MO3aMeHOM, oTMevatores y 42—51 % Gonbabix TTII.
Tsxenbie OCIIOKHEHUS BO3HUKAIOT Y 26 % MalMEeHTOB; OCJIIOKHEHMS, CBA3aHHBIE
C IEHTPAJIbHBIM BEHO3HBIM KaTeTepoM (ITHEBMOTOPAKC/KPOBOTEUECHUs, UH(EK-
Uy, TpomMOO3bl), — y 5-26,5 %; ocimoxxHeHus, 00YyCIOBIICHHbIE BBEJICHUEM
TUTa3Mbl (QJUIEPTUYECKUE PEeaKIMU, B TOM YKCciie aHA(UIaKTHUECKUH 10K, apTe-
pHalibHasl TUIIOTEH3Ms, TpeOyromias uHdy3uu JAonaMuHa, u ap.), — y 2-6,4 %;
OCJIO’KHEHUSI, BBI3BAHHBIC BBHIMIOJHEHUEM ammapaTHbIX adepe3oB (yMEHbIIICHUE
o0beMa LUPKYIUPYIOLIEH KPOBH, alKaio3), HHPEKIUN, 00YyCIOBICHHbBIE TPAHC-
¢dy3ueit mia3Mbl, OCIEICTBUS IMTPATHOM TOKCUYHOCTH (TTapecTe3uu, CYJ0POrH
WM TETaHUS MPpHU pa3BUTHU runokanbiiemMun) — y 30 %. JleTampHOCTH, CBSI3aH-
Had ¢ mwiazmo3ameHamu y nanueHToB ¢ TTII, coctasmser 2,8 %. bonee BbICOKY1O
YaCTOTy OCJIOKHEHUW TIpU MPOBEACHUM IUIazMo3ameHbl y OosbHbIX TTII mo
CPaBHEHHUIO C MPUBOJUMBIMH B JIMTEPAType MAHHBIMH TPH APYTUX MATOJIOTHIX
MOKHO, BEPOSITHO, OOBSICHUTH TSDKECThIO cocTOsiHUS narueHToB ¢ TTIL.

Honeocpounvie pesynomamsr mepanuu. HecMOTpsi Ha HaJIM4KMe BCEX Ma-
paMeTpoOB PEMHCCHH, BOCCTAHOBIICHNE HE BCErJa OBIBACT MOJHBIM: TOCIIE Ce-
PBE3HOT0 UIIEMHUYECKOTO IMOPAKEHUS TOJIOBHOTO MO3Ta B HEKOTOPBIX CIydasix
COXpaHSIOTCS ocTaTouHble U3MeHeHus (4,8 %), y 3HaUUTENbHOW YacTHU Mmalu-
€HTOB OTMEYaeTCs ClIab0CTh, YXY/IIIIEHUE MTaMsTH, ToJIoBHas 00uib. [locie smu-
3oma TTII y 88 % mnanuMeHTOB OCTAalOTCS MEPCUCTUPYIONINE KOTHUTHUBHBIE
HapyIIeHUs. DTH MOCISACTBUS TTyOOKOW CUCTEMHOM HMIIIEMUHM MOTYT HaOJI0-
JIaThCSl HECKOJIBKO JIET, K CYACThIO, Y MHOTUX MAIlMEHTOB HACTYMAET yydllie-
Hue. [Ipu TsHKETOM MOpaKeHWH TIOYEK Y psjia TAllMeHTOB MOXKET Pa3BHTHCS
XIIH. Ilepcuctupyromue KapaIuajibHble HApPYyLIEHUsT MOTYT UMEThb MECTO I10-
CJI€ BBI3JIOPOBJICHUS.

3AK/TIOYEHHE
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Knunuka TTII u I'VYC B psange cnyyaeB He UMeEET cielM(PUUECKUX YepT,
M03TOMY MAalMEHTHl MOTYT OBITh TOCIUTAIU3UPOBAHBI B XUPYPTUUECKOE OTJIE-
JIEHUE M0 MOBOAY a0JIOMUHAIBHBIX OO0JIe C MOJO3PEHUEM Ha «OCTPBIN» KH-
BOT, B MH(EKIIMOHHOE OT/EJICHUE — B CBSI3M C KEITYXOM, Auapeel U JIHMXO-
paakoi, npu Hanmuuu OITH — B Hedpooruyeckoe, a Takke B peaHUMAaIMOH-
HOE, HEBPOJIOTUYECKOE, METUATPUUECKOE U TEPANEBTUUECKOE OTICTICHHUS.

Crnenyer OTMETUTD, YTO KIMHUYECKHE U MOP(HOIOTHUYECKUE TTPOSIBICHUS
I'VC u ocobenHo ero aTUNMHUYHBIX (GopM uUMEIOT Oombinoe cxonctBo ¢ TTII,
auddepeHnranbHas IMarHoCTUKa KOTOPBIX /10 HACTOSIIIETO BPEMEHU OCTaeTCs
cnopHoii. Kak u ipu 'YC, OCHOBHBIM NaTOT€HETUYECKHUM MEXaHU3MOM pa3-
Butusi TTII siBsieTcss TpoMOMpPOBaHKE COCYAOB MUKPOUUPKYJISAIUU C MOCIIE-
OYIOIIMM HapylmeHueM (pyHKIMM psiia opraHoB u cuctem. Ho mpu sToMm 3Ha-
YUTEJBHYIO POJIb B TPOMO00OpazoBaHuu urpaet paxtop Gon Bunedpanaa, ko-
Topsiid y 0onbHBIX TTII oTiruyaercs HEOOBIYHO OOJBIIMM Pa3MEPOM U, COOTBET-
CTBEHHO, BBICOKMM CPOJICTBOM K TpOMOOLIUTapHOM MeMOpaHe, a Takke 1eUuIuT
METAJJIONPOTEa3bl, YMEHBIIAIOMICH pazMepbl MyJIbTUMEPOB dakTopa ¢hoH Bui-
neOpaHa IOCPEICTBOM UX PACUICTIIICHHs (BIOCICACTBUY OHA Obljla OYMILEHA U
uneHtuduipoana kak ADAMTS-13). Camwkenne aktuBHOocTH ADAMTS-13
turmaHo i1 TTII. C yuetom storo B matorene3e TTII Gonee cyimecTBEHHYIO
pOJIb UTPAIOT HapyLIEHHs] TPOMOOLUTAPHOIO 3BEHA, YTO JOJKHO COIMPOBOXK-
naTecsi Oosee BhIpaxkeHHOW TpomOouurToneHued npu TTII, mo cpaBHeHHIO C
I'VC. lns TTII 6onee xapaktepHo nopaxkenue [{THC u cepaua, a nius 'YC —
MOPAKEHUE MTOYEK.

[Ipu oOHapykeHUH TPOMOOLMTONEHUH HEOOXOIUMO OOpaTUTh BHUMa-
HUE€ HAa HAJIMYME TeMOJIN3a, a IPH BBISBJIECHUN HEMMMYHHOTO T€MOJIN3a CIedy-
€T MPOU3BECTU MOJICUYET IM30UUTOB. PexomeHayeMble 1abopaToOpHbIE HUcciie-
JIOBaHUS: TIOJHBIA aHaIU3 KPOBU (TPOMOOLUTHI, UCCIIEIOBAaHUE Ma3Ka KPOBH,
MOJICUET PETUKYJIOIMTOB); KoaryjorpamMma (hpuOpHUHOTEH M TECTHI MapaKoary-
JISIMN); TICYCHOYHBIE TTPOOBI; aHAIN3 MOYH, AJIEKTPOJIUTOB, KPEATUHUHA; TPO-
6a KymOca; ananu3 aktuBHoctu JIJII'; mpoBepka ypoBHs rantorioOuWHa; aH-
TU(GOCPOTUNUIHBIE aHTUTENA; AHTUHYKJICApHbIE aHTUTENA; CEplICYHBIE TPO-
nmoHuHBL. Bpauam-nabopanTtam ciemyeT obpaiaTte 0co00€ BHUMAaHUE Ha Ma3KU
KpPOBH C TOBBIIIEHHBIM KOJUYECTBOM IM30UUTOB. [Ipu oOHapyxeHun ¢par-
MEHTUPOBAHHBIX IPUTPOLIMTOB MPU IPOCMOTPE Ma3Ka HEOOXOAUM UX MOACUET.

VYcnoBuem noctaHoBku kinuHHuYeckoro auarnosa TTII u I'YC (mpu oT-
CYTCTBUHU JIPYTUX MPUYNH) SBJISICTCS HATMYME KAaK MUHUMYM JIBYX CUMIITOMOB:
TpombOonuTonieHnu 1 MAT'A.

[Tpu BO3HMKHOBeHUHU mojo3peHus Ha nuarHo3 TTII uiu I'YC Heobxo-
JUMO HEMEIJIEHHO HAaUMHATh TEePaIuIo.

AxTHBHOE WH(DOPMHUPOBAHKUE Bpadeli 00 0OCOOEHHOCTSX AMATHOCTUKH U
MPUHIIMIIAX JICYCHUS ITUX OMACHBIX JJISl )KU3HU MallueHTa 3a00JIeBaHUN TOMK-
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HO CHOCOOCTBOBATH pPaHHEMY HX BBIABJIICHUIO U 00eCIeYeHUTO aCKBAaTHOCTHU
Ha3z3Ha49acMOro JICUCHU .

CAMOKOHTPOJIb YCBOEHUS TEMbI

1. I'me noBpexaarorcs 3purpountst npu 'YC u TTII:
a) B MUKPOCOCY/Iax;

0) cele3eHke;

B) IICUCHH?

2. Kiimnunyeckue nposisiaenus I'YC u TTII yamie Bcero 00ycJioBJIeHbI:
a) HapyILIEHHUEM KPOBETBOPEHUS;

0) MOBPEKICHUEM MUKPOCOCYI0B OPTraHOB U CUCTEM;

B) IOPaYKEHUEM TOYEK.

3. Kakue Onoxummuueckue nmoxkasarejm xapaxkrepunl s I'YC u TTII:
a) noJioxkuTeapHas peakius Kymoca;

0) yBenmuuenwue JI/II;

B) MOBBIIICHHBIN TUTP aHTUCTpENTOIN3UHA-O?

4. T'YC xapakrepu3yercsi BceMU HUKeNepeYUCJIeHHbLIMI NMPU3HAKA-
MH, KpoMme:

a) KPOBOTCUECHUS;

0) TPOMOOITUTOTICHUH;

B) T€MOTJIOOMHYPUH;

T') PETUKYJIOIUTOTICHUH.

5. MAT'A xapakrepu3syercs:

a) MUIIICHEBUIHBIMH KJIETKaMH,

0) TOKCUYECKON 3€pHUCTOCTBIO;

B) 0a30(pMIILHOM 3epHUCTOCTHIO;

I') HIU30LUTAMU U SIIEPHBIMU SPUTPOLIUTAMH.

OrBerbl. 1 —2;2—0,8,3—0;4—r1;5—r.

39



CIIMCOK UCTIOJIb30BAHHOM JIUTEPATYPBI

Ocnoenasn

1. llabanos, H. I1. lerckue 6one3nu : B 2 1. / H. I1. llabanos. Caukt-IlerepOypr :
[Turep. T. 2. 2009.

2. Pymsanyes, A. I'. Tlenuatpusi. HarmonanbHOE pyKOBOACTBO : B 2 T. / mox pea. A. A.
bapanoBa. Mocksa : I'DOTAP-Meaua, 2009. T 1. 976 c.

3. Koszapesosa, T. 1. bone3nu kpoBu y nereit : yued. mocodbue / T. U. Ko3apesona,
H. H. KinumkoBua. MuHck : benopycckas Hayka, 2001. 383 c.

Honoanumenvnan

4. Baiixo, C. B. 'eMONUTUKO-ypEMUUECKUN CUHAPOM : SMUAEMHUOJIOTHS, KiIaccudpu-
Kalusl, KIIMHUKa, TrarHoctrka, gedenue / C. B. baiiko // Hedponorus u nuamusz. 2007. T. 9.
Ne 4. C. 370-386.

5. bapkaean, 3. C. I'emopparuudeckue 3aboneBanus u cunapomsl / 3. C. bapkaraH.
MockBa : Menununa, 1988. 528 c.

6. Muponos, JI. JI. ' eMOIUTHKO-YPEMUYECKUN CUHIPOM : 3TUOJIOTHS, SMHUIEMHOIIO-
rusi, nmatorene3 / JI. JI. Muponos, 1. U. Kanyc // Memummuackue HoBoctu. 2002. Ne 10.
C. 27-39.

7. Monounwuii, B. I1. T'emonutuko-ypemuueckuii cuuapom / B. I1. Monounsrit //
JansHeBocTouHbI MeaunHCKUil xypHai. 2002. Ne 4. C. 73-80.

8. Illanasn, A. B. Anemun y nereii / A. B. [amasn, JI. 0. XKykosa. Cankr-IlerepOypr :
[Turep, 2001. 384 c.

9. @unamos, JI. b. TpomOOoTHYEeCKasi TPOMOOIMTONICHUYECKas Typrnypa (00e3Hb
MortkoBuIia) : peikue remaTtojoruuaeckue 0one3nu u cuaapomsl / JI. b. @unaros; noxa pexn.
M. A. Bonxkosoii // I[Ipaktuueckast megununa. 2011. C. 32-51.



OI'JIABJIEHUE

MOTHBAIMOHHAS XAPAKTEPUCTUKA TEMBL.....vveeuvreeireesireesireesreessseeessneessneesnneesnnes 3
MUKpPOAHTHOTTATUYUECKHIE AHEMHEM ... .veeneveeinrereneeesieeesineesnsessnesssseeessneesssessnnessnnes 5
['eMONMUTUKO-YPEMUYECKUM CHHIPOM ...oooinvrireinrrneesnreesssreessnneessnsnsssneees 6
TpoMOoTHUeckass TPOMOOIMTOIIEHUYECKAsI Ty pIIypa
(O0JIE3HD IMOIITKOBHITA) ......eeeiteeeeiteeeeiteaesntseeeateeesanbeeeesnseeesanneasasseeeeennnas 21
N1 101 (5] 1 (ST TP TP TP TOTPR PP 37
CaMOKOHTPOIID YCBOCHUS TEMBI ......vvverereeereessreessreessresanessaneeessnsessneasnsessnnessnnes 39

CHHUCOK MCTIOTB30BAHHOM JTUTEPATYPDL «.vvvvreisrreeessnreessnneeessnsinssnnesssnnessnneeens 40



	МОТИВАЦИОННАЯ ХАРАКТЕРИСТИКА ТЕМЫ
	МИКРОАНГИОПАТИЧЕСКИЕ АНЕМИИ
	ЗАКЛЮЧЕНИЕ
	САМОКОНТРОЛЬ УСВОЕНИЯ ТЕМЫ
	СПИСОК ИСПОЛЬЗОВАННОЙ ЛИТЕРАТУРЫ
	ОГЛАВЛЕНИЕ

