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BBEJIEHHUE

Cucrema reMocTa3a — OJIHa U3 UHTETPAJIbHBIX CUCTEM opranusma. Jlrooeie
U3MEHEHHUS B OpraHax M TKaHAX HAXOJAT OTPaKEHUE B €€ (PYHKIIMOHUPOBAHUU.
M3y4yeHue cucTteMbl TeMocTa3a U HapyLICHUN B HEW aKTyaJIbHO HE TOJIBKO IS
reMaToJIOT0B, HO U JUIsl Bpadel BCeX APYTHX crenuaibHocTed. Bpau-tepanesr,
Ha3Hayas JICYCHUE MAIMEeHTYy, YIYUTHIBAE€T TOT (PakT, YTO B MATOTEHE3e MHOTUX
00Je3HEel NPHUCYTCTBYIOT HapyLIEHUsI CUCTEMBI TeMocTas3a (Hampumep, MUKpO-
TpoMO0OOOpa3oBaHHE — B paMKax CHUCTEMHBIX BacKyiauToB, ADJIC — mpu
CKB, arteporpom003 — B BO3HHKHOBEHHH OCTPOH KOPOHApHOW MAaTOJIOTHUH,
OCTPOrO HAPYIICHHs MO3TOBOTO KpPOBOOOpAIEHUS, TMOBBIIICHHAsS MPOKOary-
JISTHTHAs aKTUBHOCThH MPU OHKONATOJIOTMH MPUBOJIUT K TAaKUM OCJIOKHEHHSIM,
KaK BEHO3HbIE TPOMOO3bl U TPOMOOIMOOINH), HEPEAKO ITH HAPYLICHUS SIBIISA-
IOTCSl YaCThIO KJIMHUYECKOW KapTUHBI 00JIe3HU (MpUOOpETeHHass KoarysionaTus,
KOJIMYECTBEHHbIE M KAUECTBEHHBbIE M3MEHEHUS TPOMOOIMTOB MIpPU HATOJIOTHU
NEYEHHU, TI0YEK), ONPEEsisl TEUEHUE U ITPOrHO3 3a00JI€BaHUM.

[lequaTpsl, Kak MPaBUIIO, IEPBBIMU MOTYT 3all0JO3PUTh BPOKJICHHBIE JI€-
(dexThl B cucTeMe reMocrasa. Bpaun xupypruueckoro npo@uis Takxe J0KHBI
YYHUTBIBATh, YTO MHOI/IA MATOJIOTHSI CUCTEMBI F€MOCTa3a MOXKET BIIEPBBIEC IPO-
SIBUTCS JIMILIb BO BPEMSI ONIEPATHBHOIO BMEIATEIBCTBA U MPOBOJUTH COOTBETCT-
BYIOIIIME JTA0OPATOPHBIE TECTHI U MPEBEHTHUBHBIE MEPHI 10 €ro Havaina. Kpome
TOTO, OYEBHUJIHO, YTO XUPYPry YACTO CTAJIKHBAIOTCS B CBOEH MPAKTUKE C MATO-
JIOTUEN CUCTEMBI I'€MOCTa3a, MPOBOAS JICUEHHE MAlMEHTOB C KPOBOTEUEHUSAMHU
pPa3IUYHON JIOKAJIU3alUH, COCYIUCTBIMU TpoMOo3amu. Ha coBpemeHHOM 3Tare
pa3BUTHS MEIUUMHBI NAMEHTaM C TeMO(uIneld yCIeuHo NTpOBOJSATCS MIIaHO-
BbI€ OINEPATUBHBIC BMEIIATEIbCTBA, YTO ObLIO HEMBICIUMO /0 MOSIBICHUS KOH-
LEHTPUPOBAHHBIX IPENAPATOB CBEPTHIBAHUSA, KOrJa OIEpaluy IMPOBOAMIINCH
TOJIBKO I10 KU3HEHHBIM ITOKa3aHUSM.

B akymepcko-rHHEKOJOTHYECKOW NMPAKTUKE W3MEHEHUS B CUCTEME I'€MO-
CTa3a HEPEIKO SIBIIAIOTCS MPUYMHOMN IMPEXKAECBPEMEHHBIX POAOB, ONPEIECISAIOT
TE€YEHUE MOCIEPOIOBOTO U MOCIEOIEepalMoHHoro nepuoaa. Kpome toro, takoe
rpo3Hoe ocnoxkaenue, [IBC-cunapoM, BO3HUKAET MPU CaMbIX PazHOOOPa3HbIX
3a00J1eBaHUSAX, TO3TOMY 3HAHME MEXAaHW3MOB Pa3BHUTHs, AUATHOCTUKU U Jiede-
HUS 3TOT'O COCTOSIHUSA SIBIISIETCS OOs3aTENbHBIM JJIsl Bpauel BCeX CIeluaIbHO-
creil. Ha3nauas nro00ii iekapcTBEHHBIN npenapat (0COOCHHO MpsAMbIEe U HENpsi-
Mble aHtukoaryisaHtel, HIIBC, nezarperantbl), HEOOXOAMMO YYUTHIBATH CTe-
NIEHb €ro BIMSHUS Ha TEMOKOATYJISILIUIO0, COCTOSIHUE TPOMOOILIMTOB U COCYIUCTOM
CTEHKHU.



CUCTEMA I'EMOCTA3A

Cucrema remocraza — OHOJIOTHYECKasl CUCTeMa, oOecleunBaromias, c
OJIHOM CTOPOHBI, IPEIYNPEKIECHUE U OCTAHOBKY KPOBOTEUEHHUSI ITyTEM MOJIEP-
’KaHUS LIETOCTHOCTU COCYIMCTOM CTEHKH U OBICTPOTO JIOKAIBHOTO TPOMOUPOBa-
HUS, a C IPYTrOil — COXpaHEHHE KUJIKOTO COCTOSIHUS KPOBH U €€ 00beMa B IIUp-
KYJHMPYIOLIEM pyciie Ha (pOHE MOCTOSSTHHOTO OOMEHA IIa3Mbl U TKAHEBOM KU I-
KocTu. (DyHKIIMOHHPOBAHUE CHUCTEMBI I'€MOCTa3a — CIIOKHBIA CamMOperyJsu-
pyromuicss (GU3NOIOTUYECKUNA MEXaHU3M, C BO3MOXHBIM BJIMSHHEM Ha HETO
LIEHTPAJIbHOM HEPBHOM CHCTEMBI, JHAOKPUHHON CHCTEMBI, ONPENEIISIIOIINNCS B
OCHOBHOM B3aUMOJICHCTBUEM CIIEAYIOIIUX KOMIIOHEHTOB:

— COCYAUCTOU CTEHKH;

— TPOMOOLIUTAPHOTO 3BEHA;

— IJTA3MEHHBIX MPOTEOJIUTUYECKUX CUCTEM — CBEPTBIBAKOLICH, IPOTHBO-
cBepThiBatolieil (pruOpUHONIUTUYECKON), KAJUTMKPEUH-KUHUHOBOM U CHUCTEMBI
KOMIIJIEMEHTA.

J10 HacTOAIIEro BpEMEHU JJIs1 IOHUMAHMSI MEXaHU3MOB T€MOCTa3a UCIOJIb-
30BaJIM «KAaCKaJHYI0» MOJEIb Ipolecca cBepThiBaHUS KpoBU. OHa Obuia mpej-
JoeHa B 1964 1. nByMst He3aBUCUMBIME Tpyriiamu ydaeHbix (E. W. Davie, O. D. Rat-
noff, R. G. Macfarlane), riae nporiecc cBepThIBaHHS KPOBH IMOAPA3ICIACTCS Ha
nepeuYHbLil, VN COCYJIUCTO-TPOMOOLIUTAPHBIN, TEMOCTA3 U 6MOPUYHDBLIL, VU
KOAaryJsiLUOHHBIN, TEMOCTAa3, C BBIACICHUEM B MOCJIEIHEM «BHEIIHET0», «BHYT-
pEHHEro» MmyTel akTUBALMU TPOMOMHA U «oOwero mytw». OHa 10 CUX MOp aK-
TyaJlbHA JJI1 IOHUMaHUs OCHOB (DYHKIIMOHMPOBAHHUS CUCTEMbI TEMOCTA3a U pac-
CMOTPEHHMS IPOLIECCOB MPOXOASIINX iN Vitro.

|. CocynucTo-TpoMOOIIUTAPHBII reMoCTAa3

CocyaucTo-TpoMOOLIMTApHBINA (MM TIEPBUYHBIN) TeMocTa3 00ecreurBacT
OCTAaHOBKY KPOBOTEUEHHUS B COCyAaxX, TUaMETp KOTOpbIX He npeBbimaeT 100 Mkm.
COOTBETCTBEHHO B HEM YYacCTBYIOT J]Ba KOMIIOHEHTA!

1. Cocyoucmutii: ipy OBPEXKICHUH COCYAOB HACTYIMAET UX CIa3M — caMas
ObICTpasl MepBHYHAs PEaKLUs CUCTEMbl '€MOCTa3a, B pe3yJibTare KOTOPOH Ha-
0JII0/1aeTCs BPEMEHHOE 3aIllyCTEBAHUE KAMWUISIPOB U BEHYJ U KPOBOTEUEHHUE U3
HuX B nepBbie 20—30 ¢ He Bo3HMKAET. Cria3M BBI3BIBAIOT AIPEHATIMH U HOpaJIpe-
HaJIMH, BbIOpachIiBaeMble U3 HAAMOYEUHUKOB B OTBET Ha 00Jib npu TpaBme. Ce-
POTOHUH, aJpEHANIUH, TPOMOOKCAaH, KOTOpPbIe OCBOOOXKAAIOTCS U3 TPOMOOIIMTOB
B MECTE€ MOBPEXKICHUS cOCyna U (PaKTophl, BIpadaThIBacMbIe dHIOTEIHNEM (IH-
notenuH-1 u anruoreH3uH-l), Takxke oka3pIBalOT MpeccopHOE ACHCTBHE.

B HOpMe 3HIOTENHIT COCYNOB MPENSTCTBYET TPOMOOOOPa30BaHUIO. AHTH-
TPOMOOTeHHBbIH MOTEHIMAJ FHA0TEJIUs 00CCIIeUNBACTCS:

— CHHTE30M MPOCTANUKJINHA, OKCHIA a30Ta, YPOKHHA3bI, TKAHEBOIO
AKTHBATOPA MJIA3MHHOIeHA, MPOTEUHA S;



— DKCIIpeccueld Ha MeMOpaHe HIOTEMOLIMTOB TPOMOOMOIYIMHA (KOTO-
pBIi azcopOupyeT TpoMOUH, MOCJE YETro MOCHEeIHUN TepsSeT MPOKOATYISHTHYIO
aKTUBHOCTh W TMPHUOOpETaeT CIOCOOHOCTh AKTHBU3MPOBATH TIECPBUYHBIC AHTH-
KOaryJstHTel — mpotenHbl C u S);

— HaJU4YMEM Ha MOBEPXHOCTU SHJIOTEIUS OTPHLATEIBLHO 3apPS:KeHHbIX
TJIMKO3aMUHOTJIMKAHOB;

— (Qukcanme Ha TOBEPXHOCTH SHJOTENUS KOMIUIEKCa TelapuH-
aHTuTpoMOuH-111.

[Tocne moBpexiaeHus sHAOTENUs (TpaBMma, MOBPEXKICHUE MO/ BIUSHHUEM
UMMYHHBIX KOMILUIEKCOB, SHJ0- M 3K30TOKCHHOB, MEAMATOPOB BOCHAJICHMSI,
MPOTEOIMTUUECKUX (PEPMEHTOB, aTEPOCKIEPOTUUECKOIO MpoIecca U T. 1I.) B IH-
JOTEJIMY HAaYMHAET Npeo0IiajaTh MPOKOATYISTHTHASI aKTUBHOCTb.

TpoMOoreHHbI MOTEHIIUAJ IHAOTEHUS 00eCeYnBaAeTCH:

— cuHTe30M TpoMOokcaHa A2, ¢dakropa Hekposa omyxoiu o, VWF, un-
tepaeikuna-1, F — I, V, Xl, sugotenuna-l, ”HTrHOUTOPOB akTUBATOpa IIA3-
MHHOT€HA 1-TO U 2-Tr0 TUIIOB.

2. Tpomoouumapmulii KOMnOHeHmM

TpoMOOLIUTEI — KPOBSIHBIE TUTACTUHKH, BhIpa0aThIBAEMbIE METAKAPUOIIUTAMU
KOCTHOTO MO3ra, NPEACTaBISIONIME co00i Oe3banepHble (hparMeHTbl MX IUTO-
mia3mbl. HopMalbHOE coziepykaHne TpoMOomuToB B kpoBu — 150—450 x 101
Ux auametp konebnercs B mpeaenax ot 1 10 5 MkM, a 00beM COCTaBIIIET OKOJIO
6-9 MKM. Cpennsisi mpoI0JKATEILHOCTD KU3HU TPOMOOIIMTOB — /—10 qHEl.

DOyHKUMU TPOMOOLUTOB:

— Anre3uBHO-arperaiioHHas (Ipu OOHAXXEHHH CyO3HIOTEIHATIBHOTO
CJIOSI — B3aUMOJICUCTBYIOT C UMEIOIUMHUCS B HeM KosutarenoMm, VWF u npumnu-
MAK0T K KpasiM OBPEKIEHHOTO YHAO0TENHS, CKIEUBAsCh MKy COOOM, IPU ITOM
MeHssS popMy C TUCKOMIHON Ha CHEepUUECKYI0 M PacIUIacThIBAsCh ¢ 00pa3oBa-
HHUEM TICEBIOIOIUN).

— AHruotpoduyeckast (3HAOTETUN MOCTOSHHO TMOTJIONIAET TPOMOOIUTHI,
UCIIOJB3YS WX JJIs TOJAJICPKAHUSI HOPMAJIbLHON CTPYKTYpbl M (DYHKIIUM CTEHOK
COCYJIOB).

— AHruocnactudeckasi (IMoAep>KUBAIOT CIa3M MOBPEKICHHBIX COCYJIOB,
BBIOpAChIBast BA30KOHCTPUKTOPHBIE BEIIECTBA U3 O-TPAHYN).

— KoarynsiuonHass — y4acTBYIOT B CBEPTHIBAHUM KPOBU U PUOPHUHOIH3E.

— PenapatuBHas — B mpoluecce aare3uu BhIACISIIOT POCTOBBIE (PaKTOPBI,
KOTOPbIE aKTUBHPYIOT IMPOLIECCHI PEMApPalii B MECTE MOBPEXKACHUS COCYAA.

— TpancnopTHasi (Ha TOBEPXHOCTH TJIMKOKAJIHCA TPOMOOILIMTOB MOTYT
ocaxkaathcst dakTopsl ceepThiBanus kposu |, V, VIII, X, XI, XII u XIIl, tpanc-
MOPTUPYEMbIC TPOMOOIIMTAMHU K MECTY KPOBOTEUCHHUS.

B mporeccax aare3uu v arperaiydyd TPOMOOLIMTOB BAXKHYIO POJIb UTPAIOT
IJIMKONPOTEUHOBbIE PelleNTOPbI HAa MTOBEPXHOCTH TPOMOOIIUTOB, PELETTOPHI
TpoMOOIUTa K TPOMOUHY, GUOPUHOTEHY, MPOCTATrJIaHUHAM | JP. BEIIECTBAM U
BHYTPUKJIETOUHBIE OpraHesuibl (MPEMMYIIECTBEHHO TPaHyJIbl, COAEpKAIINE



00JIBIIIOE KOJMYECTBO OHOJOTMYECKM AaKTUBHBIX BellecTB). Pasznmuyaior a-
rpanyJsl (coaepxxar 6omee 30 OenKoB, UMEIOIIUX OTHOIIEHHE K TeéMOCTa3y —
IUTacTUHOYHBIN (akTop 4, pubpunoren, VWF, tpombocnioniuH, GuOpoHeKTHH,
cBepthiBatole gakropsl V, Xl, mpotenn S u ap.) ¥ MJIOTHBIE I'PaHyJIbI (CO-
nepKaT OMOJIOTMYECKH aKTHUBHBIE BEIIECTBA, UMEIOIIME OTHOIICHHE K TOHYCY
cocyzioB u remoctazy — AJI®, anpeHanuH, cepoTOHUH, TpOMOOKcaH u Ap.). 13
JPYTUX OpTraHelI B TPOMOOIUTAX UMEIOTCS JIM30COMBI, COJIEp KAIlIUE MPOTEOIIHU-
TUYECKUE (PEPMEHTBI, MUTOXOHJIPUU U TIEPOKCHCOMBI.

TpomOouuTapubie (KjieTOYHbIE, IVIACTHHYATHIE) GAKTOPbI CBEPTHIBA-
HHUS KPOBM:

— @akmop 1 — mpomboyumapusiii enobyaun-axyenepamop. 1lo cBoemy
JENUCTBUIO UIEHTUYEH V TIa3MEHHOMY (PaKTOPY CBEPTHIBAHUS KPOBHU.

— @axmop 2 — ¢ubpunonracmuveckull pakmop (axyeiepamop mpom-
Ouna). Y ckopsieT npeBpanieHue GpuopuHoreHa B GuOpHH.

— @Daxkmop 3 — mpomboyumapHwll MpoMOONIACMUH.

— @Daxkmop 4 — aummueenapunoswiii gaxkmop. [lpenoTBpamiaeT UHTHOU-
pytomiee nerictBue antutpoOuHa |l (mmasmenHoro kodakTopa remapuHa) Ha
TPOMOUWH KpPOBH.

— @akmop 5 — ceepmvigaemblii pakmop (mpomooyumapmsii GuopuHo-
eer). Y4yacTByeT B (POPMHPOBAHUU PELENTOPOB TPOMOOIMTOB K (PUOPUHOTEHY
T1a3MbI KPOBH.

— @axmop 6 — mpombocmenun. COKpaTUTENBHBIM OEIOK TPOMOOIIUTOB
(aKTUMHO3MHOBBIN KOMILIEKC), 00ECIEYMBAIOIINNA PETPAKIIUIO TPOMOA.

— Daxkmop 7 — anmugpudbpurorumuveckul paxmop.

— @axmop 8§ — akmusamop GubpuHou3a.

— @axmop 9 — ubpuncmabunuzupyrowui pakmop. Ilo nercTBuio aHa-
norunyeH Xl niazmMeHHOMy (akToOpy CBEpThIBaHUS KPOBHU.

— @axmop 10 — cepomonun.

— @axmop 11 — AJ/[D.

Mexanu3m 00pa3oBanus TPOMOA MPHU NEPBUYHOM reMocCTase

Aoeezus mpomboyumos. Ilpu MoBpexI€HUN COCYAUCTON CTEHKU MPOUCXO-
TUT ObICTpas aKTUBAIUs TpoMOOIUTOB 3a cuer AJID u np. OMOIOTHYECKH aK-
TUBHBIX BEIUIECTB, BBIACISIEMBIX MOBPEKICHHBIMU SPUTPOIUTAMU U KJIETKAMHU
AHIOTENHS COCYN0B. AAre3uBHbIe O€NkU cyOsHp0TeNnus (KojuiareH, GuOpoHeK-
TuH, TpomOocnonivuH, VWF) CBSI3bIBaIOTCS C TJIMKONPOTEUHOBBIMH peLIETITOPA-
MU (MHTErpUHAMH) TPOMOOUMTOB M CIIOCOOCTBYIOT MX MPUKPEIUICHUIO (aare-
3UM) K COCYAUCTON cTeHke. CUuTaeTcs, 4To TIMKOMPOTEHHOBLIE perenTopsl GP
Ib/IX omocpenyroT B3auMoeiicTBre ¢ KojutareHom mpu yuactun VWEF, moce
yero aktuBupyrotcs GP IIb/I11a penenitopsl, onocpeayromme cOOCTBEHHO afre-
3WI0 U arperamuio TpoOMOOIIUTOB.

Aepecayus mpomboyumos. Arperaiusi TpPOMOOIIMTOB OCYIIECTBIISIETCS C
nomoIblo GudprHOTreHa — OeKa, CoAepIKAIIErocs B TuIa3Me U TPOMOOITUTaX U



00pa3yIoIIero MeXAy HUMHU CBSI3YIOIIME MOCTHKH, YTO U MPHUBOJUT K IMOSBIIE-
HUIO TpomOouuTapHoil npoOku. IIponecc arperanny yCKOpSIET BBIIEJIECHUE U3
pa3pyueHHbIX TpoMOoToB A1, anpeHanuHa, apaxuJa0HOBOM KUCIIOTHI, IPO-
CTarJaH/IMHOB, KalblUs, CEPOTOHMHA. BciencTtBue 3Toro gopmupyercs mnep-
BUYHBIN, TaK Ha3bIBaeMblil Oenbiii TpomMO. Ho OH eme He MIOTHBIN M MOXET
nporycKaTh Ma3My KpPOBH, paclagaThcs Ha OTAeNIbHbIe PparmeHTsl. Heobpa-
TUMasi arperanus TPOMOOIIMTOB — CIEAYIOLIMN 3Tal MpeBpalleHus Oenoro
TpoMOa. OCHOBHBIM CTUMYJISITOPOM YKpEIUIEHHs] TpoMOa sBIII€TCS TPOMOUH,
KOTOpBIA B CIIEIOBBIX KOJIMYECTBAaX ycrea oOpas3oBarbes depe3 5—10 ¢ mocne
HOBPEXACHUS BO BPEMsI PEAKIMM KOAryJsLIHOHHOIO T'eéMOCTa3a, MPOUCXOAAIINX
HapajuIeNbHO (3aIyCK 3TUX PEaKUUi MHULUUPYETCS HEOOIBIINM KOJIMYECTBOM
TKaHEBOT'O TPOMOOIUIACTHHA, BBICBOOOKIAEMOTO M3 IOBPEXKICHHBIX TKAHEH,
koTopbii Bzaumozeicteyet ¢ VI, IV, X u V dgakropamu ¢ oOpazoBaHuem TkKa-
HEBOHM MpPOTpoMOMHAa3bl). TpOMOMH NMpUBOIUT K 00pa3oBaHUI0 PUOpPUHA, B CETU
KOTOPOT'O 3aCTPEBAIOT OTAEJIbHBIE JIEMKOLUUTHI U SpUTPOLUThL. Tak ¢popmupyert-
Csl TPOMOOLIMTaAPHBIA TPOMO.

Pempakyus mpomboyumaproeco mpombéa. VI3 pa3pyieHHbIX TPOMOOIIMTOB
BhIZIeNsIeTcsl macTuHYateidi paktop (I1dD-6) — TpomMOOCTEeHUH, HAIOMHHAFO-
Uil akTUHOMUO3UMH. OH CHOCOOEH COKpallaThCsd U TEM CaMbIM YMEHbBIIATh
pa3Mep U YIJIOTHITh CTYCTOK.

B HOpMe ocTaHOBKa KPOBOTEUEHUS U3 MEJIKHX COCYOB 3aHUMaeT 2—4 MHUH.
CtuMynupoBaHHbIE TPOMOOLUTHI B JlajbHEMILIEM B3aUMOJCHCTBYIOT C ILIEJIBIM
pagom F (11, V, VII, VIII, XI, XII), uto cioco6cTByeT B manbHekieM Gopmu-
poBanuio puOpuHOBOrO crycrka. Kpome TOoro, Ha moBepXHOCTH TPOMOOILIMTOB
bopMUPYIOTCS KOMIUIEKCHI: MpoTpoMOMHa3a (coctosiuuit u3 Xa, Va ¢haxkropos,
KaJIbLIUS U TPOMOOUUTAPHBIX (POCPOIUIUIOB) U KOMIUIEKC, cocTosmil u3 1Xa,
Vllla, X ¢paxropos.

II. IlnasMeHHbIN (KOATryJSIUMOHHBIN) BTOPHMYHBIN reMoOCTa3
(pucyHok 1).

AKTHBHU3UPYETCS TOCIE MOBPEKACHHUS MPEUMYIIIECTBEHHO MaKpOCOCY/IOB,
KOTOPBIE OTJIMYAIOTCS OT COCYAOB MHKPOITUPKYJISIIMM HE TOJBKO aHATOMHYE-
CKUM CTPOEHHEM, HO U BBICOKOI CKOPOCTBIO KPOBOTOKA, a TAK)Ke OOJIBIIUM KpO-
BSIHBIM JlaBiicHHEM. Ho 1 31eck caMoii epBoii, ObicTpoit U 3h(HEKTUBHOMN peak-
[[Mel Ha TIOBPEXKJEHUE BBICTYMAET CIa3M MOPAKEHHBIX BEH WM apTepHil, 4TO
NPUBOJUT K OTPAHWUYEHUIO WM MOJHON OCTAaHOBKE KPOBOTEUYEHHS. DTO OOBsIC-
HSIET TOT (paKT, YTO MOCICONEPAIIMOHHBIE KPOBOTCUCHHS MTPH TeMODUITHH, TaxKe
CpeIHEeH U TSHKEJION CTETEHH, MOTYT OBITh OTCPOUYEHHBIE (CITYCTSI HECKOJIBKO Ya-
COB, @ MHOTJ]a U CYTOK IOCJI€ BMEIIATEIhCTBA, KOT/IA MPOUCXOIUT JUJIATaIUs
COCYZIOB, a (POPMHUPOBAHUE TEMOCTATHUECKU MOTHOLEHHOTO KPACHOTO KPOBSHO-
ro (¢pubpuHOBOTO) TPOMOA 3aTSITUBACTCS ).
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Mpouecc cBepTbLIBaHUA KPOBY

BHYTpeHHssA cucrema BrewHss cucrema

(kpoBsiHas) (Tkanesas)
AXTHBUDYETCS XOHTAKTHOR Tkanessiit TpOMBONNACTHUH
NOBEPXHOCTHIO, KBTEXONAMUHAMY, .1l

KONnaraHom, ocHoNMMNUIamMK KNeTOHLIX
membpad (®.11.), 8 T4, TpomboumnTos

Xl MpekannukpenH (d. Pneryepa)
' XIif *

— Xlla KGannukpent e | \/jjee=VVija+Ca’ |
XI KuHuHorex

(BMK, ¢b. @uuxepansna)

{
— XI‘a <J— KuHnn

| Xwte| X1 & + Villa+®M+Ca” Vila+lll+Ca’

4

AHTUTPOMEWH I
-
FEMAPUH

X = Xa
MpC,_ +S+®N+Ca’ | . Npoteux C
TpomGomoaynuH ' = '
Xa + Va+oll+Ca Mporens C_,

|

NpoTPOMBUH ((.1]) ee—— TpomMbuUH (g.lla)

— |

——  ©ubpuu - MOHOMEp Xl == X|lla

» ©ubpuH - nonvmep (pacTBOpUMbIA)

——  ©ubpuH - NONUMEP (HEPACTBOPUMEIR)

MNASMAHOTEH == MNASMUH|

TkaHesoin akTusaTop lNnaameHHbld akTuearop
nnasmuHoreHa (TAM) nnaaxunoreua

AKTUBALNS we——gm—  HTHOMpOBatiNE —e

AKTUBALINS =

Pucynok 1 — IlnasMeHHbIH (KOATyJIsIHUOHHBIH) reMoCcTAa3



OCHOBHBIM pecypcoM sBIAIOTCS F kpoBu, OONBIIMHCTBO M3 KOTOPHIX —
oenku. Taxke k F otHOCATCS nons! kanbius (IVF), HesH3sumaTuieckne Kodak-
Topsl, pochomumuast memOpan (FIII). Bee gakTopsl cBOOOAHO IUPKYIHUPYIOT B
masme (tabmuna 1), 3a uckmtouenuem tkaneBoro (IIIF mocraBnsiercs TpomOo-
nutamu). O003HAYAIOTCS TIa3MEHHbIE (PAKTOPBl PUMCKUMH IdpaMu (IPOHY-
MEpPOBaHbI B MOPSJIKE UX OTKPBITUS). B HOpMe OenkoBbie (akTOpbl CBEPTHIBA-
HUS KPOBU HAXOJSTCS B IUIa3ME€ B HEAKTUBHOM cocTosiHuu. Ecnu dakrop akTu-

BUPYETCs, TO K €ro 0003HAYCHHIO JO0ABIISIOT OYKBY «a».

Tabnuna 1 — I[1na3MenHble GaKTOPbl CBEPTHIBAHUS KPOBU

Coneprxanne
B IUIa3Me KPOBH/ 3aBUCUMOCTD
Ne HaszBanue XapakTeprucTHKa JIOCTAaTOYHBIN OT BUTaMUHA
MUHUMYM K
JUISI TeMocTas3a
benok, MPEAIIECTBEHHUK
¢ubpuna. Ilon BIUsHEEM > 4 1/l
I OubpuHOoTeH TPOMOMHA TIpEeBpamaeTcss B 0.8 /1 -
(ubprH — OCHOBHOU KOM- ’
MOHEHT CT'YCTKa KPOBU
03 DIOOynmMH oOpa3yercs B 80 MKT
Il | IIporpomOuH - 40 % +
®ochomumonporenapl.  Co-
JEP)KUTCSL B PA3NUYHBIX TKa-
HSX W BBIACTSIETCS B KPOBb
n TkaneBoil TpOM- | IpU HUX MOBpPEXICHUHU. B o B
OoruIacTHH MPUCYTCTBHE WMOHOB KaJbIIUs
aktusupyer VII daktop u
y4acTBYeT B IpPEBpAIICHUH
IPOTPOMOMHA B TPOMOUH
MOHHM3UPOBAHHBIA  KaJIbLIUH 0,09-0,1 r/n
SABIsETCA Ouomoruueckd ak- | (2,3-2,75 MMois/i)
THBHOW ()OPMOH KaJIbIIUs HPOIIECC CBEPTHIBAHUS
0CTaeTcsi HopMaJlb-
IV | Honsr Cat++ HBIM JIaX€ IIpU CHU-
YKEHHH KaJIbIHS J10
YPOBHSI HACTYTUICHUS
CY/IOPO’KHOTO CHH-
JpoMa
B-rmo0ynmuH. [lIpeBpamiaercs
B aKTHBHBIA (hakTop aKiene- 0,01 r/n
V | lIpoakuenepun -
PHH IOJT BIUSHUEM TPOMOUHA 10-15%
u daxTopa Xa
0p-T100yNMH. SIBNsercs npen-
[IECTBEHHUKOM KOHBEPTHHA.
VYdacTByeT BO BHELIHEM IyTH 0.005 /i1
VIl | IIpokoHBepTHH aKTUBAaLMU CBEPTHIBAHUS KpO- . +
5-10 %
Bu. AxrtuBHas ¢opma VII
(hakTopa SBIAETCS CEPUHOBOM
poTea3ou
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OxoHyanue Tadauusl 1

Coneprxanne
B IUIa3Me KPOBH/ 3aBUCUMOCTD
Ne Hazpanue XapakTepucThKa JIOCTaTOYHBII OT BUTaMHHAa
MUHUMYM K
IUIsL TeMOoCTas3a
Bo-Timo0ymuH. DTOT hakTOp CO-
CTOMT M3 JBYX YacTeil: HHU3KO-
MOJIEKYJISIPHOM ¥ BBICOKOMOJIE-
KyJISIpHOH. B cocTaB BBICOKO-
VI AHTHTEeMOQHITb- | MONICKYJSIDHOM YacTH BXOIUT 0,01-0,02 r/n
wenii Tiobymua A | VWF, kotopeiii sBisiercst Gen- 10-15%
KOM-HOCUTENIEM Il HU3KOMO-
JIEKYJISIPHOM 9aCcTH U CIIOCOOCT-
ByeT aire3sud W arperanuu
TPOMOOIIUTOB
AnTuremopuib- | B-rmoOynuH  oOpaszyercss B
IX HBI T100ynuH B | medeHu, ygactByetr B 0Opazo- 0,003 r/n +
(dpaxtop Kpuct- | Banum TpoMOMHA 20-30 %
Maca)
®aktop Crioapra- | Xa OO0beAMHSACT BHEUIHHH W 0.01 1o/
X | IIpayspa (o r0- | BHYTPEHHUH ITyTH aKTHBAIHA 1’0_20 % +
OyJuH) CBEPTHIBaHUSI KPOBH.
AHTHTEMOQWIb- | HEOOXOAWM ISl OCYIIECTBIIe-
X| Helii 1100ynuH C | HUS BHYTPEHHETO MyTH aKTH- 0,005 /7 B
(dpaxTtop Pozen- | Barum CBEpPTHIBAHUS KPOBU 15-20 %
Tas)
SBnsercs uaurmaropom | 0,03 /1. Kposoro-
daktop Xarema- | BHyTpeHHEro  (BHYTPHCOCY- | YMBOCTb HE BO3HHUKA-
XIl | Ha (KOHTAaKTHBIN | AUCTOTO) TIIyTH AaKTHBAIMU | €T JaKe MPU OYeHb
(hakrop) CBEpTHIBAaHUSA KPOBU W Jpy- | DIIyOOKOM neduiute
TUX TIPOIIECCOB ¢akropa (menee 1 %)
®ubpuHcTabUan- | YuactByer B (pOpMUpPOBaHUHU 0.01-0.02 /i
X | supytommii  dax- | crabminsHOrO  (GUOPUHOBOTO ' 2_5’ %
TOp CTYCTKa KPOBH
[IpeBpamaercss B KaJUIMKpe-
HH, KOoTophli akTuBupyeT XII
[pexannukpenn (baxTop M npeBpamACT KuHK- 0,05 r/n/
((baxcrop Dreracpa) HOTEH B KHMHHUHBI, a TaK e (vetce 1 %)
y4acTByeT B (PYHKIHOHHPO-
BaHWU (DUOPHHOIUTHIECKON
CHCTEMBI
Bricomonekyssip- | YdactByer B akTuBanuu Xl
HBIH  KuUHMHOTeH | (hakTopa 0,06 r/n/
(pakTop Dwuipke- (menee 1 %)
panbia)
Kommonent ¢akropa VI,
BBIpabaThIBACTCS B DHIOTE-
VWE JIUHM, B KPOBOTOKE, COCIUHSI-

SCh C KOaryJisifMOHHON Ya-
CTBI0O 00pasyeT TOJTHOIICH-
Hed paktop VI

Ilpumeuanue: V1 dhakTop — akienepuH, sSBIseTcs akTUBHON dopmoit V (dakTopa, mo-
ATOMY OH MCKJIIOYEH U3 YyHOTpeOIeHUs
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®daxTopbl CBEPTHIBAHUS KPOBH JAEIATCA HA 3 TPYIIIbL:

1. I'pynma pubpunorena — I, V, VIII, XIII. YpoBers ux nabuieH, OHU ak-
TUBHO MOTPEOJIAIOTCS B MPOLECCE CBEPTHIBAHMS KPOBH, MOBBIILIAIOTCS BO BPEMS
OEpEMEHHOCTH, IpPU NPHUEME OPAIBHBIX KOHTPAIENTHUBOB, BOCHAIUTEIbHBIX
poLeccax.

2. I'pynna npotpombuna — 11, VII, IX, X. Otu daxTops! SBISIOTCS BUTa-
MUH K-3aBUCHMBIMH, T. €. COAEPKAHUE UX 3aBUCHUT OT MOCTYIUIEHUS BUTAMUHA
K B opranu3m. AKTUBHOCTb 3TUX (PAKTOPOB YTHETAETCS MPU MpPUEME TIEPOpaIb-
HBIX AaHTUKOAryJISTHTOB.

3. KonraktHas rpynna (XI, XII, dakTtop dneruepa u Outipkepanbaa) —
aKTUBUPYIOTCS BO BPEMSI KOHTAKTA C OTPULATEIBLHO 3apsKEHHON MOBEPXHOCTHIO
CyOPHIOTENUsT WIM KOJUIareHa. Y4acTBYIOT BO BHYTPEHHEM ITyTH aKTHUBAIUU
CBEPTHIBaHUS KPOBHU.

[Ipouecc mia3MeHHO-KOAryJIAIMOHHOIO FeMOCTa3a BKJIIOYaeT B cedst 5 (a3,
MOCJIEIOBATEIBHO CMEHSIIOIMX IPYT APYyTa:

— oOpazoBaHue MPOTPOMOUHA3BI — JJIUTEIBLHOCTh 5—/ MUH;

— oOpazoBanue TpoMmbuHa — 25 c;

— oOpazoBanue pudbpuna — 2-5¢;

— noaumepu3auusa puOpuHa U opraHu3anus CrycTka;

— QubpuHOIM3.

1 ¢aza — oOpazoBanue nporpomMOrHa3bl. [IporpomOrHaza MoxkeT 006pazo-
BBIBATHCS 110 BHEIIHEMY M 10 BHYTPEHHEMY IyTSAM, KOTOpPbIE UAYT Napayljieib-
HO. D(P(PEKTUBHOCTh OOpa30BaHUS BBIIIE, €CIM HOPMAIBHO (YHKIHOHUPYIOT
o0a mexanu3zma. Haumnasi ¢ oOpa3oBaHusi akTuBHOro (paktopa X, oba myTu
UMEIOT OJIMHAKOBOE pa3BUTHE. M3-3a HEMOIHOLUEHHOCTH 3TOW (pa3bl CBEPTHIBA-
HUSl KPOBH BO3HMKAIOT HACJIEJICTBEHHbIE KOAryJIONaTHH, TAKUE KaK TreMOoQuius
A, B, C u opyrue.

BHyTpennuii (m1a3MeHHbIN) NMYTh AKTHBAIIUM CBEPTHIBAHUS KPOBH.
Bce ero KOMIIOHEHTBHI HaxXOAATCS B LUPKYJIUpyrolen kposu. HaunHaercs oH ¢
aktuBau (aktopa XII mociae KOHTaKTa ¢ OTPULIATENHLHO 3apSyKEHHOM MOBEPX-
HOCTBIO CYOSHIOTENUs TMpHU MOBpPEXKIAeHUU cocyna. AxktuBauuu (axktopa XII
CIIOCOOCTBYET TaK)K€ BBICOKOMOJIEKYJISIPHbIA KHHUHOTEH U KaJUIMKPEWH, o0pa-
30BaBIIMICS U3 NpekaukpenHa. AktuBHbIN (akTop Xlla mpespamraer FIX B
aktuBHbIN [Xa, koTopbiil 3aTeM aktuBupyeT FVIII. B nmocneayromem akTUBHBIE
dakropel VIlla, [Xa, nonsr Cat+ u dochomunuasl MmemOpaHbl TPOMOOLIMTOB
bopMHPYIOT KOMILJIEKC — reHasy, akTuBupyromu FX.

BHemnui (TKaHeBbIil) MYyTh AKTHBALMH CBEPTHIBAHUA KpoBHU. [Ipu
MNOBPEXACHUN KJIETOYHBIX MEMOpaH, B TOM YHCJIE NMPHU MOBPEXKIECHUN SHAOTE-
JMsl, B KPOBb MOCTYNAaeT B OOJBIIOM KOJUYECTBE TKAHEBBIN (haKTOp (TKaHEBBIM
tpomboruactus, FIII), koToperit umMeeT BbhicOKyt0 adGUHHOCTH K TUIA3MEHHOMY
ceepthiBatotiemy (akropy VII. Tlon BaussHueM TkaHeBoro (axTopa MpOUCXO-
nuT nipeBpaienue HeakTuBHOTO FVII B aktuBHbIN FVIla. [lanee dopmupyercs
KoMILIeKC TkaHeBbIi paktop + VIIA + nonsr Cat++, koTopsiii akTuBupyeT FX.
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BHemnuii 1 BHyTpeHHUI MyTH MPUBOJIAT K 0OpPa30BaHUIO OJIMHAKOBBIX KO-
andectB akTuBHOro FXa. Jlamee dopmupyercs mpoTpoMOMHA3HBINH KOMILIEKC
(FXa + FVatuonsl Ca++, +TpoMbouuTapuslii pochonummn).

2 ¢daza — TpoMOMHOOOpa30BaHUs, UIU OOIIMH MyTh 0Opa30BaHUS TPOM-
ouna. [lox BIMsHUMEM MPOTPOMOMHA3HOTO KOMILIEKCA MPOTPOMOUH IMpeBpala-
€TCsl B TPOMOUH.

3 u 4 dpaza — obOpazoBanue ¢ubOpuHA U opraHuzaiusa cryctka. [log Biaus-
HHUEM TPOMOHMHA IPOUCXOIUT TUAPOIHN3 huOpruHOTreHa 10 GUOPHHONENTUIOB A
u B. Kpome toro, nox Bnusauem tpomOrHa HeakTuBHBIN FXIII (pubpuncTadbu-
JU3UPYIONINI) npeBpaliaeTcs B akTuBHbIN XIIla, KOTOpBIH B MPUCYTCTBUU KO-
HOB Ca++ mpeBpaliaer pacTBOpUMBIN PUOpPUH-TIONUMED B CTAOUIIBHBIN (Hudpu-
HOBBIN CTYCTOK.

5 (aza — ¢ubpunonms. Croyctsi HEKOTOpOe BpeMsl mocie oOpa3oBaHUs
TpoMmOa BKJIOYAETCs cucTteMa (UOMHOJIN3A, YTO MPUBOJUT K JU3UCY PUOPHUHO-
BOTO CTyCTKa M BOCCTAHOBIICHUIO TPOXOJUMOCTH COCY/Ia, 3KUBJICHHUIO PaH.

CUCTEMA ®UBPUHOJIN3A

Hecmotps Ha TO, 4TO B LIUPKYJISLUN UMEIOTCS BCE (PaKTOPbI, HEOOXOUMbIE
11 00pa3oBaHus TPOMOA, B €CTECTBEHHBIX YCIOBUSAX KPOBb OCTACTCS JKHUJIKOM.
OT0 00YCJIOBIEHO HAJIMYUEM B KPOBOTOKE MPOTHBOCBEPTHIBAIOIIMX BEIIECTB,
MOJIYYMBIINX HAa3BaHUE €CTECTBEHHBIC aHTUKOATYJISHTHI U (UOPUHOIUTHIECKO-
r'0 3B€Ha CUCTEMbI F'€MOCTa3a.

EcrecTBeHHBIE aHTUKOAryJISIHTHI ACJATCS HA MEpBUYHbBIE M BTOpU4HEIE. [lep-
BUYHBIC AHTUKOATyJITHTBI BCETJla MPUCYTCTBYIOT B IUPKYJISAIIUH, BTOPUIHBIE —
00pa3yroTcsi B pe3ysbTaTe MPOTEOJIUTHUECKOTO PACHICIUIEHUS] (PaKTOPOB CBEPTHI-
BaHUS KPOBH B mpoiiecce (HOpMUPOBAHUS U PACTBOPEHHUsT (PHOPHUHOBOTO CTyCTKa
(TOpMO3SIT KOHEUHBIH 3Tal KOaryJisiluy 10 MPUHIUITY OOpaTHOM CBSI3M).

['1aBHBIM KOMITOHEHTOM (PHUOPUHONUTHYECKOW CUCTEMBI SBISIETCS (ep-
MEHT M1a3MuH ((puOPUHOMM3MH), KOTOPBIA TyTEM TUAPOIH3a OTIICIIISIET OT
(¢bubprHa paCTBOPUMBIE MENTUIbI, CIIOCOOCTBYS TEM CaMbIM HEMOCPEACTBEHHOMY
pacTBopeHuto TpomoOa. IlnasmMun pacuienisier Takke HEKOTOpble (PaKkTOpbl CBEp-
TeIBaHUs KpoBH (pudpunoren, gaxropsl V, VII, IX, XI, XII). Bmecrte ¢ Tem, BO3-
HUKAIOIIKE B MPOIecce TPOMOOIM3MCca PACTBOPUMBIE TIENTHABI PUOPUHA TOPMO-
3T AcicTBUEe TpoMOuHA. TakuM oOpa3oM, IIa3MHUH HE TOJBKO pacTBOpsET oOpa-
30BaBIIMKCS TPOMO, HO M TIPETIATCTBYET JATbHEHIIIEMY CBEPTHIBAHUIO KPOBHU.

[Tma3MuH HaXOAWUTCS B KPOBU B BHJIE HEAKTUBHOTO TUIA3MHHOTECHA. AKTH-
BallMsl TUTA3MUHOTEHA O0ECNeYMBACTCS MHOTUMHU MEXaHHW3MaMH, B TOM YHUCIIE
HEKOTOpbIMU (hakTOpaMu CBepThIBaHUsA KpoBH. CyIECTBYeT BHYTPCHHHU H
BHEITHUA MEXaHU3M aKTUBaIlluu GUOPHUHOIU3A.

BHyTpeHHMIT MEXaHU3M aKTUBalUU (PUOPUHOIM3a 00ECTICUUBAETCS PEUMY-
IIECTBEHHO aKTUBUPOBaHHBIM (hakTopom Xaremana (Xlla) u ero dparmenTom
(XIIF) B koMILIeKCE ¢ KAJUTMKPEUHOM U BHICOKOMOJIEKYJISIPHBIM KHHUHOTCHOM.
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BremHnii MexaHu3M akTUBanuu (GUOPUHOIN3A TTPOUCXOAUT IMOCPEACTBOM
TKAHEBBIX AaKTHBAaTOPOB IJIa3MHHOIEHA, KOTOPBIE COAEPKATCSI B COCYIUCTOM
9HIOTENINU, SPUTPOLUTAX, TPOMOOIUTAX, JTEHKOIUTAX, KEIUH, ciaroHe. OaHUM
13 TKAaHEBBIX aKTUBATOPOB SBISETCA YPOKHHA3a (MIPUCYTCTBYET B IJIa3Me KPOBU
¥ MOY€, CUHTE3HPYETCS B IOKCTArJIOMEPYIISIPHOM aIlllapaTe MOYeK).

CrepxuBatoT mpoiiecc (pUOpPUHOIN3a MHTMOUTOPHI IMJIA3MHUHA, K KOTO-
PBIM OTHOCSITCSL OBICTPOJICUCTBYIOIIUNA 0Op-aHTUILIA3MUH, O)- AHTUTPUIICUH, Olp-
MakporyiooynuH, antutpomOuH |1, uarudurtop screpassl Cl1 u ap. Taxxke cy-
IIECTBYIOT MHTMOUTOPbI AKTHMBATOPOB IJIa3MHHOreHa 1, 2 u 3-ro TUIOB.
MorabiM uHTHOUTOPOM (prOpuHONIM3a sBIsieTcst cuHTeTndeckas e-AKK.

Haubonee BaXHbIMU (PU3UOJOTMUYECKUMU MEPBUYHBIMU aHTHKOATYJISTHTAMU
SBIISIIOTCSA KOMIUIEKCHI «aHTUTpoMOUH [II-renapun» u «porenn C—poTenn Sy.

AntutrpomOuH Il nHruGupyeT noutn Bce (hepMEHTHBIE IIa3MEHHBIE (PaK-
topsl cBepThiBanus (Ila, Xa, Xlla, Xla, [Xa), a Takke KaJUITMKPEUH U HECKOJIBKO
cinabee — mia3MuH. MHaKTUBaLUS TPOUCXOAUT IO TUITY KOHKYPEHTHOTO 00pa-
TUMOTO MHTUOUPOBAHMS. DTO B3aUMOJICUCTBUE MPOUCXOAUT MEIJICHHO, HO B
1000 pa3 yckopsieTcsi B IPUCYTCTBUU I'elaprHa — OCHOBHOT'O KO(aKTopa aHTH-
tpomOuHa III. TepaneBrrueckuii 3ppexT oT BBeAEHU renapruHa ObIBaeT Ype3-
BBIYAITHO HU3KUM IpH HejocTaTke antutpomouna I11.

[Iporeun C u ero kopakTop MPOTEUH S CUHTE3UPYIOTCS B MIEUCHU U SIBIISI-
10TCs BUTaMHUH K-3aBUCUMBIMH aHTUKOAryJIsTHTAMHU. AKTHUBAIUS KOMILJIEKCA
«rpoTenH C-mpoTerH S» MPOUCXOJUT MO JIEUCTBUEM KOMIUIEKCAa TPOMOUH —
TPOMOOMOIYJIMH, (PUKCUPOBAHHOTO HA MOBEPXHOCTH HHAOTENIUSI COCYIMCTOU
creHku. Kak yrnmomuHanoch panee, TpOMOUH, TIOCIIE CBSI3bIBAHUSI C MEMOpPaHHBIM
TPOMOOMOAYIMHOM, TEPSIET CBOKO MPOKOATYJIIHTHYIO aKTUBHOCTh, HO MPUOOpe-
TaeT COCOOHOCTh aKTUBUPOBaTh MPoTerH C. OCHOBHOM (DyHKIIMEN KoMILIeKca
«rpoTenH C—TipoTenH Sy sBIseTCs UHTMOMpOoBaHKe (GaKTOPOB CBEPTHIBAaHUS Va
n Vllla 3a cuer mporeonnsa ux TsOKENbIX Lene. Kpome Toro, gaHHbIN KOM-
MJIEKC TOPMO3HUT TIporiecc GUOpUHOIN3A.

«KackagHasp» Mo/ieJib CBEPThIBAHMS KPOBM, OOBSICHSIOIIASI ATAIMHOCTh
mpoIiecca CBEPThIBaHUS KPOBH in Vitro, He 0OBSICHICT OCTAHOBKY KPOBOTCUCHUS
in vivo. Ilpexe Bcero, oHa HE OTBEYAET HA BONPOC, OYEMY BO3MOXKHOCTH 00-
pazoBaHus MPOTPOMOMHA3HI (aKTUBAaTOpa TPOMOMHA) MO OJHOMY MYTH HE KOM-
MEHCUPYET MOJOMKY B JApyroMm. B mociennee BpeMsi moiyuyeHbl yOeauTeIbHbIC
JAaHHBIE O TOM, YTO B OpraHU3Me 4esIoBeKa 00a MyTH TECHO CBSI3aHbI MEXK]Y CO-
00i 1 ¢ TPOMOOITUTAMH.

Ha ocHoBe 3TuX 3HaHMI pa3paboTaHa «KJAETOYHAs» MO/ieJb CBEPThIBa-
Hust kpoBu (Cell-based model of coagulation), nmpu3BaHHast onMcaTh MPOLECCHI
reMOKOAryJsiiiy iN VIVO U OOBSICHUTH OrpaHHUYCHHsI, KOTOpbIE HEOOXOIUMO
YUYUTBIBATh MPU UHTEPIIPETALMU PE3yJIbTATOB JTaOOPATOPHBIX KOATYJISIIIMOHHBIX
TecToB. OT1a Teopus Obuia pemnoxkena H. Hoffman B 2001 r. CornacHo ganHO#M
MOJIeJIM aKTUBAIMIO, JIOKAJIM3AIMIO0 U KOHIIEHTPALMIO KOATYJISIMOHHBIX OEIKOB
oOecrieunBarOT aHUOHHBIC (Pochomunuasl MEMOpaH, PEIIENTOPHI M MECTa CBSI3bI-
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BaHUs KJIETOK (TPOMOOIIMTOB, 3HIOTENUANBHBIX KIETOK, jJeikouutoB). Koary-
JSITUOHHBIN TIpoIiece B (DU3HOJOTHYECKUX YCIOBHUSAX JOKAJTU30BaH 30HOM Jie-
dekra cocyna. Ero HepacnpocTpaHeHHIO CIIOCOOCTBYIOT MPOTUBOCBEPTHIBAIO-
niasi CUCTEMa M HOPMaJIbHO (PYHKIMOHHUPYIOIIME 3HAOTEIUOUMTHI. KiieTouHas
MOJIeJIb CBEPTHIBAHUSI HE OTPHUIAET PEaKIMU B3aUMOICHCTBUS U CBOMCTBA (ak-
TOPOB CBEPTHIBAIOIICH, MPOTHBOCBEPTHIBAIOMICH U (PUOPUHOIUTHUECKON CHC-
TeM, MPEJCTABICHHBIX B KAaCKaJHOW MoJenu cBepThiBaHusA. OHa MpPU3HAET Ha-
JMYKe BHEIIHETO U BHYTPEHHErO MyTH CBEPTHIBAHUSI, HO CYIIECTBEHHO MX MO-
TUGUIUpPYET.

CoBpeMeHHas MOIeJIb BTOPUYHOI'0 'eMOCTa3a BKIIOYAET TpH (asbl:

— VWHUIUALMHU, WJIH CTAPTOBOIO0 cHrHaja (oOpa3yeTcsi KOMIUIEKC «TKa-
HeBol Qakrop (TD)/FVIla» Ha MOBEPXHOCTH CYOIHIOTENHS B MECTE MOBPEXK-
JICHUSI, UYTO COTIPOBOK/IA€TCS MPOIYKIIMEN TpOMOUHA);

— ycWjieHHe mpouecca (1oj] BO3IeHCTBUEM TPOMOWHA aKTUBUPYETCS I1e-
JIBIA A KOATryJISIITUOHHBIX (PaKTOPOB);

— pacnpocTpanenue npouecca (bopmupyrorcsa teHazusid (VIlla/IXa) u
nporpomOunazuelii (Va/Xa/kaneuuid/gakrop 111 TpoMOOIIMTOB) KOMILIEKCHI, YTO
IIPOBOLIUPYET TAK HA3bIBAEMbIA TPOMOMHOBBIM B3PbIB U 00pa3oBaHUE CTAOUIIb-
HOTO CrycTKa puodpuHa).

|. MHunuanusi: B nepyto ¢aszy (MHULIMAIMK) HAa TOBEPXHOCTH KIIETOK,
coaepxkamux Td, npoucxoaut aktuanus OVII (B pusznonornueckux ycioBu-
ax T comepxkar GpuOpoOIACTHI, TTaIKOMBIIIEYHBIE KJIETKH COCY/IOB; MPU BOC-
najgeHuu TP-HeCylUMH CTAaHOBATCS 3HIOTEIHAIBHBIE KIETKH, MOHOLUTBL; IIPU
psize maTosorudeckux cocrosinuid, Bkiaodass ADPJIC — ueitrpoduinl). [Ipu mo-
BPEXKJIECHUN COCYAUCTON CTEHKH KJIETKH, Hecylue Td, HaYMHAIOT KOHTAaKTUPO-
BaTh C IU1a3Moil. OTHOBPEMEHHO OOHAXKAIOTCS CYOAIHAOTENUATbHBIE CTPYKTYPHI
(kKoJIareH), 4To MPUBOJUT K CKOTUICHHUIO B 3TOM 00JacTH TPOMOOIMTOB (ajre-
3ust). T cea3weiBaetcs ¢ FVII ¢ obpazoBanuem komriuiekca Td/FVIIa. Dtot
KOMILJIEKC JIOKAJIbHO HAa MOBEPXHOCTH T®d-HecymMx KIETOK akTuBUpyer FX u
FIX. ®akrop [Xa Murpupyer u cBA3BIBACTCS C MMOBEPXHOCTHIO TPOMOOIIUTOB, B
TO BpeMsl Kak GakTop Xa ocTaercd Ha MOBEPXHOCTH KieTok, Hecymux Td. Co-
IJIACHO KJIETOYHOUM Mozenu, ¢aktop [Xa He urpaer CymecTBeHHON poyiH B Tiep-
By10 (hazy koarynsuuu. @akrop Xa aktusupyetr FV. B pesynbrare, 00pa3oBas-
mmiicss Ha moBepxHocTH Td-Hecynux KieTok komiuieke FXa/FVa pacmemser
MPOTPOMOKMH ¢ 00pa3oBaHUEM HEOOJBIIOTO KOJIMYECTBA TPOMOMHA — KITFOUEBO-
ro (hakTopa MOCIEaYIOIIEro yCUJICHNU aKTUBALMU CUCTEMBI CBEPTHIBAHMUSI.

Il. Yceunenue: peakiuu asbl ycuneHus (aMIuiiUKAIMN) MPOUCXOSAT HA
MOBEPXHOCTU TPOMOOLUTOB. [IpocTpaHCcTBEHHOE pa3zesieHue MpOoLEeccoB Koary-
asiun ((pa3a MHULIMANUMU — Ha TMOBEpXHOCTH Td-Hecymmx KIeTok, (gasza ycu-
JIeHUs] — Ha MOBEPXHOCTU TPOMOOLIMTOB) — OJIMH W3 MEXaHU3MOB OTpaHHye-
HUSl UX BBIPQXKEHHOCTH NPHU OTCYTCTBUM HEOOXOIMMOCTH B cBepThiBaHMM. He-
00JBIIOE KOJIMYECTBO TPOMOMHA, 0Opa3oBaBuierocs B (pazy MHULMALMU, aKTHU-
Bupyet TpoMOoumThl, paktopsl V, VIII u XI. TpomOuH criocoOCTBYET BHICBO-
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ooxnenuto FVII u3 xommnexkca ¢ VWF, B pesynbrare oOpasyerca FVIIla. Axk-
tuBupoBanubiii FXI (FXIa) mpruobperaer crnocoOHOCTH CBSI3BIBATHCS C MTOBEPX-
HOCTBIO TPOMOOIIMTOB. AKTHBUPOBAHHBIE HEOOJBIIUM KOJIUYECTBOM 00pazo-
BaBpiierocs B (pa3zy mHImamum TpoMmOuWHA (aKkTOphl B cienyronryo ¢asy (hasy
pacrpocTpaHeHus) o0ecneunBaOT GOpMUPOBaAHUE HA TPOMOOIIUTAPHON MaTpH-
1€ OTPOMHOTO KOJIM4eCTBAa TPOMOKHA, KOTOPOE CIIOCOOHO MepeBecTH (HuOpUHO-
reH B pubpun. Takum 006pa3om, BeIICANUN U3 a3kl HHUIIUAILIMN TPOMOUH BHI-
CTYIaeT B KAU€CTBE MOIIHOTO YCUJIUTENS KOATryJISIUU.

I1l. PacnpocTpanenue: B a3y pacrnpocTpaHEHHsS Ha MOBEPXHOCTH aKTH-
BHPOBAaHHBIX TpoMOouuToB Qopmupyiorcs TeHasubid (FVIIa/FIXa) u mpo-
tpomOuHa3zublii (FVa/FXa) xommutekcel. FVIII aktuBupyercs B a3y ycuicHuUs
u ¢ukcupyetcs Ha TpombouuTax. FIXa nepeHocuTcss Ha MOBEPXHOCTH TPOMOO-
IIUTOB C MeECTa akTuBaluu (MoBepXHOCTh Td-Hecymmx KIETOK) emie B (azy
WHULMAIMY; JTIOMOJHUTEIBHOE €ro KOJMYECTBO OOpa3zyeTcsi Ha TPOMOOIMTax
noJ aercTereM oopasoBaHHOro B a3y ycwiienus FXla. TenazHblili kKoMIuIeKc Ha
MOBEPXHOCTH TPOMOOIUTOB akTUBUPYET FX, CBA3aHHBIA CO CBOUM KO(PAKTOPOM
FVa (mpumenmmm u3 daszel ycusienus). OOpa3oBaBIIMiicCsS TPOTPOMOMHA3HBIIN
KOMILJIEKC O0O0€CIeUnBaeT JIABUHOOOpAa3HOE HapacTaHUE YPOBHS TpPOMOMHA.
TpoMOuH nepeBoauT pudprHOreH B puOpuH, a Takxke aktuBupyet FXIII, obec-
NeYUBaOMMNA cTabuan3anuio (GUOPHHOBBIX HUTEH M 00pa30BaHUME MHOXKECTBA
KOBAJICHTHBIX MIEPEKPECTHBIX CBA3EH MEXKIY HUMHU.

JJMATHOCTUKA HAPYIIEHUH CUCTEMbBI TEMOCTA3A

OcCHOBBIBAa€TCSl HA aHAIM3€ aHAMHE3a, KIIMHUYECKUX JIaHHBIX U TAHHBIX Jia-
OOpaTOPHBIX METOJIOB UCCIICIOBAHUSI.

B anamMHe3e y NalMEHTOB YTOUYHSAETCS HAIMYKUE MPEAIIECTBYIOIIUX KPOBO-
TEYEHUN U UX JUIUTEIHbHOCTh, CPOKU TOSBIICHHS, TEPUOJUYHOCTh B TECUEHUU
KU3HH, OOCTOSITEILCTBA TMOSBIICHUS. BBIsSICHSIETCS, SIBISIOTCS KPOBOTEUCHHUS MeE-
CTHBIMHM WJIM T€HEPATU30BAHHBIMU, OTCPOUYCHHBIMU WJIM BO3HUKAIOT Cpa3y e
MOCJE€ TpaBMbI, YTOYHAETCS TE€HEAJOTHMYEeCKUd aHaMHe3, aKyIIepCKo-
TMHEKOJIOTHYECKU aHaMHE3 y MallMEHTOB EHCKOTO M0JIa, HaJu4Yue COMYyTCT-
BYIOIIUX 3a00JIeBaHUI, KOTOPhIE MOTYT MPUBOAWTH K M3MEHEHHUSM B CHCTEME
reMOoCTa3a, YTOUHSIETCS MPUHUMACT JIM MAlUCHT JIEKApCTBEHHBIE MpenapaThl C
aHTUATPETaHTHBIM M aHTUKOATYJITHTHBIM () PeKToM.

JI71s1 O1leHKU KJIAMHMYECKHUX JAHHBIX YI00HO BBIJICIATh 5 OCHOBHBIX THUIIOB
KpPOBOTOYMBOCTH, BIIEpBBIE BbIEICHHBIX 3. C. bapkaranom B 1988 r:

1. 'emaTOMHBIA THII XapaKTEPU3YyETCs MOSBICHUEM JaXKe IMOCJE OYCHb
HEOOJBIINX YITMOOB KPOBOUBIUSIHUN B TKAHU, B TIOJIOCTU CYCTaBOB, OPIOIIHYIO
MOJIOCTh, (POPMHUPOBAHUEM 3A0PIOMIMHHBIX TeMaTOM. MOTYT OBITh JJTUTEIHHBIC
U OOMJIbHBIE KPOBOTEUCHHUSI TOCIIE XUPYPTUUECKUX BMEIIATEIHCTB, BOSHUKAIO-
1ye, Kak MpaBwio, OTCPOUYCHHO. BO3MOXKHBI CHIOHTAHHBIE HOCOBBIE, TTOUEUHbIE
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U JKENyJIO0YHO-KUIIIEYHbIE KPOBOTEUEHHS. ['€MaTOMHBIN TUII KPOBOTOUYMBOCTH
TUMHWYEH JJIS JIBYX CaMbIX YACThIX BUJOB HACIEICTBEHHBIX KOAryjJonmaTuid —
remopuianu A u B.

2. MUKpOUMPKYJISTOPHBII (MeTeXHATbHO-CMHAYKOBbI, IeTeXHAJIbHO-
NATHUCTBIN) TN KPOBOTOUMBOCTH (MypIlypa) XapaKTEPU3YyeTCs JIETKUM IOsIB-
JICHUEM TEeTeXHi (MEIKOTOYEUHBIX KPOBOU3IUAHUN) U MPAKTUYECKU 0e3001e3-
HEHHBIX, Yallle BCEr0 MEJIKMX CHHSYKOB Ha KOXK€ KOHEYHOCTEW WM TYJOBHILA, A
TaKXe€ CKJIOHHOCTBIO K MEHOpparusiM, HOCOBbIM KPOBOTEUYEHUSIM U IFE€MaTypuH,
MOBBIIIEHHONM KPOBOTOYMBOCTBIO MOCJIE MEIWIMHCKUX MAaHHUITYJSILHUI C TOBpE-
KJICHHEM COCYIOB Majoro kajauobpa (3kcrpakuus 3y0a, onepaiuu B OTOJapHH-
rojorun). [{ns Hero xapakTepHa MOBEPXHOCTHAs, KamWUIApHAs KPOBOTOYH-
BOCTb. ['emMaToM, reMapTpo30B M APYrUX MOPAXKEHUW OMOPHO-IBHUIATEIIHBHOTO
anmnapara, Kak U OTCPOUYEHHBIX IOCJIEONEPAMOHHBIX KPOBOTEUECHH, IPU ITOM
IIpaKTUYECKA He ObIBaeT. [[aHHBIN THI TeMOpparnyecKkoro CHHApOMa XapakTe-
peH U1l TPOMOOIIUTONICHUN U TPOMOOIIUTONIATHH.

3. CMemaHHbIi (CHHAYKOBO-reMaTOMHBII) Tum. [Ipu 3TOM THIIE TIPEOO-
Jaat0T MUKPOLIMPKYJISTOPHBIE TEMOpPPArky, HO Ha HUX NEPUOJUYECKU HACIIan-
BAIOTCS KPOBOM3IUSHUSA F'€MAaTOMHOTO XapaKTepa, OOMIbHBIE CIIOHTAHHBIE U TO-
CJIeONEepallMOHHbIE KPOBOTEUYEHHMsI, OOJbIIME KPOBONOTEPU B POJIax, MEHOppa-
ruu. ['eMapTpo3bl kpaitHe penku. CMElIaHHbIA TUIT KPOBOTOYMBOCTH OTMEYAET-
csl ipu Tspkenont popme 6osnesnn Bunedpanaa (bB), nedurure gpaxropos I, V,
VI, X u XIII, ABC-cunapome.

4. BackyJMTHO-MyPHOYPHBIA THUI KPOBOTOYMBOCTH XapaKTEPU3YETCS
CUMMETPUYHBIMA BOCTATUTEILHO-TEMOPPArHYECKUMU BBICHIIAHUSMHU Ha KOXKE
KOHEYHOCTEeW M HWKHEW YacT TynoBuina. [Ipu 3ToM 4yeTko oOHapy)uBaeTcs
BOCHAJIMTENbHAS] OCHOBA 3THX IeMOpparuii, HEPEIKO SJIEMEHTHI ChIIH UMEIOT
DPUTEMATO3HBIA O000JOK WM CHHIONTHO-KOPUYHEBYIO TMUTMEHTAIIMI0 BOKPYT
HuX. Takoil TUN KPOBOTOYMBOCTU HAOIIOJAETCS MPU CUCTEMHBIX BaCKyJIUTaXxX
(kmaccuueckuit npumep — Oone3ns lllenneitna — I'enoxa), MHGEKIIMOHHO-
MMMYHHBIX, aJUIEPTUYECKUX BACKYJIUTaX.

5. AHTHOMATO3HBII THN (MUKPOAHTHOMATO3HBII THIT) KPOBOTOYHUBOCTH
OOBIYHO CBSI3aH C TEHETUUYECKH O0YCIOBJICHHOM WM BTOPUYHOM (CHMITOMATH-
YECKOM) TeJIeaHTUAKTa3uel, Npyu KOTOPOU BBISBIIAIOTCS MEJIKWE aHTUOMBI B BUJIE
COCYJIUCTBIX Y3€JKOB, METEIb WU «IIAy4YKOB» Ha PA3JIMYHBIX Yy4acTKax KOXKHU
WIM CIM3UCTBIX oOosioukax. Kimaccuueckum mnpumepom 3aboJieBaHMs], MPOTeE-
KAIOILIEro ¢ 3TUM TUIIOM KPOBOTOUMBOCTH, SIBJISIETCA HACIIE/ICTBEHHAs reMoppa-
rudeckas Teneanrudkrazus (6onesns Panaro — Ocnepa).

JlaGopaTopHasi JMarHOCTUKA HAPYLIEHU CHCTEMbI reMoCTa3a.

I'emocma3suoecpamma — 3T0 KOMIUIEKC KIMHUYECKUX U TAOOPATOPHBIX TeC-
TOB, XapaKTEPU3YIOIIUX MEPBUYHBIN (COCYIUCTO-TPOMOOLIMTAPHBIN) U BTOPUY-
HBbIN (TeMOKOAryJslIIMOHHBINA) reMocTa3. JlabopaTopHas IMarHOCTUKA Hapylile-
HUN CUCTEMBI F€MOCTa3a SBJISETCA OJHOM U3 CaMbIX HEMPOCTBIX U JOPOTOCTOS-
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IMX B Ja00paTOpHOI MpakTrKe. BolmolHEeHNE BCEX CYIIECTBYIOMIMX TECTOB TS
Ka)XJO0ro MalyeHTa HEeBO3MOXKHO M HerenecoobpasHo. Beibop Habopa TecToB
OCYULIECTBIISIETCS UCXOAS U3 KIMHUKO-aHAMHECTUYECKUX JaHHbIX. [Ipuuem nep-
BOHAYaQJIbHO MPOBOASTCS CKPHUHHHIOBBIE TECThI, a 3aTEM YTOYHSIOIIHE (3TUM
MPABUJIOM MPEHEOPEeraroT Al SKOHOMHUH BPEMEHH B CIy4yae YPreHTHOM maToio-
ruu — Hanpumep, pu JABC-cunapome).

K CKpUHMHTOBBIM T€CTaM OTHOCSIT:

— TMOJICUET KOJIMYECTBA TPOMOOIIMTOB, BPEMEHU KPOBOTEUEHHMSI, TPOOBI Ha
PE3UCTEHTHOCTh KalWJUISIPOB MPU OLIEHKE COCYAMCTO-TPOMOOIUTAPHOIO T€MO-
cTasa;

— OPHUEHTUPOBOYHBIE TECTHI KOAryJlorpamMMbl, OTPAKAIOIIME COCTOSHUE
1EJIBbIX 3B€HHEB CUCTEMBI T€MOCTa3a MPH OLIEHKE TIa3MEHHOTO TeMOCTa3a.

JlmarHoctryeckasi 3HaYMMOCTb CKPUHHHI'OBBIX TECTOB OIPEAEIISIETCS TEM,
YTO HOPMAJIbHBIE PE3YJbTAThl UX MO3BOJSIOT HUCKIOYUTH HAJUYHE 3HAYUTENb-
HBIX OTKJIIOHEHUH B COJIEpKAaHUM KOMIIOHEHTOB CHCTEMbI, & aHOMaJbHbIE pe-
3yJbTaThI TO3BOJISIOT KOHKPETHU3UPOBATh HAPABIICHUE MTOUCKA Ae(EeKTa.

K yTouHsIIOIIMM TECTaM OTHOCAT: TECTHI HA arperaluuio TPOMOOLIMTOB, OIl-
pezelieHne aKTUBHOCTH pas3iMyHbIX (paktopoB cBepThiBanus, VWF, ompenene-
HUE BOJYAHOYHOTO AHTHUKOATYJIIHTA, aKTUBHOCTU (PUOPHUHOIUTHYECKOW CHCTE-
MbI ((PU3MOJIOTMUECKUX aHTUKOAryIIHTOB — aHtutpombuna lll, mporenna C u
S, onpezienieHre aHTU-Xa aKTUBHOCTH TenapuHa) u Jp.

MeTtoasbl ucceA0BAHNUS IEPBUYHOIO reMocTasa:

— IIpoGBl HA PE3UCTEHTHOCTD, JIOMKOCTh KANMWUISIPOB — MAaH)KETOYHas,
OaHOYHAas, IIUIKA, KI'yTa U JIp.

— Omnpenenenre IIATEIBHOCTA KpOBOTEUEHHST — 110 J1oke, ABH.

— Iloacyet uncna TpOMOOLIUTOB.

— TpombouuromeTpusi — cpennuii 00bem TpomoouuToB (MPV).

— HccnenoBanue aAre3uBHOCTH M arperaliiOHHON (PYHKIIMA TPOMOOLIMTOB.

— HccnenoBanue CIOHTAaHHOW arperaiuy TPOMOOIIUTOB B KPOBOTOKE.

— PeTpakiust KpoBSHOTO CIyCTKA.

— Onpezenenue Npoa0KUTENBHOCTH KU3HH TPOMOOLIUTOB B LIUPKYIISILIUH.

— OnpeneneHne aHTUTPOMOOLIMTAPHBIX AHTUTET.

MeTtoab! ucciae10BaAHUNA BTOPUYHOIO FeMOCTa3a:

— Bpems cBepThIBaHUs KPOBH.

— AUYTB.

— TIB (mpotpomOuHoBoe Bpems o KBuky — tect Kuka).

— MHO.

— TB na3mbl uinm KpoBw.

— KonnuectBeHHoe onpeneneHue 1e@UIUTHBIX (GakTOPOB.

IMoka3zartesin, XapakTepu3yolue TPOMOOLUTAPHO-COCYAUCTHINA reMocTa3

1. Konuuecmeo mpomboyumoas:

nopma 150-400 x 10%/1.
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2. [[numenvHocms KpogomeueHus no /[yke (/[bioky) — 3TO BpeMsi OT MOMEHTA
HAHECEHUsI CTAaHJAPTHOM paHbl KOXXH IO MOMEHTA MPEKPAILECHUS BbITEKaHHUSI KPOBH.
[To maHHOI MeTOAMKE MPOKAIBIBAIOT KOHYMK MaJIblia MM MOUYKY yXa CKapu(HUKaTo-
pom Ha Ti1yOuHy 10 3 MM. CaMOTIPOU3BOIBHO BBITEKAIOILYIO KPOBb IPOMOKAIOT OY-
Mmaroii kaxsie 30 c. HopmanbHast mpo10/bKUTETbHOCTh KPOBOTEUCHUS 2—4 MUH.

Bpemsa kposomeuenusa no Aueu. 110 TaHHOW METOAMKE AENAOT paspe3 Ha
npeamieybe JIMHOM 9 MM U r1yOuHO#M 1 MM IIpU MOMOIIM CHEUaIbHOTO 1m1ao-
JIoHa Ha (hOHE BEHO3HOTO MOJHOKPOBUS, KOTOPOE 0OECIICUMBACTCS HAJIOKEHUEM
MaH>KEThI C oaJiepxkuBacMbIM naBieHueM 40 mm pt. ct. Hopmanbnas npoaod-
KUTEIBHOCTh KPOBOTECUEHUSI — 2—5 MHUH. Y ITUHEHUE BPEMEHU KPOBOTCUCHMUS
10 10 muH 1 Oosiee TOBOPUT O CEPHE3HBIX HAPYIICHUSX TeMOCTa3a.

3. Pempaxyusa xposanozo ceycmka. CylIHOCTb METOAA COCTOUT B OMpELe-
JieHnH o0bemMa 00pa30BaBLICHCs CHIBOPOTKU yepe3 1 4 mocie oOpa3oBaHUs KPOBS-
HOro cryctka — HopMma 48-60 %. CHmxenne HaOII0IaeTcsl MPH TPOMOOIIUTOTIE-
HUSIX, HEKOTOPBIX TPOMOOLIUTONATHUSX, MTOBBIILIEHUE ITPH CI'YILIEHUU KPOBU.

4. Ilpobvl na pezucmenmnocmsv (nomMKocms) xanunnsapos. Vmeercs psia
po0, MO3BOJIAIOIIMX BBISBISATH MOBBIIIEHHYI0 KPOBOTOUMBOCTb IIOCIIE MEXaHU-
YECKOT0 BO3JCHCTBHUS HE3HAUYMTEIBHOW MOBPEKIAIOMIEH CHIIBI HA BHYTPUKOXK-
Hble Kamwuisipsl. HanOonee pacnpoCTpaHEHHBIMH M3 HHUX SIBISIOTCS TPOOBI
IIMIKA, )KTYyTa WIA MaHXETKU. [Ipoba wunka BBHIIONHSIETCA MyTEM CXUMaHUS
CKJIQJKU KOKU MaJIbLIAMH KUCTU YMEPEHHOU CHIIBI. DTO AENAETCS WIH MO KIIIO-
YUIEH, WM HUKE yIJIa JIONATKH. B HOpMe mocie IuIka U B TEYEHHUE Mocie-
OyomuX 24 4 reMopparuyecKkue ISITHAa HE BO3HUKAIOT, MOSIBICHUE METEXHM
CIIyCTsl JaHHBIN IPOMEKYTOK BPEMEHH IT'OBOPUT O HapyLIEHUU PE3UCTEHTHOCTH
KamuuisipoB. [lpoba sceyma (MaHX)eTOUHAs MpoOa) BBHIMOIHSIETCS CIACAYIOIMIUM
oOpazom. Ha BHYyTpeHHEH CTOpPOHE MpEAIieubsi HUXKE JIOKTEBOTO cruda ouepyu-
BaeTcs Kpyr amaMmerpoMm 5 cM. Ha muedo HakimaaslBarOT MaHXETy TOHOMETpa
s u3Mepennst A/l, HarHerarot B Hee Bo3ayX 10 100 MM pT. CT. ¥ yAEpKUBAIOT
B TAKOM ITOJIOKEHUH 5 MUH. [lociie 3TOro noACUnTHIBalOT KOJIUYECTBO NETEXUN
B OUEPUYECHHOM Kpyre. B Hopme UX KOJIMYECTBO HE JIOJIKHO MpeBbimaTh 10.

5. Ecnu npu noacdere TpOMOOLUTOB B KPOBU UX COJAEPKAHUE OKA3aI0Ch
HOPMAJIBHBIM IIPY CUMIITOMAXx IOBBIIIEHHONW KPOBOTOYMBOCTH MALUEHTY CIIEY-
€T MPOBECTH TECThI HA omnpeesieHne QyHKIUNA TpPOMOOIIMTOB — CIIOCOOHOCTH K
anre3uu u arperauuu. s uccienoBaHus UCHOJIb3YIOT (PU3HOJIOTHUYECKHE UH-
JTYKTOPBI arperanuv TpoMOOLUTOB: TpPOMOUH, afpeHanut, A/, komiareH uiu
CHelMalIbHbIe UHIYKTOPBI, TAKHE KaK PUCTOMUIIMH C TpaduyecKoil perucrpaiu-
eil mpouecca arperauuu Ha arperomerpe. OCHOBHBIMM MapaMeTpaMu arperaro-
rpaMMBbl SIBJIIIOTCSl CTENEHb arperanuu (B MPOLEHTax) U BpeMs arperauuu (B
MuHyTax). [loBbllieHne arperalliOHHON aKTUBHOCTH TPOMOOLIUTOB XapaKTEPHO
JUTSL TPETPOMOOTUYECKUX COCTOSIHUM, TpOMOO30B, aTepOCKIIepo3a, BaCKYIUTOB,
BO3MOXXHO Tpu OepeMeHHOCTH. CHMKEHHE arperaloHHON aKTUBHOCTH TPOM-
O0oUMTOB HAOMIOIAIOT PU MEPBUYHBIX U CUMIITOMATHYECKUX TPOMOOIIUTONATHU-
X, IPU JICYCHUN aHTHUATrPETaHTAMH.
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B nopme arperamust TpomOonmtoB no Baiicy npu go6asiennn AP co-
ctaisieT npu KoHneHtparuu AJID 10 mxm/mir — 77,7 %; nipu KOHIIEHTPAIAH
AJ1® Smrm/mi — 66,1 %; mpu korneHTpanuu AJ{D 2 mxm/min — 47,7 %.

OueHka MJIa3MeHHOr0 reMocrTasa.

KoarynmorpaMMa — 3T0 KOMIUIEKC KJIMHUYECKUX M JAOOPATOPHBIX TECTOB,
XapaKTEPHU3YIOIINX TOJIBKO Fr€MOKOAryJIsHUOHHBIN reMOCTa3.

| paza — nporpomOMHa300Opa3zoBaHume.

B remocTazuorpamme 3Ty a3y XxapakTepusyroT CIeayIOIIHe MoKa3aTeu:

1. Bpems ceepmuvisanus kposu no Jlu-Yaiimy — 310 Bpems 00pa3oBaHUs
CTyCTKa BEHO3HOM KpoBH mpu Temmepatype 37 °C (Hopma 7—10 MuH).

— TUNEPKOATyJIALHS MOXKET OTMEUATCs NP MOBBIIIEHHOM TPOMO000Opa3o-
BaHUU, HaIIpUMeEp, pu paHHUX ctanusax JBC-cunnpoma.

— TUIOKOATYJISIIUA — MPU TeMOPUIHSX, TeMapUHOTEPATHH.

2. AYTB — xoanmun-kedanunoBoe Bpemsi. Pedpepentrrie 3nauenns AUTB:
28,6-33,6 c. AUTB — mpeacrasisier coboi Bpemsi, B TEYEHUE KOTOPOTO MOCIIe
n00aBIEHUS K HUTPATHOM I1a3Me JEHCTBYIOIIErO BElIecTBa (XJIopuaa Kalblus
U CHEIUaIbHON KaoIuH-KehaaTuHOBOM cMecH) oOpasyercs cryctok kposu. Kao-
auH ctumynupyet XII gakTop cBepThIBaHUS KPOBH, SIBIISSICH KOHTAKTHBIM aKTH-
BAaTOPOM CBEPTHIBaHUSA, a KePaIuH COAEPKUT PocHOoIunuabl, KOTOPbIE CTUMY-
mupytoT X F. TepMuH «4acTHUHBII TpPOMOOIUIACTUH» O3HAYaeT, YTO PEaKTUB
COJIEP>KUT TOIBKO (POCOIIUIINIBI, B HEM HET TKAaHEBOTO (haKTopa.

AUTB — oIMH W3 caMbIX YyBCTBUTEJIBHBIX IOKA3aTEJIEW CBEPTHIBAHUS
KpPOBH, KOTOPBIN OIIECHUBAET «BHYTPEHHUI» (BHYTPUCOCYIAUCTBIN) MyTh CBEPTHI-
BaHUsSI KPOBH, T. €. 0€3 y4acTHsl TKAHEBOTO TPOMOOILJIACTUHA.

YBenmnuenue AYTB:

— CBUJETENIBCTBYET O CHUKEHUU CBepThIBaHUS KpoBH, Aepuuute VIII, 1X,
XI, X1l ¢akTopoB cBepTHIBaHUS MPU HOpMAIbHBIX pe3ynbTaTax [I1B, nedummre
daktopoB I, V u X npu ognoBpemenHom ymnunenuun AUYTB u TIB, JIBC-
cuaapome (¢aza runokoarynsiuu), nepuuure VWF, Hanuumym BOTYaHOYHOIO
AHTUKOATYJISIHTA, IPOBEICHUHU I'eapUHOTEPAITUH.

Ykopouenue AUTB:

— aKTUBallMs BHYTPEHHET0 MEXaHHM3Ma CBEpPTHIBAHUSA NpU TPomOO3ax,
TpOoMOOAIMOOHUAX. DTO MOXKET OBITh CBSI3aHO C PE3UCTEHTHOCTHIO akTopa V K
aKTUBHPOBaHHOMY npoTenHy C, moBbIIeHHBIM ypoBHEM (hakTopa VIII wim ak-
TUBUPOBAHHBIX F;

— npu JIBC-cunapome (rumnepkaoryssiiuonHas ¢asza);

— BO3MOXHO ITPU HOPMAJILHO MPOTEKAIOIIEH OepeMEHHOCTH.

Il ¢paza ceepmoieanus kpoeu — mpomoéunooopazosanue.

B koarysnorpamme 3Ty a3y XxapakTepu3yroT CIeAyIOLUe MoKa3aTelNu:

1. IIB (mpomboniacmurnogoe). Hopma 11-17 c.

DTO BpeMs, B TEUEHHE KOTOPOTO MPOTPOMOUH MPEBPAUIAETCS B TPOMOMH.
OHO BBISIBIIIET HApPYLIEHUE BO BHEIIHEM IYTH CBEPThIBaHUS KpoBH. TecT ompe-
JeNeT aKTUBHOCTh (akTopoB mpotpomOuHoBoro komruiekca (I, VI, X, V).
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Kpome xapaxrepuctuku Il da3br cBeproiBanus kposu [1B no3BossieTr koHTpoIn-
poBaTh 3(h(PEKTUBHOCTH OPATBHBIX HEMPSIMBIX AHTHKOATYJSHTOB, HAIPUMED
Bap(dapuHa, KOTOpPbIN CBS3bIBAET BUTAMHUH K, MOATOMY M3-3a yMEHbILIEHUs 00-
pa3zoBaHus npoTpoMOuHa 1B Oyner yBeanunBaThCs.

Yxopouenue [1B:

— nabmogaercs npu [ABC-cunapome (B dase runepkoaryisiuu), npu oe-
PEMEHHOCTH, TpHU MpUEME NEPOPaTbHBIX KOHTPAIENTUBOB, JICUEHUU KOHIICH-
TpaTamMu (pakTOpPOB MPOTPOMOMHOBOIO KOMILJIEKCA MPU UHTHOUTOPHBIX (hopmax
reMopuiInii.

Y nnunenue [1B:

— MMEEeT MECTO MpH JedunrTe wiv anHoMaauu GakTopoB MPOTPOMOMHOBO-
ro komiuiekca (VII, X, V, II), B ciiy4yasix npriemMa aHTUKOATyJISTHTOB HEMPSMOTO
nercTBus (BapgapuH), npu OOJE3HAX MMEUEHU M KEITUEBBIBOIAIICH CHUCTEMBI,
JIBC-cunapome (notpedienue (pakTOpoB CBEPThIBAHUS B MEPEXOAHYIO (a3y H
(bazy runoxKoaryysimm).

2. Ilpompombunoswiii uHoexc.

B Hacrosiiiee BpeMsi 3TOT MOKa3aTeilb CUUTACTCS YCTapEBIIUM M BMECTO
Hero ucnoJbdyercss MHO.

MHO = npotpoMOuHOBOE BpeMsi alUEHTa / MPOTPOMOUHOBOE BpEMs KOH-
TpoJIs, BO3BeAeHHOE B cTeneHb paBHyro MUY (International Sensitiviti Index
(ISI), koTopbIii yKa3bIBA€TCS B MHCTPYKIIMU K TKaHEBOMY TpomboriacTuHy. Ta-
KUM 00pa3oM MPOMCXOAMUT CTaHAAPTU3ALMS U3MEpEeHU. Bpau u nmauueHtT Moryt
ObITh yBepeHbl, uTo npu u3MepeHnu MHO B pa3nuuHbIX J1abopaTopusix ¢ pas-
HBIMHA TIAPTUSMU PEAKTHBOB OHH IOIYyYaT COMOCTAaBUMBIE Pe3yJIbTaThl: HOpMa
MHO — 0,7-1,3.

[Ipu npoduiiakTUKe CUCTEMHBIX TPOMOOIMOOIMIA, B TOM YHUCIIE TIOCIE Olle-
paruii, MepraTeIpHON apUTMHUH, HapYIIEHUH MO3TOBOTO KPOBOOOpAIIEHUs HOP-
Mot cuntaercs MHO — 2,0-3,0, a mocne npote3upoBaHus KJIaaHOB — HOpMa
MHO — 2,5-3,5. Vcnons3yercs 1 KOHTPOJIS 1036l BapdapuHa U APYTUX He-
NPSIMBIX aHTUKOATYJISTHTOB, AUATHOCTUKY 3a00JIeBaHUi TEYSHU, KOATYIOMATHIA.

I ¢paza ceepmuieanun kposu — puopunooopazoeanue.

B koarynorpamme 3Ty (azy XxapakTepHu3yroT CIeAyIOLIIe MoKa3aTesu:

1. Konyenmpayus ¢oubpunozena 6 niazme. Hopma 2—4 r/J;

OubpuHOreH — ocTpo(dazoBbIit OEIOK.

[ToBbilIeHNKE:

— HaOJr01aeTcs MPU BOCHAIMTENBHBIX MPOIECCaxX, CUCTEMHBIX 3a00JeBa-
HUSIX COCAMHUTEIbHON TKaHM, TpaBMax, TpOMOO3ax, aTepOCKIIepo3e, 370KauecT-
BEHHBIX HOBOOOpa3oBaHmsIX, B | cramun JIBC-cunapoma;

CHmxeHue:

— 1ipu 3a0oneBanusix neyenu, [IBC-cunapome, BBEEHUN CTPENTOKUHA3HI
U IPYTUX TPOMOOIUTHIECKHUX CPEICTB.

2. TB — »t0 Bpems oOpa3zoBanusi GUOPUHOBOTO CTyCTKAa OT MOMEHTa J10-
OaBieHUs TPOMOHMHA, T. €. 3TO Bpe,Ms niepexojia pudbpurorena B GpuoOpHH.
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Hopmanbnpie mokaszarenu — 18-24 ¢. Ha Hero BimsieT KOHIIEHTpAIus
¢bubpuHOreHa B TIa3Me 1 HAJIMYHE MPOIYKTOB JAerpaganuu GuopuHa.

Ykopouenue TB:

— oTMmeuaeTcs npu runeppudpunorenemun (pudpunoren 6,0 /1 U BBI-
ure), JABC-cunnpome (B a3y runepkoarysiium).

Yonunenue TB:

— MMEET MECTO MpHU TeNapuHOTEPANUU OOBIYHBIM TelapuHOM, TUIO(HO-
punorenemuu (pudbpunoren nwxke 1,0 r/m), npu JABC-cunapome (B cTaguio ru-
MOKOATyJISIIUKU), TIPU TPOMOOJTUTHYECKON Tepanuu, BIUSHUM Ha MOJIMMEpHU3a-
1y GuOpHUH-MOHOMEpA MapanpoOTEUHOB IIPU MUEIIOMHON 00JIe3HH U Ap. (ak-
TOPOB.

IV paza ceepmoisanus kpoeu — nonumepusayusn puopuna.

Oty ¢a3y xapaKTepusyeT peTpakius KpOBSHOTO CrycTKa. Pempaxyus Kpo-
8AH020 c2ycmKa — ITOT TOKa3aTellb OTpakaeT OTHOIIEHHWE 00beMa CHIBOPOTKH
KpOBHU K 00BEMY K B35TOI Ha UCCleloBaHHE KpoBH (3—5 mul) mocie oOpa3oBa-
HUS B HEM KpOBAHOTO crycTka. HopmanbeHeil Auamna3on 3HaueHnii — 48-64 %o.

V ¢paza — cnonmannwtit puopunonus.

OueHnBas TaHHBIM MPOLECC MPHUHATO CYUTATh, yTo eciau oT 10 mo 20%
(OpMEHHBIX IJIEMEHTOB KPOBH BBIXOJIUT U3 CTYCTKA B MPOIECCE €r0 CIIOHTaHHO-
ro JIM3Kca, TO PUOPHUHOIN3 TPOTEKAET HOPMAJIBHO.

MeTtoab! ucciaenoBanus pudpuHoIU3A.

Haubonee pacmpocTpaHeHHbIE B KIMHUYECKOW MPAKTUKE METOJbI OIEHKU
COCTOSIHUA (PUOPUHOIUTHUYECKON CUCTEMBI OCHOBAHBI Ha!

1) uccnenoBaHUM BPEMEHM M CTENEHH JIM3Uca (pacTBOPEHHS) CTYCTKOB
KPOBU WJIM 3YTJI00YJIMHOBOM (PpaKiuu mia3Mel (00IIEOLEHOYHbIE TPOOHI);

2) ompeneneHuy KOHIEHTpAIUU TUIa3MHUHOTE€HA, €r0 aKTUBATOPOB U MHTHU-
OUTOPOB;

3) BBISIBIIEHUU PACTBOPUMBIX (prOpuH-MOHOMEpHBIX KomIuiekcoB (POMK)
U TpoAyKTOB nerpananuu ¢udpuHorena/pudpuna (IIJJD). T. k. onpenenenue
JI-nuMepoB yke JOCTYITHO MPAKTUYECKU B 000U JTaOopaTOpuu U MIMPOKO HC-
MOJIB3YETCS B KIIMHUYECKOM MPAaKTHUKE OCTAHOBUMCS Ha HEM TOJIpoOHEe.

D-oumepvr — cnenuduueckre nNpoayKThl aerpaganuu (GpuOpuHa, BXOIs-
mue B coctaB TpomOa. OHM 00pa3yroTCs B MPOLECCE JIU3KUCA CTYCTKa KPOBU MO/
BiusiHieM 1uiasmMuHa. Konientpaius D-muMepoB B CHIBOPOTKE MPOTOPIIHO-
HaJlbHa aKTUBHOCTHU (PMOPHUHOJIM3Aa U KOJWYECTBY JU3UpyeMoro pudbpuna. IToT
TECT IMO3BOJISIET CYJIUTh 00 MHTEHCUBHOCTH IPOLIECCOB 0Opa3oBaHUs U pa3py-
meHus: GuOPUHOBBIX CTYCTKOB. OmnpeneneHue D-auMepoB MPOBOIUTCS UMMY-
HO(PEPMEHTHBIM METOJIOM C HWCIOJIh30BAHMEM MOHOKJIOHAJIBHBIX aHTUTEN. B
HOpME B CHIBOPOTKE KpoBH KoHIIeHTpanus [1JId — 250-500 nr/mJi.

Tosviuenue yposus D-oumepos:

— TPOUCXOJUT MIPHU BEHO3HBIX TpoMOO3ax, aTepoTpomb03e, TPoMO0IMOO-
auu JerodHoi aprepuu, [IBC-cunapome (BXOAUT B MPOTOKOJ OOCIIENOBAHUSA),
JIPYTUX COCTOSTHUSIX C MOBBIIIICHHBIM 00pa3oBaHueM GuOpHHA.
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D-nuMepsl 1OCTaTOYHO JTOJIT0 HUPKYJIUPYIOT B KPOBHU, BPEMS MX IMOTYBBI-
BeJieHUs cocTaBiisieT Ooliee 24 4. [loBbilieHne ypoBHs D-1uMepoB MOXKET ompe-
JIENATHCSA B T€YCHHE HECKOJIBKUX HEAEb MOCIe OCTPOro TpoMoO03a.

Pacmeopumvie puopun-monomepnvie komnaekcel. Ilpu aktuauuu cBep-
TeiBaHus kpoBH ([BC, TpomM0O03b1, TPOMOODUINN) IPOUCXOAUT PACIIUPEHUE ITY-
Ja GuOpHHOTEHa, B pe3ynibTaTe uero yBenuunBaercsi konndectBo POMK. Hop-
MmasibHble 3HaueHuss POMK no opropenanrpoiannoBomy tecty — 10 4,0 mr %0.

losviwenue POMK:

— Bo3HuKaet npu ABC-cunapome, Tpom003€e riyOOKUX BEH, IMOOJINH Jie-
TOYHON apTepuH, BO3MOXKHO P JICUEHUU AHTUKOATYJISIHTAMU, (PU3NYECKOM U
IICUXOJIOTHYECKOM CTPECCE, HOPMAJILHO MPOTEKAIOIIEH OEpEMEHHOCTH, B IIEpHU-
Ol HOBOPOXICHHOCTH.

KIIACCUOUKALIUA TEMOPPAI'HYECKHUX TUATE30B

I'emopparuyeckue auare3bl — 3TO Tpynna 3a0071eBaHUN U CUHAPOMOB,
O00BEAMHEHHBIX BEAYIUM KIUHUYICCKUM MPU3HAKOM — TOBBIIICHHONH KPOBOTO-
YUBOCTBIO, OOYCIIOBJIEHHON N€(PEKTOM OJHOTO HJIM HECKOJIbKHX KOMIIOHEHTOB
CUCTEMBI T€MOCTa3a.

C yueroM narou3HOIOTMUECKUX MEXaHHW3MOB IEMOCTa3a: COCYIUCTO-
TPOMOOITUTAPHBIA M KOATYJISIIMOHHBIA, — BBIACISIOT TPU TPYIIBI TeMOPpPAru-
YECKUX TUATE30B:

1. TpoMOOUMTONIEHUN ¥ TPOMOOUMTONATUM — 3a00J€BaHuUsA, 00YCIIOB-
JICHHBIC U3MEHEHHEM KOJUYECTBA UM KAYECTBEHHBIX CBOMCTB TpoMOoIuToB. K
HUM OTHOcATcs npexae Bcero UTII u TpoMOonTONnaTiy pa3auyHoro TUIIA.

2. Bazonmatum — mpoI1ecchl, CBsA3aHHBIC C A6(EKTOM COCYIUCTON CTCHKH.
B o1y rpynmy BXOAST pa3iuvHbIC M0 MEXaHW3MY BO3HMKHOBEHHMS 3a00JjieBa-
HUS: TeMOpparuyeckuil BacKynuT, Ooje3np Panmto-Ocnepa, mHGEKIIMOHHO-
TOKCHUYECKOE MOBPEKIECHUE COCYJI0B (0aKTepualbHBIM SHIOKAPAUT), aBUTAM U-
Ho3 C u 1p.

3. Koaryjionatum — oueHp Oosibiiasi rpynma 3a0ojieBaHui, 00yCIOBICH-
HBIX Je(UIUTOM WM MOJEKYSPHBIMU JeheKTaMu IUIa3MEHHBIX (PaKTOpoB
cBepThIBaHUS KpoBU. Hanbonee yacteiMu popmamul U3 Tpynmnbl HAC/aeICTBEH-
HBIX KoaryionaTuii sBistoTcss reModmmus A (cocraBusier 68—78 %), Oone3Hb
Busneopanna (9-18 %) u remodpmins B (6-13 %), runonporpoMOuHEMHUH, -
no(puOPUHOTEHEMUH U IPyTHE HACTEACTBEHHBIC TeeKTh F.

IIpuodpereHHble KOAryJIonaTHH MOTYT BO3HHKATh B pe3yibTaTe Hapylle-
HUs CMHTe3a (aKTOPOB CBEPTHIBAHUS B IeueHu, aeduiure BuramuHa K (mqua-
pesi, XoJecTas, MUPPO3bl MEUCHU, MPUMEHEHNUE HEMPSAMBIX aHTHUKOATYJISTHTOB),
oOpa3oBaHUU aHTUTEN K (DaKTOpaM CBEPTHIBAHUS KPOBU (ayTOMMMYHHAsI T€MO-
bunus A), mepeno3upoBKe renapuna, remodaactozax, JABC-cunapome u ap.
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NANOHATUYECKASA
TPOMBOIUTONNEHNYECKAS ITYPITYPA

NnnonaTnyeckass TpOMOOIMTONEHUYECKAas MypInypa — 3TO 3a00JeBa-
HHE C M30TMPOBAHHON HMMYHHOI TpoMGonuTonenueii mimke 100,0 x 10%1, co-
IPOBOXK/JIAOLLEECS UM HET TEMOPPArnyecKuM CHHJIPOMOM Pa3INyYHOM CTENEeHU
BBIPAKEHHOCTH.

B 2008 r. MexayHapoaHbIM KOHCEHCYCOM IO JUArHOCTUKE W JICUCHHIO
WTII nanonatnyeckyo TPOMOOLMTOIIEHUYECKYIO TypIypy, Win 0osie3Hb Bepib-
ro¢a, nNpeiaokKeHo Ha3bIBaTh NEPBUYHONH HMMYHHOU TPOMOOIUTONICHHEI.

3aboneBaemocts UTII B mupe cocrapmser 1,6-3,9 ciyuyaeB Ha 100 ThIC.
HacelleHus1 B roJl. PacnpocTpaHeHHOCTh HE MMEET TreorpaduiyecKiuxX peruoHOB.
Yame 6onerot xeHmuHbl. Bo3pact ot 2040 net. [IpoBouupyrommumu ¢pakto-
pamu UTII mory ObITh BUpyCHBIE HH(PEKINN, OEPEMEHHOCTh, CTPECC, XUPYPTH-
YECKHE MAHUMYJIALMH, TPUBUBKH, U30BITOYHOE MEPEOXTAXKICHUE WIA HHCOJIS-
nus. YKazaHHble (PaKTOpbl peau3yloT CBOM 3P¢eKT Ha (oHE TeHETHUECKOU
npeapacnoyioxkeHsoctu opranusma. Ho y tpern nanmentroB UTII pasBuBaercs
0e3 BUIUMBIX IPUYHH.

Harodusuonorus UTII

B ocnoBe UTII nexut cpblB UMMYHOJIOTHYECKOW TOJIEPAHTHOCTH K HEU3ME-
HEHHBIM aHTUT€HAM COOCTBEHHBIX TPOMOOIIUTOB U 0OpazoBanue ATA. Jlo cux mop
TOYHO HEW3BECTHO, YTO MMEHHO BBI3BIBACT MPOAYKIIMIO ayTOAHTUTEN (OOBIYHO
kiacca 1gG), HanpaBiIeHHBIX POTHB KOMIIOHEHTOB TPOMOOIIMTAPHOU MEMOpaHHbI.
HawubGosee yacto mopaykaercss MeMOpaHHbBIH TIIMKOIMPOTEHHOBBIN 20—3a KoMILIeKC,
XOTSI MOT'YT OBITh 33JIeHiCTBOBaHbI U Apyrue MmeMOpanHsie rukonporeunsl (I'T1). B
Cllydyae ayTOMMMYHHOTO KOoH(mKTa KonmdyectBo 1gG Ha oauH TpoMmOOIMT Mpu-
onmusutensHO mpeBbiaeT B 200 pa3 yucno monekyn IgG Ha mOBEpXHOCTH TPOM-
oonuta 310poBoro yenoeka. CpoiictBamu ATA moryt o6iagaTh 1 UMMYHOIJIO-
OynuHbI Apyrux KiaccoB — IgM, IgA.

B Hacrosiee Bpemsi onucaHbl U APYTHEe MATOreHeTHYeCKHe MeXaHU3MbI
UTII:

— MPSAMOE IUTOTOKCHYECKOE JIeHCTBHE T-KHIIJIEPOB;

— nucbOaliaHC IIUTOKUHOB B CTOPOHY IPeoOIafaHus MPOBOCIIONUTEIBHBIX
utokuHOB (IL-2, INF-y), cHmkenue npotuBoBocnamutenbHbIX (1L—10);

— CHW)XEHHE KondecTBa T-KJIETOK C CyNpecCOpHBIMU CBOWCTBAMH, CIIO-
COOHBIX MOAABIATH UMMYHHBIA OTBET;

— aKTHBaIlMg KOMIUIEMEHTa, YTO BeAeT K 0O0pa3oBaHHUIO MeMOpaH-
aTaKyIOIIEro KOMILIEKCa, MOBPEXKIAIOIIETO MEMOPaHY TPOMOOITUTOB.

OcHoBHBIM MecTOM 00pa3oBanus ATA 1 opraHoMm, B KOTOPOM MTPOUCXOIUT
paspyiieHre TpoMOOITUTOB sIBIIsieTCs cene3eHka. CeHcnOmnm3anus TpoMOOoIn-
ToB |gG NPUBOANT K CYIIECTBEHHOMY COKPAIIICHUIO BPEMEHH WX JKU3HH BCIIC]I-
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cTBUE (harouuTo3a Cele3eHOYHbIMU Makpodaramu. B pesynbrare Bbllienepe-
YUCJIEHHBIX PEaKINil MPOAOHKUTEIBHOCTh )KM3HU TPOMOOLIMTOB PE3KO COKpa-
maercsa ¢ 7—10 qHen 10 HECKOJIBKUX YacOB.

KiroueBbIM MOZYJISATOPOM MPOIYKIIMH TPOMOOLUTOB SIBJIAETCS TPOMOOIIO-
3THH. DHJOTEHHBI TPOMOOMOATUH 00J1a1aeT CPOACTBOM K pEIenTOpaM Ha Me-
rakapuonuTax, HaXOAAIIMXCs B KPACHOM KOCTHOM MO3re. YpOBEHb MPOAYKIIHH
TPOMOOIIMTOB HAXOJUTCS B IPSIMO MPOMOPLIUOHATLHON 3aBUCUMOCTH OT YPOBHS
HHAOTEHHOTO TPOMOOIIO3THHA.

B 6onpmnHcTBe cinyuaeB npu UTII ckopocTh oOpazoBaHus TPOMOOIIMTOB B
KOCTHOM MO3T€ BO3PACTAET, YTO OOYCJIOBJICHO MOBBIIIEHUEM CHUHTE3a TPOMOO-
MOA3THHA U YBEIMYCHUEM UYHMCIIa METAKAPUOIUTOB (THUIEppEreHepaTopHasi TpoM-
oouuroneHusi). Ho B HEKOTOPBIX CiIyyasix CO3pEBAHUE MErakaphoOIMTOB B KOCT-
HOM MO3T€ Hapymiaercs. AHTUTENA, KOTOphie 00Jaal0T CPOJCTBOM K TPOMOO-
[UTaM, MOTYT MIPUKPEIUIATHCS K MEraKapuOLIUTaM, YTO MPUBOJIUT K HAPYIICHUIO
MerakapHuoIluTonod3a. BeipaboTka TpOMOOIIUTOB COKpAIIaeTCsa U TPOMOOIIUTO-
NIEHUSI HOCUT TMIIOPEreHepaTOPHBII Xapakrep.

Ocobennocmu namoeernesa UTII ¢ oemckom 6o3pacme

Kak npasuiio y aereit UTII nporekaet octpo. IIpoBouupytomniye Gpakropbr —
BHUPYCHbIE MH(EKIINH, BAKIMHALIMS. B OCHOBE marorenes3a MnpeanojaaratoT BbIpa-
0otky ATA, HanpaBJIeHHBIX TIPOTUB AaHTUT€HOB BUPYCHBIX OenkoB. Ha meMOpa-
HE LHUPKYIUPYIOIIUX TPOMOOLIUTOB MPOUCXOAMUT aJACOPOLIMS BUPYCHOTO aHTHUT €~
Ha (KOTOPBIA B MOCJEACTBUE CBS3BIBAETCS C AHTUTEJIOM), UM UMMYHHBIX KOM-
IJIEKCOB BHPYC-aHTHUTENO. Tak Kak aHTUI€Hbl BUPYCa HENPEMEHHO JIMMHHU-
pytorcs, octpas UTII B 80 % ciaydyaeB nmpoXOauT CIIOHTAHHO.

VY mauumentoB ¢ UTII MoryT 00pa3oBbIBaTLCS ayTOAHTUTENA K JPYTUM Opra-
HaM W TKaHsAM, HauOoJsiee 4acTo MopakaeTcsl IUTOBUAHAA skenes3a. [IpumepHo y
40 % O6onpabIX WUTII BBIBIAIOTCS aHTUTEIA K TKAHAM IIATOBUIHON »KeJIe3bl, a
YEeTBEPTh ITUX MALIMEHTOB CTPAAAET OT CUMIITOMOB TMIIEP- WJIM THIIOTUPEOUIU3MA.

Knununka

1. beccumnromuasd. [lauuents y3nator o UTII nocne npoBeneHus miaHo-
BBIX 00CJI€JOBAHUN.

Be3onacHsIi ypoBeHs TpomGomuToB ot 50 x 10%/1 u Bbime obecnednBacT
HOPMAJIBHYIO KU3HENIEATEIbHOCTh 0€3 CIIOHTaHHON KPOBOTOYMBOCTHU U HE CHU-
YKAeT KayecTBa KU3HU MalUEHTA.

2. CIOHTaHHBI WM TOCTTPABMATHYECKHI KOXKHBIM TeMOpparuyecKuit
CUHAPOM — €IUHUYHBIE UM MHOKECTBEHHBIE METEXUU U IKXUMO3bI, KOTOPHIE
pacrojaratoTcsi Ha KOXe TYJIOBHIIA, KOHEYHOCTEM.

3. [lerexun U 3KXMMO3bI HA CIU3HUCTHIX 000JOYKAX MOJOCTU pTa, MUHA-
JIMH, 3aIHEW CTEHKE IJI0TKE, MSITKOM U TBEpJOM HeOE B BUJIE SHAHTEM, MOJICIIHU-
3UCTBIX T€MATOM.

4. HocoBble U JECHEBBIE KPOBOTEUYEHMS, MEHO-METPOPPAruu, remMaTypus,
kpoBoteueHust u3 JXXKT. Kposousnusinue B rosoBHoit Mo3r (o 1 %) ciyuaes,
KOTOpOE€ ABJISIETCS OCHOBHOW NPUYMHOU JieTaibHOCTH ipu MUTII.
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Habmromaercst yeTkasi B3aMMOCBSI3b MEXIy KOJIMYECTBOM TPOMOOLIUTOB U
TSOKECThIO KpOBOTeUeHM (Tabnuma 2). ['eMopparndeckuii CHHAPOM y TAIUCH-
TOB ¢ ypoBHeM TpombormToB Bbime 100 x 10%1 Tpebyer HCKIIIOUSHIS HX KadecT-
BeHHOTO Aedekra (TpomOonmTonatuu). Eciu pa3BuBaeTcst TSHKENbBIM reMopparu-
YeCKHi CHHAPOM IPH KOIMYecTBE TpoMGowuToB Gomee 30,0 x 10/, To Heobxo0-
JIMIMO MCKITIOYATh JTOTIOTHUTENbHBIE IPUYUHBI KPOBOTOUMBOCTH — KOAryJIoNaTHIo,
NaToJOrui0 cocynioB. Takke HeOOXOUMO YYUTHIBATH U ApYyrHe (akTopsbl, Mpe-
pacroararioliye K KpOBOTEUEHHUSIM: BO3pAcCT, MPUEM PENapaToB, KOTOPbIE HE OT-
Hocsarcs k Tepanuu UTII, comyTeTByrolias natonorus, o0pas ,KU3HU MalyueHTa.

Tabmuua 2 — YpoBeHb TPOMOOLIMTOB M PUCK PA3BUTHS TeMOpPParuyeckoro
CUHApOMaA
Yucio TpombouuTo (% 10°/1) CHUMIITOMBI
> 50 OTCYTCTBYIOT
30-50 [ToBeIIeHHAS CKIIOHHOCTD K 00Pa30BaHUIO TEMATOM TIPH
HE3HAYUTENIbHBIX TPaBMax
10-30 CroHTaHHOE BO3HUKHOBCHHE ITETEXHI U TEMATOM
<10 Puck BHYTpEHHUX KPOBOTEUECHUN
JUATHOCTHUKA UTII

Kpurepun nuarHoCTHKU:

* H30IMpoBaHHas TpoMbouuToneHus Menee 100,0 x 10° /1 B aByx aHamu-
3aX KpOBH;

* BU3yaJIbHAS OIICHKA KOJIMYECTBA K MOP(OJIIOTHH TPOMOOIIUTOB;

* IOBBIIEHHOE WX HOpMalibHOE KonnuectBo MKIL] B muenorpamme;

* HOpMaJIbHBIC Pa3MePhl CEIIC3CHKH;

* N.B.! uckmrodeHue npyrux maTOJOTHUYECKHX COCTOSHHM, BBI3BIBAFOIIMX
TPOMOOLMTONIEHUIO;

* ATA B BBICOKOM THUTpE.

«3omotoro ctanaapta» aia auarnoctuku UTII net. Tak kak auarnos UTII
SBJIICTCSl AMArHO30M MCKJIIOYEHUS, HEOOXOAMMO TMPOBEJCHUE IMOJTHOTO KOM-
MJIEKCHOTO 00CITIEI0BAHMS.

OcHOBHBIE METO/IbI 00C/1€I0BAHMS

Anamnes 3a601e6anus: yCTAHOBJICHUE MPEANISCTBYIONIUX TPOMOOIUTOTIE-
HUU (HaKTOpOB — OakTepuanbHas / BUpyCHas MH(EKIMs, BaKIIMHAIMSA, CTPECC,
MIpUEM JICKaPCTBEHHBIX MPEnapaToB, TepaIus aHTUKOATYJISTHTaMU, aHTHarperaH-
TaMH, HaJUIUE U JUTUTEILHOCTh KPOBOTCUEHUHN ITOCIIC XUPYPTHICCKUX BMeEIIIa-
TEJIbCTB, COMATHYECKHE 3a00JIEBaHMS, IMPOTEKAIONUE C TPOMOOIUTONCHUEH.
TpomOotuTOIeHHsI, TPOMOO3BI M OOJIE3HH CHCTEMBI KPOBETBOPEHHUS y KPOBHBIX
POJICTBEHHUKOB.

ObvexmusHblll ocMomp: TATIEPTEPMHUS, CHIDKEHHE MACChl TeJla B CHMIITOMBI
WHTOKCHKAIIMM, TEeMaTo- W CILUICHOMETaIHs, JUM(OaJeHOMaTHsI, MMaTOJOTHs MO-
JIOYHBIX XKeJe3, CeP/Illa, BeH HIDKHUX KOHEUHOCTEH, BPOXKICHHBIE aHOMAJIMH U T. [I.
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Oowuii ananuz xposu: N.B.! Ontuueckuii (BU3yasbHBIN) MOJCYET TPOM-
oountoB u peruxkygonuToB. [Ipu UTII Habmronaercsa n3onupoBaHHas TPOMOO-
uuronenus. [Ipu3Haku mocTreMopparnueckoil aHEMUU U PETUKYJIOLMUTO3 MOCIIe
MAaCCUBHOM KPOBOIIOTEPH.

buoxumuueckuii ananuz Kposu: ¢ 1EIbIO OIEHKU COCTOSHHUS BHYTPEHHUX
OpraHOB W TMarHOCTHKH COMaTUYECKHX 3a0oJieBanuid. [laruentam ¢ anemuen u
PETUKYIOLMTO30M HEOOX0AUMO TMpoBeeHHe NpsiMoi poosl KymOca.

Pazsepuymas xoacynoepamma: (AUYTB, nporpoMOMHOBOE U TPOMOMHOBOE
BpeMsi, (GUOpPUHOTEH, aHTUTPOMOUH 3, PUOpUHOIUTUYECKAs aKTUBHOCTh, arpe-
raiust TpoMOoouuToB ¢ AJ{®, pUCTOMULIMHOM, aJApEHATUHOM, CKOPOCTh arpera-
MU TPOMOOIIUTOB, aKTUBHOCTH (pakTopa 13, PKM®, aktuBHocTh ipotenna C).

Bupyconozuueckoe uccnedosanue: 3a00a€BaHUs BUPYCHOM MPUPOIBI, MTPO-
TeKarolue ¢ TpoMOonuToneHuet — BupycHele renatutsl A, B, C, BIIT', [IMB,
BUpyc D0mreitna — bappa, BUY.

Y3U unu KT opeanos oprowinoti nonocmu u 3a0prouuHHO20 NPOCMpPAHCMEdA.

Pl-2pagus unu KT OI'K.

QIJ[C, DKC, Y3U OMT, npedcmamenvHoli dHcenesol.

Llumonozuueckoe ucciredosanue KOCMHO20 Mo32a sl UCKIIOUEHUS TPOM-
oouutonenuu npu MJIC, JIII3, AA, meTactazoB OmyxoJjieid B KOCTHBIA MO3T.
ITokazano nmanueHTam crapiie 60 set, ¢ oTkinoHeHussMu B OAK, numam co cna-
ObIM OTBETOM Ha TEpaIuIO NEPBOM JIMHUU, KOTOPBIE OTIPABISIOTCS HAa CIUICHIK-
tomuto. [Tpu UTII uncio MKI] noBbIII€HO WJIM HOPMAJIbHOE.

JlononnumenvHvle Memoowvl UCCIe008AHUA:

— crnenupuIYecKrie aHTUTeNa K TIIMKOIPOTEMHAM TPOMOOIIUTOB;

— aHTUPOCPOTUTIUIHBIC aHTUTENA (BOJTYAHOUHBIM AHTUKOATYJISIHT W aH-
TUTEJIAa K KapUOJIUITUHAM);

— AHTUTEJIa K TUPEOUTHON MEPOKCUIA3€ U OlCHKA (PYHKIIUU IIUTOBUTHOMN
JKeJie3nl 11 uckiarouenus AUT;

— anturtena K HatuBHOM JIHK s uckimouenust CKB;

— TECT Ha 0EpeMEHHOCTh (CUHAPOM TPOMOOIIUTONIEHUH PETUCTPUPYETCS Y
10 % GepeMeHHBIX JKCHIINH);

— [P nns onpenenenus: mapBOBHUpYCA.

JANOPOEPEHIIUAIBHASA TUAT'HOCTUKA UTII

Jns nmonrBepxknenuss nuarnoza WTII cienmyer mpoBoauth nuddepeHiu-
aJIbHYI0 JTUArHOCTUKY CO CJIEIYIOIIMMH 3a00JIEBaHUSIMU U COCTOSIHUSIMH, TIPO-
TEKaIOIUMHU C TPOMOOIIUTONIEHUEH:

|. «JIoxxHasH WM MNceBIOTPOMOOIIMTONICHHUSL.

I1. [ToBbITIICHHAS TECTPYKITUS TPOMOOITUTOB:

1. AyrouMMmyHHas:

* UTIIL.

* BropuuHasi: nocTUH(EKIMOHHAs, Y OepeMeHHbIX, Ha ()OHE ayTOUMMYH-
Horo tupeonnura, CKB, ADJIC u apyrux kosumareHo3os, npu JIII3, mekapcr-
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BEHHOI'O TI€HE3a — B3aMMOJICHCTBHM MEXAY JIEKAPCTBOM M KOMIIOHEHTOM
TPOMOOIIMTAPHON MEMOpaHbl AENAET TJIMKOMPOTEUH, JIEKAPCTBO WM KOMILIEKC
[JIMKONPOTEUH-JIEKAPCTBO UMMYHOIeHHbIM. C yKa3aHHBIMU KOMIIOHEHTAMHU CBSI-
3bIBAIOTCSl CHEUU(PUUECKUE aHTHTENA, MPOUCXOAUT OINCOHU3AIMSA U yaJeHHe
TpoMOOLIMTa Yepe3 PeTUKYIO HIOTeNNabHAS CUCTEMA CEJIe3EeHKH, JIMOO aKTHBA-
1Sl KOMIUIEMEHTA C MOCIEAYIOIIMM BHYTPUCOCYIUCTBIM Pa3pyIIEHUEM TPOMOO-
uToB. Tarke NPUYMHON TPOMOOIIMTONICHUH MOXKET OBITH HE CaM Mpernapar, a ero
MeTa0oNuT. JlekapcTBEHHBIE Mpemnaparhl, BbI3BIBAIOIINE TPOMOOIMTONCHUIO —
rernapyvH, XUHUJIMH, TpenapaTsl 30J10Ta, AUTOKCHH, pUdaMIHIMH, CyIbhaHuIaMu-
JTBL.

2. AlmouMMyHHas:

* HeonaranpHast TpoMOOIMTONIEHUSI — Tiepefaya TpaHCIUIAlleHTapHO Ma-
TEPUHCKUX aHTUTEN, BCTYNAIOIIUX B PEAKIUIO C TpoMOouTaMu miojaa. [lpuuu-
Ha — HECOBMECTHUMOCTb IUIO/Ia U MATEPH [0 TPOMOOLUTAPHBIM aHTUT€HAM, Ya-
nie Bcero no PLAL. PLAl-anturen oTCyTCTBYeT Ha TPOMOOLIUTAaX Marepu, HO
ecTb Ha TpoMOouuTax 1ioaa. CeHCMOUIM3UPOBAHHBIN OpraHU3M MaTepu Mpo-
nyuupyeT ATA, KOTOpble TPOHHUKAKOT Yepe3 IUIALICHTY W BBI3BIBAIOT pa3pylle-
HHE TPOMOOIIMTOB IIJI0/1A.

* [Toctrpancdy3nonnas mypnypa (IOBTOPHO POJSLIUE KEHIIMHBI; Tal[UeH-
ThI KOTOPBIM paHee MepeIMBaUCh KPOBD HJIH €€ KOMITOHCHTHI).

3. JlecTpyKIusi HE IMMYHHOI'O F€HE3a:

* IBC;

* CEepJI€YHO-COCYIUCThIE aHOMAIMHM U 3a00JieBaHUsl (AaHEBPU3MBI, MMOPOKH
cep/ilia, CTEHTUPOBAHHUE);

* TPOMOOTHYECKAasE MUKPOAHTHONATHs (MUKPOTPOMOO3bl) — KIIMHHUYECKUM
CUHAPOM, XapakTepusyrouuiicss tpomoouuronenueii, MAI'A, mukpoBackysip-
HbIM TPOMOO30M apTepUOI U KAWISPOB, TUCPYHKIUNA MHOTUX OPraHOB U CHC-
TeM. K TMA OTHOCSITCS TEMOJTUTUKO-YPEMUYECKUM CUHIPOM, TPOMOOTHYECKAs
TpoMOouuTonennyeckas mypmypa. TMA MOXeT pa3BUTHCS MPH LEIOM psijie 3a-
ooneBanuii (auddy3Hpie 3a00€BaHUS COCIUHUTEILHON TKaHW, OHKOMATOJIO-
T'UH, TIOCTIE TIpUeMa JICKapCTBEHHBIX MPEerapaToB — THEHONEPUINHBI, UHTUOU-
TOPBI KaJbIIMHEBPHHA, OPAJIbHBIC KOHTPALICTITUBBI, IIATOCTATUKH);

» TpoMOOTHUYECKass TpoMOoruTonennueckas nypiypa (TTIT) — pe3koe mo-
BBIIIIEHHUE arperanyuu TPOMOOIIMTOB C O0Opa3oBaHUEM TPOMOOIUTAPHBIX TPOM-
00B, coctositux U3 TpomoonuToB U1 VWF B Menkux cocynax OOJIbIITUHCTBA Op-
raHoB (uame — nouku, [{HC, cepaue). ¥ nanuentroB ¢ TTII monexyna VWF
uMeer Oonbiune pazMepsl. Makpomodniekyina VWF BbI3bIBaeT rumeparperamuio
TpoMOOIMTOB. [ToBEITIIEHHOE TTOTPEOIeHHE TPOMOOIIUTOB MPUBOAUT K TPOMOO-
LIUTONIEHUH, CYKEHHE COCyJa MPUBOAUT K pazBuThio MAI'A (MexaHuueckoe
paspymienue sputporuToB). Y mamueHToB ¢ TTII ecth nedunur dhepmenta me-
TaJUIONpPOTEnHAa3bl. MeTaionporenHaza yMeHblaeT pasmep moisiekyn VWFE
nyTeMm ux pacmerieHus. Jedunur ¢pepmerTa MoxeT ObITh 00YCIOBJICH HATH-
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YheM ayTOaHTUTEN K gepMeHTy mian mytanueit rena ADAMTS-13. CHmkenune
aKTUBHOCTH (pepMEHTa HaOIIomaeTcss MpU TakuxX cocTosHusAX, kak JBC-
CUHJIPOM, CEIICHUC, ypEeMUsl, renapuH-uHAynupoBanHas tpomoouuronenus. TTII
yaiie HabmogaeTcs y B3pocibix. «Ilarepka» npusznakoB TTII — tpomboruTo-
neHust notpebnenus, MAI'A, nuxopazaka, mepeMexaronulie HEBPOJIOTHUYECKUE
CUMIITOMBI, TOYE€YHAsI HEJOCTATOYHOCTb;

* remoJiuTUKO-ypemuueckuii cunsipom (I'YC) — 310 ocTpoe 3aboiieBaHue,
py KOTOpOM Ha (hoHE MHPEKIUOHHO-O0YCIOBICHHON quapen B MpoApOMaib-
HOM niepuojie pazBuBaercss MAI'A, TpomOonuronenus, OIIIl. B 90 % cnydaes
pa3BuBaeTcs B JeTckoMm Bo3pacrte. ['YC mpeamecTtByeT KpoBaBblil MOHOC, BBI-
3panHbIi Shigella dysenteriae win sureporokcuunbiMu Escherichia coli cepo-
tuna O157:H7. YkazanHble MUKpOOpPraHU3Mbl 00pa3yl0T TOKCHHBI, pa3pyliaro-
[IM€ SHAOTEIUATbHbIE KJIETKH MOYEYHBIX KaWJUIIPOB, YTO MPUBOAMUT K IOMa-
JTAHUIO B COCYJIUCTOE PYCJIO 3HAYUTEIBLHOI0 KoJinuecTBa MyinbTuMepoB VWEFE ¢
nocleayromei arperamueit pomoonuToB. I'YC, accouunpoBaHHbIif co Strep-
tococcus pneumonia BcTpedaeTcs B OCHOBHOM y jaereid jgo 2—5 ner. Helipamu-
HUIa3a Streptococcus pneumonia atakyer N-aneTuia-HEHPOMHHOBYIO KHUCIIOTY
ITIOBEPXHOCTH KIIETOK, AeNas JOCTYNHBIM T-aHTUIE€H HAa MOBEPXHOCTH KIIETOK
JUIS. B3aUMOJICUCTBUSA C COOCTBeHHBbIMH T-anTuTenamu. B HOpme T-aHTUTreH
«3amu¢poBaH» — MOKPHIT CHATIOBBIMU KUCJIOTAMHU U TTO3TOMY HE JOCTYIEH JJIs
T-antuten. T-anturen (kpunt-antured Tomcena — dpunenpeiixa) — KoMIo-
HEHT KJIETOYHBIX MeMOpaH 3pUTPOLUTOB, TPOMOOIUTOB, IHAOTEIHAIBHBIX Kile-
TOK Ki1y0oukoB. EcTtecTBeHHbIe T-aHTHTENA IPUCYTCTBYIOT B CHIBOPOTKE KPOBU
y KaXJ0Tr0 Y€JI0BEKA, UX YPOBEHb MPAKTUUECKHU MIOCTOSHEH C POXKIACHUS.

[11. Hapymienue npoayKiiuu TpOMOOITUTOB:

1. JIekapcTBEHHO-0TIOCPEIOBaHHASL TPOMOOIIMTOTICHUSI.

2. UndexumonHbie 3a007€BaHMUS.

3. Tokcuueckas (aJIKOTOJIb OKa3bIBAET MOAABIISIIOLIEE ACHCTBUE HA Pa3BU-
BAIOIIHMECS] METaKapuOUUThI, MPUBOAUT K MOHUKEHHOU BbIpaOOTKE TPOMOOMO-
ATHHA B MICYCHU U JIP.).

4. MeTracTtaTnuecKoe MOpakeHNE KOCTHOTO MO3Ta IPU HEOILTa3Max.

5. 3aboneBaHus CUCTEMbI KPOBETBOPEHUSI (OCTphIi jieriko3, AA, MJIC, JIIT3).

IV. HacnencrBennbie TPOMOOITMTOIICHHUH

1. TpombGacTenus I'manmana.

2. Cunnpom bepnapa — Cyibe.

3. CuHApOM CcepbIX TPOMOOITUTOB.

4. Cunnpom Buckorra — Onapuya.

5. BpoxaeHHas aMerakapruoLuTOIICHUS.

6. Anemuss DaHKOHU U JpYTHE.

KJIACCUDPUKALIUSA UTIT
1. ITo TeuenuroO 3a00JIEBAHUA:
* BICPBBIC IUAarHOCTHPOBAHHAS C JIUTEIIBHOCTHIO IO 3 MECHIEB OT MO-
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MEHTa JUarHOCTUKH;

* IepcUCTUpyIolIas (3aTsXKHasi) C JJIUTEIBHOCTHIO 3—12 Mec. OT MOMEHTa
JIMarHOCTUKH;

* XpOHHYECKAs C IUTEIBHOCTBIO Oosiee 12 Mec. OT MOMEHTA TUarHOCTHKHU.

2. ITo xapakTepy U BbIpaKEHHOCTH TeMOpPPArudeckoro CuHapoma (Kiaccu-
¢ukauus BO3):

* 0-11 cTeNeHN — OTCYTCTBUE T'€MOPPArndecKoro CHHIPOMa;

* 1-if creneHn — MeTEeXUH U IKXUMO3bI (€IMHUYHbIE);

* 2-ii CTeNEHM — HE3HAUMTEIbHAs NMOTEps KPOBH (MeJeHa, reMaTrypus,
KpPOBOXapKaHbe);

* 3-ii CTeNIeHN — BBIPaKEHHAs MOTEPSI KPOBHU (KPOBOTEUEHHE, TpeOyoLIee
NepeTUBaHUs KPOBU UM KPOBE3aAMEHUTENIEH );

* 4-ii cTeneHn — TshKelas KpOBOIMOTEPs (KPOBOUBIIMSAHUS B TOJOBHOM MO3T
U CETYATKYy IJ1a3a, KPOBOTEUEHHU S, 3aKaHYMBAIOILIUECS JIETATBHBIM UCXOI0M).

Taxenas UTII

— Clly4au, KOTOPbIE XapaKTEepU3yIOTCd CUMITOMAMH KPOBOTEUYEHUS B Jie-
Or0Te 3a00JICBaHM;

— clly4ad, TpeOyrollie NHULUALUY TePauu;

— cllydau BO30OHOBJICHUSI KPOBOTEUYEHUN C MOTPEOHOCTHIO B JIOMOJHU-
TEJbHBIX TEPANEBTUUECKUX MOCOOUSAX Pa3HbIMM IpernapaTaMy, MOBBIIIAIOIIMU
YHUCJIO TPOMOOITUTOB;

— HEO0OXOJUMOCTh YBEJIMYEHUM JTO3UPOBKH HMCHOJIb3YyEMbIX JIEKAPCTBEH-
HBIX CPEJICTB.

Peppakrepnas UTII — HecrmocoOHOCTh COXpaHEHHUS JOITOCPOYHOTO
KIIMHAYECKOTO 3¢ (deKTa Mocie CIIICHIKTOMUU (HE MOXKET ObITh TUAarHOCTHPO-
BaHa 110 Hee). Berpewaercs y 25 % naruenToB ¢ xponuyeckoi ¢popmoii UTII.

[Tpu 3TOM 00s13aTENILHO MOBTOPHOE 0OCIEAOBAHUE ISl UCKIIIOUEHUS APY-
I'UX MPUYHH TPOMOOUMTONEHUH U NOATBEpKAeHMs nuarHo3a UTII.

Jleuenue

OcnoBHas uens Tepanuu UTII — docmusicenue b6esonacnoeo unu Kynu-
pyiowezo cemoppazudeckuli CUHOpoM Koaudecmea mpomooyumos. Bospact siB-
JsIeTCsl He3aBUCUMBIM (DaKTOPOM Pa3BUTHS TXKEJIbIX KPOBOTEUEHUI: UeM cTap-
1I€ MalUeHT, TEM BbIIIE PUCK Pa3BUTHUSL YTPOKAIOMIMX KU3HU KPOBOTEUECHMIA.
30,0-50,0 x 10%1 — Ge3omacHasi KOHIEHTPALHS TPOMOOLIUTOB, KOTOpasi 06ec-
NEYMBAET CYIECTBOBAHME MAallMEHTa 0€3 CIHOHTAHHOW KPOBOTOUMBOCTH M HE
CHIDKAeT KauecTBo xm3Hu. Kommaecto Tpombormuros 100,0 x 10%/1 momHOCTEIO
o0ecrneurnBaeT reMocTas 1 MOo3BOJISIET MPOBOAUTH ONEPaTHUBHBIC BMEIIATEIbCTBA
U poJopaspelieHue 6e3 pucka KpOBOTECUCHHM.

Tepanusa nauunenro UTII

— mpu KoJmdecTBe TpombormTos He Menee 30,0-50,0 x 10%1 u orcyTer-
BUU Te€MOPPAru4ecKoro CHHIApOMa CHEHU(PUUECKYIO0 MaTOr€HETHYECKYI0 Tepa-
MU0 HE MPOBOAAT. VICHONB3YIOT COCYAOYKPEIUISIOIME CPEeACTBa: JUIMOH
(aram3uinar) no 0,25-0,5 r 3—4 pa3a B CyTKM BHYTPb WM BHYTPUBEHHO, aCKOPY-
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TUH 110 12 TabneTku 3 pa3a B I€Hb;

— npu KommdecTBe TpombormTos 30,0-50,0 x 10%/1 1 Hanmuunu remoppa-
rudeckoro cuHapoma / TpomoOoruronenus mernee 10,0-20 x 10%n / nanmuuu
reMOpparuyecKoro CHHApoOMa Ha3HavaeTcs Tepanus | JIMHAN:

Tepanus 1 aunuu:

e I'KC. Dddexr I'KC 3akimouaercss B MHTUOMPOBAHUM B3aWMOJCHCTBUS
Mexay TpomOorTamu, moKpeIThiMU 1gG, u FC-penientopamMu Makpodaros cele-
3€HKH, 4TO Hapymaet (aromurtos. [Ipu mmurensHom npumenennu ['KC mogas-
asitoT obpazoBanne ATA. 'KC — npennuzonon B mo3e 1 Mr/kKr maccel Tena
BHYTpb B TeueHue 2—4 Hea. [locne KynupoBaHusi TeMOPPAaruyecKoro CUHAPOMa 1
TOBBIIICHHS KOJTHYeCTBa TpoMOomuToB Bhime 50,0 x 10%/1 Heo6X0AMMO HauaTh
MOCTENICHHOE CHIDKEHHE Tpemnapara. [Ipyu cHIKeHnu KOJIMn4ecTBa TPOMOOIIUTOB U
HOSIBIEHUM T€MOPPAarHuecKoro CHHApoMa 00s3aTesieH BO3BpAT K MpeablayIlei
nosupoBke. [loanepkuBatomas tepanus ManbiMu 1o3amu 10-15 mr/cyr., 3atem
4yepe3 JACHb JUINTEIBHOCTBI0 4—8 Mec. HE COIPOBOXKIAECTCS BBIPAKEHHBIM I10-
OOYHBIM JAEMCTBUEM U CTAOMIIM3UPYET JOCTUTHYTHIN 3(PPeKT, He Hapylas Kaye-
CTBa JKU3HU M TPYJAOCIIOCOOHOCTh MarueHToB. [Ipu oTrcyrecTBun s3¢dexra HeoO-
XOJMMa €ro IOJIHAsI OTMEHA K KOHILY 5-i Hell. OT Hayaja Tepalliu.

e BBN) Hackimaer FC-penentopbl cene3eHOYHbIX Makpodaros, 4To Mpu-
BOAUT K CHI)KEHHIO CKOPOCTH (parounrto3a. BHyTpUBEHHOE BBEIEHUE BBICOKHX
7103 MOJMBAJICHTHOTO UMMYHOTJIOOYIMHA o0ecrieunBaeT 0osiee ObICTpOE MOBHIIIIE-
HUE KoJuuecTBa TpoMOouuToB 1o cpaBHeHuto ¢ I'KC. I'eMocratnueckuii 3ppext
HacTynaer Ha 1—2 ieHb 1ociie BBEICHUSI.

llokazanusa x naznavenuro BBUI

—> MaccuBHbIe KpoBoTeueHus (maTounble, KKT, yrpo3a kpoBousnusHus B
MO3T, OpTaHbl 3pEHHUs);

=> IpOTUBOIIOKa3aHus K Ha3HaueHuto ['KC;

= jieueHue 6epemeHHbIX xeHimH ¢ UTII;

=> HEOTJIO)KHbIE XUPYPTUYECKHE BMEIIATEIBCTBA, IEPE] CINIEHIKTOMUEH.

Tepanus 2 aunuu.

» CrienskroMus. PekoMeHnyercst HaOI01aTh nalueHTa He MmeHee 6 mecs-
LEB OT Havaja 3a00JeBaHus Mepel] pelIeHneM BOIpoca O CINIEHIKTOMUH.

[Toka3aHus K CIJIEHAKTOMUHU:

= pesucteHTHOCTh K ['KC Tepanuu;

=> HEMEPEHOCUMOCTb 1 MpoTHBoNokazanus k jeuenuto ['KC u BBUT';

—> MacCCUBHBIE KPOBOTECUCHHSI,

= TspKenble He Kynupyemble oboctperust UTII y OepeMeHHbIX *KEHIIUH B
1-2 TpumecTpax OEpeMEHHOCTH;

= yacTeie penuauBbl (6oaee 3 B o), COMPOBOXKIAIOIIMECS BBIPAKEHHOM
KPOBOTOUYMBOCTBHIO.

* ATOHHUCTHI PelenTopoB TPOMOONOITHHA (POMUIJIOCTHM, FHILIEHT) —
aKTUBUPYIOT PELENTOpP K TPOMOOMOSTHHY, B PE3yJIbTaTe€ YEro CTUMYJIHPYETCS
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BbIpaboTKa TpoMOOIMTOB. [lOoKa3aHUs K JIEYCHUIO POMUIIIOCTHMOM: Hedhdek-
TUBHOCTH TE€paNuu | JIMHUH, BRIPAXKEHHbBIE TOOOYHBIE 3()()EKTHI U MPOTUBOIIOKA-
3anus npu tepanuu ['KC, BBUI', HeBO3MOXHOCTh MPOBEICHUS CIIIEHAKTOMHUH,
HEOOXOJMMOCTh YMEHBIICHHUSI PUCKa KPOBOTECUEHUS IEpe] TUIAHOBBIM M JKC-
TPEHHBIM XUPYPIrHUYECKUM BMEIIATEIbCTBOM.

« UmmyHocynpeccanTbl — a3atvonpuH (A3A), TUKIOCHIOPHH A, MHKO-
denona moderni, nukaopochamus (LID).

* MoHOK/IOHA/IbHbIE aHTHUTeJda. B ciyyae HeaphEeKTUBHOCTH MpEAbITY-
IIMX METOJIOB JICUECHHS], & TAK)KE KATErOPUUECKOTO OTKa3a OT CIUIEHAKTOMHUU IO
pelIeHUI0 BpaueOHOTr0 KOHCHIIMYMa U MPU COTJIACUU IMallMeHTa BO3MOXHO Ha-
3Ha4YCHUE pumykcumaba (mabmepol).

Cumnmomamuydeckas mepanus, HalpaBJ€HHAs Ha KyIMPOBAaHHUE reMoppa-
TUYECKOT0 CUHAPOMA!

—> MECTHO JJI1 OCTAaHOBKHM KPOBOTEUEHUI HCIOJB3YIOTCS T€MOCTaTUYECKAS
ryOKa, TAMIIOHBI, CMOUYEHHBIE JTUIIMTHOHOM ([P HOCOBBIX KPOBOTEUEHHUSX), IO~
JIOCKaHUE NOJIOCTH pPTa PACTBOPOM aMUHOKAIIPOHOBOW KHMCIIOTHI U T. 1.;

= aHTU(UOPUHONUTHUYECKUE TMpenapatbl — TpPaHEKCaMoBasl KHUCIIOTA,
AKK vHrubupyror neicTBue akTuBaTopa Iia3MHUHA U IJIa3MUHOIEHA, 001a1at0T
F€MOCTATHYECKUM JCHCTBUEM IPU KPOBOTEUEHHSIX, KPOME TOTO, OKAa3bIBAIOT
POTUBOAJUIEPIUUYECKUI U MTPOTUBOBOCHIATUTENBHBIA 3(PPEKT 3a cuer noaasie-
HUsl 00pa30BaHUsl KHHUHOB U JAPYTUX aKTUBHBIX NENTHJIOB, YYaCTBYIOIIUX B all-
JIEPrUYE€CKUX U BOCHAIUTENBHBIX PEAKIUAX. Y MALMEHTOB C TPOMOOIUTONATHUS-
MU HX Yalle BCEro MPUMEHSIOT B CIy4yae pa3BUTHS HOCOBBIX, JECHEBBIX KPOBOTE-
YEHMI, MEHOpparuu. Takke UX Ha3HA4aroT C LEIbI0 NPEAYNPEXKICHNAS Pa3BUTUA
KPOBOTEUYEHUI NIPH NPOBEACHUM MaJbIX ONEPATUBHBIX BMEIIATEIBCTB U CTOMA-
TOJIOTHUYECKOTO JIeUeHHs. BO3MOXKEH IepopalibHbI M BHYTPUBEHHBIN METO]I BBE-
nenus. [lpenapaTtom BeIOOpa B JaHHOU rpymIe SBISIETCS TpaHEKCaMOBasi KUCIIO-
ta. [lo cpaBuenuto ¢ AKK ona obnagaet B 8 pa3 Oosbiiielt aHTU(HUOPUHOTUTHU-
YeCKOW aKTUBHOCTHIO. J[03a TpaHekcaMOBOM KHUCIOTHI cocTaBisger 15-25 mr/kr
nepopainbHo 3—4 pa3a B neHb uiau 10 Mr/kr BHyTpuBeHHO 3—4 pa3a B JeHb. Ee
TaKXe MOYKHO HMCIIOJIb30BaTh JJISl MTOJIOCKAHUSA JIJIsl PTa B CITy4yae JAECHEBBIX KPOBO-
teuennii — 1o 10 mn 5 % pactBopa 4—6 pa3 B IeHb, B ClTydae 3arjiaTbIBaHUS DKBU-
BajieHTHas J103a coctasisieT S00 mr. AHTU(OUOPUHOIMTUKY NPOTUBONOKA3aHbI IIPU
reMaTypHuH M3-3a ONIACHOCTHU Pa3BUTHS OCTPOM MOYEHUHON HEAOCTATOYHOCTH !

IIporuo3s

Ucxonpt UTII kpaitne nHauBuayanbHbl. Y gererd WMTII wame mporekaer
OCTpPO, BBI3JIOPOBJICHUE HACTYNAET MPAKTUYECKU BCEra. Y B3POCIBIX IMAUCH-
TOB OTMEYAETCA TEHACHIMA K XPOHU3ALMHU ITPOLIECCA, CIIOHTAHHOE BBI3IOPOBJIE-
Hue He xapaktepHo. Ho y 6onbiieit yactu nanuentoB UTII nepexoaut B cra-
OWIbHOE TECUCHHE, Teparus He TpeOyeTcs.

JletanpHpI ucxox — 3 % IMalMEHTOB. DTO MAIMEHTHI, HE OTBEYaOIINe Ha
Tepanuto. [I[pudrHbI JTE€TANBHBIX UCXOJI0B — BHYTPUUYEPEIIHBIE KPOBOU3JIUSHUS,
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UHEKINN.
TPOMBOLHUTOITIATHUMHN — rpynmna cuaapomMoB u 3a00JI€BaHK, KO-

TOpasi XapaKTEpHU3yeTCs] KaueCTBEHHOW HEMOJIHOIEHHOCThIO M JUChYHKIHMEH
TPOMOOLIUTOB, MIPHU ITOM KosnuecTBO TpomoOouuToB B OAK B mpezenax HOpMBI
WIM HE3HAUYMTENIbHO CHUXKEHO. ['eMopparnyeckuil CUHIPOM TpH TPOMOOIUTO-
NaTUH HE OTIMYAETCSA OT TAKOBOTO MPU TPOMOOIIUTOIICHUH.

TpoMOonMTONMaTUUH MOAPA3ACIIAIOTCS Ha!

IlepBu4yHbIe (HAC/IEACTBEHHbIE):

Briensitor cienyromue GpyHKIHOHATBHO-MOP(POIOTHIECKHE (POPMBIL:

1. Hapymienue aare3uu TpoMOOITUTOB:

 cungapom bepnapa — Cynbe (neduuut nnu nedext xomruiekca ['TI 1b
tpombormToB. I['TI 1b sBnsiercs ocHoBHBIM penienitopom st @B, B pesynbrare
nedexra Hapymaercs: aare3usi TPOMOOLHMTA K COCYIMCTOMY CYOSHIOTEINATb-
HOMY MaTpUKCY);

* bone3nr Bumneopanaa (bB) (nedpunut win nedpexkr VWF, koTOpbIi Hr-
PAaeT BAXKHYIO POJIb B HAYAJIBHOW aAre3uu TPOMOOIUMTOB K KOJUIAr€HY U APYTUM
OesikaM BHEKJIETOYHOIO MaTpHUKCa MPHU MOBPEXKACHUN CyO3IHIOTENINAIBHON TO-
BEPXHOCTH).

2. Hapyiienue arperaiuy TpoOMOOITMTOB!

 tpomOacTenus ['nmannmana (nedurmr wim nedext [Tl 2b-3a, Hapymaercs
CBsI3bIBaHUE (PUOpPUHOreHa C MEMOpPAHOW KJIETKH, «CIIMBAHUE» TPOMOOIUTOB
(GUOPUHOreHOM HEOOXOUMOE JIJIsl UX arperauy He MPOUCXOAMT);

* HacyencTBeHHas apuopunorenemus (nepuuut unu aedext allbpf3, dhuod-
PUHOIEHA).

3. Hapymienue BEICBOOOKIEHUS U TeDUITUT TPAHYIT;

* neUIUT myna XpaHeHus o-TpaHyn (CUHHIPOM cepbiX TpomOonuToB, APC-
CUHAPOM, KBEOEKCKHI TpoMOOUuTapHbIid cuHIpoM, cuHApoM [Tapu — Tpycco),
O-rpanys (AedUIMT IUIOTHBIX TpaHyid, Oone3Hb ['epmanckoro-llynnaka, cun-
npom Yennaka — Xuracu, TAP-cunapom), o- u d-rpanyin (1eUUUT IIIOTHBIX U
o-TpaHyn).

4 Hapymienne (popMUpOBaHUs U AEPUIUT CUTHAIIBHBIX ITyTEH:

* 1eeKThI PEIENTOPOB arOHUCTOB: TPOMOOKCaHa A.

IIpuoOpereHnbie (CHMIITOMAaTHYECKHE):

1. IIpu remob6nacro3ax.

2. IIpu MII3 u 3cceHunanbHON TPOMOOLIMTEMHUH.

3. IIpu Butamun Bi,-neduiutHoit anemMun.

4. Ilpn ypemun (HapylieHUE aJre3UBHO-arperallmOHHON (PYHKIIUU TPOM-
OOIMTOB, PEKE PETPAKIIUU CTYCTKA).

5. Tlpu mwuenomHoi Oose3nu, OosiesHH BanpaeHcTpema, ramMmanaTHsX
(6noxaze TpOMOOLIMTOB MAaKpO- M MaparpoTEeHHAMM ).

6. Ilpu mmuppozax, omyxoJisax U Mmapa3uTapHbIX 3a00JI€BaHUIX MeYeHu (Ha-
pYILIEHUS aAre3UBHO-ArperalMoHHON (YHKIIMM TPOMOOIIMTOB BCJIEACTBUE MeE-
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Ta0OJIMYECKUX HAPYILICHHH, CEKBECTpAlUsi TPOMOOLUTOB B MOPTAIBHONW CHUCTE-
Me, TOTpeOJIeHHE KPOBSHBIX TUIACTUHOK Npu pa3zButun [IBC-cunapoma).

7. llpm uuHre (HapyuieHue B3auMoAeHCTBHS ¢ »HAoTenueM u AJ[D-
arperammeil).

8. Ilpu ropMOHAIBHBIX HAPYIIEHUSX — THUIOACTPOTCHUH, TUIIOTHPEO3aX.

9. JlekapcTBeHHbIE M TOKCUTeHHBIE (DOPMBI (IIPHU JICYCHUH ACTIUPUHOM U
npyrumu HIIBC, anTuOuotvkamu; TpaHKBHIN3aTOpaMU, HUTPODypaHaMu, LH-
TOCTAaTUKAMU U JIp.).

10. I1pu xyueBoit 00IE3HHU.

11. ITpu MaccuBHBIX TeMOTpaHCDY3USIX U UHDY3HUSIX PEOTOTUTIIIOKHHA.

12. TIpu Gonpmmx TpoMOO3aX U TMTAHTCKUX aHTHOMax (TPOMOOIMTOIATHS
OTpeOJICHUS ).

KauecTBeHHYI0 TPOMOOIUTAPHYIO TUCHYHKIMIO HEOOXOMMO 3aII0I03PHUTh MPH:

— MATOJOTUYECKOM BPEMEHHU KAMMWUIIPHOTO KPOBOTECUCHUS;

— HopMasnbHbIX 3HaueHUsIX AYUYTB, npoTpoMOMHOBOro M TPOMOWHOBOTO
BpPEMCHU;

— HOpPMaJbHOM KOJIMYECTBE TPOMOOIIUTOB.

OAK

¢ O1ieHKa TPOMOOLIUTOB B PYYHOM PEXUME B Ma3Ke KPOBH MPU OKPACKe 10
Pomanosckomy — I ' umse.

e [loyicuer kommyecTBa TPOMOOLUTOB (/1711 OOJNBIIMHCTBA TPOMOOLIUTOMIA-
TUW XapaKTEPHO HOPMAJILHOE KOJIMYECTBO).

¢ Onenka MOp¢oJIOTUN TPOMOOIIUTOB.

¢ Orenka MOpGOJIOTHH JICHKOLUTOB (HAIMYHME B TPAHYJIOUTaX U MOHOIIM-
Tax 0OJBIINX 0a30(UIBHBIX BKIIIOUEHUN — MapKep rpynnsl cuaapomoB MYH9).

e OrieHka MOpGOJIOTHH 3PUTPOLUTOB (HATMYKME aHOMAIUN MOPQOJIOTHH
MOKET CBUJIETEIHCTBOBATH O 3a00JICBAaHUSAX, ACCOIIMMUPOBAHHBIX C MyTaIlUeH Te-
Ha GATA-I).

Mopdoornueckuii aHaan3 TPOMOOIMTOB IMO3BOJUT MOJYYUTh JOMOIHU-
TENbHYI0 MH(POPMALMIO KacaTeJIbHO KOJIMYECTBA U Pa3MEPOB TPOMOOIMTOB, Ha-
JUYUST UX KOHIJIOMEPATOB U JIpyrue OCOOCHHOCTU: OTCYTCTBUE aib(pa-rpaHyil U
oO1as cepasi Okpacka TpOMOOITUTOB YKa3bIBA€T Ha 00JIE3Hb CEPhIX TPOMOOIIUTOBR.

Hccneoosanue pyHKyuoHanbHuIx HapyuieHui mpomooyumos.

— Y/UIMHEHHE BpPEMEHU KaNWIIIPHOTO KpoBoTeueHus (mpoOnl J[proka,
AiiBn) u PFA-100 (aBToMaTtrnueckuii ananu3atop GyHKIUHA TPOMOOITUTOR).

Onpedenenue OnumenbHOCmMuU KanuiisapHo2o Kposomeyenus. 1lo JIbroky
(Hanboree 4yacTo MCIONIB3YeTCs] B KIIMHUYECKOM MTPaKTUKE, TPOKOJ CKapuurKa-
TOPOM MOYKH yxa). B HopMme cocTaBisier 2—4 MUH. Y JIMHEHUE BPEMEHU CBUJIE-
TEJIbCTBYET O CHI)KEHHU TOHYCa COCYIHCTOM CTEHKU, TPOMOOIMTOIICHUU HIIU
TPOMOOITUTOTIATHH.

Oyenka Qynkyuu mpomooyumos. «30710THIM CTAaHAAPTOM» OICHKU (PYHK-
[IUOHATILHOW aKTUBHOCTH TPOMOOITUTOB OB MPU3HAH METOJ ONTUYECKON arpe-
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rometpuu (light transmission aggregometry — LTA). Meroa ocHOoBaH Ha OlLieH-
ke (hoToMeTpoM cBeTompomycKaromel cnocoonoctr (% arperaruu) MUTPaATHOM
ooratoii TpoMOOIMTaMH TUIa3Mbl MPU JOOABICHUU B HEE aroHHCTa arperanuu
(A®, snunedpuH, KOJIJIareH, apaxuja0HOBas KUCIOTa, TPOMOOKCaH). ATTIIO-
TUHALWA TPOMOOLUTOB, MHAYLIMPOBAaHHAS PUCTOLETUHOM, KOTOPBIA aKTUBUPYET
cesseiBanue VWF ¢ TI'TI 1b-1X-V, taxke m3mepsiercs ¢ nmomonisio LTA. B
ujeane, sl NOATBEPKIACHUS HapyIIEHUsI arperaliud TpOMOOLIUTOB HCCIIEA0BA-
HUE JIOJDKHO OBITh MPOBEACHO, KAK MUHUMYM, OAUH pa3. Kpome Toro, mpu npo-
BEJICHUM OLIEHKH (PYHKIIMOHAJILHOW aKTUBHOCTU TPOMOOLMTOB HEOOXOJUMO CO-
OpaTh NMOJPOOHBIM aHaMHE3 O NMPUEME MEAMKAMEHTO3HBIX M T'OMEONAaTUYECKUX
npernaparax, KOTOpble MOTYT BIMATh Ha PE3yJIbTaThl aHAIHU30B.

Jleuenue

HacneactBeHHble TPOMOOLIMTONATUM HAOMIOAAIOTCA B CHEUUATIU3UPOBAH-
HBIX T€MAaTOJOTHUYECKUX LeHTpax. [Ipn pa3BuTun KPOBOTEUEHUN CPEIHEN U Ts-
KEJOW CTENEeHN HeOOXOAMMO CUCTEMHOE BBEJICHHUE MPENapaToOB: aHTUPUOPUHO-
JUTUYECKUE CpeCTBa (TpaHekcamoBasi kuciorta), necmonpeccud (DDAVP) u
aKTUBHPOBAHHBIA peKOMOMHAHTHBIN (hakTOop cBepThiBaHUs KpoBu VII (rVIIa).
JKuzHeyrposkarnme COCTOSHUS 4acTo TPEOYIOT MEpeMBaHUsl TPOMOOIIMTOB C
LEIbI0 KOMIIEHCALIMK UX BPOXKJIECHHON TUCPYHKIUU.

BOJIE3Hb PAHAIO — OCJIEPA

Hacnencreennas remopparuueckas teneanrudkrazusi (HI'T), uzBecTHas
Takxke kak 6ose3nbp Ocnepa — Bebepa — Panjro, npencrasisier codboit penkoe
HACJIEJICTBEHHOE HapyllIeHHEe, MPUBOJAIIEEe K 00pa30BaHUIO JIETKOKPOBOTOYA-
IIUX TEJIEAHTUIKTA3 HA MOBEPXHOCTU KOXKHU U CIM3UCTHIX 000sioukax. OHO CBS-
3aHO C HAJINYMEM B CUCTEMAaX MHOTHMX OPTraHOB apTEPUOBEHO3HBIX BPOKIAECHHBIX
MOPOKOB, KOTOPBIE MOTYT BBI3BATh OMACHbIE OCIOXHEHUsI. CHMHOHUMBI 3a00I1e-
BAHUSA — TIECHEPAIM30BAHHBIA AHTMOMATO3, '€MOPPArMYECKUN CEMEWHBIA aH-
ruoMaTo3, HacleJICTBEHHAas reMopparnyeckas TeJIeaHTWAKTa3Hs, CeMelHas re-
MOpparuyeckasi TeJI€aHrUIKTa3Us.

Yactora aToro 3abosneBanusi cocrapisier 1-2 Ha 1 muH yenoBek. Ob6a moia
MOpakaroTcsl OJIMHAKOBO YacTo.

ITHONATOIeHe3

EnuHON TOYKM 3pEHHs O MPOUCXOKIEHUN COCYIUCTHIX U3MEHEHUN HE CY-
niecTByeT. KpoBOTOUMBOCTE OOBSICHSIETCS MATOJOTUYECKONW MEPECTPONKON Co-
CYIUCTOM CTEHKH M BCETJa JIOKAIU3YeTCs B 30HaX COCYAUCTBIX PaCIIUPEHUN —
TEJICAHTUIKTA3UU.

3abosieBaHuEe HacieayeTcs MO ayTOCOMHO-JIOMHHAHTHOMY THITY, BEPOSIT-
HOCTb IIPOSIBJICHUS T'eHa cocTaBiisieT 97 %. B HEKOTOPBIX ceMbsIX Ha0JII0/1a71aCh
MyTaIys TeHa, KOAUPYIOUIEro perenTop K TpanchopMupymomiemMy Gakropy poc-
Ta, Ha3BaHHBIA SHJIOTJIMHOM. bblla MpoAEeMOHCTPUPOBaHA T€HETUYECKAs TeTe-
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POTEHHOCTh, MPEATNONAraonas y4acTue APYTUX PELenToOpoB K TpaHCHOPMU-
pyroiemMy (GpakTopy pocTa. ITO MOXKET CIY>KUTh OOBICHEHUEM Pa3INIUil B KIIU-
HUYECKHUX MPOSBICHUSIX 3a00seBaHMA. APTEPHUOBEHO3HBIE BPOXKICHHBIE MOPO-
K{, CIIOCOOHBIE JOCTHYb B IUAMETPE HECKOJbKUX CAHTUMETPOB, COCTOSIINE U3
TOHKOCTEHHBIX BAaCKYJISIPHBIX MOJIOCTEH C OJHOM HIJIM HECKOJBKHUMH IMHUTAOIIH-
MU apTEepPHUSIMH, MOTYT TIOSIBUTHCS B JIIOOOM OpraHe, HO TIaBHBIM 00pa3oM B JIET-
KHX, TICYCHU U MO3TE.

B nocneanee necsatuiieTue yCTaHOBJICHA CBSI3b 3a00JIEBaHUSI C XPOMOCOM-
HBIMH M3MeHeHusIMU. HabmoatoTest MyTaliuu B reHax, y4acTBYIOUIUX B aHTHO-
reHe3e, WM MaTOreHETHYECKUE BapUaHThl reHoB, BoBiedeHHbIX B TGF-B/BMP
CUTHAJIbHBIN KacKaj:

e ENG — reH, Koaupyoomuil 3HIOTINH KOPEUENTOp KIETOUYHOM MOBEpX-
HOCTH,;

¢ ACVRL 1 (panee ALK 1) — reH, KOOUPYIOIWHA PeHeNTOp KIETOYHOU
IOBEPXHOCTH;

e SMAD 4 — reH, KOTUPYIOIIHIA BHYTPUKIETOUHYIO CUTHAJIBHYIO MOJIEKYITY;

e GDF 2 — ren, kogupytomuii paxrop pocra/nuddepeHumaiim.

B naTtosiornyeckomM mporiecce OepyT ydacTtue, 1o KpailHeill Mepe, elie JBa
JIPYTHUX, TIOKa HEU3BECTHBIX IeHa. MOJEKYISIPHO-TeHETUYECKOE TECTUPOBAHUE
ENG, ACVRL 1, SMAD 4 u GDF 2 o0OnapyXHBaeT MaTOT€HHbIE BapHAHTHI Y
80—-87 % nui1, KOTOPHIM MO KIMHUYECKUM KPUTEPHUSIM YCTAaHOBIIEH TUArHO3 Ha-
CJIEJICTBEHHAS] TEMOpparnyecKkas TelIeaHTHIKTa3usl.

B 3aBHCHMOCTH OT IreHa, B KOTOPOM BBISIBJIEHO HapyLICHHUE, BBIIEISIOT
CJIEYIOIIKE TUIIBI 3200JIEBaHU:

« ENG — HacneACcTBeHHasi reMopparvyeckas TeJICaHTHAKTa3usl THII
1 (HI'T-1);

* ACVRL 1 (panee — ALK 1) — nHacnencTBeHHas reMopparndeckas Te-
neanrudkrazus 2 tuna (HI'T-2);

*SMAD 4 — HacnencTBeHHass reMoOpparndeckas TeJICaHTMIKTa3usl, acco-
[IUUPOBAHHAS C FOBEHWJIBHBIM MOJIHUIIO30M;

* GDF 2 — nHacnencTtBeHHasi reMopparnyeckas TEICaHTMIKTa3us S5 TUna
(HI'T-5).

Hawnbonee yacto BcTpeuaroTcst nepsbie aBa tuna (53 u 47 % cooTBeTcT-
BEHHO). MyTanus 3TUX T€HOB MPUBOAUT K HAPYIICHUIO CTPYKTYPHI MBIIIIEUHOTO
U DJIACTUYECKOTO CJIOSI COCY/IOB, @ TaK)K€ MEPUBACKYJISAPHON COECIMHUTEIHHOU
TKaHU. BO3MOXHBI 1e(heKThl MEKKIETOUHbIX COSAMHEHUN U JIereHepalus SH10-
TeIUAIBHBIX KJIeTOK. Hannuue yqacTkoB OTCYTCTBHS MBIIIEYHOTO CJIOSI IPUBO-
JUT K JWJIaTalui KanwuIIpOB U MOCTKaNMWUIPHBIX BeHyJ. Hapyiienue anruo-
reHes3a MposiBiseTcsl 00pa30BaHUEM aHEBPU3M, HAJIMYUEM TEJICAHTMIKTAa3uil U
apTEepUOBEHO3HBIX IIYHTOB. [Iporecc oOpa3oBaHMsA MATOJOTUYECKUX COCYAU-
CTBIX CTPYKTYpP BO3MOXEH Ha MPOTSHKEHUH BCEH KU3HU MaIEHTA.

Kinununka
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Kiraccudeckoii kKapTHHOM 3a00JIeBaHUS SIBJSIOTCS. CEMEHHBIM XapaKTep Te-
JICAHTUIKTA3UN U HAJIMYME HOCOBBIX KPOBOTCUCHUHN M XapPAKTEPHBIX MMOPAXKECHUN
oT 1 10 2 MM B IMaMeTpe, COCTOSIINX U3 PACIIMPEHHOTO COCY/la HA TTOBEPXHO-
CTH KOXH WM CIU3UCTHIX 000JIOYEK, a TAK:KE BHUCIEPATIbHBIE COCYAUCTHIE aHO-
Maliud (aHTUOMBI, apTEPUO-BEHO3HbIC AHEBPU3MBI, IIYHTHI B JIETKUX, MEYCHHU,
TOJIOBHOM MO3TC H T. 11.).

Koxka u camsucrtbie. Y O0NBIIMHCTBA MAIIMEHTOB BCTPEYAIOTCS TEJIC€AHTU-
HKTa3UU — JUJIATAlMs MEJKUX COCYIOB KOXHU (KalWIISIPOB, apTEPUOI, BEHY)
HEBOCMAJIMTEIBHOIO TeHe3a pa3MepoM C OyJIaBOYHYIO TOJOBKY WM OOJBIIE.
Jlokanu3zanus TeJeaHrudIKTa3uil paznuyHa (JIUIO, YIIHbIE PAKOBHHBI, KOXa TO-
JIOBBI, TPyAHAas KJIETKa, MaJbIbl PYK, CIM3UCThIC PTa, S3bIKA, KOHbIOHKTUBHI TJ1a3
u T. 1.). [IpakTuyecku y Bcex MaIMEHTOB C pa3BepHyTOM (a3oil Oose3Hu ux
MOXHO OOHApY>KUTh B 00JIACTU CIIM3UCTHIX 000JI0YEK HOCa (4alie — B 00J1acTH
neperopoku, B 30He Kuccennbaxa).

TeneaHnrudKkTazuu OOBIYHO MMEIOT TOYCUYHBIM, MATHUCTBHIA WM MayKooO-
pa3HbId BUJ, KPACHO-TTYPIYPHBIN 1IBET, HECKOJIBKO BO3BBIIIAIOTCS HAJl TOBEPX-
HOCTBIO KOXXM U CIIU3HUCTBIX, OJICHECIOT MpPH JABJIICHUH HA HUX (B OTIUYHUE OT
nerexuil). OHM MHOKECTBEHHBI, UX YUCIIO YBEIMYUBAETCS C BO3PACTOM, OJHOM
U3 XapaKTePHBIX UX YEPT SBISCTCS KPOBOTOUUBOCTH. ['eMopparuueckuii nuates
HOCUT aHTMOMAaTO3HbIN TUIL. [10IKOKHBIE TEMOPPATrUH HE XapaAKTEPHBI.

PeuunuBupytomme HocoBble KpoBOoTeueHus, Habmomaaembie y 50-80 % ma-
[IMEHTOB — ATO MepBas xanoba, 4acTo oTMeuaeMas B Bo3pacte 110 10 ser, npo-
BOIUPYIOTCS MHTEPKYPPEHTHBIMU 3a00JIEBaHUSIMH, UHCOJISIIUEH, BOJHEHUSIMH,
MIPUEMOM aJIKOTOJIsI, OCTPBIX OJIt0JI, HO Yallle BOSHUKAIOT 0€3 BUIMMBIX MPUYHH
B J11000€ BpeMS CyTOK.

C BO3pacToOM UMEETCsl TEHICHIIUS K YYaIIeHUI0 TeMOpparuii, 1 OHU CTaHO-
BATCS Oosiee oOuNbHBIMU. OOBIYHAs pa3oBasi KPOBOIMOTEPS U3 TEIECAHTUIKTA3HIMA
pasznuyHa — OT HecKoJIbkuX Kamesb 10 500 mu u 6onee. OcTpble MacCUBHBIE
KpPOBOIIOTEPU MOTYT MPHUBECTH K JieTallbHOMY ucxoay. Hepenko ormedarorcs u
JpyTHue JIOKaTu3allid KpOBOTeueHWi: >xemynouHo-kumednsie (10-20 %), me-
rounsie (3-5 %), moueunsie (1-3 %) u ap.

ApTeproBeHO3HbIE BPOKIE€HHbIE MOPOKM JIErKHX, 0OHAPYKUBAEMBbIEC Y
15-30 % manumentoB ¢ HI'T MoryT mpuBecTH K 3HAUYUTEIBHOMY COpPOCY KPOBU
cjieBa HampaBo U rurnokceMuu. Cpeau Cepbe3HbIX OCIOKHEHHM — KpOBOTEYE-
HUSI C KPOBOXapKaHbEM, T€MOTOPAKCOM C MapaJOKCaIbHBIMU 3MOOJIAMHU WU
JIUIIH CIIa00M OJIBIIIKON.

ApTepHOBEHO3HbIEC BPOKIEHHbIE MOPOKHU NMUIIEBAPUTEIBLHOT0 TPAKTA.
[ToTepst kpoBU Yepe3 TeNeaHTHIKTa3bl B Kuliike umeet mecto y 10—40 % mnaru-
€HTOB U OOBIYHO HabJomaeTCsi B O0jiee MO3HEM BO3pacTe, YeM HOCOBBIE KPO-
BOTEUEHHUSI. Y MOJIOBUHBI MAIMEHTOB KPOBOTOYAIIIEE MSTHO B BUJIE HEOOJBIIIOTO
KPAaCHOT'0, XOPOIIIO 3aMETHOI0 MOPAXXEHUS MOXKET OBITh OIpEeIeHO C MOMO-
b0 PHJOCKOIUHU KEITYJIKa WM IBEHAJUATUIIEPCTHONW KUILIKYU; TEICAHT UIKTA3bI
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B TOJICTOM KHIIKE BcTpewarorcs peako. Crnopaaudeckue OOJblINe apTepHOBe-
HO3HBIE BPOXKICHHBIC MOPOKH HAOJIOMAIOTCS MEXIYy NEYCHOYHOM aprepueit u
BEHOM, M€Ky BOPOTHON U NEYEHOYHOW BEHAMU U MEK]ly IEUEHOYHON apTepu-
el 1 BOPOTHOM BEHOM, 4TO, BO3MOXKHO, IPUBOAUT K COpOCY KPOBH CJI€Ba Hampa-
BO, CONPOBOXKIAIOIIEMYCS CEPACYHOW HEIOCTATOYHOCTBIO INMPU BBICOKOM MHU-
HYTHOM 0o0BeMe cep/lia, K MeUeHOUYHOM dHIIeQaonaThy Mocjie KPOBOTECUCHHS B
KHUIIKE ¥ K MOPTaJbHOM THIEPTEH3UH, COMPOBOXKIAIOIIENCS BapUKO3HBIM pac-
HIMPEHUEM COCYAO0B MUIIEBOAA. ['emaroMeranvs WK IIyM HaJ NEYEHBIO 10K~
Hbl TOOYAUTH K JalibHeWIeMy uccieaoBanuio. KoMmmbroTepHas Tomorpadust u
I[BETHAS JOMIIIEPOrpadust SBISIFOTCS YyBCTBUTEILHBIMU HEWHBA3WBHBIMU Me-
TOJIaMU OOHAPYKECHHUSL.

[Topaxxenne medeHu, Ha3zBaHHOE Luppo3oM npu HI'T, xapakrepusyercs
HEHOPMAaJIbHBIMU PACIIMPEHHBIMHA COCYJAaMH, OKPYKEHHBIMU CTPOMOM C H3Me-
HAIOIIHUMCS 00BEMOM, PACIIPOCTPAHEHHBIMU 110 BCEH MEUEHHU.

Bpo:kneHHble TOPOKH 1epedpajibHBIX COCYA0B BBIIBISIOTCS B 5—10 %
CJIy4aeB U MPOSBIISIOTCS B BUJIE TEICAHTMAIKTAa3UN, KABEPHO3HBIX AHTMOM, aHEB-
pu3M. OHU MOTYT BBI3BIBaTh TOJOBHYIO O0Jb, SMHJICNTUYECKUE MPHUIAIKU U
UIIEMUIO OKPYXAIOIMX TKAHEW B pe3yJbTaTe CHHIApoMa OOKpanabiBaHus. Puck
KpOBOTEUEHHUSI IIpeicTaBiisieTcs HebonpmmM. Ha poHe nepedpaibHbIX aHTHOM U
apTEpUOBEHO3HBIX AHEBPHU3M Y YacTU OOJIbHBIX Pa3BUBAIOTCS aOCIECChI TOJO0B-
HOro Mo3ra. CnuHaJdbHbIE MOPAXKEHUSI PEAKU, ONMUCAHbl B OCHOBHOM Yy JIETEH.
EcTh nanHble 0 ciyyasix Maparuierud u3-3a apTepUOBEHO3HON (PUCTYJIbI CIIMH-
HOI'0 MO3Ta.

IMopa:kenue cepaua: HI'T moxxeT MaHudecTUpoOBaTh CUMIITOMAMU JIETOY-
HOM THNEPTCH3UM WM CePACYHOM HEIOCTAaTOYHOCTH C COXpaHEHHOU (pakiuei
BBIOpOCA.

Jlpyrue cMMOTOMBI: PEIUIMBUPYIOINIAS MOTEPSI KPOBU MOXKET ObITH MpU-
YUHOM xene3oaepuuuTHo aHemuu. [Ipu nmopaxeHus X CoCyJ0B IJ1a3a ONUCAHBI
ClIy4au BHYTPHUIJIA3HOTO KPOBOMBIIMSHUS, MPU TEICAHTUIKTA3USAX KOHBIOHKTH-
Bbl — KPOBAaBbIEC CJIE3bI.

JAnarnocruka

JlnarHocTuka OCHOBaHa Ha CEMEWHOM aHAMHE3€, BBIBICHUU TEJICAHTUIK-
Ta3uil, OTCYTCTBUU MATOJIOTHUU CO CTOPOHBI TPOMOOIIMTOB U TIJIA3MEHHOTO TeMO-
cTasa.

OO0HapyXUBaeMbIe y 4acTH OOJBHBIX OMPE/IeTICHHbIE TPU3HAKH N3MEHEHHI
CBEPTHIBAIOIIECH CUCTEMBI KPOBH B BUJE MUCHYHKITMU TPOMOOITUTOB, JTIOKATHHO-
ro ¢uOpUHOIN3a, CTUTMATOB CHHApOoMa Buimubpanaa u Apyrue HOCST BTOPUY-
HBIM XapakTep ¥ OOBIYHO HE CITY)KaT BEAYIIUMHU B T€HE3€ KPOBOTOYUBOCTH.

B nuarsoctHke TeJIeaHru3KTa3uil MOMOTat0T PUHOCKOMUS, TaCTPOIyOAEHO-
CKOIUS, KOJIOHOCKOMNUS, OPOHXOCKOMUS, IIMCTOCKONMs. Bucnepanbubie cocyau-
CThIe MaJIb(hOpMaITUX MOTYT OBITh BBISIBJICHBI C IIOMOIIBIO YIBTPA3BYKOBBIX Me-
TOJIOB MCCIIEIOBAaHUSI, KOMIIBIOTEPHOW TOMOrpaduu MU MarHUTOPE30HAHCHOTO
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MeToja, aHruorpaduu. PeHTreHonornueckoe ucciaenoBaHuE 4acTo HMHPOpMa-
TUBHO TIPY HATUYUHU MaTb(OPMAIIHIA JIETKUX.

CoBpeMeHHas MpakTUka 00CIe0BaHus 3aKIItoYaeTcsl B u3MepeHuu p,0; ¢
HCIIOJIb30BaHUEM TOYHBIX pedepeHTHBIX mokasateneit (p,O, = 104—0,24 x BO3-
pacT) B COUYETaHHUM C peHTreHorpadueit rpyaHoi kietku. B ciydae copoca kpo-
BU C THUIIOKCEMHEW M3MEpeHue MPOBOAUTCS ¢ ucnoyibzoBanueM 100 % kwucio-
poanoro merona. Eciu gpakiust cOpoca KpoBU HEHOpMaIbHas UM €CJIM BO3HU-
KaeT Kakoe-TuOo MoJ03peHHe NMpU peHTreHorpaduu rpyAHON KIETKH, TO MPO-
BOJUTCS] BHyTpUBEHHAs 1IU(pOoBasi OCHOBHAsI aHTHOTpadusl.

MPT, BO3MOXHO, SIBISE€TCSI HAWITYYIIMM METOJIOM CKPUHHUHTA.

Nudpepenunanbuasa auarnoctuka HI'T npoBoauTcs ¢ 3a0oieBaHUsAMH,
COIIPOBOBOXK/IAIOIIUMUCS TEMOPPATHYECKUMH TIPOSBICHUSMU U C TeMHU OoJe3-
HSIMH, TIPH KOTOPBIX UMEIOTCSI COCYIMCThIC M3MCHCHUS THITA TEJICAHTHUIKTA3HM.
ApTeproBeHO3HbIE Majb(hopMallii BHYTPEHHUX OPraHoB Mud(epeHuupyoT ¢
pa3IuYHBIMH 3a00JIEBAaHUSMU: TPHU JOKAIM3AIMHA COCYAUCTHIX HM3MEHEHHHA B
JIETKUX — C HOBOOOpA30BaHUSAMHU, TyOEpKyJIeMOM, KHUCTaMU, CapKOUI030M, a
IIPY JIOKAJIM3AIMK B TIEYCHU — C MEPBUYHBIM WJIM METACTATHUYCCKHUM DPAKOM,
UPPO30M-PAKOM H T. [I.

Jleuenue

[Ipy HaIMYKUK aKTUBHBIX KPOBOTEUEHUI MPOTHBOIMOKA3aHbl AaHTHKOATYJISIH-
Tbl. OIHAKO YUYUTHIBASI PUCK MOBBIIMIEHHOTO TPOoMO0O0Opa3oBaHusi U TPoOOIMOO-
JUH, 3HAYUTEIILHOE YUCIIO MAl[MEHTOB HY>K/IAIOTCS B Ha3HAYEHUH JAaHHOU IpyIi-
bl IPENapaToB.

[Taupentam ¢ HI'T pekoMeHa0BaHAa aHTUOMOTUKONPO(UIAKTUKA TIPU JIIO-
OBIX MTHBA3MBHBIX U CTOMATOJIOTUYECKUX MPOIIETypax.

Uccnenyercs npumeHeHne deBanu3symMada — nNpoTHUBOOITYXOJIEBOTO CpEi-
CTBa, MOHOKJIOHAJIbHBIX aHTUTEN. [Ipenapart npensicTByeT npoueccy aHrMoreHe-
33, POCTY CETH KPOBEHOCHBIX COCYOB B OITyXOJIH.

OnacHyro KpOBONOTEPIO MPHU KUIIECYHBIX TEJICAHTMIKTA3aX MOYKHO JIEUYHUTh
C MOMOIIbI0O KOMOMHAIIMM HMU3KUX JI03 3CTPOTE€HAa U MPOTreCTOreHa, MeXaHU3M
NEUCTBUSL KOTOPOW HEWU3BECTEH, OJJHAKO CHWXEHUE MOTPEOHOCTU B IMEpEIUBa-
HUU KPOBH IIPU €€ UCIIOJIb30BAHUU JOKA3aHO.

[Ipy KpOBOTEUEHUSAX MPUMEHSIOT AHTU(HUOPUHOIUTUKU, TP AHEMUSAX —
npenaparbl jkKejie3a, Ja3epHyl aOJSIIUI0, CKIEPOTEpPanuio, YHAOCKOIMUYECKHUE
NpOILEAYPhl, CErMEHTapHblE XHpypruueckue pezekuuu. [Ipu CHUMIOTOMHBIX
OOJBIINX APTEPUOBEHO3HBIX Maidb(OpMALMSIX OCHOBHOM METOJl JICUEHUS —
aMOOM3aIHs, MPU ero HedHPEKTUBHOCTH — XUPYPTUUECKUE METOIBI.

Pe3ynbpTaThl SHIOCKONMUYECKOTO JIA3€PHOIO JICUEHHMS] HE ONPABABIBAIOT
OXKUJIaHUH, W JIeYeHHE OOJIBIIUX TOPOKOB B MEUYCHH JOJDKHO OBITH KOHCEpBa-
TUBHBIM. ECTh COMHEHUE B TOM, CJEIyeT JU JICYUTh OECCUMITOMHBIE MOPaXKe-
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HUsI HEPBHOM CHCTEMBI, TAK KAK BBICKA3bIBAKOTCSA PA3JINYHBIC IPEATIOIOKEHUS
OTHOCHUTEJIIBHO COOTHOLIEHUS PUCKA KPOBOTEYEHUS U XUPYPTUUECKUX PUCKOB.

I'EMAHI'MOMDbI

I'eMaHrnoMbl — J100pOKAUYECTBEHHBIE COCYAMCTBIE OIYXOJH, BO3HUKAIO-
M€ BCJIEJICTBUE aHOMAJIBHOTO 00pa30BaHUsl COCYJOB, IIPU 3HAUUTEIbHBIX Ha-
PYLICHUSX PETYJIALNN aHTHOT€HE3a.

BpoxneHHble 1 MPUOOPETEHHBIE COCYANCTHIE aHOMAJIUU, BKJIHOYasi HOBO-
oOpa3oBaHusi U Majb(popManuu (IMOPOKU pPa3BUTHUS), YACTO BCTPEUAIOTCA B
TPYAHOM H JIeTCKOM Bo3pacte, Yy 3—10 % HOBOPOKACHHBIX.

['eMaHTrHOMBI HapyXHBIX MMOKPOBOB HabmogatoTes y aereid ot 50 1o 80 %
u y B3pocibix 110 20 %. [Ipu ynerpaszsykoBom uccienoBanuu (Y3U1), KT u MPT
OpIOLIHOM MOJIOCTU FEMaHTUOMBI BBISBISIOTCS ipuMepHO B 5—20 % ciryyaeB Kak
y MYX4YHUH, TaK ¥ y )KeHIIUH, Ha ayToricuu — B 0,4-20 % ciy4aes.

Knaccunduxanus

['eMaHTHOMBI IETATCS HA UCHIUHHBLE U JIOMHCHDLE.

W3 NCTUHHBIX TEMAHTUOM BBIACIISIOT:

® KamuIIpHbIE (ITPOCTHIC);

® KaBEPHO3HBIE,;

® KOMOMHUPOBAHHBIE.

Berpewarores kak OJMHOYHBIE, TAK MU MHOYKECTBEHHBIE T€MAHTUOMBI (IIpU-
MEpPHO B pABHOM COOTHOUIEHUH).

Ilpocmpwie TeMaHTHOMBI pacmlojlaratoTcs HaJ MOBEPXHOCTHIO KOXH. OHuU
UMEIOT KPaCHYI0 WJIM CHHE-0arpoByI0 OKpacKy, YETKO OrpaHUYEHHbIE PeNbedbl,
pa3pacTaroTcs MpPEeUMYIIECTBEHHO B CTOpOHBI. Takue oOpa3oBaHUs MOpa)karoT
KOXY ¥ 3aXBaTbIBAIOT HECKOJBKO MUJUTMMETPOB MOJKOKHOM KUPOBOM KIleT4aT-
kd. [IoBEpXHOCTh MPOCTHIX TEMAHTMOM 3a4acTYIO TJIaJKasi, OJJHAKO BCTPEYAETCS
niepoxoBatasi, HepoBHas. [Ipu HajaBIMBaHUM reMaHruoma OJeIHEET C BOCCTa-
HOBJICHHEM CBOEr0 LIBETA II0CIEe MPEKpalleHuss BO3AEeUCTBUA. JJaHHBIM BUI Te-
MaHTMOM 0€300JI€3HEHHBIN.

Kaesepno3znaa remanrnoma (kaBepHoMa) oOpa3yeTcsl MoJ KOKE B pe3yiib-
TaTe Pa3BUTUS KOXKHBIX COCYAOB, ITOAKOKHON )KUPOBOM KJIETYATKU U MOJIEHKA-
IIMX MATKAX TKaHed. KaBepHOMBI MOTYyT BO3HHMKATh MOCJIE CHCTEMATHYECKOIO
TPaBMHUPOBAHUS MPOCTON reMaHruomsl. [Ipn kaBepHOME, MPEACTABIAOLIEN CO-
0ol y3i0BaThie 00pa30BaHUs MSATKOM M AJIACTMYHON KOHCHCTEHIIMH, B TKaHSX
OIyXOJIM OMpPENESIIOTCS MAaCCUBHBIE MOJIOCTH, 3aM0JIHEHHbIE KpOoBbl0. B 00pa-
30BaHUU TaKOW OMyXOJIM MOTYT y4acTBOBaTh U JuMparuyeckue cocyabl. Ka-
BEpHO3HAs F€MaHTMOMa UMEET CUHEBAThle OTTEHKU U BHEIIIHE MOX0Xa Ha Kpo-
BONOJATEKU U remMaTomsl. [Ipu HajaBnuBaHUM reMaHruoma OjeaHeeT (IPOUcXo-
JUT OTTOK KPOBH), IPH KaIllJIE — YBEJIIMYUBAETCS B PE3YIbTATE MPUTOKA KPOBHU.
Kak mpaBuiio, kaBepHO3HAsi TEMaHTHOMa COIMPOBOYKIAETCS CUMITOMOM TEMIIE-
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paTypHON acCCUMETPUU: OMYXOJb Ha OILIyNb Ooyiee ropsyas, 4eM OKpYyXKaromias
ee 3/10pOoBasi TKaHb.

Kombéunuposannasa reManruoma npeicTaBisieT coOoi coueTanrue mpocTon
U KaBepHO3HOM. OHa MMEET HAJIKOKHYIO U TOJKOXKHYI0 YacTh. KimHuueckue
MPOSIBJIICHUS] TAKMX 00pa30BaHUN 3aBUCAT OT MpeoOiagaHusl TOM WM MHOW Yac-
TH COCYJIUCTOM OIMyXOJIH.

OTU cocyaucThie HOBOOOPa30BaHUS HE MMEIOT KallCyJibl, B PsJE CIydaeB
CIIOCOOHBI OBICTPO PACTH, arpECCUBHO MPOPACTAIOT B OKpYKalOLIUe TKAHH, Be-
YT K UX pa3pyLUICHUIO, IPUYUHSISA KaK KOCMETHUECKHE, TaK U (PYHKIIMOHATbHbBIE
HapyILIEHUS.

JTHONATOTeHe3

B nureparype MHEHUMsI IO TIOBOY MPOUCXOK/ICHUS U MATOT€HE3a T€MaHT MOM
pacxoastcs. OqHU aBTOPbI OTHOCAT UX K AUCILIACTHUECKUM IIpolieccaM, Ipyrue —
K HEOTIACTUYECKUM (T. €. K JOOPOKAUYECTBEHHBIM COCYUCTBIM OITYXOJISIM).

BrlsiBlIeH psiji aMUAEMHOIOTHYECKHUX MIPEApacIionarammux (hakTopoB pas-
BUTHUS TeMAaHTHOM. Tak, OMacHOCTh MX Pa3BUTHS OOJIbIIE Y I€BOUYEK (YUCICHHOE
COOTHOIIIEHUE TI0JI0B cocTaBysieT oT 3:1 10 5:1 u naxke g0 9:1); y nui eBpomneo-
UJHOM packl, MPU HETOHONIEHHOCTU U MAJIOM Macce Teja NpHU POXKIACHUU; OTS-
TOIIEHHOM CEMEWHOM aHAMHE3€ IO I0OBEHUJIbHBIM T€MaHTHOMaM (MJIaJICHUECKHE
reMaHTHOMBI), a TAKKe MPU MPEIIESCTBYIONIUX MHOTOKPATHBIX pojax y mate-
peit. [letu, poxKaeHHBIE OT MaTEpei, KOTOPHIM BBHITIOJIHEHA OMOIICHUS BOPCHH XO-
pUOHA, TAK)KE BXOJIAT B TPYMITY MOBBIIMICHHOTO PUCKA PA3BUTHSI TEMAHTHOM.

Cy1iecTByeT psJi TUIIOTE3 OTHOCUTEIIBHO BEPOSITHBIX MPUYUH nponudepa-
[IUU SHJIOTEIUATBHBIX KJIETOK U Pa3BUTHUS TEMAaHTHOM.

CrnenuduueckuM MapKepoM BCEX CTaJWM pa3BUTHUS MIIQJICHYECKUX TeMaH-
ruoMm siBisieTcs Tpancnoprep rmoko3sl GLUTI, B HOpMe BBISBIIEMBIN B DHIO-
TEJIMA MO3ra, CeTYaTKH, IJIAIEHThl U DHAOHEBPUS U OTCYTCTBYIOIIUH B HOP-
MaJIbHOW KOK€ U JIPYTHX COCYAUCTHIX OMYXOJIAX WU IIPU aHOMAIUSIX.

Bo3HUKHOBEHHE TEMaHTHOM CBS3aHO C JEPEKTOM PETyJIAlMA aHTHOTeHEe3a
Ha paHHel craguu 6epemeHHocTd (6—10 Hen.), ¢ XapaKTepHOIl aKTUBAIIUEH CUT-
HaJOB, WHAYLHMPYIOIINX HEOAHTMOT€HE3 WJIM OTPULATEIbHO BIUSAIOMIMX Ha
aronTo3, U YrHETeHHEeM (haKTOPOB, OTPAHMYMUBAIONIUX PA3BUTHE HOBBIX COCYJIOB
U ipordepaluio SHA0TETUATBHBIX KIETOK.

OmHUM Y3 UHUIUUPYIOMUX (aKTOPOB PA3BUTHUSI TEMAHTHOM CUUTAIOT THUIIOK-
cvto 1aneHTel. CorinacHo TEOopuHM AU33MOpPHOTreHe3a, TeMaHTHOMbl BO3HUKAIOT
TaM, TJIe¢ OCTPOBKH AMOPUOHAIbHON aHTUOOJACTHOW TKAaHU HE MOTYT BCTYIIHUTH B
HOPMAJIBHBIA KOHTAKT C OCTAJIbHOW Pa3BUBAIOLLIECHCS COCYAUCTOU CUCTEMOM.

VYcraHoBIeHa MOHOKJIOHAIBHOCTh DHAOTEIUABHBIX KJIETOK T'€MaHTHOMBI,
YTO TIpEAIoJiaraeT CylecTBOBaHUE SIMHON KIETKU-TIPEANICCTBEHHUKA, MOSIBIIe-
HUE KOTOPOM MPOM30LLIO B pe3yibTaTe COMATHUYECKOW MyTallid U CBA3aHO C
BBICOKOM MUTOTHYECKOW aKTMBHOCTHIO KJIETOK, Ha (DOHE Yero JIETKO BO3HUKAIOT
MyTauuu. CreaoBaTelbHO, MOKHO MPEIIOIO0KUTh CYIIECTBOBAHUE COMATHYE-
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CKOW MyTalM¥ B T€HaX, KOHTPOJHUPYIOMINX MPOon(epaTuBHYI0 aKTUBHOCTh DH-
JOTENNATBHBIX KJIETOK.

Tak, MpUUUHON pa3BUTHSI TEMAHTHOM MOTYT ObITh MyTallUM B Y4aCTKaX XpOMO-
COM, OTBEYAIOIIHX 32 CUHTE3 (DAKTOPOB pOCTa M PETYISTOPHBIX MOJIEKYJI, OCYIIIECTB-
JSTFOIIIUX B3aMMOJICHCTBHEC MEKTY (pakTopaMu pocTa W KJIeTKaMH KPOBEHOCHBIX CO-
CYZOB. DHJIOCTATUH, B HOPME UHTHOUPYIOIIUIA MUTPAIUIO SHIOTEIUAIBHBIX KIIETOK,
B TKAHSX TEMAHTUOMBI HE TOJILKO HE MOJABIISIET, HO U aKTUBUPYET ATOT MPOLIECC.

Takum 00pa3oM, HECMOTPS Ha CYHIECTBOBAHUE PA3JIMYHBIX THIIOTE3 MPO-
HCXO0XKJICHUSI TEMAHTHOM, BO BCEX CIIy4asix Pa3BUBAOTCS YCIIOBHS, IIPUBOISIINE
K HAPYLIEHUIO PETYISLUNA aHTHOTEHE3a.

Kiannuka

YacToli nokanu3anuei reMaHrioM, KOTOpPbIE MOTYT OBITh €IMHUYHBIMU
WJIM MHOKECTBEHHBIMHU, SIBJIICTCS KOXa T'OJIOBBI, IIIEH, OKOJIOYIIIHAs 00J1acTh.

BonbmMHCTBO TreMaHruoM auaMeTpoM Menee 4 cm OeccumnTomHbl. bonee
KPYIHbIE TEMAHTHUOMBI MOTYT MPOSIBIATHCS KIMHAYECKU U B PEAKUX ClTydasx (Me-
Hee 1 % HaOmoneHuii) 00yCIOBIMBaThE HEOOXOAUMOCTh JICUEHUSI, OOBIYHO XUPYP-
TUYECKON pe3eKIMU. XOTs BO3MOXKHBI U JIPYTHE BapUAHTHI — ITYHKIIMOHHOE CKJIE-
pPO3UpOBaHUE, apTepraibHas WU JIOKaIbHas peppoMarHuTHas SMOOTM3aIIHSL.

B 3aBuCUMOCTH OT pa3zMepOB Fr'eMaHTHOMBI TOIPA3ACIISIIOT Ha:

e MeKkhe — MeHee 1,5 cm;

e cpenuue — 1,5-5,0 cm;

® KpynHbIe — 0o0JIee 5 CM.

Teneanzusxmamuyeckas reMaHTIOMa — IUIOCKOE MATHO 0arpoBOTO IBE-
Ta, COCTOSIIEE M3 MHOXKECTBA PACHIMPEHHBIX KaNWJUIIPOB, KOTOPbIE TEperie-
TAIOTCSI MEXKIy COOOM M PacIooKEHbI B IOBEPXHOCTHOM clioe Koxku. Kpas Ta-
KOW FeMaHTHOMBI Pa3MBIThI, @ 6arpoBasi OKpacka IMOCTENEeHHO MEPEXOAUT B IIBET
HOPMAJIbHOM KOXKH.

Tybepo3nasa reManruoma — sipKO-KpacHoOe Wik 0arpoBO-CHHIOIIHOE 00pa-
30BaHUE, BBICTYMAIOIIEE HaJl TOBEPXHOCTHIO KOXKH, C YETKUMHU, POBHBIMHU WU
dbectoHuaThiMU KpasiMu. [I0BEepXHOCTH €€ T1aiKas Uid MEeJIKOOyTrpucTasi.

Iookoschan remaHTHOMa — TPUITYXJIOCTh MOJYIIAPOBUAHONW (OPMBI C
IJIaJIKOM TTOBEPXHOCTHIO U 0€3 YETKUX TpaHull, MOKPhITas HEM3MEHEHHOW KO-
xei. OCHOBHAsI Macca OMyXOJIM PAcloJIOAKEHA B MOJKOKHON JKUPOBOM KJI€TYaT-
KE Ha pa3JIMYHOM IITyOuHE.

Kombunuposeannas reManruoMma — COCyJIUCTOE 0Opa30BaHKE MOJyIIapO-
BUJTHOM WJIM OBOUJHOUW (hOpMBI O€3 YETKUX TPAHUIl, PACIIOJIOKEHHOE B KOXE U
MOAKOXHOM KieTdaTke. [[BeT oOpa3oBaHUsl 3aBUCUT OT IIBETa MOBEPXHOCTHOMU
YaCTH U TUIYOHUHBI PACIIOJIOKEHHUSI OIMYXOJIH.

[ToBepxHOCTHAs TeMaHTHOMAa Han0O0JIee CKIIOHHA K CIIOHTAHHOM perpeccuy,
a MOJKOXKHAsI U KOMOWHUPOBAHHAs T€MaHTHOMBI MOTYT CaMOIPOU3BOJIBLHO HC-
4Ye3aTh B MMO3IHUE CPOKHU WIIH COXPAHATH CTA0OMUILHOCTD.

VY B3pOoCHBIX MAIMEHTOB OOHAPYKUBAIOT TEMAHTUOMBI MBI, KOCTeH WU
BHYTPEHHHUX OPTraHoOB (IIEYEHU, CEJIE3EHKH ).
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Hapsiny ¢ reMaHruomamu Ha KOXE BBIIACISIOT 2eMAHIUOMAMO3 NeYeHu,
KOTOPBIN TpeAcTaBisieT co00il MpOIEecC HEM3BECTHOM MPUPOJbI, XapaKTepHU-
3ytouiicss Augy3HbIM 3aMEIICHUEM MapEeHXUMbl T€MaHTHMOMATO3HBIMH OYa-
raMu, CXOJHBIMU IO THCTOJOTMYECKOMY CTPOCHHIO C KaBEPHO3HBIMH TI'€MaH-
ruoMamu. OT MHO>KECTBEHHBIX MJIM TMTAHTCKUX N'€MaHTMOM T'€MaHIMOMAaTO3HbIE
(bOKyCHI OTIMYAIOTCA MAaKPOCKOMMYECKA HEYETKOCThIO TPAHUIl, & MHUKPOCKOIH-
YeCKM — HaJIM4ueM Ha (poHe HOpPMaIbHOW MEUYEHOYHOW MapeHXUMbI HEPaBHO-
MEPHO PACIHIMPEHHBIX U HEAHACTOMO3UPYIOIIUX COCYIUCTBIX MPOCTPAHCTB, BHI-
CTJIAaHHBIX OJTHOCJIOMHBIM IIOCKUM 3HJ0TENINeM 0e3 KI€TOYHOW aTUITHH.

JInarnocruka

[Tpu Y3U nebonpime reManruomsl (MeHee 3 CM B IMAMETPE) BBITJISIAT
KaK THIEPIXOTreHHbIe 00pa30BaHusl C SYECUCTON CTPYKTYpOH M YETKUMU OYyrpu-
CTBIMH KOHTYypaMH. HeKOoTOpble TeMaHTHOMBI BU3YyJIU3UPYIOTCS KaK THIIO- WU
M309XOre€HHbIE 00pa30BaHUs. DTO MOXKET KpailHe 3aTpyaHATh Au(depeHuuanb-
HYI0 JUArHOCTUKY C MeTacTa3aMu (€CJIM He MCIOJIb30BaTh BHYTPUBEHHOE KOH-
TPaCTUPOBAHUE CO CHEIUATbHBIMA KOHTPACTHBIMHU IpenapaTtamu aia Y3N).

[Tpu KT reManrrioMsl (HaTUBHO) HE UMEIOT 3aMETHBIX OCOOCHHOCTEHN B CBOEM
OTOOpaKEHUU M BBIMNIAIAT KaK OKPYIJIble 00pa30oBaHUs Pa3lIWYHbIX PA3MEPOB C
OJTHOPOAHOM CTPYKTYPOM IMOHM>KEHHOM IJIOTHOCTH W YETKHUMH POBHBIMH WJIHA BOJI-
HUCTBIMU KOHTypaMu. be3 BHYTpHMBEHHOro KOHTpacTUpOBaHUS Tu(epeHIranb-
Hasl AMAarHOCTUKA C JPYTUMH OYaroBbIMM HOBOOOPAa30BaHUSIMU IEUEHU MPAKTUYE-
CKM HEBO3MOHa. OJIHAKO NpY BHYTPUBEHHOM KOHTpacTupoBaHuu (kak rpu PKT,
Tak ¥ ipu MPT) MokHO 0OHapyXUTh BECbMa XapaKTEpPHBIC JIJIsI TEMAHTHOM TIPH-
3HAKW: YETKHE BOJHHMCThIE KOHTYPhI 04aroBOro oOpa3oBaHusi, TOMOI'€HHON BHYT-
peHHell cTpykTypbl. B apTepuanbHyto a3y KOHTpaCTUPOBAaHUSI OTMEUYAETCS MOSIB-
JICHWE KPYTHBIX Y3JI0BaThIX YYaCTKOB KOHTPACTHUPOBAHMS TOJIKO MO MepU(pepuun
oOpa3oBaHusi. B BeHO3HYyIO (pa3zy — 3HAUUTEIHHOE YBEIMUECHHE PA3MEPOB JTAHHBIX
y4acTKOB. B oTcpodeHHyr0 a3y MpOUCXOIUT NalbHEHIee YBEIUICHUE Pa3MEPOB
YYaCTKOB KOHTPAaCTHUPOBAHUSA U MOYTH IMOJIHOE UX CIUSHUE B OTCYTCTBUE KOHTPA-
CTUPOBAHMS LICHTPAIbHBIX OT/IEIOB 00pa30BaHMSL.

[Ipu MPT remaHruoMsl OJHOPOJHO TMIOMHTEHCHUBHBI B T1 M OIHOpPOAHO
TUIIEPUHTEHCUBHBI B T2 (HO B MEHBIIICH CTETNEHH, YeM KHUCTHI). X dopma ok-
pyrias, KOHTYpPbl YETKHE U POBHBIC. Y KPYIHBIX T€MAaHTMOM KOHTYpPbl MOTYT
OBITH BOJIHUCTBIE.

B nocnennue roasl B AuMarHoctuke M AuUQdepeHlrnaIbHOl TUarHOCTHKE
OYaroBbIX OOpa3OBaHUM B MEUEHU CTAM aKTUBHO NPUMEHSTH Oughghyzuonno-
636euwennyro MPT, xotopasi 3apeKOMeHJioBaja ce0s KaK pe3yJbTaTUBHBIN U
NEPCHEKTUBHBIA METOJ B PA3JIMYHBIX OTAEIAX AUArHOCTUYECKOW paavoJIOrHH,
MpexJie BCEro B HEMpOopaanoIoTuu.

CnoxHoctd AU PepeHIIHATbHOR TUATHOCTHKH BO3MOXKHBI MPHU MEJKHX
aJICHOMax, y3eJIkax renarole/UTIOJIIPHOrO paka M FMIEePBACKYJISIPHBIX METacTa3ax
(1-1,5 cm), KOTOpBIE MOT'YT KOHTPACTUPOBATHCS OBICTPO M CPABHUTEIBHO OIHO-
ponaHO (YK€ B apTepuasibHyIO (ha3y), BHEIIHE HATIOMUHAS OTOOpaKEHUE TeMaHTH-
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oM. OiHaKo clieAyeT MOMHUTb, YTO COCTOSTHUE «YCHIICHUSD» MEPEUUCIIEHHBIX 00pa-
30BaHMM JUIUTCS BCero oKojo 1-2 muH (Ho He 10 MuH, Kak Mpy reMaHruoMax).

OO6cy:xas BOIpocC O TUAarHoCcTuke U nuddepeHmanibHol JUarHoCTUKE Te-
MaHTHUOM, CIEAYET YIOMSHYTh BBICOKYI0 MH(POPMATUBHOCTh PAIUOHYKIINIHOTO
METO/Ia C UCIIOJIb30BAHUEM MEUYEHBIX IpUTPOLUTOB. C MOMONIBIO TAHHOIO Me-
TO/a BO3MOXXHO YBEPEHHOE paCIlO3HaBaHUE TEMaHTHOM auameTpoM 1-2,5 cm (B
3aBUCUMOCTH OT MX JIOKaJu3allud B TedeHH). lIpruMeHeHre TOHKOUTOIbHOU
ouorcuu 11l JUArHOCTUKU T'€MAaHTMOM B HACTOSIIIEE BpEeMsl CUMTAETCSl Hepa-
IUOHATbHBIM.

JleueHnue

OpHOI U3 BecbMa CEPhE3HBIX MPOOJIEM SBIISIETCS JICYCHUE U3BS3BUBIIUXCS
reMaHTHOM, COMIPOBOXKIAOIINXCS UHPUITUPOBAHUEM U KPOBOTEUECHUEM.

WNHoraa noj Bo37eiHCTBUEM HE3HAUUTEIBbHBIX TPABM I'e€MaHTHOMbBI TTOBPEXK-
JAI0TCsl, UHPUIIUPYIOTCS U, U3BA3BUBIIKNCH, TPYAHO MOIAIOTCS TPAAUIIMOHHBIM
METO/IaM JICYEHUSI.

B Hacrosimee BpemMsi M3BECTHBI Pa3Iu4HbIE CIOCOOBI JIEYEHUSI TEMAHTUOM:

® XUPYPTUYECKHH;

® CKJICPO3UPYIONIHA;

® HJIEKTPOKOATYJIALIMOHHBIM;

® paJualOHHBIN;

® TOPMOHAJIbHBIN;

® JIa3EPHBIN;

® KPUOTEHHBIN U Ap.

Hanuure O0napmIoro KOJM4ecTBa METOAOB JIEUEHHS] CBHJIETEIBCTBYET O
TOM, YTO HU OJIMH U3 HUX HE SIBJIICTCS YHUBEPCAIbHBIM, @ UX MHOT0OOpa3ue 3a-
TPYIHSAET BBIOOP croco0a JIeUeHUsI KOHKPETHOTO MAlMEHTA.

Bboue3ns ¢pon Buiieopanaa (bB) — rereporennas rpymnmna HacJaeACTBEH-
HBIX U MPUOOPETEHHBIX KOAryJjomaTHii, 00yCIOBJIECHHBIX HAPYIIEHUEM CHUHTE3a
i kadecTBeHHbIMU aHoManusamu VWEF.

bB (tabmuna 3) ctpagaet oxoso 1 % Hacenenus (darie 00JI€3Hb TPOTEKAET
B JIeTKOH (opme, npumMepHo y 70 % manueHToB; y octayibHbIX 30 % marueHToB
HAOJIIOMAeTCs CpeIHEeTsKENas WK TsoKemas hopma 00JIe3HN).

Tabnuna 3 — Knaccudukanus BB (Scietificand Standardization Committee of
International Societyon Thrombosisand Haemostasis, 2006)

Tun XapakTepucTuKa

I Yactuunbiii KonudecTBeHHBIN neurmt VWF

Il | KauectBennas Hegocratoynoct VWF
1A KauectBennsiit neguiur VWF co camkennem VWF-3aBucumoit aaresueit TpomOoLu-
TOB ¥ N30JIMPOBAHHBIM JIEHUIIUTOM BHICOKOMOJIEKYIISIPHBIX MyJbTUMepoB VWF
Il B | KauectBennslii nepuuut VWF c nossimenuem cpojctsa k GPIb rpomGoriutos
M KauectBennsiii nedummur VWF co camxennem VWF-3aBucumoii aaresuei TpoMOOITH-
TOB 0€3 N30JIMPOBAHHOIO JE(hUIIUTA BBICOKOMOJIEKYIISIPHBIX MyJIbTUMEepoB VWEF
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Il N | 3naunrenpHoe cHIkeHne ciocooHocT VWE cBsispiBathest ¢ FVIIT
I11 | ITpakTraecku nonHoe orcyrcTBue VWF

bB I mun — Bctpeuaetcs HauboJiee yacTo, coctaisisa oT 55 1o 70 % Bcex
auarHoctupoBaHHbIX ciy4daeB. [Ipu bB tuma I kommuectBo VWE B onpenenen-
HOMW CTENEHH CHUKEHO, HO (DYHKIMS KaXKI0W MOJIEKYJIBI COXpaHEHa.

bB Il mun — nabmonaroTcst kauectBeHHble nedektsl VWF, koTopeie y
OOJBIIMHCTBA TAIMEHTOB BBIPAXKAIOTCS B HEMPONOPIHUOHAIBHOM CHHMKEHUU
VWEF: RCo unu VWF:FVIIIB no otHomenuto k konuuectBy VWEF, onpenensie-
Momy 1o ero antureny (VWF:Ag).

Knaccuduxanus noaruna bB tuna Il sBiseTcs Hanbomnee cioxHOM 3a1a-
4eil, BCJIeICTBUE TETEPOreHHOCTH (PYHKITMOHAIIBHBIX U CTPYKTYPHBIX J1e(hEKTOB.

Iloomun Il A — HaOGAIOAAIOTCS W30IUPOBAHHBIN NE(UIIUT BHICOKOMOJIEKY-
asipabIX MyibTEMEepoB VWEF u cHmxennas VWF-3aBucumas aaresust Tpomo60-
LATOB. DTO CBA3aHO C MTOBBIIEHHON YyBCTBUTEIBHOCTBIO K METAIIIONPOTENHA3E
ADAMTS-13, koTopas paciieruisieT CBepXBbICOKOMOJIEKYISPHbIE MyIbTUMEPHI
VWF, unmu ¢ gepexramu coopku mynptumepoB VWF BciencTBue HapylieHuUs
JUMEPHU3aLIUU WU MYJbTUMEPHU3ALIHH.

Iloomun Il B — BKIIIOYAET pa3IMYHbIE BAPUAHTHI KAYECTBEHHOTO Je(eKTa
VWEF, Breipaxkaromuecss B ero moBbIIeHHOM cpojacTBe kK GPIb TtpomOonuToB.
Bcenencteue noseienHoro cpojactBa VWF k GPIb cBsi3biBaHue KpYITHBIX BBI-
COKOMOJIEKYJISIpHBIX MyJbTUMEpoB VWF ¢ TpoMOouuTaMu npoucxogut Oosee
3¢ (EeKTUBHO, TOATOMY OHHU OBICTPEE MOJBEPIarOTCs PACIICIIICHUIO O] IEUCT-
BreM MetaimonporenHazsl ADAMTS-13. CnenctBrem 3TOro SIBISIETCS YMEHb-
LIEHUE KOJIMYECTBA KPYNHBIX MyJapTuMepoB VWE. B penkux ciaydasx IOBBI-
meHHoe cpoactBo VWF k GPIb He conpoBokaaercs nmoTepeil BBICOKOMOJIEKY-
naspHbIX MynapTUMepoB VWF 1 oOHapyXuBaeTcss HOpMalibHas TPUIUIETHAS
CTPYKTypa MyJabTuMepoB VWE.

bB tumna IIB xapakrepu3yercsi OBBIIIEHHOW PUCTOLETUH-UHIYLUPOBAHHOU
arperanyei TPOMOOIIMTOB TOJ JIEHCTBUEM HU3KHUX KOHIIEHTpAIMi pUCTOIIETHHA.
VY naiMeHToB 4acTo OTMEYAeTcsl TPOMOOILMTONEHUS Pa3IMYHOM CTENEHU BbIpa-
YKEHHOCTH, KOTOpas MOJKET YCWUJIMBATbCA IPH CTPECCE WIM NOJ JIEUCTBUEM
DDAVP.

Iloomun II M — BKJTI0YaEeT pa3IuyHble BAPUAHTHI KAUECTBEHHOIO Je(eKTa
VWF, Beipaxaromnuecss B cHikenun VWF-3aBucuMoit aaresuu TpoMOOITUTOB
0e3 M30JUPOBAHHOIO Je(PUIIMTa BHICOKOMOJEKYISPHBIX MyJIbTUMEpoB VWE.
OyHKIMOHAIBHBINA J1Ie(PEeKT 00YCIOBJIEH MyTalUsIMU, B PE3YJbTaTe KOTOPBIX
npoucxonut HapymieHue cBsaszbiBanus VWF ¢ tpomOonuramMu mnm cyOsHI0TE-
aueM. [loHMKeHHOe CBSI3bIBaHME C TPOMOOIUMTAMU CHUXAET AOCTYIMHOCTD
MynbTUMepoB VWF s pacmeriennst metautonporennazon ADAMTS-13, B
CBSI3M C OTUM pacripenesieHue MynbTuMmepoB VWFE 110 MonekynsspHOi Macce co-
XpaHsieTcs: 6€3 U3MEHEHUM MOCJIEe UX CEKPELUU SHAOTENUATbHBIMU KIETKaMH. Y
oonpmHCcTBa 00MbHBIX BB Tuna 11 M HabnrogaeTcss HEMPONOPLUHUOHATBHO HU3-
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kass VWF: RCo otnocutensHo VWF: AQ. Iloomun II N — umeetcs nedekt
VWEF B mecte cBszbiBanus ¢ FVIIL. B pesynbrare 3Toro He MoeT o0pa3oBaTh-
cs komruieke VWEF-FVIIL. /lannbiii Bapuant bB onpenensor ¢ moMoIpo Tecra
ces3biBanus VWE ¢ FVIIL

BB muna III (Bctpeuaercs penko y 1-3 % mammentoB) — Haubonee TA-
xenas ¢opma Oone3nu, Tak kak VWF MpakTHUYeCKH MOJHOCTBIO OTCYTCTBYET.
[Tockonbky onnolt u3 gynkuuit VWF sasnsercs cBassiBanue ¢ FVIII u ero 3a-
IATa OT MPEKIAECBPEMEHHOIO MPOTEOIN3a, I nmanueHToB ¢ bB tuna I xapak-
TepHO He ToyIbKO orcyTcTBUE VWE, HO 1 ouens Hu3kasa FVIIIL:C.

Kannnueckas kaprtuna BB: BapuabenbHa, OT JIerkoro TeueHus (¢ He3Ha-
YUTEJIIbHBIM T'€MOPPAru4ecKuM CHUHAPOMOM) JO TSDKENOTo (C OOMIBHBIMH KpO-
BOTCUCHUSIMHU ).

OOBIYHO KPOBOTOYHMBOCTh HAYMHAETCSI B PAHHEM JIETCKOM BO3pacTe, B MO-
CJIeAYIONIeM HaOI01aeTcs YepeoBaHue 000cTpeHuit u pemuccuii. OTmevaercst
TEHJICHIIUSA K YMEHBIIECHUIO TEMOPPArnYeCKuX MPOsIBIEHUN ¢ Bo3pacToM. Hoco-
BbIE KPOBOTEUYEHMS ABJIAIOTCS HAnOOJee YacTbIM MPOSBICHUEM 3a00JIEBAHUS Y
MY>KYUH U KEHIIUH, MOTYT YaCTO PELUIUBUPOBATH U OBITh OYEHb BHIPAKCHHbI-
MU. YacThle pelnIuBbl HOCOBBIX KPOBOTEUEHUI OOYCIIOBIIEHBI B ONPEAEICHHON
Mepe COCYAUCTBIMU TUCIIIa3usaMHu (4acTo HabmogatoTces mpu bB).

[Tpu Hetspxenoit Gpopme 3abosieBaHMs HAOIIOJAETCS YMEPEHHO BBIPAXKEH-
Hasi reMopparuveckasi ChIllb Ha KOXK€ U KPOBOTOUYMBOCTh CIIM3UCTHIX 000JIO0UYEK
(oTpakeHue HapylIeHUs EpBUYHOrO remocrasa). [Ipu tsokenoit popme 3aboe-
BaHUs HAOJIIOAIOTCSI OOIIMPHBIE MOJIKOXKHBIE KPOBOU3IHUSIHUS, BHYTPUMBIIICY-
HbIE TEMATOMBbI U T€MapTPO3BbI.

Tsoxenast popMa — TPOSBISIETCS] OOMJIBHBIMU KPOBOTEUCHHSIMU  T1OCJIE
TpaBM, yAaJleHHs 3yOOB, ONEPaTUBHBIX BMEIIATENIbCTB, BO3MOXKHBI TSKEIbIE
KEITYJOUHO-KUILIEYHbIE KpOBOTEUEeHHs. Peko HaOm01at0TCsl MOYEYHbIE KPOBO-
TEUEHUSI 1 BHYTPUMO3TOBBIE KPOBOUBJIUSIHUS.

bB uacto coueraercst ¢ 3a00JieBaHUAMU, TIPU KOTOPBIX UMEIOTCS THUCILIA-
3Us CO€AMHUTEIBHON TKAHU U COCYJUCTas AUCIIa3usi — ¢ Oose3Hbto Panao —
Ocnepa, cungpomom Mapdana (VWF u ero aHTuren npoayuupyroTcs B 3HJ0-
TEIUANbHBIX KJIETKaX, U MO3TOMY IPHU COCYIUCTHIX AUCIUIA3USAX U AUCME3CHXU-
mo3ax cunre3 VWF napymaercst). Hepenko npu ocmotpe nanuentoB ¢ bB BbI-
SBJIAIOTCS MPU3HAKU IUCIUIA3UM COEAUHUTENBbHOW TKaHU B BHUJE TUIEPPACTS-
KUMOCTH KO>XH U TUIEPIIOJIBU>)KHOCTH CYCTAaBOB.

JlaGoparopHblie nannbie bB:

Obwuii ananu3z kposu. XapakTepHbIX u3MeHeHui Het. [Ipu Tsoxenon dop-
Me 3a00JIeBaHUs, YACThIX KPOBOTEUEHUSAX PA3BUBAETCSA TMIIOXPOMHAS aHEMUSL.

Obwuii ananuz mouu. XapakTEepHbIX U3MEHEHUU HeT. B peakux ciydasx
pu TsOKENIOW (opMe 3a00JieBaHMs HAOMIOAAETCSl TeMaTypus, BO3MOKHO MOSIB-
JIEHUE PUTPOLIUTAPHBIX HUIUHAPOB.

buoxumuuecxuii ananuz kposu (bAK). Criennidruueckux U3MEHEHHUI HE CY-
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miecTByeT. [Ipu pa3BUTHN XpOHUUYECKOU Keye301e(PUIMTHON aHEMUN CHUYKACT-
Csl COAECP/KAHUE B KPOBH JKEJIE3a.

Hccneoosanue cucmemuvl 2cemocmaza. BelpaXXeHHOCTh M HAIIPABJICHHOCTb U3-
MEHEHHUI CHCTEMBI T€MOCTAa3a 3aBUCST OT TUNA U cTereHu Tshkectd bB. Hanbonee
XapaKTEpHbIE N3MEHEHHSI CUCTEMBI TEMOCTa3a 3aKJIFOYAIOTCS B CIIEAYIOIIEM:

— YJJIMHEHHOE BpeMsi KpoBOTedeHUsi (Juib npu | Tume y HEKOTOpBIX
OOJBHBIX ATOT MOKA3aTEb HOPMAIbHBIN);

— HOpMajbHOE WM yAJMHEeHHoe akTtuBupoBaHHoe AUTB (mokazarenu
ATOTO TE€CTa TECHO CBsi3aHbl ¢ ypoBHEM (akTopa VIII.C B mina3me KpoBH maiu-
CHTOB);

— 3HAYUTEIBbHOE U3MEHEHUE MOKAa3aTeNel pUCTOLECTUH-UHAYIIUPOBAHHON
arperar TpoMOOIIUTOB;

— u3MmeHenue ypoBHa VWF B mia3me kpoBH U OanaHca €ero MyJbTHMEPOB
B 3aBHCHUMOCTH OT THIIa OOJIC3HHU;

— u3menenue ypoBHsa antureHa VWF B kposu u VWF: RCoF B 3aBucu-
MOCTH OT THIIa OOJIC3HH;

— HOpMaJIbHbIE MOKa3aTeIu BPEMEHH CBEPTBHIBAHUS KPOBH (32 MCKIIIOUE-
Huem III Tuna 6one3Hn).

Benymumu 1abopatopHbIMU METOAAMHM TUAarHOCTUKA BB sBisitoTCs puc-
TOIETUH-UHAYIIUpYEeMasl arperamusi TPOMOOIIMTOB U KOJIMYECTBEHHOE OIpe/e-
nenue VWF B mia3me kpoBHU ManueHToB. bosee TOYHBIM METOI0OM OIpeeIICHUS
VWEF siBrisiercss uMMyHO(MEpPMEHTHBIN MeTO/I. B mocnienue rojpl npuMeHseTcs
BBICOKOCTICITU(UYHBIN U YyBCTBUTENbHBIN MeToA onpeneneHuss VWF B mia3zme,
KOTOPBI OCHOBAaH Ha €ro CPOJICTBE K KOJJIAreHy (MCIHOJIb3YIOT PacTBOPUMBIIA
koJutareH Il Tvna, mojgyd4eHHbId U3 4eJIOBEYECKOM IUIALEHThI, KOTOPBIM UMMO-
OWIM3YIOT HA MUKpOIUIaTax; JJIsi TUTPOBAHUS MPUMEHSIOTCS MOJUKIOHAbHbBIC
antutena k VWEF, a cBsi3pIBaHME KOJUJTareHa perucTpupyercst GOTOMETPUUYECKH ).
Takske MpUMEHSIOT paguouMMyHoorndeckuid Meroa onpeaenenus VWEFE.

HNHcTpyMeHTAIbHBIE HC/LUIEIOBAHUSA

« ®I'IC, Y3U opraHoB manoro taza, OpOHXOCKOMHS, KOJOHOCKOIHS —
0oOHapy>K€HHE UCTOYHHKA KPOBOTEUEHNUS,

* peHtreHorpagus CyCTaBOB — OIPEIAEICHUE OPraHUYEeCKUX H3MEHEHUU
KOCTHBIX CTPYKTYp CYyCTaBa;

* Y3U cyctaBoB — ompenesieHre o0beMa U3JUBIICHCS KPOBH, COCTOSHUS
CUHOBHUAJIBHON 000JI0YKH, MPU3HAKOB CHAABJICHHS OKPYKAIOIUX TKaHEH.

Jleuenue bB:

Lenb teuenus bB — noBbIIEeHNE KOHLIEHTPALUUKU WM 3aMEIICHUE HEJI0C-
Talmux (PaKTopoB CBEpTHIBaHUS KPOBU. JIleueHne MOXKET ObITh MPOpUIAKTHY €-
CKUM WJIH MO TPeOOBaHUIO — IMPHU OCTpOM KpoBoTeueHuu. [lanuenram ¢ bB pe-
TYJISIpHOE TTPO(PIITAKTHIECKOE JISYCHNE Ha3HAYAIOT PEKe, YeM IMalUeHTaM C Te-
Moduinert. OgHAKO MPU PEUUIUBUPYIOMINX KPOBOUBJIMUSIHUSAX B CYCTaBBbI WIH
KEITYJOUHO-KUIIEYHBIX KPOBOTCUEHUSAX MPOPUIAKTUYECKUN PEKUM MOKET
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CTaTh ONTUMAJIbHBIM METOJIOM JICYEHHUS MalueHToB ¢ bB.

He Bce maumenTsl ¢ auarso3oM bB HyXIarTCs B Ha3HAYEHUU Teparuvu
(Tabnuna 4).

Kpurepuem Hauasia Tepanum sBISIIOTCS CIEIYIOIINE MOKA3aTENN:

1) ycranosiienue quarsosa bB (yposerns VWF u FVIII);

2) KJIMHUYECKAs! CUTYaIHs: CIIOHTAHHOE KPOBOTCUCHHE, XUPYPIUIECKOE BMe-
IaTELCTBO, PEHUANBUPYIONINE KPOBOTCUCHHUS (CHIDKAIOIINE KAYE€CTBO JKU3HHU).

B 3aBucumoctu or THna bB HCHonb3yloT pasnuyHbIE TEpPANEBTUUYECKHE
noaxopl (Taduia 4):

1. Jlecmonpeccun ayemam (DDAVP) — CUHTETUYECKUI aHAJIOT Ba3oIpec-
CUMHAa (QaHTUIMYPETUYECKOTO TOPMOHA) ¢ MOJIU(PUKAIMAMYU, HAPABICHHBIMUA HA
CHUKEHHE MPECCOPHOI (BBI3BIBAIOINICH MOBBIICHUE apTEPUATBHOTO JTaBJICHMUS)
akTUBHOCTH BazonpeccuHa. DDAVP noseimaet konnenrpanuo VWFE u akTus-
HocTh FVIII y 3m0poBbIX null, y O0NBHBIX C JIETKOM Win ymMepeHHou popmoii bB
u 'y 00JbHBIX ¢ Jierkoi (opmoii remodpmmnu A. DDAVP Bbi3biBacT BRICBOOOXK-
nenue VWF u FVIII u3 sHnoTenManbHbIX KIETOK.

Abconromuvie npomusonokazanus k HazHadenuro DDAVP: mnporpeccu-
PYIOIINI aTepOCKIepO3, CEepAeHHasi HEJOCTATOYHOCTb, SIUJIIEIICUS, OepeMeH-
HOCTh. Kputepuit 3¢ (eKTUBHOCTH — yBEIMYECHHUE MPOKOATYISTHTHOM aKTUBHO-
ctu FVII > 50 %.

JlecMomnpeccuH BBOJUTCS MEIJIEHHO B/B KameibHO B 03¢ 0,3 MKI/KT, B
50 M ¢pusnonorndeckoro pactBopa B TeueHrne 30 MuH. UHBEKIIMHM TIOBTOPSIOT
yepe3 1224 4, ogHako nocne 3—4 BBeneHus JiedeOHbIN 3P ekt cHrkaercs. [lo-
BTOpHOE JieueHre npoBoautcs uepe3 7—10 mueid. [lpenapar (Hepa3BeneHHBIN) MO-
YKET Ha3HAYaThCsl B BUJIE TMOKOKHBIX WHBEKIUI WM UHTPaHA3AJILHO B BUJIE CIIpesl.

2. I'opmonsi. Y KEHIIUH OpH BBEJAEHUU SCTporeHoB nosbimatorcs FVIIL u
VWF u 17151 KOHTpOJIE YMEPEHHO BBIPAKEHHBIX MEHOPPAruii MOXKET OKa3aThCs
JIOCTATOYHBIM MPUMEHEHHS COAEPIKAIIUX ACTPOTEH U IMPOTECTEPOH OpaIbHBIX
KOHTPALIENTUBOB, BJIAraJUIIHbBIX KOJEI WM BHYTPUMATOYHBIX criupaieu. ['op-
MOHBI MOKHO Ha3HAuYaTh JJIUTEIBHO JIJII YMEHbBIICHUS JIUTEIILHOCTH U OOMITb-
HOCTU MEHCTPYaJIbHBIX BBIICICHUII.

3. Aumuguobpunorumuuecxkue cpeocmsa. AKK u TpanekcamoBasi KUCJIOTa
MPEIOTBPAIIAIOT JU3UC OOPa30BaBIIUX CTYCTKOB, CBSI3bIBASCH C AKTHUBHBIMH
ydacTKaMU TUIa3MUHOTEHA, YTO MPEMATCTBYET €r0 B3aUMOACHCTBUIO C (Ppubpu-
HOM U IPOHUKHOBEHUIO B POpMHUPYIOIIHICS TpoMO. AHTU(DUOPHUHOIUTUYECKUE
CpEACTBa YaCTO MPUMEHSIOT, MECTHO WJIM CUCTEMHO, JIJI1 KyIUPOBaHUS KPOBO-
TEUEHUN CO CIM3UCTBIX IMOJIOCTH PTA, HOCOBBIX KPOBOTEUEHUW, KPOBOTECUECHUMN
nocJie yJaajeHus 3yOOB W MeHopparui. AHTU(DUOPUHOIUTHYECKHUE CPEICTBA
MOXHO KoMOuHUpoBaTh ¢ DDAVP unu xonuentparamu F.

4. 3amecmumenvuas mepanus konyenmpamamu VWF/FVIII.

[Tpu orcyrcTBun 3pdexra or DDAVP npenaparom BeiOOpa 1ist JICUSHUS U
npodwiaktukn BB sBASIOTCS  BUPYC-WHAKTUBUPOBAHHBIC  KOHIICHTPATHI
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VWE/FVIII, xotopsie conepsxat 6omnbmoe konuuectBo VWF ¢ pacnipenenenuem
MYJIbTUMEPOB, MAKCUMAJIbHO MPUOIMKEHHBIM K TAKOBOMY HOPMAaJIbHOM TUTa3Mbl
KpPOBH YeJIOBEKa.

Tabmuia 4 — TepaneBTudeckue MOIX0 Ikl B 3aBUCUMOCTH OT Tra bB

Tun AJBTEpHATHBHBIC METOJIBI U IOTIOJIHUTEIBHOE Jie-

[Ipenapat BeIOOpa
3a0o0seBaHus YeHHe
AHTU(GUOPUHOIUTUYECKUE CPEJICTBA, ACTPOTEHBI,
I JlecMompeccrHa aerar KOHIIG(}})ITPI;T VWEEVIIL p P

A Konnenrpatr vWF/FVIII AHTHOUOPUHOIUTHUECKHAE CPEICTBA, SCTPOTCHBI

11B Konnenrpatr vWF/FVIII

1M IIM Konmnearpatr vWF/FVIII

IIN 1IN Konnentpar vWF/FVIII

i Konmnentpar vWF/FVIII Konnenrpar VWEF/FVIII unu TpoMOOKOHIIEHTpAT

TEMOPPATUYECKUU BACKYJUT

I'emopparuyeckuii Backy/auT (0ose3nb lllenneitna — I'enoxa) — Bac-
KYJIUT, XapaKTepU3YIOLIUICA OTJIOXKEHUEM B CTEHKaX MEJIKHX COCYAOB (apTe-
puosiax, Kanwuisipax, BeHyJax) |gA-coaepkalimx UMMYHHBIX KOMIUJIEKCOB C
XapaKTEPHbIMA CUMMETPUYHBIMA T'€MOPPArMYECKHUMH BBICHIIAHUSAMU, apTpU-
TOM, a0JJOMUHAIBHBIM cUHApOMOM U ['H.

I'B Oonerot yvaiiie AETH U MOJIOABIC JIFOJHU, 3aHUMAET MIEPBOE MECTO IO pac-
IIPOCTPAHEHHOCTH CPEIU CUCTEMHBIX BACKYJIUTOB.

Jdtnonorus I'B: yKycbl HACEKOMBIX, JIEKAPCTBEHHAsl AJUIEPTHs], IPUMEHEHHE
CBIBOPOTOK M BAKIIMH, XOJIOOBas ajuleprusi, NuiueBas uanocuHkpasusa. Nupek-
IIUOHHBIE areHThI (Yarie B-reMOIMTUYECKH CTPENTOKOKK IPpyMmbl A, MUKOILIA3-
MBI, BUPYCHI) SBJISIOTCS JUIIb Pa3pelarmuM (akTopoM, a He TPUUUHHBIM.

IMaTtorene3 I'B: uMmMyHOKOMIUIEKCHOE BocnaieHne ¢ oopazoBanuem [[UK
c IgA — ornoxenune UMUK B Mukpococynax KoXu U BHYTPEHHUX OpraHOB —>
JNECTPYKTHBHBIE U JIECTPYKTUBHO-ITPOIYKTUBHBIE MUKPOBACKYJIUTHI C MHOKECT-
BEHHBIMH MUKPOTPOMOO3aMH, YBEIMUEHUE POHUIIAEMOCTH COCYIUCTON CTEHKH
C BBIXOJIOM U3 COCYAMCTOI0 pyciia OEJIKOB U 3pPUTPOLIUTOB.

Jisa kiuHu4Yeckoid kapTunbl ['B xapaktepHo yaiie ocTpoe Hadalsio, 00-
masi cnabocTh, cyodedpuiibHas TeMieparypa.

Heckonbko BeylMX CUHAPOMOB:

KoxHblil cuHAPOM (IPUCYTCTBYIOIIUNA Y BCEX MAIMEHTOB) — MEJKOIAT-
HUCTas (—3 MM B AMaMeTpe) CUMMETPUYHASI, CKIIOHHAs K CIUSHUIO FreMopparu-
YyecKas Chlllb, JIETKO OIpeesemMasl BU3yalbHO U ocsizaema. Jlokanuzauus Chinu
yaiie Ha pa3ruOaTesbHON MOBEPXHOCTH BEPXHUX M HIKHUX KOHEUHOCTEH, Ha
ArOAUIAX, peXe Ha TyJoBullle. KoxHble CHHAPOM HcYe3aeT yepe3 2—3 CyT MOo-
ciie nospieHus. Hepenko xapakTepHO HECKOJIBKO BOJIH BBICHIIIAHUM (OT IBYX J0
IIITH), B TAKUX CIIy4asX Ha KOXKE€ MPUCYTCTBYIOT CTapble U HOBBIE 3JIEMEHTHI Ie-
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Mopparndeckoil cbimi. ClMBHAsI MypIypa MOXET MPUBOAUTH K 00pa30BaHUIO
reMOPpParuuecKuX Iy3bIpeld, KOTOpPhIE 3aT€M BCKPBIBAIOTCS C 0Opa3oBaHUEM
rIIyOOKUX 3PO3Uil U A3B.

CycTraBHO# CHHAPOM (Yalle y B3POCIbIX) — CUMMETPUYHOE MOPaKEHUE
KPYIHBIX CYCTaBOB, MPEUMYILECTBEHHO HM)KHMX KOHEYHOCTEH (KOJEHHBIW, ro-
JICHOCTOIIHBIN) ¢ IEPUAPTUKYIIPHBIM OTEKOM, OOJIBIO, OTPAaHUYCHUEM (PYHKIIUH,
HO 0e3 KocTHbIX u3MeHeHu#. I[IpomomxutenbHOCcTh OKkoyio 1-2 Hem. Yacrto
BCTPEUYAETCS] COUETAHUE apTPUTA C MUAITHEN U OTEKOM HUKHUX KOHEUHOCTEM.

AOIOMUHAIBHBIH CHHAPOM (BO3HHUKACT y 72 MAIIMEHTOB) — Pa3BUBACTCS
U3-3a OTEKa U reMopparuil B OpIOIIMHY, CTEHKY KUILIKH (Yallle MPOUCXOAUT TO-
pax€eHUE TOHKOM, peke TOJCTOM KHILKH, MUILIEBOJA U Kenmynaka). Bo3HukaroT
BBIPOKEHHbBIE CXBAaTKOOOpa3HbIE OOJM B KUBOTE MO TUITY KHUIIEYHOW KOJIUKH,
JOKAJM3YIOIIMECS B ME30racTpuu. MOryT CONpOBOKIATHCS TOLIHOTOM M PBO-
ToM. MHOTZIAa pa3sBMBAECTCSA TUIIMYHOE KEIYJOYHO-KHUIIEYHOE KPOBOTEUYEHHUE C
JErTe00pa3HbIM CTYJIOM.

Ocnoxuenust I'B: kumieunas HempoxXoAuMOCTh, repdopaius ¢ epUTOHU-
TOM, UHBarvuHamus (Jaiie y aereu).

IMoyeunsblii cMHAPOM (Yalie y B3pOCIbIX, OOBIYHO Pa3BHBAETCS HA YET-
BEpTOM — IIECTOM Henesie mocie Havana 3aboneBanusi) — ['H. XapakrtepnHa
W30JIMPOBAHHASI MAKPOTEMATYPHS WM €€ COYETaHUE C YMEPEHHOM IPOTENHYPU-
eil, HepOTHUUECKU CUHIPOM U apTepuajbHasi TMIEPTEH3Us HE XapaKTEpHBI.
[Iepcuctupyromas reMaTypus ¥ NpOTEUHYpUst MOTYT ipuBecTd K XbII.

JlerouHoii cMHAPOM (KamMJUTSIPUT MEXKaJTbBEOJSPHBIX MEPETOPOIOK C KPO-
BOM3ZJIMSHUSIMU B aJIbBEOJIbI) — XaPAKTEPHO KPOBOXApKaHbE, OJIBIIIKA U Kallleib
CO CKYAHBIM KOJIMYECTBOM MOKpPOTHI. HecooTBeTcTBHE CKYyIHON KapTHHBI ay-
CKYJIbTAllMM CTENEHU PEHTTEHOJOTMYECKUX H3MEHEHUH (MHO>KECTBEHHbIE WH-
(GuUIbTPaATHI B CPETHUX U HUKHUX OTJIENAX), PEIKO TEMOPPArnueCKHil MIEBPHT.

IHopaxenue cepaua — reMopparmueCKuil epuKapaInT, KPOBOU3IHUSHUS B
snaokap, Ha OKI' BO3MOXKHbBI HHPApKTHBIE U3MEHEHUS.

IMopaxeHnne HEeHTPAJIbHOI HEPBHOM CHCTEMbI — MPUCTYNIOO0OPa3HbIE TO-
JIOBHBIE 00JIM, TOJOBOKPYKEHHUS, MIAKCUBOCTh, PA3APAXKUTEILHOCTb, MPU OTEKE
000JI04€K — MEHHUHI€AJIbHbIE CUMITTOMBI U 3MHJIENTU(OPMHBIE IPUTIATKH.

Kiaunnuyeckue Bapuantsl I'B:

@) MOTHUEHOCHAs ()opma — CMEPTh Yepe3 HECKOJbKO THEH OT MHCY/bTA
WJIM KUIIEYHOI'O KPOBOTEUYEHMS;

6) ocmpas ¢oopma — OT HECKOJIBKHUX HEJNENIb 10 HECKOJbKUX MECSIIEB; B
MCXO0J1€ — BBI3IOPOBJICHUE WUJIN PELUIUBUPYIOIIEE TCUCHUE;

8) peyuousupylowee meyeHue — XapakTEPHbI PELUIUBHI C IEPUOJAMU Pe-
MUCCUU PA3JIMYHON MPOAOIIKHUTENBHOCTU (OT HECKOJBKUX MECSIEB /0 ToAa U
ooJee).

JAuarnocruxka I'B:
1. Jlabopamopnbie OanHbvle HecneyupuuHbl.
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Obwuil ananu3 Kposu: yMEPEHHBIN JIEHKOIIUTO3 CO CIBUTOM BJIEBO, MTOBHI-
menne COD (mpu abgomunansHOU popme u ocobenno npu ['H); wacto s03uHO-
¢bumms 1o 10-15 %, TpomMOOIIUTE B HOpME.

Obwuii ananuz moyu: remMarypus, nporeunypus (nmpu I'H).

buoxumuueckuii ananuz kposu: B OCTPbIA MEPUOJ JUCITPOTEUHEMHUSI 38 CUET
noBbleHus IgA.

AHanu3 Kaja Ha CKPBITYIO KPOBb MpPHU a0JOMUHAIBHOM CHHIPOME — IIO-
JIOKUTEIIbHBIM.

2. Uncmpymenmanvhble uccie0o8aHus.:

buoricus Koy U ee UMMYHOTUCTOXMMHYECKOE HCCIEOBaHUE — TEepUBa-
CKYJISIpPHBIE JIEUKOLIMTApHbIE UHPWIBTPATHI, OTIOKeHUE [gA-comepkalmx um-
MYHHBIX KOMITJIEKCOB.

OI'JIC — BBISIBICHHE 3PO3UK B MUILIEBOJE, JKEIYJKE, JBCHAAUATUIIEPCT-
HOW KHUIIKU U Jp.

Jleuenue I'B:

OCHOBHBIE 3TaIlbl JICUECHUS:

1. Cmpoeuii nocmenbubii pexcum.

2. [luemomepanus (ACKIIFOUUTH MPOJYKTHI, BHI3BIBAIOIINE aJUIEPTHUIO U MO-
BBIIIAIOIIME CBEPTHIBAEMOCTh KpOBH). He pexoMeHayeTcst ucnosib30BaTh B MU-
TaHUU: Ko(e, Kakao, KOH(EThI, filia, OCTpble MPUIPABbI, MaillOHE3, KPACHBIE
Pa3HOBUAHOCTH SITOJT; )KapeHbIEe, KOITYEHbIE MSCHBIE U phIOHBIE OMIr0/1a.

3. I'enapunomepanus: no 300 EJI/Kr/cyTku MOAKOXKHO (7103y PaBHOMEPHO
pacIpeneuTh Ha HECKOJIBKO BBEJAEHUH depe3 Kaxablie 4—6 4). Ilox xoHTposeM
TB (onTumanbHO) WM BpeMs CBEpThIBaHUSA (MEHEe UYBCTBUTEIIbHBIA IMOKa3a-
Tesb). BaxkHO 10OUTHCS MX yIITMHEHUS B 2 pasa.

4. Tlpu HegocTaTOYHOM 3(PPeKTe renapruHa MOXKHO MCIOIb30BATh:

— cBeXe3aMopokeHHY1o mazMy o 300-400 M BHyTpUBEHHO (111 BOC-
nosiHeHust anrurpomouna I1I);

— HUKOTHMHOBYIO KUCJIOTY BHYTPUBEHHO KamelbHO ¢ (U3. pacTBOPOM (Jis
CTUMYJIALMK (pruOpUHOIIN3A);

— MEHTOKCU(UIINH/TPEHTA] BHYTPUBEHHO KAaIeJbHO C (PU3. PacCTBOPOM
(ymydrraeT MEKPOIMPKYJISAIUIO B 30HAX HAPYIICHHOTO KPOBOOOPAIICHHUS );

— HIIBC unu xopotkue kypesl I'KC, npu 6sictponiporpeccupyromiem I'H
UCIIOJIB3YIOT MYJIbC-TEpAnusi MeTHIPeAHN3010HOM 110 1000 Mr/cyTku BHYTpH-
BEHHO B TeUEHHE 3 THEH;

— 1ipu BeIcOKOM ypoBHe LUK, mmurensHOM ynopHoMm teuenuu ['B moka-
3aHO M1a3Madepes 1 UMMYHOAETIPECCAHTBI.

I'EMO®UJINNU

I'emoduanu — rpynmna koarynonaTHii, 00yClIOBJIEHHBIX T€HETUYECKU Jie-
TEPMUHUPOBaHHBIM Aeduiutom miasMeHHsix F kposu VI, IX — Baxneitmmx
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3BEHbEB B CUCTeMe remocrtasza. Knaccuduumpyror remoduauu no nepuuuty
AIT: remodpmmss A npencrasisier coboit nedurut dakropa VI (FVIII); re-
modmusa B (6onezns Kpuctmaca) — nedurnut gaxropa IX (FIX). Ouens penko
BBISIBJISICTCSI KOHKOMUTHPOBaHHAs reMopuins: ogHoBpeMeHHbIN nedurut FVIII
u FIX, yacto conpoBOXIat0NIUIiC HAPYIIIEHUEM I[IBETOBOTO 3PEHUSI.

PacnipoctpanenHocTs TeMOmIMK B OOJBIIMHCTBE CTPAaH COCTaBIAET 15—
20 Ha 100 TeIC. My>)umH, WK 1:10 000 HOBOPOKIEHHBIX MAITBLYMKOB. COTIJIACHO
OILICHKE, OCHOBaHHOW Ha €XXETrOoJHOM TJ00aJbHOM ompoce, mpoBoguMoM Bcee-
MUpHOH deaeparmeld reMopUInU, YUCIIO0 JT0JIeH ¢ reMorIne B MUPE COCTaB-
nsiet npudausutensHo 400 Teic. yenoek. [Ipu 3ToM cooTHoIIeHHE reMOobUIuu
A x remopmwun B cocraBmser 4:1. B Pecnmy6iuke benmapych pacnpocTpaHeH-
HOCTh reModmun A coctaBisier 12—16 cinydaeB Ha 100 ThIC. My>KCKOTO Hace-
nenus, a reMopuust B — 1,2—1,6 va 100 ThIC. My>KCKOTO HACEICHHUS.

BrepBbie B MUChbMEHHBIX UCTOYHUKAX O TeMOGUINN YIIOMUHAETCS B CBSI-
nieHHo! kHure nyaeeB — Tanmyzne. B 12 B. A0y anb Kacuwm, Bpau, ciyKUBIIHIA
Py BOpPE OJHOrO M3 apabCkux mnpaButeneil McnaHuu, mepBbIM OMUcal CUM-
nTomMbl reMouiuu. OJHAKO COBPEMEHHOE 3HAaHUE W HAYYHOE HCCIEAOBAHHE
remopuiann Benet orcuer ¢ XIX Beka. BrepBbie TepMuH «reModuius» ObLI
BBeleH B 1828 r. mBelinapckum BpadyoMm Xomdom. /[ociioBHO OH 0003Ha4aeT
«1000Bb KpoBW». ['eMOopmiInio Ha3bIBAIOT «IapCKOM» OOJIE3HBIO, IIOTOMY YTO
MEepPBOM BBHICOKOMOCTABJICHHOW HOCHUTENIbHUIICH 3a00J€BaHUsI CUUTACTCS aHT-
nuiickast koposeBa Bukropus. B «HacnenctBo» ot Hee 3T0 3aboseBaHuEe OBLIO
MOJIYYEHO HapCcTBYOMMUMU ceMbsiMu [ epmannn, Mcnanuu u Poccun.

[lonnmMaHue TPUYMUHBI TOBBIIIEHHON KPOBOTOYMBOCTH MPU TeMOPUIHH
CBSI3aHO C MMEHAMH JIBYX aMepHKaHCKHMX HccienoBareneii Pateck u Talor, koro-
pbie B 1936 r. BoepBble NOKa3aJId, YTO HapYLUIEHUE CBEPTHIBAHMS KPOBHU MpU JIaH-
HOM 3a00J1eBaHUU OOYCIIOBJIEHO OTCYTCTBHEM B KPOBHU OMPEAETICHHOTO Oelka, Ha-
3BaHHOTO UMM «aHTUTeMO(IILHBIM TI100yIHMHOMY. Yepe3 17 neT ¢ moMoIibo Me-
To/a 00pa3oBaHusl TPOMOOIUIACTUHA ObUIO YCTAHOBJICHO, YTO TeMOWINS HE OJ1-
HOPOJIHA W BKJTIOYACT JIBa THMA 3a00eBanus: reModpmiio A u remodummio B.

I'en, kogupyromuii ypoenb (aktopa VI, HaxoquTcs Ha IIMHHOM Ijiede
X-xpomocombl B Jokyce (28. I'en, kogupyromuii ypoBeHs (paktopa IX, Haxo-
JUTCS TAKXKE Ha NIMHHOM Iuiede X-XpoMOocoMbl B Jokyce (27. [ToaTomy xapak-
Tep HacnenoBaHusi remodunuu A u B pereccuBHBIN, CleMIeHHBI ¢ X-
XpoMocoMoii. B HacTosiiiee BpeMsi yCTaHOBIICHO, YTO TeHETUUECKUMU JedeKTa-
MU, TPUBOJAIIUMU K TeMO(IINU, SBISIOTCS TOYCUHbIE MYTallUM, B PE3YJIbTATE
koTopbix B reHe (akrtopa VI wmm IX npoucxonut n3meHeHne aMUHOKHUCIIOT-
HOTO cocTaBa Oellka, 9TO MPUBOJAUT K CHHTE3Y HETOJHOIICHHOTO TIpoTenHa. Ha-
CJICICTBCHHBIN (CeMEWHbIN) xapakTep remodminu otmedaercs y 70-90 % ma-
mueHToB. B 30-10 % cmydaeB remoduunst SBISETCS CIOPaJAMYECKON, BO3HU-
Kalollleld B pe3yJibTaTe peaim3alliid CKPBITOIO TE€TEPO3UTOTHOTO HOCUTEIHCTBA
WJIU B PE3YJIbTATE CIIOHTAHHBIX TEHETUYECKUX MYTaIlHi.

['emodunueti 601€0T TOTBKO MY>XunHBI. KOHIyKTOpaMu (TiepeaaTynKamu)
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3a00JIeBaHUs SABISAIOTCA KEHIIUHBI. KEeHIMHBI-HOCUTEIBHUIIBI T€Ha TeMO(PHINU
HE MMEIOT KIMHWYECKUX MPOSABICHUN, HO MOTYT POAMUTH OOJBHBIX CHIHOBEH.
ChIHOBBSI KEHIIUH-HOCUTEIBHUI] UMeI0T 50 % puck poauThCsi OONBHBIMH Te-
Modunueit, a mouepu — 50 % pHUCK OBITH HOCUTEIBHHUIIAMHU T€HA TeMOQUIIH

(pucyHOK 2).

3gopoBui Mamb—
omey HOCUmMeADL ZeHA
B Sgopodeua
] Bosasxoua
[ ] Hocum =
'l & l“. > 3 ll'
| 1/ {/ ! " I‘l
(! ‘{-I L:',.
\ 'l 'l‘| !
{ [
) A A
3gopo8pu 3gopoBaga Oousn Boasuon
B gous -HOCuUmS AL Cchir
sena

Pucynok 2 — Cxema HacjieqoBaHus reMmoduainn

Bce nouepu 6osmbpHOTO TeMOduIIMel SABISIOTCS OOTUTATHBIMUA HOCUTEIISIMHU
aHOMaJIbHBIX T€HOB, BCE CHIHOBBS 3/I0POBBL. |'OMO3UTOTHAs UCTHUHHASI reMO(u-
st A MOXKET BO3HUKATh y J€BOUKH, OTELl KOTOPOil OojieH remoduinueil, a MaTh
SABIIAETCSI HOCUTEJIbHUIICH. B MaHHOM cilyyae pedb UIET O IBOMHOM HacjieqoBa-
HUU TeHa reMopuauu. OOBIYHO TaKHe clydad pa3BUTHS TeMoDuiny HaOroaa-
I0TCS B Opakax MEXIy KPOBHBIMH pOACTBeHHUKamH. Jlerkas ¢popma neduimra
daxrtopa VIII (6onee 5 %) ¢ HEOOIBIION KPOBOTOUMBOCTHIO MOKET HAOJI01aTh-
Csl Y KCHIIUH-HOCUTENBHULl TeMOGUINH U3 reMoPuindeckux cemeil. Passutue
reMopuiInu A y 3TUX JKEHILIMUH OOBACHSETCS TEM, YTO BbIpaOaThIBAEMbIl reMo-
bummueckoit X-xpomocomoit anomanbHbil paktop VIII Topmo3uT dyHkuuMIO
aJUIEJIbHOTO T€HA BO BTOPOM HOPMAIbHOM X-XpOMOCOME.

[Tpu remodunuu anturemopuibabiid r1o00ynuH (FVII wim FIX) orcyrer-
BYET WJIM aKTUBHOCTb €0 PE3KO CHUKEHA; MO0 OH sIBisgeTCA (PYHKIHOHAIBHO
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HEIOJIHOLEHHBIM U HE MOKET PUHUMATh Y4acTHUsl B CBEPThIBAaHUHU KpoBU. Dak-
topel FVIII umn FIX sBasitoTcs KiT0YeBbIMH yYacTHUKAMHU TEpBOM (a3bl iiasz-
MEHHOTO TeMocTasa (¢asa nmporpomoOmHa3zoopazoBanus). Ux nepumur odycaos-
JuBaeT HapyieHue hopMHupoBaHUsS Komiuiekca: ¢gakrop 1Xa + ¢akrop Vlla +
Ca™ + TpoMmOoIMTapHbIi pochomunua, HE0OXOAMMOTO I aKTUBAINH (HAKTO-
pa X u oOpa3zoBaHUs NMPOTPaMOHUHA3bI, YTO B KOHEUHOM HUTOT€ NMPUBOIUT K T'H-
MOKOATYJISIIUU U GOPMHUPOBAHUIO CHHIPOMA MOBBIIIEHHON KPOBOTOYHBOCTH.

Ocnoenvle KauHuueckue cumnmompl. KImHAYECKUE MPOSBICHUS T'€MO-
bunuu A 1 B UIEHTUYHBI U XapaKTEPU3YIOTCS TeMATOMHBIM THIIOM KPOBOTO-
YMBOCTH: T€MATOMbI, FTeMAPTPO3bl, KPOBOTEYCHUS.

Tak xkak FVIII u FIX He npoHHUKAIOT Yepes IUIAleHTY, TO TCHIACHIUA K KpO-
BOTOUMBOCTU MOKET MPOSIBUTHCS YK€ paHHEM HeOHaTaJlbHOM nepuoje (keda-
JIOT€MAaTOMBI, KPOBOU3JIHUSHUS B O0JACTH SATOJHUL, KPOBOTEUEHUE U3 MYMOYHOU
panku). OgHako HanboJIee YacTo MepBbIe MPOSBICHUS reMoDrInKu HaOII0Jal0T-
ca kK 8—12 Mec., korma AETH HAYMHAIOT XOJIWUTh M, KOHEYHO, IPU 3TOM HEPEIKO
najarb. BO3HUKAIOT KPOBOUBIIMSHHUSA B CYCTaBbl, a TAKKE OOLIMPHBIE TEMATOMBI B
o0JacTu SIrO/ML, XUBOTA, rOJOBbl. Hepenko HaOMIOAA0TCS ATUTENbHBIE, 100
HE OCTaHaBJIMBAIOIIMECS KPOBOTECUEHHUS] U3 MECT BHYTPUMBIIIECYHBIX MHBEKIUH.
KpoBOTOUHMBOCTB CIIM3UCTBIX 000I0YEK MOJIOCTU PTa, HOCA HAOIIOJAETCS PEAKO.

OnHMM U3 caMbIX XapaKTEPHBIX KIMHUYECKUX MNPOSBICHUN reModuinu
SBIJIAIOTCS KPOBOM3JIMSIHMSI B KPYIIHbIE CYCTaBbI (reMapTpo3bl) BEPXHUX U
HUKHUX KOHEYHOCTEW: KOJIEHHbBIE, JIOKTEBBIE, TOJICHOCTOIHBIE, MIJICYEBbIE, TA30-
oenpennbie. OCTpblil TeMapTPO3 MOKET BOZHUKHYTh KaK [10CJI€ HE3HAYUTENbHOM
TpaBMbI, TaK U CIIOHTAHHO, XapaKTePU3YETCsl PE3KOi 001b10, OBICTPHIM U 3HAYU-
TEJbHBIM YBEJIMYEHUEM CyCTaBa B 00bEME, CTIIaKEHHOCTbIO CYCTaBHBIX KOHTY-
poB. Koka Haji cycTaBOM CTaHOBHUTCS] TUIIEPEMUPOBAHHOW U TOPSYEN HA OLLYTIb,
HanpspkeHHoW U Onectsiieid. [Ipu 0ObeMHBIX KPOBOUBIUSHUSIX MOXKET OIpese-
asThes aroktyanus. [lanueHTsl crapatoTcst co3aaTh MOKOW NOPaXKEHHOMY CyC-
TaBy M 3aHUMAIOT BBIHY)KJICHHOE TOJIO)KEHHE, OOBIYHO CYCTaB CJIETKA COTHYT.
PenmauBupytomiyie reMapTpo3bl MOCTENEHHO NPUBOASIT K Pa3BUTHIO reMO(pHIIN-
YECKOM apTponaTuu ¢ (OPMUPOBAHUEM KOHTPAKTYP M aHKHJIO30B MOPAKEHHBIX
CYCTaBOB, MBIIIEUHOU aTpoduu.

Bropoe mecTo mo 4actore U 3HaYUMOCTH B KIMHUYECKOM KapTHHE IeéMO-
(GbuIuM 3aHUMAOT KPOBOM3JINSIHUS B MSITKHE TKaHU (TeMaToOMbl) pa3JIu4HOM
JIOKAJM3AIUM: TOJKOXKHbBIE, MEXKMBIILIEYHbIE, BHYTPUMBIIIEUHbIE, CcyOdaciu-
anbHble W 3a0promuHHbie. OCOOCHHO OMAcHbI T'e€MaTOMbI B 00JIACTH MSTKUX
TKaHeW MOJYETIOCTHON 001acTu, 1IeH, 3e€Ba, MIOTKU, CPEIOCTEHHS, TaK KaK OHU
MOTYT MPUBECTU K Pa3BUTHIO OCTpou acukcuu. ['emaToMbl, Kak MpaBujo, Co-
MIPOBOXK/IAIOTCS UHTEHCUBHOM 00JIbI0, OOYCIIOBJICHHOMN ClIaBJICHUEM OJM3JIeKa-
IIMX HEPBHBIX CTBOJIOB. B 001acT reMaTOMBI KOXa CTAaHOBUTCS HAIPSHKEHHOM,
OnecTdlleH, nanpnanus ee 0oJie3HEeHHA. bolblline reMaToMbl NajJbIUupyIOTCs B
BUJIE OIyXOJEBHUAHBIX 00pa3oBaHuWi W MOTYT (GuIyKTyupoBaTh. BHauane mBer
KOXH B 00JaCTH T€MAaTOMbI HE MEHSIETCS, B JaIbHEMNIIEM KPOBb UMOUOUPYET HE
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TOJBKO ITOJAKOXKHYIO KJIETYaTKy, HO U KOXY, KOTOpas MEHSET CBOK OKPACKY,
MOSIBJITIOTCSI «CUHSIKW» CHHE-(HUOJIETOBOrO I[BETa, KOTOPHIE B MOCIEAYIOIIEM
CTAaHOBATCS 3€JICHOBATO-XKENThIMU. OOIIMpPHBIE T'€éMaTOMBI COIPOBOXKAAKOTCS
TUIEpPTEpPMUEH, 03HOOAMH, TSKEIOW aHEMUEH, MAaJlCHUEM apTEepPUATbHOIO JIaB-
JeHUs, JEHKOUMTO30M. B mepuone paccacblBaHUs I€MaTOM OTMEYaeTCsl yMe-
peHHasi HEKOHBIOTHpOBaHHas runepomnpyounemus. ['emaroma mMoxer uHpuU-
LIUPOBAThCS, HATHAUBATHCS Y IPUBOJUTD K PA3BUTHUIO TSKEJIOTO CEIICHCA.

Ba)KHpIM KIMHUYECKUM IPOSIBICHUEM IeMO(UINM SABISIOTCS KPOBOTeYe-
HHMSA. VICTOUHUKOM Jice1y0ouno-Kuuieuno2o Kpoeomeuenus, Kax rnpaBuio, sB-
JSAETCs ENTUYECKas SA3Ba JKEIyAKa WM JBEHAALATUIIEPCTHON KHILKHU; 3PO3HUB-
HbI1 ractput. Knunnueckas kaptuna JKKT kpoBoTeueHnii TMIIMYHA U POSIBIIS-
€TCs KpOBABOM PBOTOW, MEJIECHOM, MAJCHUEM apTEPUAIBLHOIO JABJICHUS. boib-
IIYI0 OMACHOCTh NPEJCTABISIOT HHTPAMYyPAJIbHbIE KUIIEYHbIE KPOBOTEUEHHUS (B
CTEHKY KMIIEYHHKA). DTO JAHANEIEC3HbIe KAMWLISPHbIE KPOBOTEUECHHS HESICHOTO
reHesa, Ipu 3TOM CTEHKa KHUILIEYHHUKA Ha OOJIbLIIOM NPOTSHKEHUU MPOIUTHIBACT-
cs1 KpoBblO. IHTpaMypasibHbIE KPOBOTEUEHHUSA MOT'YT IIPUBECTH K Pa3BUTHUIO WH-
BarvHallMy KUIICYHHMKA, KUIIEYHOM HENPOXOAUMOCTH M CTaTh IPUYUHON Je-
TaJbHOTO HcxoJa. KpoBOM3IUSAHUS B CTEHKY KUILIEYHHKA, a TAK)XKE B OPbDKEHKY,
CAJIbHUK U cyOcepo3y MPaKkTUYECKH BCErJa COMpPOBOXKIAIOTCSA WHTEHCHUBHBIMU
00JIsIMH B ’KMBOTE, TOBBIIIEHUEM TEMIIEpPATypbl Teja, JEHKOLUTO30M Iepude-
PUYECKON KpOBU, CUMIITOMaMH pa3ApaK€HUs OpIOLIMHBI, YTO UMUTHPYET OCT-
phie 3a00J1€BaHNs OPraHOB OPIOIIHON MOJIOCTH.

[IpuunHON noueunvix Kpoeomeuenuii MOTYT ObITh TpaBMa MOSICHHUYHON
00J1aCTH, OCTPBINA MHETOHEPPUT, IPUEM AHANTETUKOB. [loueuHble KpOBOTEUEHUS
OoJbIIe XapaKTEepPHBI JUIsl B3POCIHBIX MALMEHTOB W MPOSBIISIIOTCS BBIPAKEHHOU
Makporematypuei. IIpu 3ToM yacTto HaOMIOAAIOTCS AU3YPUUECKHUE SIBICHUS C
3aTpyIHEHHEM MOYEHCIyCKaHus, 00U B MOSCHUYHOM 00J1acTH, MO XOoy MOYe-
TOYHUKOB U ypeTpbl. OOBIYHO MOSIBJISIFOTCSI UHTEHCUBHBIE MO3BIBBI K MOYEHC-
IIyCKAHUIO, IT0CIIE YET0 OTXOIAT CI'yCTKH KPOBH.

Kpoeousnuanue 6 cybapaxnoudanvnoe npocmpancmeo, 6 20106HOU U
CRUHHOI M032 HAOIIOJAETCS PEAKO, KaK IMPABUIIO MIPOBOLUPYETCS TpaBMaTU3a-
LIUEH U COINPOBOXKAACTCA COOTBETCTBYIOLIEH HEBPOJOTMYECKOM CUMIITOMATH-
KOM: MHTEHCUBHAs BHE3allHas TOJOBHasg 0OJb, MOTEpPs CO3HAHMS, CUMITOMBI
pa3apaxeHusi MO3TOBBIX 000JI0YEK, pa3BUTHE MApE30B, HAPYIICHUS pUTMA Jbl-
XaHUS U CEPJICYHOM ACATENBHOCTU U Ap.). KpoBousnusiHusg TaHHOW JIOKalW3a-
IIUU MOTYT CTaTh IPUYUHON HEOIAronpUsTHOTO UCXO0/IA.

JlInTe/IbHbIe peuMINBHPYIOLINEe KPOBOTEYECHHUS I0CJe TPAaBM U OIle-
paumii — xapaktepHasi ocoOeHHOCTh remMo¢uinu. Jaxke mocie He3HaYUTeNb-
HBIX TPaBM M MOBPEXKJIECHUIN KOXH (ITOpe3bl BO BpeMsi OpUThS, JIETKUE Laparu-
HBI, CCaJIMHbI) U CIM3UCTBIX 000JI0UYEK MOTYT Pa3BUBATHCS JJIUTEIbHBIE, TPYIHO
KyIUPYIOIIHECs] KPOBOTEUEHUS. DKCTPAKIHS 3yO00B, TOH3WILIIKTOMHUS, HEOOIb-
M€ XUPYPrUYE€CKHe BMEIIATEIbCTBA MOTYT CONPOBOXKIATHCS OOMJIBHBIMHU H
JUIMTEJIbHBIMU (MHOTJa MHOTOJHEBHBIMU) KPOBOTEUEHUSMH. XapaKTEPHO, YTO
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KPOBOTEUYEHHSI YaCTO OBIBAIOT OTCPOUYEHHBIMHU, BOSHUKAIOT HE Cpasy IMocCIe Ore-
pauuu, a ciyctsd 30—-60 muH, nHorAa 4yepe3 2—4 4. IT0 0COOEHHO BaXXHO MPHU
MOJIOCTHBIX OINEpaIUiX, MOCIe KOTOPBIX MOKET HA4aThCsl OOMIIBHOE KPOBOTEYE-
HUE B OPIOIIHYIO MOJIOCTh, XOTS BO BPEMsI ONEpallud KPOBOTEYEHHUE OBLIO c11abo
BBIPAKCHHBIM.

Ociio:xkHeHust reMopuinu: remModuimuyeckas apTponaTHs; BTOPUUHBIN
PEBMATOUAHBIA CHHIIPOM; IICEBIOOIYXOJIH; MOCTIEMOPPArnyYecKas KeJe30/e-
dbunuTHAs aHeMus; UHTHOUTOpHAs (hopMa TeMOPUITHH.

JInarnocruka remouianu:

e Cemeiinplil anamues.

e ['emoppazuuecKkuil aHamHes.

e Jlabopamopnasa ouazcnocmuka:

= [locmuamanvuas ouazHocmuka 2emMouauu.

— yHeHue aktuBupoBaHHOoro AUTB npu HopMallbHOM TPOTPOMOUHO-
BOM, TPOMOUPOBAHHOM BPEMEHH U KOJUYEeCTBE (UOPUHOTEHA;

— cHmkeHue aktuBHocTu (paktopoB VI, IX B mnazme kpoBu (HOpMaib-
Hble 3HaveHusa i pakropa VI — 60-250 %; mist pakropa X — 60-140 %).

B 3aBucumocTtu ot cozgepkanus B kKpoBu AIT mpuHSATO BBIACHATH TPH
cTeneHM TskecTH reMopuaun: meHee 1 % — Tsokenast crenenb, 1-5 % —
cpeanetsikenas popma; 6omee 5 % — nerkast popma.

= Illpenamanvnas ouacnocmuka 2emouiuu u 6viagieHue HOCUMENeU:
aHanu3 reHa ¢ nomoibio [11P. Ananus npo6 xopuorndeckux BopcuHOK (CVS)
WM OUOTICHUS SIBJISIETCS OCHOBHBIM METOJIOM MPEeHATAIbHOW AMArHOCTUKHU; MPO-
BoAUTCS Mexay 9 u 14 Hen. 6epeMEeHHOCTH.

Jleyenue. Bouieunts remodrinio HeBO3MOXKHO! OCHOBHBIC 1€ MEAUIIMH-
CKOT0 OOCITYXUBaHUsI — 3TO NPEAYNPEXACHUE U JICYeHUE KPOBOTEUEHUH; Ipe-
JOTBpAIEHHE MTPOrPECCUU apTPOIIATUH; YIYUIIEHHE KaYeCTBA )KU3HU MALIUEHTOB.

OCHOBHOM NpUHLIUT JieueHUst rTeModmmn — 3amecmumenvhas mepanus KAI'T.

Ilpenapamuot 01a 3amecmumenvhou mepanuu cemoguauu. Ouunennvle
konyenmpamol paxmopa VIII: Temodun M, Ummynar, Kosiit — JIBU, Omoxk-
not AW, Okranat u ap. Konyenmpamur pakmopa 1 X: Ummynun, Oxkranaiit O,
Avimadukce [IU, OxranaimM.

IIpasuna 3amecmumensHot mepanuuy.: MaKCUMaJIbHO PaHHEE HAYaJI0 — [0
2 4; BBEICHUE aJ€KBATHOM J03bl; JOCTATOYHAS IJIUTEIbHOCTh JICYEHHUS: 0 UC-
Ye3HOBEHHUS MPU3HAKOB IeMOPPArHUYECKUX MPOSBICHUM; KIMHUYECKUNA U J1a0bo-
paTopHbIil KOHTPOJIb. KOoHIIEHTpaThl F KpOBU BBOJSATCS BHYTPUBEHHO CTPYIHHO.

B Hacrosiee BpeMsi KpHOMPEUUIUTAT U CBEKE3aMOPOKEHHAs Ila3Ma He
WCITOJIB3YIOTCSl KaK aHTUTeMO(DHUIIbHBIE TTpenaparhl, MOCKOIbKY HE COOTBETCTBY-
€T OCHOBHBIM TPEOOBaHUSM, IPEIBIBISIEMBIM K TIperiapaTaM Jjisi OKU3HECHHON
3aMECTUTEIIbHOU TEPAIIUH.

[IpumeHsIOTCST TpU METO/la 3aMECTUTENIbHOW TEepanuu: npoguiaxmuye-
CKUll, JleyeHue Ha 0oMy, JleyeHue no axkmy 803HUKHOBEHUSI 2eMOPPaALULECKO20
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9nU3004.

Ilpogpunaxkmuueckuit memoo — HanbOosee MPOrPECCUBHBIN, TaK Kak Ipe-
JNOTBPAILEHUE PA3IMYHBIX KPOBOM3IMSIHUN U MX MOCIEACTBUH MUMEET OOJbIIee
3HAYEHHE, YEM HX JICUCHHE. 3aa4a NPO(PHIaKTUUYECKOrO JIEUYECHHUS - TPEBPATUTD
TsoKenyto Gpopmy remodunnu B 6osee jerkyro. HaunnaTte jgedenue cienyeT Kak
MO>KHO paHbllIe, T. €. ¢ 1—2 JeT, Korja CyCcTaBbl e1le HHTAKTHbL. ONTUMaIbHBIHI
pexum — 25-40 ME ¢daxTopa Ha kaxablii KWJIOIpaMM Macchl Tenla 3 pa3a B He-
nento npu remoduauu A u 2 paza B Hegemo — npu remoduiiuu B. [Ipodunak-
TUYECKOE JICUCHUE MPOJIOJIKAETCS MO MeHbled Mepe A0 20 neT, a uHorga u
noibie. B Peciyonuke benapych npodunakTuyeckuii METOI MPOBOAUTCS Jie-
TSAM C TsKeI0u popmoii reMorIIIH.

Jleuenue na oomy. JIns npoBeieHNs JICUEHUS HA JOMY POJIUTENH MallMeHTa
WU CaM MAalUEHT JIOJKHBI OBITh 00YUYEHBl TEXHUKE BHYTPUBEHHOTO BBEICHUS
KAIT u Bcerna umerts mpemnapar goma.

[enu ieyeHus Ha JOMY CJEeIYIOLIHE:

1. [lpenoTBpaTUTh MAaCCHUBHBIE KPOBOTECUCHMS, OKa3bIBas HEMEIJICHHYIO
MOMOIIlb, KaK TOJBKO KPOBOTEUEHHE BO3HUKHET.

2. CoKOHOMHTDH BpeMs M 3aTpaThl Ha Mpue3]l OpUraa CKOpoil moMoIu JTudo
TPaHCIOPTHUPOBKY MaI[UEHTA B OOJBHUILY.

3. CoKOHOMHTH JOPOTOCTOSIIIME AHTUTEMO(PUIbHBIE TPErnapaThl, Pacxoj
KOTOPBIX MIPU HEMEIJICHHOW ITOMOIY 3HAYUTEIIBHO MEHBIIIE.

4. CokpaTUTh MPOMYCKU 3aHATHHA B IIKOJE JUOO ciydyaud Mo OOJbHUYHOMY
JUCTY.

5. OcBOOOUTH MAIMEHTa OT TMOCTOSIHHOW 3aBHUCHUMOCTH, YTOOBI OH MOT
YKUTb HOPMAJIbHOU KU3HBIO.

Jleuenue no ¢hakmy 603HUKHOGeHUA KposomeuyeHus. BBoaumblie 10361
KAIT B KOHKPETHBIX CIy4asX TEMOPPAarndecKuX NposBICHUN pa3HbIE U B 3aBU-
CUMOCTH OT KJIMHUYECKOM CUTyaluu mMoryT coctaBiisaith oT 10 o 100 ME/kr B
cytku. [Ipu pacuere m03b1 yuuThiBaloT TOT (akt, yto BBeAeHUU KAIT B mosze
1 ME/kr macchl Tena nanuenTa rnosbimaet aktTuBHOCTh FVIII B cpenrem Ha 2 %,
a FIX — B cpeanem Ha 1 %. PacueTt 10361 MOXKHO MIPOU3BECTH MO PopMyJIe:

no3a konrenTpara FVIII (ME) = macca Tena x (TpeGyemasi akTHBHOCTb —
0a3anbHast aKTUBHOCTH) X 0,5;

no3a konuenrpara FIX (ME) = macca Tena x (TpedyeMasi akTUBHOCTb —
0a3ajgbHasi aKTUBHOCTb ).

Cnengyer moMHUTH, 4TO niepuon nomypacnaga FVIII uanuBuayansHbIl 1
KoJieonetcst oT 8 10 18 vacos, a y FIX B 2 paza nonsiie. [loaromy npu okaza-
HUU ypreHTHo# nomoiu, npenaparsl FVIII vyxHO BBOAUTE 2—3 pasa B cyTkH, a
npenapatsl FIX — 1-2 pa3a B neHb.

Jleuenue 6 3aeucumocmu om JOKATUAUUU 2eMOPPACUUECKO20 CUHOPO-
ma. Ocmpylii eemapmpo3.; BpeMeHHass IMMOOMIIH3AIUS CycTaBa B (PU3UOJIOTHYC-
CKOM TOJIOKeHUH (He Oosiee yeM Ha 3—5 cyT); XOJOJ Ha MOpPaXEHHBIA CYCTaB;
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panHee mpoBeaeHne 3amectutenbHol Tepamuu KAIT B gozax 20-40 ME/kr.
[Iynkuuu cycraBa ¢ acnudpanued COAEp>KMMOTrO MOKa3aHbl MPU: TeMapTPO3e C
00JeBBIM CHHAPOMOM, IIPU HAJTHYUHU OOJBIIOTO 00BeMa KPOBU B MOJIOCTH CyC-
TaBa, MPU MPU3HAKAX PA3BUTHUSI THOWHOrO apTpuUTa, pa3BUTUU Ha (POHE remap-
TPO3a HEPBHO-MBILIEYHBIX HapylieHUu. [Ipu 3TOM, € 11eJIbI0 KyITUPOBaHUS BTO-
PUYHOIO BOCIAJIEHUS B MOJIOCTh CyCTaBa BBOJUTCS TMAPOKOPTHU30H.

[Ipy MOAKOKHBIX KPOBOUBIUSHUSIX, KPDOBOUBIUSAHUSIX B MSITKUE TKAHU U
MEKMBIIIEYHBIX TeMaToMax, He YrpoKaloluX >KU3HU Ha3HAYaIOT 3aMecTH-
tenpHOE Jeuenue KAIT B moze 20-25 ME/kr Ha BBegeHuWe B TE€UYEHUE S5—
6 nueit. Ilpu kposousausnuu M. iliopsoas 3amecTUTENbHBIC IpeHapaThl BBO-
4t B 1o3¢ 40 ME/kr kaxnpie 8—12 1 B Teuenune 5—6 naei Ha GoHE coOIIO-
JICHUSI TAMEHTOM IOCTEIBLHOTO PEXKMMa M OTpaHWYeHUs (PU3UUECKUX Ha-
rpy30K.

Ixempakyus 3y6068 MPOU3BOIUTCA 1Ocie ofHOKpaTHOTO BBeneHus KAI'T B
no3e 10—-15 ME/kr nia ynanenus pe3noB u 20 ME/kr ansa yaanenus 00JIbIINX
KOPEHHBIX 3YyOOB. I'éeMoCTaThyecKyro Tepamuio MpoAOIKalOT 2—3 [HA Mocie
BMEIIATEIbCTBA. PEKOMEHIyeTCsl UCTIOIb30BAaHUE MECTHBIX U CHCTEMHBIX aHTH-
(GUOPUHOTUTUYECKUX CPENCTB, (PUOPUHOBOTO Kilesl, MOKa3aHbl CTporas miaas-
1iasi AMEeTa U XOJOJAHOE MUTHE.

[Ipu noueunom xposomeyenuu TEMOCTATUUYECKAS] TEpaANHs IMPOBOJUTCA
npenaparamu KAI'T B noze 40 ME/kr Ha BBeneHHE O KYIIUPOBAHUS MaKpore-
Matypuu. JKenaTelbHO MOJJEPKUBATh YpoBeHb AedunutHoro dakropa 40 %.
OAHOBPEMEHHO KOPOTKUM KypcoM (5—7 NHel) Ha3HAuyaloT MPEJHU30JI0H Mepo-
pajgbHO B J03¢ 1 MI/KT B CYyTKHM C MOcheayromieid ObicTpoit otMeHou. Crenyet
IIOMHHUTb, YTO MPH MOYEUYHBIX KpoBoTeueHusX BBeneHne ¢ — AKK mpotusono-
Ka3aHo, B cBsi3u ¢ puckoM pazsutus OI1O npu 610xane pudbprHoM3al

[Tpu orcenyoouno-kuwieunvix KposomeueHusx MelareiabHO IMOAJEPKUBATDH
ypoBerb AIT 60-80 %. Ilpemapatei KAI'T BBOAsAT B HavyanbHOU m03e 40—
50 ME/kr, 3ateM kaxxasie 8—12 41 B 103e 20—-30 ME/kr B Teuenue 7-9 mueii. Ilo-
Ka3aHbl TAK)KE€ aKTUBHOE MPUMEHEHUE MHTHOMTOpPOB (UOPHHOIM3A, OOLIEHpU-
HSATas Tepanus 3pO3UBHO-I3BEHHBIX 3a00JE€BaHUN KETYKA U KUILICYHUKA.

OmnacHble ISl ’KU3HU KPOBOTEUCHUS, KPOGOUSTUAHUS 8 20JI0HOU MO32, 00-
[IMPHBIE XUPYPrHUUECKUe BMeaTenscTBa TpedyroT BBeaeHuss KAI'T u3 pacuera
50-100 ME/kr 1-2 pa3a B CyTKH 10 KyIUPOBaHHS MPU3HAKOB KPOBOTCUCHUS U
NOCJIeyIONIEH MOJACPKUBAIOIICH Tepany MEHbIIMMHU J03aMH JI0 3a3KUBJICHUS
panbl. Takxke Moka3zaHO MPUMEHEHHWE MHTHOUTOpoB ¢ubpuHonm3a. [anee npo-
BOJSAT T€MOCTATUYECKYIO TEpaIUi0 MO cXeMe MpOo(UIAKTUYECKOro JIEYEHUs! B
TeyeHue 6 MecsIeB.

[Tocne kymupoBaHUS OCTPOTO TEPHUOJA MPUMEHSIOT (U3HOTEpareBTHYC-
CKO€ JICUCHHE Ha 00J1acTh OPAXKEHHOTO CycTaBa, reMaroMbl: YBY, anektopo- u
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dboHOPOpE3 TUAPOKOPTU30HA CYKLMHATA, NUMEKCUIA, MarHuToTepanus. Bce
MPOIIeTyphl TPOBOAAT Ha ¢GOoHE 3aMecTUTEIhbHOW Tepanuu (akTopamu. Ilocie
OKOHYaHHs (PU3NOTEepaneBTUUECKOro JeueHus nokasana JIOK.

Hecneuughuueckasa mepanus. /lecmonpeccun (B Pecniydnuke benapych He
3apErucTPUPOBAH) — MPOU3BOJIHOE AHTUANYPETUUECKOTO TOPMOHA, CHHTETHYE-
CKUW aHaJoT eCTEeCTBEHHOro BazomnpeccuHa. [IpemapaT OBICTPO MOBBIIIAET
m1a3MeHHbIN ypoBeHb akTopa VIII 3a cueT BEICBOOOXKACHUS €r0 U3 SHIOTEIHS.
Jlydiiie Bcero pearupyioT Ha BBEJICHHUE IpernapaTa NalleHThl ¢ ypOBHEM (DaKTo-
pa VIl 6omee 5 %, 1. e. ¢ nerkoii ¢opmoii 3aboneBanus. Jlecmonpeccun Hed (-
¢dextuBeH npu remodunun B. JlecmonpeccuH BBOAST BHYTPUBEHHO KalelIbHO B
no3e 0,3 mr/kr Maccol Tena B 50 mi1 pusnonoruyeckoro pactsopa. HepasseneH-
HBIM TpernapaT MOXHO BBOAMTH MOJKOKHO M MHTpaHa3zalbHO. JlocTaTouHO O11-
HOKPATHOT'O BBEJCHUS.

¢ — AKK B cyrounoii go3e 100 MI/Kr MOXET MPUMEHSTCS BHYTPbh WIIU
MECTHO IIpM HOCOBBIX, JECHEBBIX, KEIyJIOYHO-KUIIECYHBIX, MEHCTPYaJIbHBIX
KPOBOTEUEHHUSIX, IKCTpaKkuuu 3y0oB. [Ipyrum 3¢p¢GeKTUBHBIM aHTHPUOPHUHOIU-
TUKOM SIBJISIETCS TPaHAKcaMmoBasi Kuciiota. Kak ObuIo cka3aHO BbIIIE, MHTUOUTO-
pbl (GUOpHHOIM3Aa aOCOMIOTHO MPOTHUBOMNOKA3aHbl OOJBHBIM TeMO(HINEH HpH
remaTypud. biaokupoBaHue TyOyJSpHBIX KAHAJIBLEB MOYKH, MOYETOUYHUKOB M
MOYEBOI0 My3bIPsl CTYCTKaMU, NOTEPSBIIMMHU CIIOCOOHOCTh JTU3UPOBATHCS MOCIIE
BBEICHHUSI aHTU(PUOPUHOIUTUKOB, MOXKET HWHHUIMHPOBATH PEHAIBbHYIO (OpMy
IIOYE€YHOU HETOCTATOUYHOCTH.

Jeuenue unzuoumopnoii popmot cemopunuu. Y 5-25 % mnanueHTOB C
remodriireil pa3BUBaeTcs ee MHruOuTopHas ¢opma B pe3ysbTaTe oOpa3oBa-
Hus anturen kK FVII/FIX. Otu anTHTENna BBIpaOATHIBAIOTCS UMMYHHOU CHC-
TEMOUW caMOro manueHTa u OJIOKUPYIOT PYyHKIIMOHATBHYIO aKTUBHOCTb COOCT-
BEHHBIX (DAKTOPOB CBEPTHIBAHUS MAIMEHTA, WM BBOAUMBIX B coctaBe KAIT.
[TosiBneHne WHrUOUTOPa B OCHOBHOM IHPOSBIISIETCS OTCYTCTBHEM KJIMHUY e-
CKOT0 OTBETAa Ha CTaHJAAPTHYIO TEPANUIO KOHIIEHTpAaTamMu (PakTOpOB CBEPTHI-
BAHUS WJIM TMOSBJIEHUEM KPOBOTEUEHHMI Ha mpoduiakTuyeckoil tepanuu. [u-
arHOCTHKAa JJAHHOTO OCJIOKHEHMs 0a3upyeTcsi Ha ONpeAesICHUH UHIHMOUTOPOB
K F, xoTopsie uzmepsitorcst B beresmax. YcranosneHo, uto 1 berezna naru6d u-
Topa cnocooHa nHakTuBupoBaTh 50 % F. JleueHne KpoBOTEUEHUI MPHU UHTU-
ouTopHOU popme reMopUINU MPETYCMATPUBAET BBECHHUE «IIYHTHPYIOIINX)
npenapaToB, T. €. IpenapaToB, 3alyCKaOIIMUX NepBy0 a3y MIa3MEeHHOro re-
MOCTa3a 0 BHEIIHEMY MeXaHNU3My. B HacTosiee BpeMs HCHOJIb3YIOT JBA Ta-
kux npenapara: ®siida u pexomOuHanTHoli PakTop VII (HoBocesen). B ka-
YeCTBE MHAYKIMUM HUMMYHHOM TOJIGPAaHTHOCTH HA3HAYAIOT: BBICOKHE J03bI
KAIT (100-200 ME/kr); BBUI'; ummynonenpeccantsl (L1®D, nmukiocnopun
A); ceaHChl UMMYHHOCOPOIINH.

Baowcno nomnums, umo nayuenmam c eemoguiuei npomusonoKa3aHo Ha-
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3HAYeHUue aHmuacpe2anmos U AHMUKOA2yIssHmMo8, C OCHMOPOACHOCbIO HA3HA-
yarom HIIBII; npomusonokazanvl 8Hympumvluieynvlie UHbEKYUuu, npu ux Heoo-
Xooumocmu (MPUBUSKU, BaAKYUHAYUU U Op.), NPOBOOAMCsa Ha pone 3amecmu-
menvrou mepanuu KAI'T.

JBC-CUHJIPOM

CHHAPOM THCCEMHMHMPOBAHHOTO BHYTPHCOCYAUCTOI0 CBEPTHIBAHUA —
Hecrnenuduueckuii o01EenaToIOrMuecKiil Mpolece, CBS3aHHbIA C MOCTYIUICHU-
€M B KPOBOTOK aKTHBATOPOB CBEPTHIBAHWS KPOBU M arperamud TPOMOOIUTOB,
JTIMCCEMUHUPOBAHHBIM MUKPOCBEPTHIBAHUEM KPOBH, aKTUBAIMEH U UCTOUICHUEM
TUTa3MEHHBIX MPOTEOTUTUYECKUX CUCTEM, MOTpedieHneM (PHU3HOIOTHYECKUX aH-
TUKOAryJITHTOB U F KpoBHW, 00pa3oBaHWEM B 30HE MHUKPOIMPKYJISIIUA MUKPO-
CTYCTKOB M arperaToB KJIETOK KPOBH, CIEACTBUEM YETO SIBISETCS pa3BUTHE OJI0-
KaJibl MUKPOIUPKYJISILIMM B OpraHax-MUIICHSIX, TUTIOKCUH, TUCTPOPUU U TI1y0o-
KOU TUCPYHKIUU 3TUX OPTaHOB.

Tepmun «/IBC—cunnpom» Bnepsbie npemioxkeH B 1950 r. JloHampnom
MakKeeMm. Cunonumsl [IBC—cunapoma: xoarymnonatusi moTpeOiaeHus, CHHIPOM
ocTpoil nepubpuHanuu, TPOMOOreMOpPparndecKui CHHIPOM, CUHAPOM BHYTpPU-
COCYJIUCTOTO CBEPTHIBAHMS I PUOPHUHOIH3A.

KiiroueBoit MoMeHT B pazButuu JJBC—cunapoma — H30bITOK TPOMOUHA.

ITHOJIOTHSL M OCHOBHBbIE MEXAHU3MbI MATOJOINYECKON aKTUBALIUM Te-
MocTa3a:

1) Axmusayus KoacyiAyuoOHHO2O 36eHA NO GHEWIHEMY HYMU 8CIeOCMEUe MAC-
CUBHO20 NOCMYNJIEHUSL 8 KPOBOMOK MPOMOONIACMUHONOOO0OHBIX CYOCMAHYUIL:

® [IIOKU: CENTHYECKUI, TPaBMAaTHYECKHM, OKOTOBBIM, T€MOPPATMYECKHUM,
JIEKapCTBEHHBIU U JIP.;

® XUPYpPruvyecKre BMEIIaTeIbCTBA Ha MAPEHXUMATO3HBIX OpraHax (IMeueHb,
npejacTareNbHas, MOIKeTy10YHas JKelle3bl);

e aKyllepcKas MaToJIOTHs: MOCTA0OPTHAs CENTULIEMHUS, TIPEKIECBPEMEHHAs
OTCIIOMKa TUIAIleHTHI, PYYHOE OT/CJICHUE TUIAIleHThl, BHYTPUYTpPOOHas THOEIb
1013, SMOO0JHS OKOJIOIUIOAHBIMU BOJAMHM, TSDKEJIBIA T€CTO3, DKIAMIITUYECKAS
KOMa, pa3pblB MaTKH, KECAPEBO CEUCHUE;

® OCTpPBIN ITAHKPEATHUT;

® MAaCCUBHBIE TeMOTpaHCPy3uu U peuH(PYy3un KpOBU; BBEJCHHUE IeMOIIpe-
MapaToB, COACPKAIIUX aKTUBATOPHI (PAKTOPOB CBEPTHIBAHUS;

® 3JJOKQYeCTBEHHBIE OMYyXOJH (OCOOEHHO METacTa3upyIollue), JEHKO3bI
(ocTphIii MUETO0IaCTHBIN JIeliko3 M 3 BapuaHT);

® MAaCCHBHBIE TPABMBI;

® 0’KOT0oBas 0O0JIE3Hb.

2) Akmugayus KOa2yrayuoHH020 36eHA 2eMOCmAa3ad No 6HYMPEHHeMY nymu
8ciedcmaue NoBPeNCOeHUst GHOOmMeNUs COCYOUCMOL CIMEHKU!
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¢ nH(EKIHH, 0COOCHHO TeHEPATU30BaHHbBIE, CEITUYECKUE COCTOSHUS,
® TeMOpPparundecKue JUXOPAIKH;

® 3aTSHKHBIE TUIIOKCHUU;

® XpOHHYECKas 00JIC3Hb MMOYCK;

® CHCTEMHEIC 3a00JICBaHU,

® TeMOPPAarundecKre BaCKyIUTHI.

3) llpuuunsl, 6 pezyrbmame KOMOPvIX 8 KPOBOMOK NONAOAOm cyoOCman-
yuu, cooepicawjue 2emMoKoazyIupyrowue eewecmsd, oKazvleaowue Henocpeo-
cmeeHHoe Oelicmaue Ha NpOMpOMOUH U ubpuHo2en.:

® OTPABJICHUSI T'€MOKOAryJMPYIOIIUMU 3MEUHBIMH SIJIAMU, S1aMU HACEKO-
MBIX; OTPABJICHUS XUMUYECKUMH SIAMU U TIPOUEe.

VYcraHoBiaeHo, 4TO MHGEKIUU W CENTULIEMHS] 3aHMMAIOT IEPBOE MECTO
cpenu npuunH JIBC—cunapoma um Ha ux goito npuxoautcs 6onee 50 % Bcex
CJIy4aeB 3TOU MaTOJIOTHUH.

JABC—cunapom — mpuoOpeTeHHasi, BTOpUYHAsl OCTpasi MaToJorusi reMo-
cTasa:

® OTHOCHUTCS K KOAryJjomnaTusiM NoTpeOsIeHus, MPU KOTOPHIX MOTPEOISIOTCS
KOMITOHEHTBI CBEPTHIBAIOIIEH M YTO CaMO€ BaKHOE C TOYKH 3PEHHSI MCXOJa 3a-
0oJieBaHUSI — MPOTUBOCBEPTHIBAIOIICH CUCTEMBI KPOBH;

® KIIMHUYECKA MOXET COIPOBOXKIATHCA KaK KPOBOTEYEHUAMH, TaK U
TPoM003aMH B 30He MHUKPOUUPKYJISUUH C HOPMUPOBAHUEM MOJUOPTAHHOM
HEJI0CTATOYHOCTH.

Bapuantsl Teuenus IBC—cunapoma:

1. MonHueHocHoe:

¢ Pa3BuBaeTcs 3a AECATKU MUHYT.

¢ Yaiie B akylepcKo MpakTUKE, MPU TSKEJIOW COUYETaHHOW TPaBMeE.

¢ B KIIMHUKE NPEBAIMPYET TXKEJIBIM IEMOPPArnyeCKUil CUHAPOM U SIBJIE-
HUS 1I0KA.

2. Octpoe:

e Bpems pa3BUTHA OT HECKOJIBKHX YaCOB /10 CYTOK.

e COnyTCTBYET TSKEJIOW TpaBME, JUIMTEIbHBIM ONEpalMsiIM Ha MapeHXUMa-
TO3HBIX OpTaHaXx.

¢ brictpoe dhopmupoBanne CIIOH (mipeBanupyroT siBJICHUS JbIXaTEIbHON U
MOYEYHOU HEOCTATOYHOCTH).

e ['eMOpparnyecKuii CMHHIpOM MEHEE BBIPaXKEH, YEM IPH MOJIHUEHOCHOM (hopMe.

3. [TopocTpoe:

e J[MUTENBbHOCTD JHU, HEACIIH.

e [Ipy TsDKENBIX MMMYHHOKOMIUIECHBIX BacKysmtax, nogocrpom ['H, I'B,
TSDKEJTBIX THOWHBIX BOCTIAJTUTEIHHBIX 3a00JICBAaHUSX U T. .

¢ OTIM4aeTCs MEHbIIIEH BBIPA)KEHHOCTHIO MATOJIOTHYECKUX MPOLECCOB, HO
MIPU OCJIOKHEHHUH CUTYaIlUU MOXET MEePEerTH B OCTPYyIO hopMmy.
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4. XpOHUYECKOE:

e J[IuTCS HEAEIN, MECSIIBI.

¢ V MAIMEHTOB CO 3JI0KAYECTBEHHBIMH OIYXOJISIMHM, XPOHHOCETICHCOM, HA Ha-
yajpHOM JT1arie XbI 1, mueBMoHusx, TpoMOoduu, romoructennemun, ADJIC,

e MeyieHHO HapacTaroIye pacCcTpocTBa (PYHKIIMU BHYTPEHHUX OPraHOB

IHaTorene3 JIBC—cunapoma

Kak npaBuno, /JIBC—cuHapom XapakTepu3yercsl «B3pbIBHBIM» HAyalioM M
IPOrPECCUPYIONTNM TeueHneM. B xoe ero pa3BuTHs BbIIEIAIOT 3 (a3l (CTaaun):

* TUTIIEPKOATYJISIIIUN U TPOMOOOOpa30BaHUS;

* KOAryJIONaTuu NOTpeOIeHUS;

* TUITOKOATYJISILU Y.

[TyckoBoit mexanusm JIBC-cuHIpoma — aKTHBaUUs KOAaryJsiIHOHHOIO
remocTtasa (pucyHoK 3).

—

YMesbUese 4113 TRoMB0uToR AIre3is i arperaims ponGoLTos

ToBpEReHe 3HATeMmS Beifipoc TaHeawX GarTopos
\
m AKTHBALIS BHYTEHHETO MyTH AKTMBBLS BHELIHETD MYTH
HOGTYIRLIAOHHOTO KaCKaga HOBTYMALMORHOTO KacKaga
b ‘ fl
R i)
? Y
: HeToulere MnasMerHsx Gaxtopos BHyTOHCOGYZHCTOR CRRPTLIBAHME
§ < AT GupaHonHaa Ofpasosanie duiprea >|  Ofpaaopare Tpowbos
3
7 |
Q
0
b
&

Huwesus Tamed \
¢, |
- AKTHBALIMA THnoKCHS,
Cragys narnanynaLm Crams MneprOaryIRLM npoTeonk3a | | MeTaBoniecki aLuad

Pucynok 3 — O6mas cxema IBC—cunapoma

1. Cragusa runepkoaryjsiuuu u TpomoOoodpaszoBanus JIBC-cunapoma
BeCbMa KpaTKoBpeMeHHa. Ha 3Tol cTtaauu akTUBUPYIOTCS 00a MyTH CBEPTHIBA-
HUS KPOBH: BHYTPECHHHM, aKTUBUPYEMBI (paKTOpaMH MOBPEKIECHHOTO DYHIOTE-
7S, ¥ BHEUTHUM, 3aIyCKaeMblii TKaHEBBIMHU (hakTopamu (Hampumep, TpomOo-
MJIACTUHOIOJ00OHBIMHU BEIIECTBAMH, MPOAYKTaAMH MPOTEOaU3a U np.). BHyTpu-
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COCYIMCTOE CBEPTHIBaHHE OCIKOB KpoBU (BKJIOYas (puOpuHOOOpa3oBaHmE), a
TaKXe aJIre3usl U arperanus TPOMOOITUTOB MPUBOIAT K (POPMHPOBAHUIO MUKPO-
TpoM6OB. TpomMO00OpazoBaHue 00YCIOBIUBACT HAPYIICHUE MUKPOIUPKYIISIIH
B TKaHSX, YTO COMPOBOXIACTCS PAa3BUTHEM THIIOKCHUH M HAPYIICHHEM HUX TPO-

VKU (PUCYHOK 4).

(cHOBHbIE 3BEHA NATOTEHE32 H NDOABAEHKA Craim [1BC-cuyipoma
I | \
AKTHBALNS W DEaHLI
AKTHBALLAS BHICBOO0HAEHHR ﬂm [evepanaosasas | | QopwupoBaske rp?zﬁoa wa“;ﬁ
MPOKDANYIRKTOB MIPOKOANIAHTOB SR TTIBPHOANYARLAR | | MCTWEEBIX TROMBOS L
H NPOAIPraHTOR
Y
o Mo evyrpesteny | | Hapacraloiee Obpesae
nyH norpedere |
BHELLHENY WabbiTa GuBpuk-
R o) MOHOM
Ly reMocrasa i

Pucynok 4 — OcHoBHbIe 3BeHbsI IATOreHe3a U MPOSIBJICHUS NePBOM CTaIUN
JABC—cunapoma (cTaauu runepKoary/siiiu 1 Tpom0000pa3oBaHusi)

IIposiBiienus:

L 6JI€JIHOCTI-: KOXH U CIIU3UCTBIX 06OJ'IO‘-I€K;

® TAXHITHOD;

® HET SIBHBIX KIIMHUYECKUX MposiBiieHui camoro JIBC—cuHapoma;

® BBITEKAIOIasi KPOBb CIOCOOHA K 00Pa30BaHMIO MOJHOLIEHHBIX CI'YCTKOB U
KPOBOTEUYEHHE MOXKET ObITh OCTAHOBJIEHO XUPYPIrUUYECKUM ITyTEM.

2. Cragusa koaryjgonarum norpedsenus J[BC—cunapoma xapakrepusy-
€TCsl TTOBBIIICHHBIM MOTPEOJIEHUEM U UCTOIICHHEM (AaKTOPOB CBEPTHIBAEMOCTHU
U TPOMOOLUMTOB, PAa3BUTHEM T'UNO(YUOPUHOTEHEMUN U HETOCTATOUHOCTHIO AHTH-
KOaryJsiHTOB (PUCYHOK 5).

OcHoBHbE 388HLRA NATOrEHE3a ¥ NPORBAEHKR CTagl 2 [1BC-cuHapoma

.'v:

WrtencusHoe noTpedneHue ganTopos
CUCTeMBl FeMocTaza

Hapacraiouee notpebnenwe
TPOMOOLATOS

Mporpeccupyrowan aKusals GaKTopos
OubprHonKaa

Pucynok S — OcHoBHbIe 3BeHbsI IATOTeHe3a U NPOSIBJICHUSI BTOPOii cTaquu
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JABC—cunapoma (cTagum KOAaryJa0naTuu noTpedieHust)

IMposiBieHus:

® reMopparu4eckuii CHHAPOM B BHUJI€ NOBBILIEHHON KPOBOTOYMBOCTH MECT
MHBEKIUI, TKaHEH onepaloHHOro Mojs ¢ 00pa30BaHUEM PBIXJIBbIX, HO HE JIU-
3UPYIOIIMUXCS CIOHTAHHO CI'YCTKOB KPOBH;

® Ha JTale HauyMHAIOLICHCS aKkTHBAIMKM (UOPUHONM3A K KOarylomnatude-
CKOMY MPHUCOEAMHACTCS] KaMWJUIAPHO-TEMAaTOMHBINA THIT KPOBOTOYMBOCTH (Ha KO-
K€ U CIAU3UCTBIX 000JI0UKAaX MOSBISETCS OOUIIbHAS TEMOPPAruiecKast Chllb, MeC-
TaMH CKJIOHHas K CIHAHUIO). BO3MOXKHO CIOHTaHHOE 0Opa30BaHHWE T'€MaTOM.
KpoBOoTOUMBOCTE TKaHEW 3HAUUTENBHO YCHIIMBAeTCs. BriTekaromas KpoBb oOpa-
3YET PBIXJIbIE CI'YCTKH, KOTOPbIE BIOCIEICTBUA MOTYT CIIOHTAHHO JIN3UPOBATHCS;

® [IOSIBJISIETCS U IPOTPECCUPYET NOJUOPTaHHAsI HEJOCTaTOUYHOCTb.

3. Cragusi runokoaryasiunu JIBC—cunapoma mposiBisieTcs TeMopparu-
YECKUM CHHJIPOMOM (PUCYHOK 6). B ee ocHOBe j1e:kat 3 OCHOBHBIX IpoOIlecca:

* OBICTPOE HCTOUIEHHWE KOMIIOHEHTOB CBEpTHIBAIOLIEH CHUCTEMBI KpPOBHU
(mpotpoMOuHa u (HUOpPUHOreHa) U aHTUKOArylasiHTOB (aHTUTpoMOuHa III, mpo-
tennoB C, S);

* YMEHBUICHHUE YKCIa TPOMOOLUTOB BCIEACTBUE UX IOTPEOIeHUs TpOMOaMu;

* TIOBBIIICHHBIN (PUOPHHOIM3 (B OTBET HA MOBBILIIEHHOE 00pazoBaHue PUOpUHA).

Oc+0BHsI2 38HBR NATOTEHE3a W NpoRENSHNA cTanMk 3 [IBC-cHrIpoMa

W |v' 'V' W W v

JraunTeNbHoe Mporpeccapyiolee MoBropsan ;
Herouwienne popoedpoN g [oBTOpHSIN
HeLOCTaTOYHOCTh norpeGnexue HAPACTAHHE B KPOBK aKTHBEALMA 4
aHTMKOANMAHTOS TSmO (+paCcKOf0BaHHEs) NPORYHTOR JETpajalymH KannMKpEnH IR,
) rnoHBpMHOreHenHR : : e dHbpuHonK3
TPOMEOLKTOR GHODPHHE H QUEDHHOTEHA | | KUHMHOBOW CHCTEMbI

Pucynok 6 — OcHOBHBIC 3BeHbSI IATOre¢HE3a U NMPOSIBJICHUS TPeThel CTaANU
JABC—-cunapoma (cTaauy runoKoaryJisiiium)

IIposiBiieHus:

® XapaKTEPU3YETCsl YTSHKEICHUEM KIMHUYECKUX NPOSIBICHUN: KPOBOTCUEHHMS
CTaHOBSITCS MPO(]Y3HBIMU, AAXKE U3 HETMOBPEKIACHHBIX CIU3HUCTHIX (HOCOBBIE KPO-
BOTEUCHUS U JKEITYJOYHO-KHUIIIEUHbIE KPOBOTEUEHUS], KPOBOTEUEHUS U3 CIU3UCTON
POTOBOM MOJIOCTH, BEPXHUX JBIXaTEIIbHBIX ITyTEeH, MOYETIONIOBBIX MMyTeH U T. 11.);

® BhITEKAlOIass KPOBb OOBIYHO TEMHas JiakoBasi 0€3 TEeHJCHIIMU K o0pa3o-
BaHUIO CTYCTKOB;

e 0e3 JIeUeHHUs 3aKaHUYMBAETCS JIETAJIBHO.

JunarnocTuka JIBC—cunapoma

1. CuryanmoHHasi [UarHoCTUKa (aHAJU3 KJIMHUYECKOM CUTyallud C TOYKH
3peHus BeposiTHOCTH pa3Butus JIBC—cunapomal).
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2. BoisiBnenue remocTasuosiorndeckux mapkepo JIBC—cunapoma (MuUHH-
MaJbHBI HAOOp TECTOB, JOCTATOYHBIN I TUATHOCTUKUA W HEOOXOIUMBIN AJist
IPUHATHUS TEPANEBTUUECKOTO PEILICHNUS):

1) monmcyer TPOMOOUMTOB TepupepUIecKOr KpPOBU, HAUYMHAS C MOMEHTA
BO3HUKHOBEHUS KJIMHUYECKOW CUTYaIlMU, CBOMCTBEHHOM JIJI1 OCTPOTO WJIU MOJI-
HueHocHoro JIBC—cunapom kaxabie 12 u;

2) onpenencure AUTB;

3) I1B KBuka;

4) onpezienenre ypoBHs pUOpHUHOreHa,

5) TecT Ha MPUCYTCTBUE WU KOJMUYECTBCHHOE cojepkanne POMK;

6) onpenenenue ypoBHs J-1umMepos.

s eunepkoacyiayuoHHOU CMaouu XapaKmepHo:.

e ykopoueHue AUTB unu cumxenue otHomieHus (R) Bemuuunber AUTB
nanuenTa k BennunHe AUTB B kontposne 10 0,8 u menee, gomyctumo R(AUTB)
B mipeaenax 0,8-1,2;

® YKOpPOYEHHOE, HOpMalibHOE WiH yBennueHHoe [1B Ha 3-6 cek, niun yBe-
mrnyeraue MHO ot 0,9 10 1,7;

¢ ypoBeHb (huOpuHOreHa kpoBu 6omuee 1,5 r/i;

® YPOBEHb TPOMOOLIMTOB TNiepudepuueckoil kporu oosiee 100 x 10%1, He-
CMOTpS Ha HOPMAJIbHOE WJIM CHI)KEHHOE KOJIWYECTBO TPOMOOLMTOB B KpPOBU
8AIICHA OUHAMUKA UX CHUIICCHUA Kadicovle 12 u;

® [10JIO’KUTEIIbHBIN KaYECTBEHHBIN TECT, WM MPEBBIIIAIONIEE HOPMY KOJIU-
yecTBeHHOE cojiepxkanne POMK;

® [IOBBILIEHHOE 10 CPAaBHEHUIO C HOPMOH B 2—3 pasa coaeprKaHue NpoayK-
TOB Jierpajgaunu puopuHoreHa u (puOpuHa; MOBBIIEHHOE MO CPABHEHUIO C HOP-
MO B 2 pa3a u Oosiee conepxanue [-mumepos.

s eunokoazynsayuoHHOU Cmaouu XapaKkmepHo:.

e yiymmHenne AUTB unu yBenmuenne otHomeHus BennunHel AYTB nanu-
enta K BennunHe AUTB B konTposie ot 1,21 u 6oJiee;

e yinmnaenue 1B 0oJiee 6 ¢, nnu yBenmuenue MHO ot 1,71 u 0oatee;

¢ ypoBeHb (huOpuHOreHa kKposu MeHee 1,5 r/u;

® YPOBEHb TPOMOOLHTOB Ieprbeprueckoii kposu menee 100 x 10%/1;

® [10JIO’KUTEJIbHBIN KaYECTBEHHBIN TECT, WM MPEBBIIAONIEE HOPMY KOJIU-
yecTBeHHOE conepxkanne POMK;

® [IOBBIIIEHHOE IO CPAaBHEHUIO C HOPMOU B 3—5 pa3 conaeprkaHue NpOIyK-
TOB Jierpajsanuu puopruHoreHa u (puOpuHa; MOBBIIIEHHOE MO CPABHEHUIO C HOP-
Moii B 2—4 pa3a u 6ojee coaepkanue J[-1uMepos.

JIna uoenmuguxayuu cmaouu /IBC-cunopoma oocmamouno omioHe-
HUsL OM HOPMAIbHO20 Ouanazona 4 uz 6 nepeuucieHHbIX mecmoa.

Pemrast 3amauy o nuarnoctuke JIBC—cuHapoma u ero ctaauu, He0OXOau-
MO COOTHECTH PE3yJIbTAThl JAOOPATOPHBIX UCCIEAOBAHUM C 0OBEMOM U Ka4yecT-
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BOM I€MOCTaTHYECKON Tepamnuu, MPOBEJICHHON HAKAaHYHE 3a IpeIllecTBOBAaB-
M IPOMEXYTOK BPEMEHH B 24 4.
['padprueckas 3anmuch CBEPThIBAaHUS KPOBHM — TpPoMOo3aacTorpamma (pu-
CYHOK 7) B 3KCTPEHHOI CUTyallMH 3aMeHseT BCI0 J1a00paTopuIo remocrasa!
3.01eHKa TSHKECTU COCTOSTHUS MAllMeHTa U BBISIBJICHUE KIMHUYECKUX TPH-
3nakoB CIIOH, accommuupoBanHnoii ¢ pazsutueM [IBC—cunnpoma.

Manepxoarynaunn
Hopwma . .

Manoxoarynnumn Menep@ubpunonna

el -

Pucynoxk 7 — TpomobosaacTorpamma — rpaguyeckasi 3allUChb CBEePTHIBAHNS KPOBHU

Jleyenne [IBC—cunapoma coCTOUT U3 CIEAYIOMUX OJIOKOB:

1) aTHOTpONIHAS Tepanus — YCTpaHEHUE NISHCTBUS MPUYUHHOTO (hakTopa,
acCOLIMMPOBAaHHOTIO ¢ pazButueM /IBC—cunapoma;

2) MOCUHIPOMHAsT MHTCHCUBHASI Teparusi — MOJIePKaHHe OCHOBHBIX TI'0-
MEOCTAaTUYECKUX KOHCTAHT U 3aMEIlIEHNE YTPAueHHbIX (DYyHKLINUN OpraHoOB U CUC-
TEM OPraHU3Ma B COOTBETCTBUU C IIPAaBUJIAMU IIPOBEIECHUS IIOCUHAPOMHOIO JIe-
YeHUs NTALUEHTOB, HYKAAIOIIUXCA B IIPOBEACHUN UHTEHCUBHOM TEpaIlvy U pea-
HuMmanuu. [lanueHT nomkeH ObITh COrpeT, NOCTUTHYT HEOOXOIUMBIA YPOBEHb
MOHW3UPOBAHHOTO KaJbIUs B KpOBU U pH KanwiuiapHON KpOBU HE MeHee 7,2;

3) maroreHeTHYeCcKasi MPO(PUIAKTHKA ¥ KOPPEKIUs HAPYIICHUH reMocTasa
PUHIIUIIBL:

® IPUOPUTETHOCTh KOPPEKIIMN FEMOCTa3a;

® MAaKCUMAaJIbHO PaHHEE HA4allo;

® COOTBETCTBHE O00BbEMa MEPONPUITUNA MO KOPPEKIUH I'eMOCTa3a CTEIEHU
BBIPAKEHHOCTU HAPYIIECHUN CBEPTHIBAHUS KPOBH;

® MAaKCMMaJIbHAsl ”THTEHCUBHOCTh BO3JIEVCTBUS HA T€MOCTA3;

® CBOCBPEMEHHAsI KOPPEKIMA B COOTBETCTBUM ¢ auHamukod JIBC—
CUHIpOMa KpPOBH;

® yyeT KIMHH4YecKux mnposiBiennii [IBC—cunapoMa u npeamecTBoBaBIIeh
reMOCTATUYECKOM TepaIvi.

JleueHue mNANMEHTOB B THNEPKOATYJAUMOHHON cragun JIBC-
CHHJApoMAa (MOJIHUEHOCHOE, OCTPOE, ITOJOCTPOE TEUCHHUE):

1. Aumuaepecanmuas mepanus: nearokcupmwuia 12002000 Mr B cyTku
BHYTPUBEHHO KaleJbHO Ha 3—4 BBEJICHUS.
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2. KOP B noze 15-20 ma/kr ogHOKpaTHO (B CYTKH) JJII BOCCTAaHOBJICHHS
MUKPOLMPKYJIALNU U Koppekuuu aedummra OLK.

3. Aumuxoazynanmuan mepanusi.

e C3I1 (mpeamouruTensHO KpruoobeaHerHas) 10 15—-20 MII/KT B CyTKU BHYT-
PUBEHHO CTPYHHO Ha 4 BBeJeHUs (Kax/ble 6 1); ClIeAyeT MOMHUTH O BOZMOKHOCTHU
Pa3BUTHS CBS3aHHOTO ¢ TpaHcdy3uei octporo nospexaeHus jgerkux (PZIACB);

e HOI" B no3ax ot 1 EJI Ha kaxapiii MusmmuTp nepenuBaemont C3I1 (zo-
OaBIISIIOT HETIOCPENCTBEHHO B TIa3My mepea Tpancdysueit) 1o 60-90 teic. EJ] B
CYTKH TIPH HENPEPHIBHOM BBEICHHUH PCIUMMUEHTY (B3POCIBIA MAIMCHT) B 3aBU-
CUMOCTH OT HAJIMYHUS WIH OTCYTCTBHS JIOKAJILHOTO KPOBOTEUCHHUS U TPOMOOTH-
yeckux npossieanii [IBC—cunapoma. HOI' obmagaeT MakcUMalbHO BBIPAYKEH-
HOM CIIOCOOHOCTBIO CTUMYJIMPOBaTh CBsi3biBaHue aHTUTpoMOMHOM III (AT IlI)
aKTUBHOT'O TpOMOMHA (OJIOKMPOBATH TPOMOMHEMHUIO);

e xoHueHtpar AT Il B noze 50-75 ME/Kr BHYTPUBEHHO CO CKOPOCTHIO
50 ME/muH 1 pa3 B cyTku (MHTEpBaI MEXIYy BBEACHUSIMU 24 4, MOIEPKUBAIO-
mas g03a cocrabisieT 60 % HavdanbHOW) 111 oOecnieueHus 3¢ GEeKTHUBHOTO BOC-
nosHeHus nedunuta gaduibHoro AT Il u kynupoBanus «centudeckoro» JIBC—
CUHJIPOMA; TPHU CETICUCe, B TOM uucie ocliokHeHHoOM JIBC—cunapoma, mpumeHe-
Hue koHueHntpara AT |1l 6e3 renapuna o pe3ynbraTaMm KOHTPOJIUPYEMBIX KIWHU-
YECKUX MCCIIEI0BAaHUI JOCTOBEPHO CHUYKAET CMEPTHOCTD MALIUEHTOB.

4. Axmusayua @uopunonruza: nenrokcubuma 1200-2000 mr B cyTkH
BHYTPUBEHHO KaIleJIbHO Ha 3—4 BBEICHUSI.

5.Ha ¢one maccuBHOI KpoBONoTepy TpaHC(PY3UH IPUTPOLUUTAPHBIX KOM-
MIOHEHTOB IpU 00beme kpoBoroTepu bosee 30 % OLIK.

Jledenne B rumokoaryjasinuoHHoi cragum JIBC-cunapoma (MoiiHue-
HOCHOE, OCTPOE, IOJOCTPOE TEUECHHUE):

1. Koppexkiiusi TpoOMOOIMTONIEHUN TTOTPEOIECHUS U TPOMOOIIMTOIIATHH:

e TpaHCdY3HH JOHOPCKON TpOMOOLHMTHOIH Maccel B mose 2,0-2,5 x 10"
TPOMOOLIUTOB/M’ MOBEPXHOCTH Telda HPH HATHYHH METEXHATbHO-IITHHCTOM
KPOBOTOYMBOCTH, JIMOO MPU HEOOXOJUMOCTH ONEPATUBHOIO BMELIATENbCTBA HA
ypOBHE TpOMGOIMTOB MeHee 50 x 10%/1.

2. BoccTaHOBNIEHHE aHTUKOATYJISTHTHOTO TIOTCHIIMAIA KPOBU U KOPPEKITHS
KOaryJjonaThu noTpedaeHus:

e C3I1 1o 15-20 MA/Kr B CYyTKH BHYTPUBEHHO CTPYITHO Ha 4—6 BBEICHMUIA.

e HOI' 1 EJ Ha kaXXaplii MIWUTWJIMTP NEPEIMBAEMON IJ1a3Mbl (JOOABISIOT
HETMOCPE/ICTBEHHO B TJIa3My Mepel TpaHcdy3uei) Ipu OTCYTCTBUM KPOBOTOYH-
BOCTH WJIH NPU HATMYUU TPOMOOTHYECKUX MPOSBICHUHN y PEIUTINCHTA;

e xourienTpar AT Il (ve comepxkamuii remapun) B moze 30—45 ME/kr
BHYTPUBEHHO cO ckopocTbio 50 ME/Mun st obecnedenust 3ppekTuBHOTO BOC-
nonHeHus aedunura adbunbHoro AT I, uTo uMeeT BakHOE 3HaUeHHE Ha (PoHE
NPUMEHEHUsI TEeMOCTAaTUKOB (JieKkapcTBEeHHBIX cpenctB FVIla u anpotuHuna),
JUIsl KyupoBaHus «centuyeckoro» IBC;
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e kpuonpenunurar 1 103a Ha 10 KT Macchl Tella BHYTPUBEHHO CTPYHHO MPH
ypoBHE (puOpHHOTeHa B KpOBU MalMeHTa MeHee 1 1/i1; mpu ypoBHE puOpuHOTE-
Ha Oosiee | 1/71 BBeIeHUE JIEKApPCTBEHHOTO CPEACTBA MPOTUBOIIOKA3aHO.

3. OcraHoBKa MPOA0HKAIOIIETOCS KPOBOTEUEHHUS: MIPU OTCYTCTBUU MOJHO-
[EHHOTO TeMOCTaTU4YeCKOro 3((pexra reMOKOMIOHEHTHON 3aMECTUTEJIbHON Te-
panueit (mpoJoJKEeHNEe KPOBOTEUEHHUS ), TMOO MPU HATMYUU Ja00OPaTOPHBIX MPHU-
3HAKOB COXPaHSIOLIEHCs KoaryJonaTuu noTpediieHus (TUnokoarysmus, nedu-
uut F, runepgubpuHOIN3) U, COOTBETCTBEHHO, YTPO3bl KPOBOTCUCHHUS, a TAKXKE
B CBSI3M C OINACHOCTHIO PA3BUTUS CBS3aHHOTO C MAaCCHUBHBIM TMEpETUBAHUEM
J1a3Mbl OCTPOTO MOBPEKACHUS JIETKUX, BOZHUKAET HEOOXOIMMOCTh B MPUMEHe-
HUHW UHTEHCUBHOM T€MOCTATHYECKOW U KOPPUTUPYIOILIEH TEMOCTA3 TEPAITUU:

e anipotuHuH — 10 700 000 ATE BHyTpHBEHHO 0OJIFOCOM, 3aT€M BHYTpH-
BEHHO KalleJIbHO HempepblBHO co ckopocThio 10 140 000 ATE/gac wmm 1o
1 000 000 KHE 6omocoM, 3aTeM BHYTPUBEHHO KamelbHO HEMPEPBIBHO CO CKO-
poctbio 10 200 000 KHUE/gac mpu mpooipKaromeMcsi KpOBOTeUeHU Ha (oHe
runep@uOprHOIM3a 10 OCTAHOBKH KPOBOTCUCHUS,

® KOMIUIEKCHBII KOHIIEHTpAT BUTaMUH-K-3aBUCUMBIX (PaKTOpOB CBEPTHIBA-
nus (11, VII, IX, X) u antukoarymnsatoB PC u PS B no3e 20-30 ME/kr (1e 6omee
3000 ME na BBenenue) BHyTpuBeHHO (pactBop 25 ME/Mi) co ckopocThio 1—
3 MJI/MHH TIpH TIPOIOJDKAIOIIEMCST KPOBOTCUEHNU Ha (oHE MedUImMTa BUTAMHUH-
K-3aBucumbIx F 1 HaMuuu TpOMOOTHUECKUX MPOSBICHUN W/uiK aeduiura ec-
TECTBEHHBIX aHTUKOATYJITHTOB; IpH «centnaeckom» J[BC—cunapome;

e JickapcTBeHHOE cpenctBo ¢aktopa Vlla — snrakor-anbda axTUBUpPO-
BaHHBIN 90 MKI/KT BHYTPUBEHHO CTPYHHO B T€UEHHE 5 MUH Kaxibie 2 4 JI0 OC-
TAHOBKH IMPOJIOJIKAIOIIETOCS KPOBOTEUCHHUS;, BBOJIAT MPH YCIOBUH JTIOCTHIKEHUS
X0Tst Obl MHUHHMaJBHOTO 3(PheKTa 3aMEeCTUTETHLHON TEepamnuu, ONpeaessieMOro
ypoBHeM ¢ubpuHorena 6oiee 0,5 r/1 U KOJIMIECTBOM TPOMOOIMTOB Ooliee
50 x 10%/1, na poue pH xposu Gonee 7,2;

® JMTaKOT-ajdb()a aKTUBUPOBAHHBIM MOKHO BBOJWUTH HE MEHEe ueM 3a 4 4
JI0 UM HE MeHee 4yeM depe3 48 4 1ocse BBEAEHNs KOMIUIEKCHBIX KOHLIEHTPATOB
BuTaMuH-K-3aBucHMBIX F; TpaHChy3un 3pUTPOLNUTAPHBIX KOMIIOHCHTOB IIPH
obbeme kpoBonotepu 0osee 30 % OLIK.
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