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BBeaenue. BaxHOe MECTO IMAaTOJOTMM TEMOCTa3a B  KIMHUYECKOM IPAKTUKE
OTIpeNIeTIIETCS HE TOJBKO BBICOKOM YacTOTOHM, pa3HOOOpa3WeM W MOTCHIIMAIBHOW OMacCHOCTHIO
reMopparu4eckux 3a00JIeBaHU W CHHIPOMOB, HO €€ M TEM, YTO 3TU IMPOIECCHI SBISIFOTCS
CYIIIECTBEHHBIM 3BEHOM ITaTOT€HE3a YPE3BBhIUYAHO OOJBIIOTO YKCIIa IPyrux 3aboneBaHui. DTO
JEMOHCTPHUPYET OOIIEMEIUIIMHCKOE 3HAUYCHUE TMPOOJIEM MaTOJIOTUH TeMOCTa3a, B CBS3H C YeM
yYMEHHE OPUCHTHPOBATHCS B 3TUX ITPoOIeMax HEOOX0IMMO BpadyaM BCEX CIIECIHMAIBHOCTEH.

Hear npakTH4ecKoro 3aHATHUS. U3YYUTh  PACHpPOCTPAHEHHOCTb, IATOTCHE3
KPOBOTOUYMBOCTH, KIIMHUYECKHUE U JTAOOPATOPHBIC MPOSABICHUS, KPUTCPUH AUArHO3a M MPUHIIAITHI
Tepanuu reMopparuueckux JuaTe3oB.

3agauu 3aHATHS.

Cmyodenm 00.131ceH 3HAMb:

1. OO01yr0 XapaKTepUCTUKY T'e€MOCTa3UONaTHM, TUIIBI KPOBOTOYMBOCTU M METObI
UCCIIEIOBaHMsI CUCTEMBI T€MOCTa3a.

2. Krnaccudukanuio reMopparnueckux AUaTe3oB.

3. Knuanko-1mabopatopHyo TUarHOCTUKY U MPUHIIMITEI TEPATUN TPOMOOITUTONICHUH,

TPOMOOIIMTONATHI, HACIECTBEHHBIX M IPUOOPETEHHBIX KOATyJIONaTHIA.
Cmyoernm 00.J11cer YyMEmb:

1. Onpenenutb TUIT KPOBOTOUYHUBOCTH.

2. CocTaBuTh mporpamMMmy OOCJIECIOBaHHS IMalMEeHTa IS YTOYHCHHUS TaTOJIOTHH
CHCTEMBI T€MOCTa3a.

3. OO6ocHOBaTh IMArHO3 rEMOPPArMuecKoro auaresa.

4 CocTaBuTh IUIaH JIEUEHUS TEMOPpPArMYecKoro JAuare3a B 3aBUCUMOCTH OT €ro
BapHaHTA.

TpeboBaHus K HCXOHOMY YPOBHIO 3HAHMI M KOHTPOJIbHBIE BONIPOCHI

U3 CMEKHBIX U CHUIIUH.

e 3 KypcoB HOpMaJIbHOW aHATOMUHM, TUCTOJIOTUH, TATOJIOTUYECKON aHATOMUU — CTPOECHUE
OpraHoOB KpPOBETBOPEHUS, naTojoruyeckas anaromus JABC-cunapoma.

e I3 KypcoB HOpManbHOH (HU3MOJIOTHUH, TATOJOTUYECKON (PU3HOIOTUM — COCTaBHBIE
KOMIIOHEHTbl CHUCTEMBbl T€MOCTa3a, CTpOeHHEe U (QYHKIUM TPOMOOLMTOB, pOJIb
COCYAMCTOM  CTEHKM B  TIeMocTa3e, IUIa3MEHHble  (aKTOpbl  CBEpPTHIBAHMS,
IPOTHBOCBEPTHIBAIOIINE MEXAHU3MBI.

e I3 xypca apmakosioruu — papMaKOKUHETHKY U (papMaKkOAMHAMHUKY aHTHOIIPOTEKTOPOB,
AQHTHArperaHToB, AaHTHKOATYJSHTOB, TJIOKOKOPTUKOCTEPOMJIOB, T'€MOCTaTHUECKUX
CpEeACTB, KOMIIOHEHTOB KPOBH.

e U3 Kxypca mpomeneBTHKN BHYTPEHHUX OOJIE3HEH — OCHOBHBIE CHMITOMBI M CHHIPOMBI,
OCHOBHBIE METO/IbI 00CIIeJOBaHMSI TP 3a00JIEBAHUSAX CHUCTEMBI FEMOCTA3a.

OcHoBHBIE y4eOHbIC BONIPOCHI:

1. OOmas xapakTepuCTHKAa TE€MOCTa3HOMATHI: KiIacCU(UKAIMs, TAaTOTeHEe3 W  THIIbI
KPOBOTOYHMBOCTH.

2. TpoMOomWTONEeHUHM: MEXaHWU3MBl  IMATOT€HE3a,  KIacCH(UKalus, JiabopaTopHas
nuarHoctuka. WMmmynnas tpombormronenus (UTII): kputepun nuarHosa, NMPUHIMITEL
JICUYEHUS.

3. Tpombonuronartuu: KiaccupUKalys, KIMHUKO-Ta00paTOpHbIE KpUTEpUU AMArHO3a,
TIPUHIUITBI TEPAITHH.

4. HacnenctBennsle koaryionatuu (remopmnnu A u B, Oonesnp BumneOpanpa): Tum
HACJIEJOBaHMsI, I1aTOT€He3 KpPOBOTOYMBOCTH, CTENEHU TSKECTH U KIMHUYECKHE
NpOSIBJICHUS, J1abopaTopHasi IUArHOCTUKA, NPUHIMUIBI W METOJbl 3aMECTUTENbHOM
TEparnuu.

5. BapuanTsl nproOpeTeHHBIX KOAryaonaTuii.

KOHTpOJIl)Hble BOITPOCKHI IO TEME 3aHATHA.



Omnpenenenne 1 OCHOBHBIC BAPHAHTHI T€MOCTAa3UOIATHH,
Knaccudukanus reMopparuueckux 1uaTe3oB.
TuIbI KPOBOTOYMBOCTH.
CKpUHUHTOBBIE TECTHI FT€MOCTAa3MOTPAMMBI.
Knaccugukarus TpoMOOIIUTONCHHH.
Ummynnas  tpomOonuronenuss (MTII):  snuaemuonorusi, maroreHe3, BapUaHThHI
KJIMHUYECKOT'O TEUCHUS.
7. Kpurepum  mumarHoza  UTII, nmuddepeHnumanpHas  TUarHOCTHKAa €  JAPYTHEMH
TPOMOOIIUTONICHUSIMHU.
[Iporpamma Tepanuu UTII (mepBasi, BTopast TMHUN).
9. Knaccudukanusi, KIMHHKO-TAa0OpaTOpHas  JUATHOCTHMKA W NPHUHIMIBI  TEparvu
TPOMOOLIUTONATUH.
10. HacnecTBeHHBIE KOATYJIONATHN: KIaCCU(DUKALIMS, THIT HACICIOBAHUS.
11. Knunuko-nabopaTopHas JUarHOCTUKA TeMO(ITHIA.
12. IlpyuHIMIIBI TEpaNuy U peadMINTalY TAlMEHTOB C reMO(pUIneH.
13. bone3ns Buiebpana: TUIIbI, KIMHUKO-1a00paTOpHasi AMATHOCTUKA U MIPUHLIUIIBI TEPAITHH.
14. [IpununHbI NpUOOPETEHHBIX KOArYJIONATHH.
3aaHus AJ151 CAMOCTOATEIbHON padoThl CTY/ICHTOB
3aganue 1. OcMOTpeTh NAlMEHTa C TEMOPPArMYECKUM CUHIPOMOM, IIPOBECTH aHAJIU3 UCTOPUU
0one3nu, amOynaTopHoOi kapTel. JlJist 3TOTO:
- TIIATEJBHO coOpaTh aHaMHe3 3a0oyieBaHMs, OOpPaTUTh BHUMAaHHE Ha CBS3b 3a00JICBAHUS C
MPEIeCTBYIOLIMMHE, XapaKkTep anob B Ae0roTe 3a00IeBaHus;
- ONpPENENUTh TUIl KPOBOTOUMBOCTH;
- 10 UMEIOIIMUMCS JaHHBIM Ja0OPAaTOPHBIX UCCIEAOBAHUN ONPEACTUTh XapaKTep HapYIICHHI
remMocTasa;
- COCTaBUTH IUIaH 00CJeI0BaHUs NMAIMEeHTa U1 YTOYHEHUSI TUarHo3a;
- ONPENEIUTH JICUSOHYIO TAKTHUKY.

SouhrwnE

®©

3ananmue 2. [IpoBectu ananu3 uctopun 00JIE3HU CTAIIMOHAPHOTO TMalMenTa. [[jst aToro:

- MPOaHaJIM3UPOBATh MPABWIBLHOCTH IMPEABAPUTEIHLHOTO M OKOHYATEIHHOTO KIMHHYECKOTO
JIMarHo3a;

- OILIGHUTH 00BEM U aJIeKBATHOCTh MPEATOKEHHOT0 00CIeI0BaHUs U BHECTH CBOU KOPPEKTUBHI.

33}13HI/I€ 3. CocTaBUTH AJITOPUTM paClIO3HABAHUA 3a00JIeBaHUs 110 HpeZLHO)KeHHOﬁ CXEMC!:

IIpHU TaHHOM 3a00JICBaHUN naluecHTa

OTanbl TMarHOCTUKU [Ipu3naku Oonesnu, | [lpusnaku 00J1€e3Hu,
TEOPETUYECKH  BO3MOJKHBIE | BBIBIIEHHBIE Yy  JAaHHOTO

JKanoOmnr

AHaMHe3 KU3HHU
OOBEKTUBHBIA OCMOTP
JlaGopaTopHbIe uccie10BaHms
HNucTpyMeHTaNbHBIE
HCCIIEAOBaHUS

3ananue 4. CocTaBUTh aNrOPUTM JMATHOCTUKH I'E€MOPPArMyecKoro CHHJApOMa C y4eTOM THIa
KPOBOTOUYHBOCTH.

3aganme S. PaGora ¢ y4eOHBIMH TIOCOOMSMH 1O JAaHHOW TeMe — METOAMYECKUMHU
peKOMeH1alusIMU, Ha0OpOM Yy4eOHBIX TaOJIUI U CXEM, HIUTFOCTPUPYIOLIUX TEMY.

3aganue 6. Pemenne/cocraBieHye CUTyallMOHHBIX 3a7a4, TECTOB IO TEME.

IIpakTHYeckne HABBIKM:



® KJIMHUYECKAs MHTEPIIPETALNS [TOKa3aTesei 00Iero aHaimsa KpoBu;
® TPaKTOBKa PE3yJIbTaTOB F€MOCTa3UOTPAMMBbIL;
® TEeXHHUKa IPOBEJCHHS KOCTHOMO3TOBOM MyHKIIUHU, TPEMAaHOONOIICUY;
e HHTEpHpEeTalus MUEIOTPaMMBbL;
e ompeJereHne rpymibl KPOBH U pe3yc-(hakTopa;
e [poBe/eHHE TPOO Ha COBMECTUMOCTh IPU FreMOTpaHC()Y3MOHHOM TEpaInu.
3ananus AJs1 caMOCTOATEIbHOI pa6oThl M Tembl YUPC:
1. HacneactBeHHsle TpomOoruTonatuu  (TpoMmOocTeHus [ TaHIMaHa, CHHAPOM
Buckota-Ongpuya, anomanust Meii-Xerimna).
2.  Tpombortudeckas TpoMOOIMTONIEHUYECKas mypitypa (601e3Hb MOIITKOBUIIA).
JABC-cunapom.
Hacnencrennsie TpoMO0duIHy.
[IpunobpereHnHbie TPOMOODHUITHH.
[TproGpereHHbIe KOAryIOaTHH.
Knaccudukanus u MexaHuU3Mbl JCHCTBHS aHTHArPETaHTOB M aHUKOATyJSHTOB.
Ha60paTopHLII/I KOHTPOJIb aHTUTPOMOOTHYECKOMN TepaInH.
Y4eOHbIii MaTepuaJ.
1. TemocTa3momaTum — COCTOSHUS U 3a00JCBaHUS, BO3HHUKAIOIIUE B pPE3yJbTare
HACJIICTBEHHOW WM TPUOOPETEHHOW MAaTOJOTMH CHUCTEMBbl reMocTa3a. B 3aBHCHUMOCTH OT
KJIIMHUYECKUX TMPOSBICHUN (KPOBOTEUEHUS] WJIM TPOMOO3bl) M HANPABICHHOCTH W3MEHEHUU
(TUTO- WM TUIEPKOATYIISIIIHS ) BBLACISIOT ABE TPYIIIIHI:
l. I'emopparuueckue remocrasuonaru — remopparuyeckue auaresst (I']).
Il. TpoMbodpumnyeckre remocrazuonatu — TpoMoopuauu (TD).
Ho3zonoruueckue BapuaHThl TeMOCTa3HONATHI MPeCTaBIEHBI B Ta0muIe 1.
Taoauna 1 Kinaccudpukanus remocrazmonaruii

No ok w

I'emopparuyeckue Tpombopuauveckue
reMoCTa3uoNaTuH/TeMopparnyecKkue Auare3bl reMoCTa3uonaTuu/TpoMOopuinu
TpomOouuToneHun: Hacneocmeennwvie:
Bpooicoennvie/nacneocmeennvie:  GONBIIMHCTBO  (OpM V' lebuuut €CTECTBEHHBIX
aCCOLIMMPYIOTCS ¢ TPOMOOLIUTONATHEN, HAPYILIEHUSIMH CO aHTHUKOATyJISTHTOB: aHTUTPOMOMHA
CTOPOHBI JAPYIMX KJIETOYHBIX JIMHWM, BPOKICHHBIMHU I11, mporenna C, mporenHa S
MOPOKaMHu U aHOMAJTUSIMU v’ Jleiinenckas myrtarus (FV)
IIpuobpemennvie: v' Myranuss TreHa TMPOTPOMOWHA
V' TlceBIOTPOMOOIIMTOIIEHUS (FID
v VIMMyHHast TPOMOOI[MUTONIEH S v’ Myramuu  Te€HOB  (pOJaTHOrO
v TpoMOGOIUTOIICHUS TP GEPEMEHHOCTH IUKJIa
v Tlpu 3a00JeBaHUSX KpPOBH (reMo0JIacTO3Hl, TUIIEPTOMOLMCTENHEMUEH
arulacTMyeckas — aHemus, MeranoOiactHele | [Ipuobpemennvie:
anemun, MJIC) V' AHTH(GOCHONMIMIAHBIN  CHHAPOM
v TpomboTtuueckast TPOMOOIIUTONIEHNYECKast (ADC)
nypnypa (TTII), remMoauTHKO-ypeMHUYECKUN V' AyTOMMMYHHBIE HAPYIIEHHS
cunapom (I'VC) v' Undeknus (MTHEBMOHUS, CEICHC,
TpomOouuTonaTuu BUY-undexrus)

Bpooicoennvie/nacneocmeennule:
v Cunzapom bepuapa-Cyibe
v' Tpombacrenus ['manmmana
V' CHHIPOM «CEPHIX TPOMOOIIMTOBY
v Bonesus Bumiebpana EPUO

I'mnepromonucrenneMus
Jucnunuaemust, 0)KUpeHUe
Hedporuueckuit cunapom

AN

Ilpuobpemennvie: v IBC-cungpom
v' JlekapCTBEHHO MHAYIIMPOBAHHbIE v' MuenonponudepaTuBHbIe
v AccouMMpoBaHHBIE C APYTUMH 3a00J€BaHUSIMH 3a00s1eBaHUS

Ba3zonatuu v AKTUBHBIN pak

bepemenHocTh,  mocnEpoOAOBBII




Bpooicoennvie/nacneocmeennule:
v bonesns Panmro-Ocnepa
v T'eMaHTHOMBI

Ilpuobpemennvie:

[Typnypa cumruiekc

CunuibHas nmypnypa

Hndekunonnas mypmypa

v' XuMmuoTepanuss T[pH  JICUCHUU

3JI0KA4E€CTBEHHBIX
HOBOOOPa30BaHUIi

Tepanuss ~ dCcTporeHaMH  WIH
IIPOreCTEPOHOM

[Tpuem CEJIEKTUBHBIX
MOZYJIATOPOB peuenTopos

I'emopparnueckuii Backynut lllennein-I'enoxa
[lpu  gpyrux  3a0oneBaHusX  (CUCTEMHBbIE
3a00J1eBaHUs COCIMHUTEIIHLHOM TKaHH,
napanpoTenHeMUYecKre reMo01acTo3bl)
Koaryaonaruu
Bpooicoennvie/nacneocmeennule:
v' T'emoduianu A u B
v Bonesus BumieOpanna
v Jlebuuut apyrux (GpakTopoB CBEPTHIBAHUS
(X, VI, V, XI, XII)
Ilpuobpemennuvie:
Hedunut Butamuna K
v’ 3abosieBaHus IEYEHH
v' AyroaHTMTENa  NPOTUB  ILIa3MEHHBIX
(dakTopoB CBepThIBaHUS (ayTOMMMYHHAas
KOaryJonaTHsi)
v TunepduOpuHOIU3

ANANENENRN

panokcudena)

FeMopparnqeche Aamaredbl — TEMOCTa3nuollaThM, pPAa3BUBAIOIIHECA IIPU HAPYIICHUAX
COCYI[I/ICTO'Tp0M6OIlI/ITapHOFO WM IUIa3MCHHOTO 3BC€HA TIEMOCTaza M XapaKTCPUIYIOIIUCCA
CUHAPOMOM MMOBBIIICHHOMH KPOBOTOYUBOCTH. Pazauuarot ciaeayromue HaTOreHETHYCCKUC

BapuaHThl ['/1:

Tpomboyumonenuu — CHU)KEHUE KOJIUYECTBA TPOMOOIIUTOB.
Tpomboyumonamuu — HapymeHre GyHKIMHA TPOMOOLIUTOB.
Basonamuu - 3a6oneBaHNs WK aHOMAJIUU COCYIOB.
Koazynonamuu — HapylieHus co CTOpOHBI IJIA3MEHHOT'0 TeMOCTasa.
['eMopparuueckuii CHHAPOM MOYKET MPOSBUTHCS MATHIO TUITAMU KPOBOTOUUBOCTH.
Muxkpoyuprynamopuviiti  (nemexuanbHO-CUHAYKOBYIU, — NeMeXUualbHO-NAMHUCTbIL) — MUun
KPOBOTOYMBOCTH COIIPOBOKAAET TPOMOOILMTONATUH M TPOMOOLUTONEHHH. XapaKTepU3yeTcs
MOSIBIICHHEM 0€300JI€3HEHHBIX TOYSUHBIX M ISITHUCTBIX TeMOPPAarnYecKX BBICHITAHUN Ha KOXE,
a TaK)Ke KPOBOTEUEHUSMU U3 MUKPOCOCYIOB CIM3UCTBIX 000J04eK. ['eMopparuyeckas Chlb Mpu
JTAHHOM THUTIE KPOBOTOYMBOCTH UMEET CIIETYIOIINE CBOMCTBA!
e BO3HUKHOBEHHWE  CIOHTaHHOE  WJIM  [POBOLMPYEMOE  TPaBMHUPOBAHUEM
MHUKPOCOCYIOB (TPEHUEM U JaBICHUEM SJIEMEHTAMU OJICKbI, IETKUMHU yITHOaMU U
T.1L.);
® [OJUMOPPHOCTH — pa3Mep TIeMOpparuii OT MEJIKO-TOYEUHBIX JI0 OOIIMPHBIX
MOJIKO’KHBIX KPOBOM3IHUSHHUN (3KXUMO30B);
® TOJUXPOMHOCTH — I[BET BHICHIITAHUN U3MEHSETCS C TEUCHHEM BPEMEHHU;
® ACUMMETPUYHOCTH — JIOKAIU3YETCs Ha KOXKe TYJOBHIA, KOHEUHOCTEH, JI11Ia, BeKax,
YIIHBIX PAaKOBHHAX, HA CIM3UCTHIX MOJIOCTH PTA.
Cpenmn  CIM3HCTBIX  KPOBOTEYCHWH  HawOoliee THUIMYHBI  PEIUIWBUPYIOIIHE HOCOBBIE
KPOBOTEUCHHSI M MEHOpparuu. MOTyT OTMEYaTbCsi KPOBOTEUEHHUS M JPYrod JIOKAIM3ALUU:
MOYEUHBIE, )KEITYA0THO-KHUIIIEYHbIE, IlepeOpanbHble. XapakTepHa paHHss KPOBOTOYHBOCTH TOCIIE

scTporeHa  (Tamokcudena U




MEIUIUHCKUX MaHUMYISIIUNA C TOBPEXKACHUEM COCYIOB MaJloro Kanubpa (dKCTpakuus 3yoa,
olepanuu B OTOPHHOIAPUHIOJIOTHH).

T'emamomuwiii mun kpogomouugocmy BO3HUKAET PU NATOJIOTUH IJIA3MEHHOT'O 3B€HA T'eéMOCTa3a.
[TposiBisieTcss MAaCCUBHBIMU, IITYOOKUMHU, HAIIPSKEHHBIMU U 00JI€3HEHHBIMH KPOBOUBIMSHUAMU B
MBILLIBI, TOAKOKHYIO U 3a0pIOIIMHHYIO KJIETYAaTKy (F€MaTOMBI), a TaKKE KPOBOU3JIUSHUSMHU B
cycTaBbl (reMapTpo3bl). THIMYHBI OTCPOUEHHBIE KPOBOTEUEHUS 10CIIE TPABM U XUPYPrHUECKHX
BMEUIATENbCTB. B TsbKenbIX ciayyasx HaOJIONAIOTCS CIOHTAHHBIE IIOYEYHBIE, KEIYJI04YHO-
KULIEYHbIE U LiepeOpaibHble KPOBOTEUEHUS. XapaKTepPeH Ui HacIeACTBEHHbIX (reModumnu A u
B) 1 nproOpeTeHHbIX KOaryI0naTHi.

Cmewannulii (CUHAYKOBO-2eMAMOMHbIIL) Mun KPOBOTOUMBOCTH OTMEUaeTcs MpH Tsxkenon Gopme
6one3nn Bumnebpanna, aepuuurte dakropor I, V, VII, X u XII, npu BTOpUYHBIX
reMopparu4eckux Juares3ax, cBs3aHHbIX ¢ JIBC-cunapomoMm, nOpakeHHSIMH II€U€HH,
NEePeO3UPOBKOM  aHTHKOATYJISIHTOB W (PUOPUHOMUTHKOB. XapakTepU3yeTcsi COYeTaHHEM
IPU3HAKOB JIBYX OIMCAHHBIX BBIIIE BHMJOB TI'€MOPPArMUYECKOr0 CHUHIpOMA: IpeodaasaroT
MUKPOLMPKYJIATOPHBIE TEMOPpPAaruy, HO Ha HUX MEPUOJUYECKH HACIAauBAIOTCS KPOBOU3IUSHUS
réMaTOMHOI'O0 XapakTepa, OOWIbHbIE CIIOHTaHHbIE M IOCJIEOIepaliOHHbIE KpPOBOTEYEHUS,
0oJbIIME KPOBOIIOTEPHU B pojiax, MeHOpparuu. ['emapTpo3bl HaOIIOJAIOTCS PEIKO.
Backyaummno-nypnypusiti mun KpOBOTOUYHMBOCTH HAONIONAETCSs HpPU BAacKyJIMTaX pPa3IMYHOM
ATHOJIOTUU:  MUMMYHOKOMIUIEKCHBIE  (TEMOpparmyecKuii  BacKylWT),  HMH(EKIHOHHEIE,
ajiepruyeckue. I'emopparuueckuii CHHAPOM B IaHHOM Cllyyae 0OYCIIOBJIEH BOCHAINUTEIbHBIMU
U3MEHEHUSMU B MHUKpPOCOCYJaX M IEpPUBACKYJSpPHOW TKaHW, I[OITOMY TIe€MOpparuu
(GopMHpYIOTCS HA BOCIIAJIUTEIBHON OCHOBE. DJIEMEHTHI ChIIH BO3BBILIAIOTCS HA/l YPOBHEM KOXKH,
VIJIOTHEHBI, HEPEIKO OKPYKEHbI O0O0JKOM NMHTMEHTHPOBAHHONW WHMWIBTPALUH, CKIOHHBI K
CJIMSHUIO, B HEKOTOPBIX CIIy4yasiX HEKPOTHU3UPYIOTCH.

Aneuomamosnwvitl mun KPOBOTOUYMBOCTH OOBIYHO CBSI3aH C T€HETHUYECKH OOYCIOBICHHON WIH
BTOPUYHONM (CUMITOMATUYECKON) JAUCIUIa3UeH COCYIUCTOM CTEHKH. BBIABIAIOTCS MenKue
AQHTMOMBl B BHUJE COCYAMCTBIX «I1ay4KOB» WM «Yy3€JKOB» Ha Pa3jIMYHbIX y4acTKaxX KOXH U
CJIM3UCTBIX 000s10uKkax. OHM OTIMYAIOTCS OT JPYTUX I'€MOPPArMuecKUX BBICHIMAHUN TEM, YTO
OJIeTHEIOT TpU HAJABIMBAaHUM M HAMOJHSIOTCS KPOBBIO IIOCIE MPEKPALICHUS JaBJICHUS.
XapaKTepHbI TAK)Ke MOBTOPAIOLINECS KPOBOTEUEHUS U3 JUCIIIIA3UPOBAaHHbBIX cocynoB. Hanbonee
4yacThl OOWJIBHBIE HOCOBBIE KPOBOTEYEHHs. IJTOT THUI KPOBOTOUMBOCTH MPOSBISAETCS MpHU
HACJIC/ICTBEHHOM  reMopparuyeckoi  TeneaHruskrazud  (Oonmesnbr  Panmio-Ocnepa) u
reMaHruomax.

2. TpomOouuTomeHum — 3a00Je€BaHUS M CHHIPOMBI, XapaKTEPU3YIOIIMECS CHIKEHHEM
KOJIMYECTBA TPOMGOLHMTOB B Tepreprdeckoil kpor Meree 150x10%m ¢ mammanem mm 6e3
reMOPParu4eckoro CHUHAPOMA IO MHUKPOLMPKYJIATOPHOMY THUILy KPOBOTOUMBOCTH. Y IEIbHBIN
BEC TPOMOOLIMTONEHHH B TIpyHIe TIeMOpPparMuyeckKux JIuaTe30B JOCTATOYHO BbICOK. I[lo
Pa3IMYHBIM IaHHBIM Ha uX J1oit0 npuxoautcs 15-20 cayyaes Ha 100 000 HaceneHus.

CHIKEHHE KOJUYeCTBA TPOMOOIIMTOB 10 YPOBHSI 100x10%1 croco6HO ele IOJIHOCTBIO
o0ecrneynTh TIeMOCTa3, BO3MOXHO Ja)ke TIPOBEJCHHUE OIEPAaTUBHBIX BMELIATENbCTB U
pomopaspemieHus 0e3  pucka  pa3BUTHS  KpoBoTedeHud. Kak  mpaBmio, Hammume
reMOpparu4eckoro CHUHApPOMa IpU KOJMYECTBE TpPOMOOIMTOB OoJee 100x10%/1 TpebyeT
UCKJTIOYEHHS] UX KaueCTBEHHOro JedeKkTa. YpPOBEHb TPOMOOIMTOB MeHee 10x10%1 sBisiercs
PHCKOM pa3BUTHUS YIPOXKAIOIIMX KU3HU KpOBOTeUeHUH (Tabmuma 2).

Tadiuua 2. YpoBeHb TPOMOOILIMTOB M PUCK Pa3BUTHS TeMOPPAaru4ecKoro CHHApomMa

Ymucao TpomOounTOB (x10%/1) I'emopparuyeckue nposiBJeHHus

>50 PAaKTUIECKH OTCYTCTBYIOT

30-50 MOBBIINIEHHAsT CKIIOHHOCTh K OOpPa30BaHHIO JKXMMO30B TIPU
HE3HAYMTENIBHBIX TPAaBMax

10-30 CTIOHTAaHHOE BO3HMKHOBEHHE T'€MOPPArHYeCKUX BBICHITAHUI
Y KPOBOTCYECHUI

<10 PHCK BHYTPEHHUX KPOBOTCUCHHI




OcHOBHBIE TATOT€HETUYECKUE MEXaHNU3MbI (POPMUPOBAHUS TPOMOOLUTONIEHUH CIIETYyIOIUE:

e HemocTtaToyHoe 0OpazoBaHue TpoMOonuTOB B KM;

® IPEXJIEBPEMEHHOE pa3pyllIeHrne TPOMOOIUTOB B epUPEpUIECKO KPOBH;

e T[OBBIIICHHOE MMOTPEOJICHNE WK TIepepacnpeiesieHne TPOMOOIIUTOB.
Boinensitor nacieocmeennsie u npuoopementvle Gopmbel TpoMOoIUTONICHUH. Hacieocmeaenmuvie
mpomMoOOyuUmMonerHuy BCTPEUAIOTCS KpaifHe PEIKO, OOBIYHO COMPOBOXIAIOTCS OJHOBPEMEHHBIM
HapylieHneM (YHKUUA TPOMOOLMTOB, YTO JIaéT OCHOBAaHHME OTHOCHTH OSTH OO0JE3HH K
TpomOonuronatusiM (cuHIpoM Buckorra-Onngpuua, cungpom bepnapa-Cynbe, aHOManus
Yennaka-Xuracu, aHoManuss Mes-Xerrimaa). BapuaHT HaciaeACTBEHHOH TpOMOOIMTOIICHUH
HAOJIOIaeTCsl TaKKe IpH amjacTuueckod aHemMun @OaHKOHM, IIPU aMerakapuoLUTapHON
TpombonutoneHud u  npu T AR-cuHapome (TpOMOOIIMTONECHHS, AacCCOUMUPOBAHHAS C
OTCYTCTBHEM JIy4eBbIX KoOcTel). OCHOBOW maToreHe3a HACJIEICTBEHHBIX TPOMOOLUTONEHUN
ABIIIETCS. HEAOCTAaTOYHOE KOoJaudecTBO MerakapuonutoB B KM wimu  HedhexkTUBHBIN
TpoMOonMTOnod3  (BcieacTBue Aedexkra cuHTE3a  TPOMOOMOITHMHA JMOO  AUCTPOGHUH
MErakapuoIUTOB).
Ilpuobpemennvie mpomboyumonenuu ABIAIOTCI OYEHb PACHPOCTPAHEHHBIM BapUaHTOM
reMOpparuiecKkoro Auaresa, mpuueM B OOJIBIIMHCTBE CIy4aeB OHU HOCAT BTOPUYHBIN XapakTep
U pa3BUBAIOTCSA Ha (POHE pA3IMUHBIX 3a00JeBaHUIl JUMOO NMpU BO3AECUCTBUU HHAYLMPYIOIIUX
dakTopoB (tabmuna 3).
Tabmuna 3. IlaroreHeTnyeckre BapuaHThl IPUOOPETEHHBIX TPOMOOIIMTOIIEHUI

MexaHu3M naToreHes3a Ipuyunbl 1 BapuanTebl npuodperenHbix TII
v Bo3zueiicTBue MEJIUKaMEHTOB, XAMHYECKUX
Hapywenue oopazoeanusn BEILECTB U BUPYCOB
mpomooyumos v 3a0oneBanus KpOBU: JeHKeMHUs, ITUMPOMBI C
JIEKeMU3aIuei, MJIC, MHO>KE€CTBCHHAs
MHEJIOMA, aryIacTU4ecKas aHEeMMUS,

Merano0JacTHbIE aHEMHUH
v’ SITporeHHbIE: IUTOCTATHKH, JIydeBast TEpariusi
v XpOHHUYECKUH alKOTOIN3M
v Meracrasbl onyxoiu B KM

Ilosvimennoe paspywenue | Ummynnvie:
mpomooyumos v’ Ilepsuunvie:
NMMmyHHast ~ TpOMOOLIUTOIIEHHUS WIN UMMYHHast
TpoMOouuToneHnnueckas nypmypa (UTII)

v Bmopuunvie:
Ha ¢one ayrommMmyHHBIX, JIUM(ONIpPOIH(pEpaTUBHBIX
3a00NeBaHU U IMMYHO1e(DUIIUTOB
JlexapcTBEHHO-NHYLIUPOBAHHBIE

Bupyc-nnaynurpoBaHHbie (B T.4. BHY-
ACCOLIMMPOBAHHBIE)
[TocTTpancdy3noHHbIE
Heummynnoie:
v' Mexanunyeckas TpaBMaTU3anus TPOMOOIMTOB TIPH
MIPOTE3UPOBAHUH KJIallaHOB cepaua,
HKCTPAKOPIIOPATIEHOM KPOBOOOPAIIEHUN
v' TlapoKcH3MallbHAst HOYHAs! TEMOTJIOOMHYPHSI
Ilosviumennoe v CruieHOMeraltust, THIICPCIUICHU3M
nompeonenue/nepepacnpeoeenue v' IBC-cunapom
mpomooyumos v' THraHTCKHe reMaHTHOMBI
v TpoM0o3bI
v BepeMeHHOCTh (IpesKIIaMIICHs1/IKIAMIICHS,
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recTalliOHHAasi HIUTOTICHHUS)

v TpombGotuueckast TPOMOOIIUTONICHUYECKasT
nypirypa (6osie3Hb MomIKoBHUIIA)

v Temonutuko-ypemudeckuii cunapom (I'VC)

Baxxnoe mecTo cpeau mpuuruH TPOMOOIIMTONICHHH 3aHUMAET IPUEM JICKapCTBEHHBIX MPENapaToB.
Hekoropble U3 HHUX BBI3BIBAIOT YTHETEHHE KOCTHOMO3I'OBOTO KpPOBETBOPEHHUS (HAIpuUMep,
IUTOCTATUKK), HO Yallle MHAYLHUPYIOT UMMYHHYIO TpoMOoruTonenuto. M3sectno 6omee 100
TaKUX TPENapaToB, Cpear KOTOpPhIX HedpakuuoHupoBaHHbNA remapuH, HIIBC, antnOMOTHKH,
IPOTHBOCYIOPOXKHBIE CpelcTBa W MHoOrue Apyrue. OHU 00J1a4al0T CBOWCTBAMH TalTEHOB,
KOTOpbIE B KOMILJIEKCE C aHTMI€HaMH MeMOpaHbl TPOMOOLMTOB, HNPUBOIAT K OOpa30BaHUIO
anTuTpoMOoTapHbIX AT 1 npexkIeBpeMEHHOMY UX pa3pyIIEeHUIO.

Huaenocmuxa  TpOMOOLUMTONEHUH  BKJIIOYAeT IOJACYET KOJMYeCTBa TPOMOOLIMTOB B
nepuepudeckoil KpoBH, a TAKXKE MCCIeIOBAaHUE ITYHKTaTa KOCTHOTO MO3Ta.

3. IlepBuuHass uvmmynHass TpomOouutonenusi (MTII) — ayrommmyHHOEe 3aboJieBaHME,
XapaKTEepU3yIolleecs H30JUPOBAHHBIM CHUKEHHEM TPOMOOLMTOB B Nepudepudeckoil KpoBu
menee  100x10%/n BCJIEJICTBUE MX TOBBIILIEHHOIO pa3pylIeHUss MOJ  BO3ACHCTBUEM
AHTUTPOMOOIIMTAPHBIX AHTUTEIL.

Exeronno ¢uxcupyercs or 1,6 nmo 5,3 cmyuaes UTII wa 100 000 nacenenus. Ilux
3a00J1€BAEMOCTH CPEIU B3POCIbIX MAMEHTOB MPUXOIUTCS Ha Bo3pacTHyto rpynmy 20-40 ner; y
JieTelf, 10 HalllUM JAaHHBIM, - Ha Bo3pacT 1—4 rozga, 4ro OOBSCHAETCS YacThIMH BUPYCHBIMU
3a00JI€BaHUSIMU M ITUPOKOM BaKIMHAIMEW B JaHHBIA MEPHOJ AETCTBA. 3abojeBaHue B 3 paza
Yale BCTPEeYaeTcs y )KEeHIIHH.

Ilamoczene3. B ocHoBe UTII nexxutr cpblB HIMMYHOJIOTMYECKON TOJICPAHTHOCTH, B PE3yJbTaTe
KOTOPOI0 HAa4YMHAIOT CHHTE3UPOBAThCS AHTHUTENA, HAlpaBIE€HHbIE INPOTUB COOCTBEHHBIX
HEU3MEHCHHBIX aHTUTCHOB MEMOpaHbl TPOMOOUUTOB — TiukonporenHoB gpllb/Illa u Ib/IX/V.
HarpyxeHHble aHTUTEIaMH TPOMOOLUTHI Pa3pyLIAIOTCS B PETUKYJIO-3HAOTEINAIBHOW CUCTEME
cesne3eHku. B OonbmmHcTBe ciyyaeB ayroantutena npu UTII otHocsTes k knacey I1gG, ogHako
IOpU OCTPOM TEUEHHUH 3a0oJieBaHUs, MHIYLMPOBAHHOM BUPYCHOH HH(QEKIMEH, onpenessoTcs
TpoMOOLIUT-accOLMUpPOBaHHbIe [gM-ayToanTuTena.

B kagecTBe TpurrepHsix pakTopoB 3a00I€BaHUS pAaCCMATPUBAIOTCS BUPYCHBIE U OaKTepHalibHbIE
(pexe) wHGbEKIMU, BaKIMHAIUSA, TCUXHYECKHE U (U3UYECKHE TPaBMBbI, MEPEOXJIKICHUE,
MHTOKCHUKAIMS, aJUIEPTUUYECKUE U IIOKOBBIE COCTOSHUS, MIPHUEM MEAMKaMEHTOB, OEpEMEHHOCTb,
XUPYpru4ecKre MaHUMyIALUnd, GUu3nyecKkas Harpyska.

B HacTos1ee BpeMs OnMcaHbl U Ipyrue narorenerndeckue mexanusmol MTII:

— psAIMOE IUTOTOKCUYECKOE AeiicTBUE T-KUIIepOB;

— nucOallaHC IUTOKMHOB B CTOPOHY Npeo0:aiaHust MPOBOCTIATHTEIbHBIX TUTOKUHOB (IL-2, INF-
Y), CHI)KEHHUE IPOTUBOBOCTIANUTEIBHBIX IIUTOKUHOB (1L-10);

— CHMIJKEHUE KOJIMYecTBa T-KJIETOK C CYINpPECCOPHBIMU CBONCTBaMH, CIOCOOHBIX IOAABIIATH
UMMYHHBIH OTBeT (Hanpumep, Treg);

— aKTHBallUg KOMIUIEMEHTa, YTO BeAeT K oOpa30oBaHMIO MEMOpPaHO-aTaKyoIIEero KOMILIEKca,
MOBPEXIAIOIEr0 MEMOpaHy TPOMOOIIUTOB.

B pesynbTaTe BbIIENIEpEUUCICHHBIX PEAKIUIN MPOIOJKUTEIBHOCTD KU3HU TPOMOOIIUTOB PE3KO
cokpamaercs: ¢ 7-10 gHel 10 HeckoJbKUX 4acoB. KoMmeHcaTopHO B OOJBIIMHCTBE CIy4aeB
BO3pacTaeT CKOpocTh oOpazoBanusi TpoMOoIMTOB B KM (B 2—6 pa3 mo cpaBHEHHUIO ¢ HOPMOIT),
4TO OOYCJIOBJIEHO TIOBBIICHMEM CHHTE3a TPOMOONOSTHMHA W  yBEJIHMYEHHEM 4YHclia
MErakapuoIMTOB (TUIIEppereHeparopHasi TpomoouuTonenus). OqHako B HEKOTOPBIX OCOOEHHO
TSOKENBIX CIy4yasX CO3PEBAHUE METAKapUOLIMTOB B KOCTHOM MO3T€ TakKe Hapyllaercs
(Bo3MOXHO, mox JaeWictBueM aHTUTpomOoruTapHeix AT) u  BbeIpabOTKa TPOMOOLMTOB
COKpainaercs (TurnopereHepaTopHas TPOMOOIIMTONIEHUS ).



YMeHbIIEHHEe  KOJWYecTBa TPOMOOLIMTOB B  KPOBH  MNPHUBOJUT K  CHIDKEHHUIO  UX
aHruoTpo(PUYEecKOll (YHKLMHU, a TakkKe K HapyIIEHUIO IPOIECCOB CBEPTHIBAHUS, YTO U
00yCIIOBIMBAET pa3BUTHE TEMOPPArMUECKOT0 CUHIPOMA.

Kimanuyeckas kapruHa. EIMHCTBEHHBIM KIMHMYeCKMM nposiBieHueM WTII sBasercs
reMOPParM4ecKUil CHUHAPOM IO METEXUATbHO-NIATHUCTOMY (MUKPOLMPKYJISTOPHOMY) THILY
KPOBOTOYHBOCTH.

VY B3pocabix nauueHToB WTII B OONBLIIMHCTBE Cly4aeB HAYMHAETCS IMOCTENIEHHO, HE HMMEET
YETKOM CBSA3M C BUPYCHOM MH(EKIMENH Wi APYrUM NpoBoLupyomumM ¢pakropoM. [loBbienHas
KPOBOTOYHMBOCTH B 3TOM CIIydae OTMEUaeTcs 3aJ0JTro 10 rocnuranuzanuu. Yacro 3aboneBaHue
JMAarHOCTUPYIOT CIy4yailHO 10 M3MEHEHMIO MapaMeTpoB OOLIEro aHajiusa KpoBU. B nerckom
Bozpacte UTII HaumHaercs OOBIYHO OCTPO, C BHE3AIIHOIO NOSIBIEHUS TI€MOpPParnyeckoro
CHHJIpOMa uyepe3 2—3 HeJl ociie epeHeCEHHONW BUPYCHOM MH(EKIINU WU BaKIIMHALIMY.
Tunnuneivu npossienusmu UTII ABisroTes reMopparudeckas Chlllb Ha KOKE B BUJIE IIETEXUU U
JKXMMO30B, a TakKK€ KpOBOTEUEHHUS H3 CIM3UCTBIX: HOCOBBIC, JIE€CHEBBIC. Y IKCHILUH
HaAO0I0AI0TCS TSDKENBIE M JUIMTENbHBIE MEHOpparuu (Ha npoTsbkeHuu 2—4 Hen). JKemypodHo-
KHILIEYHbIE KPOBOTEUEHUS U IeMaTypHsl BCTPEUYAOTCS PeXe U, KaK NPaBUIIO, UMEIOT MECTO IIPU
TSKEII0N TPOMOOIIMTOTICHUH. Yacrora KU3HEYTPOKAIOIINX KPOBOTECYECHM
(cyOapaxHouganbuble kpoBomsnusHus) npu MWTII He mnpeBbimaer 1%. Ecau  TakoBble
pa3BUBAIOTCS MPU  KOJMYECTBE TPOMOOIUTOB Ooiiee 30x10%n, HeoGXomMM  IMOWCK
JIOTMIOJIHUTEIBHBIX IPUYMH KPOBOTOUMBOCTH (KOAryIonaTHs, HaToJIOTusi COCYZOB).

He xapakrepno ais UTII yBenuueHre pa3mMepoB NE€U€HH, CENE3EHKU U TUMPaTUUECKUX Y3JI0B.

B 3aBucumoctu 0T anMTenbHOCTH TeueHMs 3abozneBanus, WTII kmaccuduuupyror Ha
CJIEIyIOIINE BApUAHTBHI:

* gnepevie OUACHOCMUPOBAHHAA C JUTUTEIBHOCTBIO JI0 3 MEC OT MOMEHTA IMarHOCTUKH;

* nepcucmupyrowas ¢ JIUTEIBHOCTBIO OT 3 10 12 Mec OT MOMEHTA TUarHOCTHKY;

* XpoHuueckas ¢ IIUTEIbHOCTBIO OoJiee 12 Mec 0T MOMEHTa JJMarHOCTHKHU.

JImarnocruka

Jlabopamopuwie uccnedosanus

Obwuii ananuz kposu. 3onupoBaHHas TPOMOOIIMTOTICHUST O€3 U3MEHEHUS YUCiIa U MOP(HOIOTHI
SPUTPOLIUTOB U JIEHKOLUTOB.

Tpomboyumomempus. Ilokazatens cpenHero odbema tpombouutoB (MPV) yBennuuBaercs (B
Hopme ~8fl), uTO cBUIETENBCTBYEeT O MPUCYTCTBHM IIyJia MOJOJABIX TPOMOOIMTOB, TaK Kak
pa3zMep TpoMOoIMTa 0OpAaTHO MPOIMOPLIMOHANIEH BO3PACTY: YEM CTaplie TPOMOOIUT, TEM MEHbIIIE
ero o0beM, 1 Ha00OPOT, YEM MOJIOKE TPOMOOITUT, TeM Oobiiie moka3atens MPV.

Hccneoosanue nynkmama kocmno20 mo3ea SIBAsieTcs 0043aTeNbHBIM Ui TOCTAaHOBKHU JIMarHo3a
U MCKIIOYeHus 3aboneBaHuil ¢ mopakenueM KM. Jlng UTII TunuuHO yBEIMUEHHOE WIIU
HOPMAaJIbHOE YHCII0 MerakapuoruToB (B HopMe 20 — 120/mki), MHOTO MOJoabix (opm. Yacto
BOKPYT TaKUX METakapHOIMTOB OTCYTCTBYIOT TPOMOOLIUTHL. DTO CBSI3aHO HE C HapyIIEHUEM
o0Opa3oBaHusi TPOMOOIIMTOB, a C TE€M, YTO OHM OBICTPO MOCTYMAIOT B KPOBb WM OBICTPO
pazpymarorcs B KM.

Koazynoepamma m1poBOOUTCS € 1I€NIbI0O OIEHKH COCTOSIHHS BTOPUYHOIO (IJIA3MEHHOTO)
remocrasa. [Ipu UTII, kak npaBuiio, "3BMEHEHHI CO CTOPOHBI ITOKA3ATENIECH KOAryJIOorpaMmsl HET.
Obwuti ananu3 Mo4yu B HOpME, PU TOYEUHBIX KPOBOTEUEHHSIX —MUKPOTeMaTypHsL.
Hucmpymenmanwvnovie memoovt ucciedoeanus. Penrrenorpadus rtpyaHoil kierku; Y3U
OpIOITHOM TIOJIOCTH M JAPYTHE€ HWHCTPYMEHTAIbHBIC WHCCienoBanus He wumeroT npu WTII
JUAarHOCTHUYECKOrO 3HAYEHHs, HO MCHOJB3YIOTCS C ILENbI0 MCKIIOYEHHs IaTOJIOTHH,
COTIPOBOXAAIOIICICS BTOPHYHON TPOMOOITUTOTICHHEH.

Jlonoanumenshule 1a060pamopHvie UCCIE006AHUA:

— OMOXMMHMYECKUN aHAJIU3 KPOBU;

— npoba KymOca (U1 MCKIIOUYEHUS ayTOMMMYHHOTO I'eMOJIM3a U B Cilydae MpeArosiaraeMoiu
Tepanuu aHTu-D-uMMyHOrIOOYTHMHOM);



— anaynm3 Ha BUY u npyrue Bupycusie undeximu (CMV, EBV, Bupych renatura, napBoBupyc
19).
— TMpOBEACHHWE CKPUHHUHIOBBIX TECTOB Ha aHTU(OCPOIMIUAHBIA CHHAPOM (aHTUTENA K
KapAHOJIUIHHY, B2-TIHUKONPOTEUHY, OIPECIICHHE BOIIYAHOYHOTO aHTUKOATYJISIHTA);
— KOJIMYECTBEHHOE ONPEJEICHUE CBIBOPOTOUHBIX |§ UIs1 HCKIIOYEHUS [EPBUYHBIX
UMMYHOAE(PHUIIMTOB KaK MPUYNH BTOPUUYHON TPOMOOLIUTOIICHHH;
— OLEHKa (YHKUIMHU IIUTOBUIHOMN >KEJe3bl M ONpEACICHUE aHTUTENl K THPEOIEPOKCUIa3e IS
WCKIIFOUEHHS] ayTOUMMYHHOTO TUPEOUIUTA;
— omnpeneneHue aHTUAAEpHbIX AT U1 MCKIIFOUEHUSI CUCTEMHBIX 3a00JIEBaHUN COEAMHUTEIbHON
TKaHH, mpu Heooxoaumoctu manenb AT na CKB;
— ompeJeNieHre aHTUTEN K TNIMKOMPOTENHAM TPOMOOIIMTOB.
HccnenoBanue MPOBOIUTCS METOJOM HENPSMOM HMMMYHO(]DIIOOpECHEHIIMM Ha Ipernaparax
QUTOTEHHBIX TpoMOoIuTOB. YpoBeHb IgG-AT k TpomOouuTam nossiieH y 50-70% OG0nbHBIX ¢
WUTII. Opnako pmaHHBIA TeCT HeE o0namaer CrHenu(PUYIHOCTHIO, HEOOXOAUMOH ISt
muddepenimanbHoil  quarHocTUkd WTII  OT BTOPHYHBIX WMMYHHBIX TPOMOOIIMTONIECHUH,
MPOBOAMTCS PEAKO U TOJBKO B CIICLIUATM3NPOBAHHBIX J1a00paTOpHUsX.
OcHoBHbIe KpuTepuu quarvosa UTII:
* M30JIMpOBaHHAas TpomoOonuTonenus meree 100 x 10° /n B JBYX aHaJIM3aX KPOBH (00s13aTEIbHOE
MOJTBEPKJIEHUE MIYTEM MaHyaJIbHOI'O I0JIcYeTa TPOMOOLIUTOB!);
* IOBBILIEHHOE WJIK HOPMAJIbHOE KOJIMYECTBO MerakapuouutoB B KM;
* UCKJIIOUEHUE IPYTUX MaTOJOTHYECKUX COCTOSHUMN, COITPOBOXKIAIOIINXCSI TPOMOOLIUTONICHUEH.
«3onotoro cranaapta» a1 nuarnoctuku UTIT ver. Tak kak nuarno3 UTII siBnsercss auarnozom
UCKIJTFOUEHHS], HE00XO0IMMO MTPOBEICHHUE MTOJIHOTO KOMIUIEKCHOTO 00CIIeIOBaHUSI.
Jleuenne. Ocnosnvle nanpagieHus mepanuu:

e KYNHPOBAHME FEMOPPArHUYE€CKOro CUHAPOMA

® KOppEKLUs UMMYHHOIO OTBETa

® CIUICH3KTOMMUS
Ocnosnas yenv mepanuu HTII — nocTwkeHue O0€30MaCHOrO, MNPEAYNPEXIAOIEro HIN
KYIUPYIOIIEr0 T'eéMOpparuueckuii CHUHIpPOM YpoBHA TpomOomnuroB. [lanmeHtam ¢ ypoBHEM
TPOMOOIIUTOB B NepudepruuecKoil KpoBu Oojee 50x10%/n IIPY OTCYTCTBUU KPOBOTOYHMBOCTH
JIeYeHue He MOKa3aHo.
Tepanus nepBoif TMHUM (HayajdbHasi TEpanus JJis BIEPBbIC BHIBIECHHBIX MAllMEHTOB) BKJIIOYAET
I'KC u BuytpuBeHHblii ummyHornooymun (BBUI'). I'KC Bo3amelicTBylOT Ha BCE OCHOBHBIE
3BeHbs naroreHe3a MTII, cnocoOCTBYIOT CHMXEHHIO AECTPYKLIUH TPOMOOIIMTOB, HHTUOUPYIOT
¢darouuTo3, yYrHETalOT BbIPAOOTKY M  HapyIIalOT B3aUMOJEHCTBUS  ayTOAHTUTEN C
IJIMKONPOTeMHaMH MeMOpaHbl TpoMOouuToB. Pekomennyemble n03pl I'KC mnpuBenensl B
tabnuue 4.
Tab6muna 4. Cxemsl npuMeHernst 'KC npu UTIIT

FJIIOKOKOPTHKOH)II)I Cxema INPUMCHCHUS

rpomGormToB Gomee 100x10%1. Tlpu orcyrerBuu >ddeKTa LIHTETBHOCTD

[[penHU30JI0H BHYTPh [KaXKAbIE 3 JHS.

- cmanoapmuaa mepanus — 0,5-2 MI/KT/CyT 1O JOCTHXEHHUS YPOBHS

TCpallii HC NPCBLIIIACT 4-x HCO. I[anee — IOCTCIICHHAasA OTMCHA I10 2,5 MI

BHYTPUBEHHO [epopasbHbIA MPUEM MTPETHU30IOHA B 103€ 1 MI/KI/CyTKH;

c unrepBasiom 7 — 10 - 14 nueit

- nyavc-mepanusa — 10-30 mr/kr/cytku (MakcuMaibHas 103a — 2000Mr/cyT)
MeTuinpenHu3oiaoH B Bujae luyacoBod uHGY3uM B TedeHHMe 3 — 7 1OHEH C MepexojoM Ha

[ [py XpOHMYECKOM TEUEHHUH NPOBOAMUTCS HECKOIBKO KYPCOB MYJIbC-TEPAIUU

- 0,5 mr/kr/cyTt (MakcumainbHo 40 Mr/cyT) B TeueHue 4
JlekcameTa30H iHeit, 1-4 nuu nukia ¢ uaTepBanoM 14-28 nueid, 3-4 nukia

BHYTDb
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AJNbTEpHATUBOIl TOPMOHAIBHOM TEpaluy SBIAETCS MPUMEHEHHE HMMMYHOTJIOOYJIUHOB st
BHyTpuBeHHOTO BBeAcHus (BBUI') ¢ pacuerom Ha BhI3bIBacMyt0 uMu oOpaTtumyro Osokany Fe-
perentopoB  MakpodaroB. OTO NpensTCTBYeT (PUKCAUUU  TPOMOOLMTOB, TOKPBITHIX
ayTOAHTHUTEJIaMM, Ha MOBEPXHOCTH Makpo(aroB M CHI)KAaeT MX paspylieHue. Pekomenmyemas
no3a BBUI" 400 mr/kr/cyt BBoauTCS S mHel nmoapsan. Hanmydmme pe3yabTaTsl JOCTUTAIOTCS TIPU
KOMOMHMpPOBAaHHOM HCIOJb30BaHMU MpeaHu3ojoHa u BBUI. YV  pe3yc-nonoxuTenbHbIX
MNAlMEHTOB MOXET OBITh HUCHOJB30BaH aHTH-D-uMmyHornoOymun. MexaHusm JaeWcTBUs
npenapata cxoxk ¢ BBUI: OGmokaga Fc-penentopoB MakpodaroB  3pUTPOLUTAMH,
Harpy>KeHHbIMU aHTUTEJIAMHU.
Tepanus nepBoil nuHUK 3P deKTHBHA TpUOIM3UTENLHO B 75% cnyuyaeB 3aboneBanus. [Ipu
oTcyTcTBHH () PexTa MPOBOIUTCS Tepanus BTOPOU JTUHHH:
e cnaenskmomus (BBIIIOJNHSIOT HE paHee, YeM uepe3 6 MECSIEB [10C/Ie YCTaHOBIICHUS
JTMarHo3a).
®  MeOuKaMeHnmo3sHas mepanus. MOHOKJIOHaNbHbIC aHTuTena K CD20 (pumykcumab);
arOHUCTBI TPOMOOIOATHHOBBIX PEUENTOPOB (9ampombonaz, poOMUNIACMUM);
CUHTETUYECKHUE  aHJAPOTeHbl  (0aHa3on),  UMMYHOJENPECCAHThl  (0ancow,
azamuonpun, MUKoperona Mopumui, GUHKPUCIUH, YUKIODOCHAH, YUKIOCHOPUHR).
[Tpu oTcyrcTBUM 3(pdekTa OT Tepanuu BTOPOH JIMHUH, MOKA3aHO MPOBEIACHUE TEePAUU TPETher
JMHHUH, B KOTOPOM OIpeaeseHbl B¢ kareropuu. Kareropus A npeaycMaTpuBaeT UCHOJIb30BAHUE
aroHUCTOB TPOMOOIIOATUHOBBIX penenTopoB. Kareropuss B Bkitouaer: azemmysymab (antu
CD52), Beicokue 1103bI yukioghocghana, KOMOMHUPOBAHHOE IPUMEHEHHE TIPENapaToB MEepBOH U
BTOPOIl TMHUI Tepanuu.
CumnromaTuueckas Tepanus HaIpaBlieHa HAa KYNUPOBAHHWE TIE€MOPParuyeckoro CHHJIPOMA.
Ha3HavaroT (CHCTEMHO W JIOKQJIbHO) aHTHONPOTEKTOPBI: smamsuiam (AUIUHOH), HHTHOUTOPBI
bubpunonusza (amunoxkanponosas kucioma). CHeIyeT TOMHHTb, YTO TPU IOYCYHOM
KPOBOTEYCHHH Ha3HAYeHHE WHTUOMTOpPOoB GubpuHOIM3a npoTuBomnokazaHo! I[lpu ymopHbix
HOCOBBIX KPOBOTEUEHHUSX NPOBOAIT IEpPEAHIOI0 TaMIIOHaay Hoca. B kauecTBe ypreHTHOMN
Tepaluy NpPU ONACHBIX JUIS JKU3HM KpPOBOTEUEHHUSX IIOKAa3aHa 3aMeCTUTENbHas Tepanus
TPOMOOLIUTAPHON MACCOH.
s oneHkn >(QQEKTHMBHOCTH TNPOBOAMMOM Tepamnuy YCJIOBHO OMNPENENEHbl KPUTEPUU
reMaToJI0rM4eCcKOro OTBeTa:
® [OJHBIN IeMaTOJIOTNYECKUI OTBET — KOJIMUYECTBO TPOMOOLIMTOB OoJiee 100x10%1;
® YAaCTUYHBIM Te€MaTOJIOIMYECKMH OTBET — KOJHYECTBO TPOMOOIUTOB OoJee 50x10%/n
WINA yBEJIMYEHUE KOJIMYEeCTBA TPOMOOLMTOB Oosee 4eM Ha 15x10%n Ipu OTCYTCTBUHU
reMOpPAarkyeckoro CHHApoMa (y GonbHBIX ¢ TpomGomuronennei menee 20x10%/m 1o
Hayasa Tepanum);
® OTCYTCTBHE OTBETA Ha TEPANUIO — YBEIMUYEHUE KOJIUYECTBA TPOMOOIIMTOB MEHEE YEM Ha
15x10%1 MPY COXPAHEHUH TEMOPPArn4ecKoro CHHAPOMa.
Ilpocno3  3aboneBaHust  OJIArONpPUATHBIA, OJHAKO IPH  XPOHUYECKOM  HEMPEPBIBHO
PEUHUIMBUPYIOIIEM TEUCHUHU CTPaJaeT KadyecTBO KU3HU mnanueHta. JletansHocTh nipu UTII He
npesbimaet 1%. OcHOBHAs MPUYKHA JIETATBHOCTH — KPOBOU3IUSHHUE B TOJIOBHON MO3T.
4. TpomOouMTOomaTMM — TETEpPOreHHas rpymnna 3a0ojeBaHuil (HapyUIeHM TremMocrasa),
00yCJIOBJICHHBIX KAYeCTBEHHON HEMOJHOLEHHOCTbIO WIM JAUCHYHKIMEH TPOMOOLMTOB.
Brienstor BpoxkAEHHbIE (HAaCIeICTBEHHBIE) U MPUOOPETEHHBIE TPOMOOIIUTOIATHH.
HacneacrBeHHble  TPOMOOUMTONATHM  CBS3aHBl C  TEHETHYECKH  OOYCIOBJICHHBIMU
HapyILICHUSAMU aJre3uu, arperalyyd Wid PeakiMu BBICBOOOXKIEHHS] TPOMOOIIMTOB BCIEJICTBUE
neGeKToB MEMOPaHHBIX TJTUKONPOTENHOB, Ae(UIINTA IPpaHyT MU [IUTOIIa3MEHHBIX (DEPMEHTOB.
B nenom 3to penkue 3aboneBaHMsl, XOTS X HUCTUHHAs PacpOCTPAHEHHOCTh B 3HAYUTENILHOMN
crerienu Bapsupyet (o1 2:1 000 000 o 1:10 000). K Hactosimemy Bpemenu omnucano 6oiuee 30
(GbopM pa3IMUHBIX HACIEICTBEHHBIX TPOMOOLUTONATHIN, BEI3BAHHBIX MyTallUSIMU B OoJiee ueM 25
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reHax. HawuOomee 3HauMMble W3 HHX MpeACTaBleHbl B Tabmmue S5. Tum HacnemoBaHUs
MPEUMYILIECTBEHHO ayTOCOMHO-PEIECCUBHBIN.

Tabmuma 5 - Kiraccudukamnust pomOonuTonaTui

HacaeacrBennbie e Cunapom bepnapa-Cynbe (HapylIeHHE are31n)
e TpomOactenus I mannmMana (HapymieHHe arperaum)

BBICBOOOK/ICHHS )

TPOMOLUTAPHOIO U COCYAUCTOI'O FeMOCTa3a)

e Jlebuuur mynma XpaHeHUs TpaHyn (HapyIICHHE peaKIUH

e bonesns BunneGpanna (coueranHoe HapylieHue

AHTHArperalnTbl, aAHTUTUCTAMUHHBIC, INIA3MO3aMCHUTCIIN U AP.

JABC-cunapom

IIpuoOperenHble o Jlekapcmeenno unoyuyupoeannvie: HIIBC (mpexne Bcero
aleTUIICAUIIMIIOBAs KUCIIOTa), aHTUOMOTHKH, TPAHKBUIN3ATOPBI,

e Accoyuuposanmnvie c opyzumu 3a001eeanuamu;
MHETIONPOIuepaTUBHbBIE 3a0071€eBaHus, MJIC,
MapanpoTeUHEMHH, YPEeMHsi, LIUPPO3 IEUEHHU, SHIOKPUHOIATHH,

Tpombacmenus [nanymana nposBIseTCs OOBIYHO B PaHHEM JAETCKOM Bo3pacTe. B ocHoBe
pa3Butusi 3aboneBanusi — nedekr komiwiekca GP IIb/llla Ha memOpane TpomOorutoB. B
pe3yibTare TPOMOOLMTHI HE MOTYT CBS3bIBaTh (PUOPHUHOrEH, YTO MPUBOJUT K HAPYLICHUIO MX
arperamuy U CoCOOHOCTH K 00pa30BaHUIO TPOMOOIIMTAPHOTO TPOMOa.

Cunopom bepnapa-Cynve 00yclOBIEH OTCYTCTBUEM B 000JI0UYKE TPOMOOIIMTOB TIIMKOMPOTEHHA
Ib, xoTOpHIii sBIIsIETCS perenTopoM Ut Gakropa Bumiebpanna, miasmMeHHsix daktopoB V u IX,
a TaKKe pUCTOlleTHHA. B pe3ynbraTe Hapylaercs aare3uBHas CIOCOOHOCTh TPOMOOIIUTOB, UX
PHUCTOLIETUH-UHIYLIUpOBaHHAs arperanus. 3a00jeBaHUE XapaKTEepU3yeTcsl TpUaJoi: yMepeHHas
TPOMOOIIMTONEHNUS, HapylIeHHe (PYHKIIMM TPOMOOLMTOB U HalIU4yhe MakpopopM TPOMOOIUTOB
(TuraHTckue TPOMOOLIUTHI).

Heduyum o-epanyn (cunopom «cepvixy mpomboyumog) — nedpext GopMUPOBAHUS U XpaHEHHS
a-Tpa”y’i B TpoMOoIuTax. OTCYTCTBUE WITH 3HAUUTEIEHOE CHIDKEHUE alb(a-rpanyi IPUBOIUT K
neguuuTy OedKOB, OTBEYAIOIIMX 3a aAre€3MI0 U arperamuio TPOMOOLUTOB (TPOMOOMOJYIIHH,
TpOMOOLIUTApHBIN (PakTOp pocTa, TPOMOOCTIOHANH, GUOPHUHOTEH U Jp.), HAPYIIEHUIO KOJUIareH-
UHAYLIMPOBaHHOW  arperauuu  TpomOouuToB. B Maskax  mepugepuyeckoil  KpoBU
BU3YAITU3UPYIOTCS] THITMYHBIE KPYITHBIE CBETIIO-CEPhIe TPOMOOIIUTHI.

IIpnoOperéHHble TPOMOOUMTONATHH HAOMIOAIOT 3HAYUTENBHO damie. B mopaBmistomem
OOJIBIIMHCTBE CIy4aeB OHHU SIBISIOTCS JINOO CIENCTBHEM IpHUEMa JIEKapCTBEHHBIX CPEACTB,
YTHETAIOUMX aKTUBHOCTH TPOMOOIUTOB, JTMOO OAHUM M3 CHUMIITOMOB KaKOTr0-J1HOO OCHOBHOTO
3a00JIeBaHU.

Yame Bcero yrHereHue arperamuu  TpomOorutoB  Bbi3biBatloT  HIIBC, ocobenHo
ALETUIICAIMIIWIOBAS. KUCIIOTAa, IPUEM KOTOPOU B CYTOYHOW 103€ OT 30 MI MOXET NPUBECTH K
HapYyLICHUIO arperaiu TpOMOOLIMTOB BCIIEACTBUE MHTMOMpPOBaHMS CHHTE3a TpoMOokcaHa A2.
[Tocne ormensl mpemapara GyHKIHS TPOMOOIIMTOB BOCCTaHABIHMBAaeTCs depes S5-7 mHeit. K
JIEKapCTBEHHBIM IIperaparaM, BBI3BIBAIOIIUM JUCHYHKIIMIO TPOMOOIMTOB, OTHOCST TaKXkKe
AHTUOMOTHKHU (amnuyunnun, KapOeHUuyuiIuH, HUTPOYpaHBbI), AHTHUJCTIPECCAHTHI
(amumpunmunun, umunpamuwn), aAPEHOOIOKATOPHI  (OUSUOPOIP2OMAMUH,  (PeHMONAMUH,
nponNpanoon), aHTUTHCTAMUHHBIC TIpenapaThl, TEKCTPaHbl, HUTPATHI, OJOKATOPBI KaJIbIIMEBHIX
KaHaJoB, BUTaMuH E, 3TaHon u MHorue npyrue. HekoTopsle HHIEBbIE MPOAYKTHI CIOCOOHBI
HapyIaTh arperanuio TPOMOOIMTOB. DTO, MPEX/IE BCET0, MAPUHOBAHHBIC U JPYTUE TPOTYKTHI
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IIUTaHMS, COJEpIKalle B KaUECTBE KOHCEPBAHTA YKCYCHYIO KUCJIOTY, APYTru€ KOHCEpPBAHTHI, a
TaKXe aJKorojb.

Hapymenust agresun/arperaiiui TPOMOOIIUTOB M CHIDKEHHE JOCTYIMTHOCTH TPOMOOIUTAPHOTO
¢dakTopa 3 HaOmOJAIOTCS NpU YpEeMHUM, LHUPPO3€ IMEYEHH, MHEIONpoIr(epaTuBHBIX
3a00JIeBaHMAX, OIMYXONSAX U TNapa3uTapHbIX WHBa3usAX.  [loBbimeHHOE mOTpeOiIeHUE U
CTPYKTYpPHBIE MOBPEXACHUS TPOMOOLUTOB HE PEIKH IpU 3a00JI€BaHUSX, COIPOBOKIAAOIINXCS
pasButeM JIBC-cunzmpoma. brnokaga peuenTopoB  TPOMOOIMTOB — MPOTEHMHAMHU  IIPH
[apanpoTEeHHEMHUYECKUX IeMo0jacTo3ax Takke SBISeTCs HPUYMHOM  IpuoOpeTeHHOH
TPOMOOIIUTONATHH.

Kinunuueckasi kapTuHa.

OCHOBHBIM KJIIMHUYECKUM MPOSBICHUEM TPOMOOIMTONATUH SIBJISIETCS CHHAPOM IOBBIIICHHON
KPOBOTOYMBOCTH MO HISATHUCTO-NETEXHAIBHOMY (MHUKPOLMPKYJIATOPHOMY) TUIy. XapaKTEpHBI
NETEXUU, HSKXUMMO3bl Ha KOXE TYJIOBHMIA WU KOHEYHOCTEH, PELUIUBUPYIOLIUE HOCOBBIE
KPOBOTEUCHMsI, Y JKEHILUUH - OOWJIbHBIE U JUIMTENbHblE MeHOopparuu. Moryt HalOmrojarbes
paHHME KpOBOTEUEHHUs IIOCJIE ONEpPAaTUBHBIX BMEIIATEIbCTB MWJIM IPU HE3HAUUTEIHHOU
TpaBMaTu3aluu. Pexxe HabmonatoTcst KpoBoTeueHus apyroi sokanuzanuu: XKKT, mouednsie.
[losiBneHne Takoil KPOBOTOUYMBOCTH Ha (POHE HOPMAIBHOTO WM HEPE3KO BBIPAKEHHOTO
CHIDKEHHMsI TpOMOOLIMTOB B KPOBH BCErja JOKHO HABOAMTH HA MBICIb O BO3MOYKHOCTH
(YHKIMOHATIHHON HEMOJHOLEHHOCTH TPOMOOIMTOB. BakeH TimaTenbHO cOOpaHHBIM aHAMHE3:
ceMelHas MpepaciooKEHHOCTb, IIPUEM MEAMKAMEHTOB (TIPEXIE BCEro aleTHJICATUIHIOBON
KHCIIOTHI), HAJM4YMe€ OCHOBHOTO 3a0oiyieBaHus. JIJis HACIEACTBEHHBIX (OpPM XapaKTepHa
MaHH]ecTalys KIMHUYECKUX IPOSBIEHUH ¢ JETCKOro BO3pacrTa.

JInarnocruka

Kapmuna nepugepuueckoii xkpoeu: cojepkaHue TPOMOOLUTOB IPU HEKOTOPHIX (opmax
(tpomOactenust ['nmanumana) HopmanbHoe, mpu Jpyrux (cu"zapom bepnapa-Cynbe) —
HE3HAYMUTENIbHO MoHWXkeHHoe (1o 100 x 109/J1), TJIaBHBIM 00pa3oM B CBS3U C YMEHbBIIICHUEM
MPOIOJDKUTEILHOCTH KHU3HH Je(PEKTHBIX TPOMOOIIUTOB.

Buoxumuyeckuii ananuz Kposu: MOTYT IPUCYTCTBOBATh MPU3HAKU JePUIINTA JKEJIe3a BCIEICTBUE
MOBTOPHBIX KPOBOTEUEHUH.

Obwuii ananu3z mMoyu: TPU TOYEYHBIX KPOBOTEUEHHSIX — MUKPOT€MaTypHsL.

l'emocmasuocpamma: XapakTepHO yBEIMYEHHE BPEMEHU KANWUIIPHOIO KpPOBOTEUECHHUS.
[Toka3zarenu KoaryJiorpaMMbl HE U3MEHEHHBI.

BoisiBnenne u moATBepXkACHHE XapakTepa JedeKTa OCYIIECTBISIETCS B mecme azpecayuu
mpomMoOOyuUmMoe ¢ UCTOJIb30BaHUEM PA3IMYHBIX HHIYKTOPOB (Tabmuia 6).

Tabnuna 6. [lokazaTenu arperarorpaMmsl IpH pa3aIMYHbIX TPOMOOLUTONATUSAX

ArperanuoHHbIH OTBET
TaTonorms AJlD Anpenanu | Apaxunonoas | Komare | TpomOun | Puctouerun
H KHCIIOTa H (pucToMuIl
IIB | BB |IIB | BB WH))
1 2 3 4 5 6 7 8 9
Cungpom
bepnapa- N N [N [N N N N nmm | l
Cynbe
TpombacTenus
- - - - - - - N
I'manimmanna
Cunnpom
«CephIX l - l - N mmm | - N wm | N
TPOMOOIITOBY»
«AcIupHuHO-
MOTI00HBII» ! - ! - ! - N N
CUHJPOM
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ITpumeuanue — IIB — nepBas BonHa, BB — Bropas Bomna, N — HOpMma, |- cHuxkeHue, T -
MOBBILICHUE, «-» - OTCYTCTBUE arperanuu.

Ilpomounas yumoghnyopumempus TO3BOISET MOATBEPAUTH AuarHo3 cunapoma bepuapa-Cymnbe
U TpomOacTeHMHM [JaHIIMaHa TIO0 CHMIKEHHIO OKCIIPECCHU TOBEPXHOCTHBIX PELENTOPOB
TpomMOonuTOB. B mepBoMm ciywae cHmkeHa skcrpeccuss CD42b (penentop GP1b), CD42a
(peuentop GPIX), CD42d (peuenrop GPV), a mpu tpombacrenuu ['nmanmmana — CD41
(peuenirop GPIIb) u CD61 (penientop GPIIla).
I'enemuueckue uccie0o8anusi 1EIECOOOpPA3HBI Uil BBIICHEHHUS MPUPOABI MOJEKYISPHOTO
nedekra nocie MoCTaHOBKY IMarHo3a.
OCHOBHOIi KpuTepHii JMar€Ho3a TpoMOOUMTONATHU — JAOOPAaTOPHO 3aPUKCHUPOBAHHOE
HapyIICHHUE arperauy TpOMOOIIMTOB KaK MUHUMYM B JIBYX HCCJEIOBAaHUSAX C HHTEpBAIOM 1,5 —
2 Mecsua.
Jleuenue. Ocnognbie nanpaenenus mepanuu:

¢ KYNHMPOBAaHUE IFEMOPPArHYECKOr0 CHHIIPOMA,

® yCTpaHEHUE MNPUYMHHOTO (HaKTopa: OTMEHA JIEKApCTBEHHOTO TMperapara; JeueHue

OCHOBHOTO 3a00JIeBaHUSI.

JUis  KynmupoBaHHsI TeMOPpParu4eckoro CHHAPOMA HA3HAYAOT:  aHTH(GUOPUHOIUTHYECKHE
CpencTBa (mpanekcamosas, aMuHOKANPOHOBAs KUCI0mMA), aHTUONIPOTEKTOPHI (OuyuHOH U Jp.) —
JOKaJbHO, BHYTPb WJIM BHYTPHBEHHO, decmonpeccur (B BHUAE HA3AIBHOTO CIIpest WM
BHYTpUBEHHO). B 0Ooyiee TsKenbIX ciaydasx — aKTHBUPOBaHHBIM pexkomMOuHaHTHBIN FVII
(Hosocasen). YKuzneyrpoxkarorue KpOBOTCUCHHS SIBISIOTCS IMOKa3aHUEM K MEPEITUBAHUIO
TPOMOOLIMTAPDHOH MacChl, 4YTO TMO3BOJSET B OIPEACICHHOW CTENEeHW KOMIIEHCHPOBAThH
TUCQYHKITUIO TPOMOOLIUTOB.
5. boJae3nb BuiiedOpanna
Boae3sns Buieopanga (BB) — HacnencTBeHHbI remMopparudeckuil quates3, 00yCiIOBICHHBIN
KOJINYECTBEHHBIM WIJIM KauyeCTBEHHBIM aedexktoM daktopa ¢on Bumrebpanma (VWF). Yacrora
HocutenbeTBa AedexkTHoro rena VFW B monynsauun gocturaer 1:100 yenoBek, HO JIMIIb 4acTh
HocuTteneil (10-30%) umeroT kiMHUYeckue nposieineHus. PacnpocrpanenHocts bB B Mupe okono
1%. Xapaktep HaclIeIOBaHUs MPEUMYIIECTBEHHO ayTOCOMHO-TOMUHAHTHBIN, 3a0oJieBaHMe
MOYKET MPOSBIATHCSA Y 00OUX TOJIOB.
®dakTop CHHTE3MPYETCsl B DHIOTEIMH COCYJOB M B Merakapuonutax KM, a HakarumBaeTcs u
XpaHuTCcs B anb(a-rpaHynax TpomOouuToB. B mia3sme 3mopoBoro yenoseka VWF mpencrasnen
MYJIBTUMEPAMH C pa3IUdHON MoyekyasipHot maccoir (ot 500 Tteic. mo 20 000 x/a). Ha
MyJIbTHUMEpAaX MMEITCA chenuduyeckrue MecTa CBS3BbIBAaHUS, KOTOpble O00ECIeuyuBarOT
B3aumoeiicteue VWF ¢ perienitopamu TpomoonutapHoit memoOpansl (Gplb) na cragusx agresuun
u pacriacteiBanus; ¢ Gpllb/IllaB — wa cragum arperamuu; ¢ CyOIHIOTEIHATBHBIMH
CTPYKTypaMHU COCYIUCTOM CTEHKHM — KOJJIareHoMm, remapuHom, a Takxke ¢ FVIII. ®akrop
BunneOpanna cioyxut «oenkom-Hocutenem» FVIII B mnaszme, 3amumas ero ot paspyuieHus
IPOTEOJIMTUYECKUMHU (PepMEHTAaMH U yBEIMYUBAas BpeMsl €ro IHUPKYJIsAUuU. Takum oOpazom,
nedext VWF criocobeH MpUBECTH K HapYyIIEHHWIO KaK MEPBUYHOTO 3BEHA TeMOCTa3a, TaKk W
BTOPHYHOTO.
B 3aBucumoctu ot konkpetHoro nedpexra VWF nuddepenuupyror tpu tuna bB: s tuna | u
tuna Il xapakrepen komuuectBeHHbli aepumur VWF, a mns tuma |l — pasnuusble
KauecTBeHHbIE HapyuieHus (Tabnuua 7). Haubonee Tsxenoe TeueHue 3a0051€eBaHUsS OTMEUYAETCS
npu tune 1.
Kaunnveckasi kapTuHa. 3a0oJeBaHHE NPOSBISIETCS B BHUJAE DIH30JMUECKUX CIHOHTAHHBIX
KPOBOTEUCHHH CO CMEIIAHHBIM (CHUHAYKOBO-TEMAaTOMHBIM) THIIOM KPOBOTOYMBOCTH, YTO
oTpakaeT JBOMHON AedekT B cucteme remoctasa. bB Moxxer BnepBble MaHudecTHpOBaTH B
1r000M BO3pacTe, HO yalie — B AeTckoM. [Ipeo0ianatoT moIkoKHbIe TeMOpparuu (3KXMUMO3bI) U
KPOBOTEUCHHSI CO CIU3UCTBIX 000JIOUEK IMOJIOCTH PTa, HOCA, B TSDKENBIX CIIydasX pa3BUBAIOTCS
CIIOHTaHHbIE JKENIYO0YHO-KHUIIIEUHbIE KPOBOTEUEHHs. Y IKCHIIMH HEpPEeIKU MEHOpparuu u
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KPOBOTEUECHHUSI NOCJIE poAOB. HacTo KpPOBOTOUMBOCTH PA3BUBAETCS HEIOCPEICTBEHHO IOCIIE
TPaBM U XUPYPrHUYECKUX BMEIIATENbCTB. KpOBOM3INAHMS B CyCTaBbl — PEAKOE OCIOKHEHHUE, B
OCHOBHOM HaOmromaercs y OonpHBIX ¢ Hu3kuM ypoBHeM FVIIL (BB Ttun III). Teuenue
3a00JIeBaHUsl XapaKTEPU3yeTCs MEePHUOJUYHOCTHIO: KPOBOTOUMBOCTH CMEHSIETCSI PEMUCCUSIMU
Pa3IMYHON MPOOIKUTEILHOCTH. Y OONBIIMHCTBA ManueHToB BB mpotekaer B jnerkod wim
cpenHeTspkeno  ¢opme.  Bo3moxkHO — MamocMMnTOMHOE — TeueHue  (peaKkue  HOCOBBIE
KPOBOTEUECHHS), KOT/1a O0JIE3Hb YaCTO OCTACTCS HE PaclO3HAHHOM.

Tabmuua 7. Knaccuduxanus bB

Tumb! u cyoTuns: bB Xapakrepuctuka aepexra Yacrora
BCTPEYaEMOCTH

Tun I (wactuunbiit | Hemocrarounas npoxykiust VIWF 55-80%

KOJIMYCCTBEHHBIN Te(EKT)

Tun I (Ka4eCcTBEHHBII 5-15%

nedeKT)

cyorun IA OtcyrcrBue kpynabix myasTamepoB VWF | 10-12%

cyorun |1B [ToBbimennas  adpdunnocts VWF x| 3-5%

TpombonuTapaomy perenropy Gplb B
COYETAHUH C OTCYTCTBHEM  KPYITHBIX
MynbTumMepoB VWF

cyorun [IM CHmxeHue adduHHOCTU VWF K | OueHb peako
TpombornuTapaomy penentopy Gplb 6e3
HapYIICHHs] MYJIbTUMEPHOU CTPYKTYPHI

cyorun IIN Cauxenue cpojctsa VWF k FVIII OueHb pesko
Tun Il (xomuuectBensblil | OTcyrcTBue VWF 1 cnxenue FVIII 1-3%
nedeKT)

JInarnocruka.

Jlabopamopuwie uccnedosanus
Kapmuna nepughepuuecxoui kposu. Crienupuueckux U3MEHEHUI HET, KOJINYeCTBO TPOMOOLIUTOB
B HopMme, HO npu Tune |IB HaGmonaercs ymepeHHas TpomOoruToneHus. [Ipu BbIpaKeHHBIX
MPOSIBICHUSX KPOBOTOYMBOCTU MOTYT IPHUCYTCTBOBaTh MPU3HAKK TMOCTIEMOPpAaruyeckoi
aHEeMMUHU.
Buoxumuueckuii ananus kpoeu. Cienn(pu4eckux N3MEHEHUH HeT.
O6wuii ananuz moyu. Ilpy MOYEUHBIX KPOBOTEUEHUSIX HAOII01aeTCsl MUKPOTeMaTypHsl.
Hccneoosanue cucmemvr 2emocmasza. OTMEHaeTcsi yBEIMYEHHE BPEMEHH KpPOBOTEUEHHS IPH
Bcex tunax bB, a taxke ymepenHoe ymmHeHnne AUYTB npu HOpmaneHbIX 3HaueHusx IIB,
¢ubprHOreHa 1 TPOMOMHOBOTO BPEMEHH.
Cneyuanvhvie nabopamopmvie mecmoi 0Jis OuacHocmuku bB:

e xoarymsuonHas aktuBHocTh FVIII (FVIIL:C);

e xomnuectBeHHOE coaepkanne VWF (VWF-anturen, vWF-Ag );

e xoarymsiuonHas aktuBHOCTH VWF (VWF:C);

e puctoueruH-kogpakropHas (VWF:RCo) u xonnarencBsssiBaromas aktusHocts VWF

(VWE:CB).
® PHUCTOLIETUH-WHAYLHMpOBaHHas arperauuss TpoMmbOoumToB (RIPA) B  ABYX
KOHIIEHTPALUSAX PUCTOLETHHA;

e aHanmu3 MyapTUMepoB VWF B muazme.
[Tpu | u 1l Tunax 3abosneBaHust OOBIYHO JOCTATOYHO IMEPBBIX TpeX yKa3zaHHBIX TecToB. Ilpu Il
tunie BB  HeoOxomuma muddepenHnmanus cyoTUnoB, UYTO TpeOyeT HCHOJb30BaHUS
(YHKIMOHAJIBHBIX TECTOB (PHUCTOLIETUH-KO(AKTOpHAs, KOJUIAr€HCBA3BIBAIONIAS AKTUBHOCTb,

PUCTOIICTUH-UHIYIIMPOBAHHAsI arperaius TPOMOOIIMTOB), a TaK)Ke aHaju3a MYJIbTUMEPHOCTH
vVWE.
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Crnenyer yuutsiBaTh, uyTo nipu | u Il Tumax BB moka3zaTtenu remocrazuorpaMmbl BapuaOelbHBI,
IIOTOMY HX OIIpeJIeIEHNe NMPOBOAMUTCS B JMHAMUKE C BPEMEHHBIMU MHTEpBajJaMH 3-4 Mecsia.
Kpome Toro ypoBenr VWF MokeT BapbUpOBaThb B 3aBHUCHUMOCTH OT pPa3jIMYHbIX BHEIIHHUX
(GakTOpOoB: TpaBMa, BOCHAJEHHE, OEPEMEHHOCTb, 3aMECTUTENIbHAs TOPMOHAJIbHAS Tepamnus,
ctpecc. B cBs3u ¢ atuMm, mpu nogo3peHnn Ha BB HeoO0XoauMbl OBTOpHBIE J1TaOOpaTOpHBIE
UCCIIEIOBaHMS, AaXKe €CIIM IIPU IEepPBOM 00CIEIOBAHNN U3MEHEHUS HE BBISBIISIINCE.
KpaitHe penko ¢ 1enbl0 yCTaHOBJEHHUS HOCHUTENBCTBA MYTAaHTHOIO T€HA, a TaKXKe MpHU
NEepUHATAIbHON TMAarHOCTUKE UCIIONIB3YETCS MONEKVAAPHO-2EHEMUYECKUL AHAU3.
Hucmpymenmanwnuie uccneoosanua’. OUJIC, Y3U OprourHoil mojaocTu, OpraHoB Majioro Tasa,
OPOHXOCKONMSI, KOJIOHOCKOIMSI B psAJE CIIy4aeB HEOOXOJUMBI C 11eJIbI0 0OHAPYKEHUSI UCTOYHUKA
KPOBOTEYEHHMS.
OcHoBHBbIE TUATHOCTHYeCKUE KpuTepuu bB:

® reMOpparu4ecKuil CHHJIPOM IO CMEIIAHHOMY TUITY KPOBOTOYMBOCTH;

e OTArOUICHHAs  HACJIEACTBEHHOCTh  —  IIOBBIIIEHHAass  KPOBOTOYMBOCTH Y

POJCTBEHHUKOB | cTeneHu pojcTBa;

e J1aboparopHbIe JaHHBIE (TabmuIa 8).

Tabmuna 8. [Tokazarenu 1a00paTOPHBIX TECTOB NMPU Pa3TMYHBIX BapuanTax bB

JlabopaTopHbie I Tun II Tan I tan
NO0Ka3aTeJIn
AUTB 1w N 1w N 7w N
FVIII:C ! | nm N L
vWEF:C | wim N | mwim N | wm N
VWF:Ag | wim N | mwim N 0
VWF:RCo l | mmm N 0
VWEF:CB ! ! 0
RIPA l mmm N | wm N (mpu 1B Tune | ||| umu 0
MIOBBIIIIEHA Ha HU3KYIO
KOHIICHTPALIMIO PUCTOMUIIMHA)
AHanu3 Ananus He | B 3aBucmMocTn oT monaruna: | AHanm3 HE
MYJbTHMEPOB nenecooOpas3eH | OTCYTCTBYIOT — Oousiblie U | LesecooOpas3eH
cpennue MynbtuMepsl  (ITA);
oonmpme  (IIB);  cTpykTypa
MYJIbTHMEPOB HE HapylleHa
(IIM u 1IN)

[Tpumeuanue: | — cHUXkeHHe, ||| — 3HaunTenpHOe cHkeHue, N — Hopma, 0 — OTCyTCTBHE.
Jleuenne. Ocnoenvle nanpasienus mepanuu:

OTpaHUYMUTENbHBIN pexuM (M30eratb MOBPEXKIACHUMN U TPaBM);
JIECMOIIPECCHH;
koH1eHTpatel FVIII ¢ Beicokum conepxanuem VWF;
aHTU(UOPUHOTUTHIECKAS TePAITHsL.

Llens neyenuss bB — moBbllIeHHe KOHIEHTpAlMK WM 3aMElIeHHe HeIOCTAIoMMX (PaKTOpOB
ceeptbiBanuss kpoBu (VWF u FVIII). Jleyenne MmoxkeT ObITh MPO(UIAKTHYECCKUM WM IO
TpeOOBaHUIO — MPH KPOBOTEUEHUH, OJHAKO HE Bce MalMeHThl ¢ bB HyxnaroTcs B Ha3HaYeHUU
Tepanuu. [loka3aHWeM K JIEYEHHUIO SBISIOTCS CIOHTAaHHOE KPOBOTECUCHHE; XUPYPIHUECKOE
BMEIIATENBECTBO U PEIIMANBUPYIOIINE KPOBOTEUECHHU S, CHIKAIOIINE KA4eCTBO KU3HH.

Buj nedeHust 3aBUCHT OT THTIA B TSHKECTH 3a00JI€BaHMS.

1. Ilpu nerxoit ¢popme BB (Tompko Tum |) mpuMeHseTCs aHaANOT Ba30MpPECCOPHOTO
ropmona jaecmonpeccur (1-Desamino-8-D-Arginin-Vasopressin, DDAVP). Tlpemapar
cnocobctByer BbeIcBOOOXKIeHHI0O VWF u  FVIII w3 »HAoTennanbHBIX KIETOK
COCYIUCTOH CTEHKH, 9YTO TPUBOJAUT K JBYX-TPEXKPATHOMY  ITOBBIIICHHUIO
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(GyHKUIMOHATBHON akTUBHOCTH, yBennueHuto ypoHs VWF u FVIII B mna3me. Dddexr
MPaKTUYECKH MOJHUCHOCHBIM, HO KpaTKOBpPeMEHHBIM (He Oonee 3-x gHEH).
Hcnonw3zyercss DDAVP BHYyTpuUBEHHO, OJKOXKHO WM MHTPAHA3aJIbHO B BHUJE CIIpEs.
OcHoBHOU kpuTepuii 3dpdexkruBHOocTH Tepanuu — yBenuwdenue VWF:RCo > 50%,
JIOTIOJTHUTEIIBHBIH - TIOBBIICHHE TPOKOAryIstHTHOM akTuBHOCTH FVIII > 50% .

2. Ilpu cpemgHeTsikenod W Tsbkenmod  ¢opmax Bcex THHOB bB  mcmomm3yror
3aMECTUTENBHYIO Tepanuw Kouyeumpamamu VvWEF/FVIII. BBomsTCs OYHINEHHBIC
koHnenrpatel FVIII, conmepxamme Oonbmioe konumdectBo VWFE ¢ comepxkanuem
MYJIbTUMEPOB, MAKCUMAJIBHO MPHUOJIMKEHHBIM K TAKOBOMY HOPMAJIbHOM IJ1a3MbI KPOBU
YyejoBeKka. B 3aBHCHMOCTH OT TSDKECTH 3a00J€BaHUS M KJIMHUYECKOH CHUTyalluu
TepaneBTuueckas no3a cocrapiser 20 — 50 ME/kr oquH — Ba pa3a B CyTKU B TCUCHHE
3 — 10 mueit. Hanbosee mmpoko UCnoyib3yeMblid Ipernapar B Hallle cTpaHe - Buiame,
B kotopoM VWEF/FVIII maxomutcs B ontumanbHOM cootHomeHuu (1:1). Kpurepwii
s dexTuBHOCTH 3amMecTuTENbHOM Tepanuu — yBenudenue VWF:RCo > 50%.

3. Ipu Il Tune bB, npoTekaromem ¢ peuAMBUPYIONMMHA KPOBOU3IUSHUSIMHE B CYyCTaBBI,
KENyJOYHO-KUIIEYHBIMM W MAaTOYHBIMH  KPOBOTEUEHHUSIMH,  LEIeco0Opa3HO
npuMeHenne koHneHtparoB FVIII+vWF B mpodunaktuueckom pexxume (30 — 40
ME/kr naBa pa3a B HeAeni0), HANpaBIEHHOM Ha HNPEIYHPEXKIAECHUE TAKEIbIX
KPOBOTEYECHUH.

B kadectBe cumnroMaruueckod Ttepanuu mnapawieabHo ¢ DDAVP wunm ¢ KoHIEHTpaTtaMu
(GakTOpOB CBEPTHIBAHUS KPOBU HA3HAYAIOTCA AHTH(PUOPUHOIUTHKH (AMUHOKANPOHOBAS UNU
mpanekcamogas Kucioma). IIpUMEHSAIOT KX MECTHO WIM CHUCTEMHO JJs KyINHPOBaHUS
KPOBOTEUYEHHMM CO CIIM3MCTBIX IOJOCTU pTa, HOCA, KPOBOTEUEHUH IOCIE yJajleHus 3yOoB, MpHU
MeHopparusix. Buumanue! Ilpenapamel npomusonokasamwvl npu NOYEUHbIX KPOGOMEUEHUSX
(onacnocms OIIH)! He cnengyer Takke manueHtam ¢ bB Ha3Hauath acnupuHcoaepKaiiue
npenapatsl ¥ Ipyrue aHTHarperaHThl.

Ilpocno3 3aboneBaHMs 3aBUCHT OT BbIpaXkeHHocTH nedummura VWF  ©  pa3BuBIIMXCS
ocnoxHeHui. [Ipu coOaroieHuN MaueHTaMu OrpaHUYUTENIFHOTO PEXUMA, TPEAYNPEKICHUN U
CBOEBPEMEHHOM KYIHPOBAHUH TSDKEJBIX KPOBOTEUCHUH MPOTHO3 OJIarONPUSTHBIN.

6. T'emoduausas — remMopparudeckuii auare3 M3 TPYHNbl KOaryjlonaTuid, O0OYCIIOBJIEHHBIN
BPOXKJIEHHBIM JIEPUIIUTOM Wi (YHKIHOHATHLHONH HEMOJIHOUEHHOCTHIO IIa3MEHHBIX (hDaKTOpPOB
ceepthiBanus KpoBu (VI nmu 1X). Beigenstor remodunuto A (nepunur FVIII) u remodpunuio
B (medumut FIX - 60ne3nr Kpucrmaca). PacipoctpaneHHOCTh 3a00meBanmst cocranisier 15-20
Ha 100 000 w™myxumn win 1:10 000 HOBOPOXXIEHHBIX MajabuuKOB. ['emodumus A
nuaroctupyerca B 4 - 5 pasa uame, yem remoduiuusa B. HacnenctBeHHbIN (ceMelHBIN)
xapakrep remopmwinu umerotr 70-90% namuentoB. B 10-30% ciyuaeB remodwins sBiseTcs
CIOpAJANYECKON, BO3HUKAIOIIEH B pe3ylbTaTe pealu3ald CKPbITOIO TIeTEepPO3UTOTHOTO
HOCHUTENILCTBA WM B PE3YJIbTAaTe CIOHTAHHBIX €HETUYECKUX MYyTaIluil.

B ocHoBe pa3BuTHS reMOGWINY JIeXKAT TOUYSUHBIE MyTAIlUH WU JICJCIUN B TEHAX, KOAUPYIOLIHX
daxropsr VII/IX, 4To mpUBOAKT K HAPYILICHUIO CTPYKTYPhI U QYHKIIMU 3THX OCIKOB.
Kaunuyeckass kapruna. Kinunudeckue mnposiBienus remopunuu A u B uneHTHuyHB U
XapakTepU3yIOTCs TE€MaTOMHBIM THUIIOM KPOBOTOUMBOCTU. YacToTa U CTENEHb TKECTU
KPOBOTEUEHHH KOppeaupyroT ¢ ypoBHsmu ¢akropoB VIII/IX. Beiaensior msaxcenyro dpopmy
reMoQWInu, MpH KOTOPOM aKTMBHOCTH (hakTopa He mpeBblmaeT 1%; cpeonemsadyicenyro — c
akTuBHOCTBIO paktopa VIII/IX ot 1 no 5%; u rezkyro — 6onee 5%.

[Tpu msorcenoti popme remopuau reMopparu4eckuii CUHJIPOM MOXKET HPOSIBUTHCA YK€ MpHU
poxxaeHuu: KedaioremMaroMa, KpPOBOTEUYEHHWE U3 IIYHNOYHOTO KaHATHKA, KPOBOUBIUSHUS B
obmactu sroauu. Ho gamie 3aboneBanne MaHugecTupyeT Ha nepBoM roay *ku3Hu. C MOMeHTa
CaMOCTOSITEIFHOTO XOXKACHUsI peOeHKa BEAYIIMMH CHMIITOMAMH CTaHOBATCS TE€MapTpO3blI
KPYIHBIX CYCTaBOB M MEXKMBbIIIEUHbIE TI'eMaToMbl. KpoBb B MOJOCTHM CyCTaBa BbI3bIBAET
BOCIIaJICHHE CHHOBHAJIHHON 00O0JIOUKH, a TIOBTOPHBIE KPOBOMBIUSHIS MIPUBOIAT K pa3pyIICHUIO
CYCTaBHOTO XpsIlla, Pa3BUTHIO OCTE€0apTpo3a, (Hhubpo3a M aHKUIIO3a CyCTaBa C IMOCIENyrOIeH
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atpoduert Mpimr. C BO3pacToOM TSKECTh W PacpOCTPAHEHHOCTh CYCTaBHOTO IMOPAKEHUS
HEYKJIOHHO TIPOTPECCUPYIOT, YTO MOXET NPUBECTH K TDKEJIOM IUCHYHKIMHM ONOpPHO-
JIBUraTEJILHOTO aInapara i MHBAJIUIHOCTH MallMEHTa.
I'emodunus cpednent msasxcecmu UMeeT CXOAHbIE NposiBiIeHUs. [lepBble NpU3HaKK, KaK MPaBUIIO,
pa3BUBAIOTCS IOCHE Toja. Y MAIMEeHTOB C AKTUBHOCTBHIO (pakTopoB Oosnee 2% remMapTpo3bl
BO3HHMKAIOT pexe. Haumbosiee THUNMYHBI NOCTTpaBMaTHYECKHE TIeMAaTOMbl U AJUTEIbHBIC
KPOBOTEUCHHSI, OCOOCHHO IMPH TpaBMaxX CIU3UCTBIX 000J04YeKk. KpoBoTeueHHs OTCpOUYEeHHBIE —
yepe3 HECKOJIbKO 4acoB IOCIE TPaBMbl. Jleekas cemogunus MOXET HUKAK HE MPOSABIATHCS HA
OPOTSDKEHUHM BCEH JKM3HU. [emopparndyeckuid CHHIPOM OOBIYHO BO3HHMKAET BCIIEACTBUE
3HAYUTEIIBHBIX TPABM HJIU IIPU XUPYPTUUECKOM JICYCHHH.
KenynouHo-kuieyHble KPOBOTEUEHUS 00JI€€ XapaKTEPHbI ISl B3POCIBIX MTallUEHTOB U CBA3aHbI
¢ aposuBHO-s3BeHHON maronorued XKKT. [IpuunHOil moOYeyHBIX KPOBOTEUYCHHH MOTYT OBITh
TpaBMa MOSCHUYHOW 00JacTH, OCTPBIA NMUETOHEDPHUT, IPUEM aHAITETUKOB. MakporeMaTypus
OOBIYHO TOABISETCA CIOHTaHHO. MHornma el comyTcTBYIOT aAu3ypus, OOJM B TMOSICHUYHOH
o0iacT (BIJIOTH /10 TIOYEYHOH KOJHMKH), MO X0y MOYETOUYHUKOB WU ypeTpsl. LlepeOpanbHbie
KPOBOM3JIUSAHUYU HAOIIONAIOTCS peAKo, OOBIYHO MPOBOLUPYIOTCA TpaBMaTU3aLMe U MOTYT CTaTh
IPUYMHON HEOJIaronpusATHOTO UCX0/a.
Ocnooxcnenua 2emoghunuu: octpas nocrreMmopparuueckas anemus, JKJA, remodunmueckas
apTponaTHs; BTOPUYHBIA PEeBMAaTOUAHBIN CHHAPOM; MH(EKIMH; TICEBI0OITYXOJIH.
JlmarHocTuka.
Kapmuna nepugepuueckoii kposu: crnenunpuueckux HU3MEHEHMH HET, TPOMOOLUTHI B HOPME,
MOT'YT IPUCYTCTBOBATh NIPU3HAKH ITIOCTTEMOPPArndecKol aHEMUH.
Obwuii ananu3 moyu: IPY NOYEYHBIX KPOBOTEUEHUSAX HA0JII01aeTCsl MUKPOreMaTypHsl.
Buoxumuueckuii ananuz kposu: cnenuUUECKUX U3MEHEHUN HET.
Koaeynoepamma: xapakrepuo ymiunenne AUYTB npu HOpMalbHBIX 3HAYEHUSX JIPYTUX
Hokasaresel, Takux Kak nporpoMouHoBoe BpeMs, MHO, ¢puOpunores, TpoMOnHOBOE Bpemsl.
Onpeoenenue axmuenocmu ¢axmopos VI u IX B mma3Me mo3BOJSET OMPEACIUTh THUIT H
TsokecTh remopunuu. Ilockonbky aktuBHOCTH FVIII Moxer ObITh cCHMXKEHAa W TpU OOJIE3HU
Bunnebpanna, y maireHTOB ¢ BIIEpBBIE BHISIBIEHHON reModriineir A, He0OX0AMMO OTNPENETATh
Takxke conaepkanue antureHa VWF. Ilpu remopmiuum A copepikaHue aHTUTE€HA OCTAaeTCs
HOPMAaJIbHBIM B OTJIMYKE OT KJaccu4eckux ¢opm 6ose3Hu Busninebpanna.
Monexynapno-eenemuueckue uccied0068anuss MO3BOJSAIOT ONPENEIUTh MyTalluu TeHa TeMOo(UINH,
VCIIOJIb3YIOTCS JIUISl BBISIBJICHUS] HOCUTENEH U MpeHaTaJIbHON TUarHocTuku 3adoneanus. C 3Toit
LEJIBI0 TIPUMEHsieTcst Ouorcus BOpcHH XopuoHa (Ha 10-12-i Henene recTanyu) U aMHHOLICHTE3
(mocne 15-i Henenn).
Hucmpymenmanvnas ouaenocmuxa mo3BOJISET BU3yalU3UpOBATh KPOBOTEUCHHSI/KPOBOU3IUSHUS
pPa3IUYHBIX JIOKANW3alMi, a TakKe BBIABUTH OCJIOKHEHHUS, pa3BUBIIMECS BCJEICTBUE
reMopparudeckux mnposiBieHui. I[lo mokazaHusIM TNPOBOAATCS ClEAYIOLIME 00CIeI0BAHUSA:
OI'JIC; ynpTpa3ByKOBOE  HCCIECIOBAHHWE  CYCTaBOB, OpPraHOB  OPIOIIHOM  TOJIOCTH,
MOYEBBIBOALINX MyTel, 3a0pIOIIMHHOIO MPOCTPAHCTBA; MarHUTHO-PE30HAHCHAs ToMorpadus
CyCTaBOB, MSTKHMX TKaHEW, TOJIOBHOTO MO3ra; pEHTreHorpadusi cycTaBoB; KOMIIbIOTEpHas
TOMOTpadust OpraHOB IPYAHOM KIIETKH, TOJIOBHOTO MO3Ta.
OcCHOBHBIC KPUTEPHH TUATHO32 reMoGuiInm:
reMaTOMHBINM TUIl KPOBOTOUMBOCTH;
OTATOLICHHBIM CEMEMHBIM aHAMHE3;
yniunenne AUYTB;
cHMkeHue KoaryasinuoHHoi aktuBHocTH FVIII/FIX menee 50%.
Jleuenue. Ocnognvie nanpaenenus mepanuu:

® OrpaHUYMTENbHBIN PeKUM (M30eraTh MOBPEKICHUI U TPaBM);

e 3amecrturenbHas Tepanus KonueHtparamu FVII/IX — ocnoenou xomnonenm

JleyeHus;
e JlecCMOIpeccHH (TOJIbKO IpH Jerkoi popme remopunnu A);
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1)
2)
3)
4)
5)

1)

e aHTH(PUOPUHOTUTHYECKHE CPEICTBA;

® TEHHAas Tepamnus.
B 1nedenun remMopuinuM OCHOBHBIM KOMIIOHEHTOM SIBISIETCS CBOEBPEMEHHAsl aJleKBaTHas
3aMECTHTENbHAs TEpamnusi, MO3BOJIAIONIAsl BOCHOJIHHUTH YPOBEHb JepHUIHUTHOrO (akTopa B
miazme. C 3TOH MeNbI0 BHYTPUBEHHO BBOJSTCS KOHIICHTPAThl O4MIIEHHBIX (pakTopoB VIII/IX.
Briensitor Tpu Metonia 3amectutenbHoi Tepanun: 1. podunaktudeckuii. 2. Jleuenue Ha qomy.
3. JledeHue no GakTy BOSHUKHOBEHUS F€MOPPAruyeckoro 3Mu3oAa.
Ipogunaxmuueckuii memood sBIsieTCs Hamboyiee NMporpeccuBHbIM. Ero mens — mopanaepxanue
aKTUBHOCTH JepuuuTHOro ¢akropa Ha ypoBHe Oonee 2%. Haumnaror npoduiaktuueckoe
JgeyeHue ¢ 1-2 JIeT 10 WM cpasy IMocje BO3HMKHOBEHHUS MEPBOro reMapTpo3a. OnTuManbHbINA
pexum — 25-40 ME/kr Tpu pasza B Henmemo mpu reModuiaud A W JBa pa3a B HEACII0 — IPH
remodminu B. [Ipogomkaercsa npodpuiakruyeckoe geueHue 10 18 net, a uHora v MOKU3HEHHO.
Jleuenue na Oomy TpeaycMaTpUBaeT BBEJICHHE AHTUIEMO(MIIBHBIX IIPENapaToB cpasy Iocie
TPaBMbl WIM TPU HAYAIBHBIX MPH3HAKAX KPOBOMBIUSHHUNA C LENbI0 MPEJOTBPALICHHUS WU
OCTaHOBKM KpoBoTeucHHs. [lepBoHauanbHas mpoduiaakThueckas mo3a kouieHrpara FVII/IX
cocrasisieT 3-5 ME/kr (B cpeqnem — 250 — 500 ME). Ilpu orcyrcTBun 3¢ dexra (Manudecranus
KpPOBOTEUECHHMS) 1032 yBenuuuBaercs 10 20 ME/Kr, ¥ nanyeHT rocnuTaln3upyeTcs B CTalluoHap.
Jleuenue no mpebosanuio (no ¢haxkmy 603HUKHOBEHUS KPOBOMeEYeHUs) OCYIECTBISETCS B
CTallMOHApe, MpPU HTOM J03a U JUIMTENBHOCTh 3aMECTHTEIbHON Tepamuu ONpPeestoTCs
KOHKpPETHOH KJIMHHUYECKOM cuTyanueil (remMapTpo3, remMaromMa, IIOY€YHOE KPOBOTEUEHUE,
IOJArOTOBKA K IIOJIOCTHOW OHEpanuM, SKCTPAaKUMus 3y0OB M Jp.) M CTENEHBbIO TAKECTH
remodpmimn. TepaneBTrueckue 1036 BapbupytoT oT 10 mo 100 ME/kr B cytku. [Ipemapatsr
FVIII BBogsTcs 2-3 pa3a B cyTkH, Tak Kak nepuox noiypacmnana FVIII cocrapnsier 8 - 12 vacos,
a kpatHocTh BBeneHus FIX — 1 - 2 pasa B cyTku (mepuox nomypacnana FIX - 20 — 24 gaca).
ITpu nerxoii ¢opme remopunuu A ¢ ypoBHeM ¢akropa Gonee 10% BMeECTO 3aMecTUTENBHOU
TEpanuy MOXXHO HCIIONB30BaTh /JecmMonpeccur — CHHTETHUECKUI aHAJIOT aHTUAMYPETHUECKOTO
ropmona Bazonpeccuna (DDAVP-1-Desamino-8-D-Arginin-Vasopressin). IIpemnapar mossimiaer
BBICBOOOXKIEHHE U3 neno ’HaoTennanbHbiX Kietok FVIII u FW. [lpumensercs BHyTpUBEHHO
WIN B BUJIE HAa3aJIbHOTO cripesi. B kauecTBe cCUMIITOMAaTHYECKOM Tepanuu Ipu KPOBOTEUCHUSIX U3
paH CIM3UCTBIX 000JI0UEK HA3HAYAIOT TAK)KE aHTU(DUOPUHONIUTUKY (AMUHOKONPOHOBAS KUCTIOMA
— MECTHO, BHYTpPb WJIM BHYTPUBEHHO). [lapamienbHO ¢ 3aMEeCTUTENILHOW Tepamueil Ipu
KPOBOM3JIUSHUSAX B CYCTaBbl M MBIIIIBI PEKOMEHIYETCSl TPOBOAMTH (PU3HOTEpAeBTUIECKOE
neuenue (YBUY, anexkrpodopes u p.), 3aTeM — JiedeOHyI0 QU3KYIBTYpY.
l'ennas mepanus WCTIONB3YyeTCs B JBYX BapHaHTaxX: BBEICHHUE PEKOMOMHAHTHBIX (aKTOPOB,
NOJYYEHHBIX T'€HHO-WH)XXEHEPHbIM IIyTeM, W I[epecajka OolpHOMY Tremoduianei rexa,
otBeyaromiero 3a cuares FVII/IX.
BaxHo mNOMHUTB, YTO mMalMeHTaM ¢ TremModuiIMeld MPOTHUBOIOKA3aHO Ha3HAYEeHUE
AQHTHArperaHTOB M  AHTHUKOATyJSHTOB, C OCTOPOKHOCTBIO HAa3HA4YalOT HECTEPOMJIHBbIE
npoTHBOBOCTIAMTENbHBIE TipenapaTsl, [ KC; mpoTuBonoka3aHbl BHYTPUMBIIICYHbIE WHHEKIIHH.
[Tepen mOOBIMH XHUPYPTHUECKMMH BMEIIATEIbCTBAMU IMPOBOJIUTCS 3aMECTHTEIbHAs TEparus
neUIUTHBIM (PaKTOPOM.
Ilpocnos mipu nerkod Qopme 3aboseBaHUS OJNIATONPUATHBINA, TPU TKEIOW OIpeaenseTcs
TSDKECTBIO M JIOKAIU3AIMEN KPOBOTCUEHHIA.
CaMOKOHTPOJIb YcBOeHHs TeMbl. TecTsl.
1.I'ene3 TpomOocTenuu [ manmana:
nedeKT rIMKOnpoTenHOBEIX perenTopoB la-11b
nedekr riukonporenHOBHIX perentopos I1b-111a
nedekt rimmkonpoTenHOBEIX perentopos lla-11b
nedeKT rIIMKONpOTenHOBBIX penenTopos lla- Illa
HapyILIeHHE PeaKIUU BICBOOOKICHHUS
2.Btopoii Tun 6one3nn Buie6panmga 00yciaoBIieH:
CHIDKEHHEM YpPOBHS (DYHKIIMOHAJIBHO MOJHOLIEHHOTO (pakTopa BuineOpana
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2)
3)

4)
5)

1)
2)
3)
4)
5)

1)
2)
3)
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5)

1)
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5)

1)
2)
3)
4)
5)

1)
2)
3)
4)
5)

1)
2)
3)
4)
5)

1)
2)
3)
4)
5)

HapymeHueM ¢pyHkuuu ¢akropa Bumnebpanaa npu J0CTaTOUHOM KOJIMYECTBE
MOBBIIICHHBIM CPOJICTBOM Je(hEeKTHBIX MYJIbTUMEPOB (hakTopa Bunnebpanna k
TJIMKOIIPOTEMHOBBIM perentopam 1b

cHKeHrueM ypoBHs | X pakTopa cBepThHIBaHHS KPOBH

CHIDKEHHEM ypoBHA X (akTopa CBEPTHIBAaHUS KPOBU

3.KonuuectBenHblil HeqocTaTok BuTamuHa K Beer k HapylIeHHuio cuHTe3a (pakTopoB
CBEpPTHIBAHUS:

I, VII, IX, X

I, X, X1l

I, VI, IX

I, Vv, VI, IX

TOJIbKO V

4. Kakue kpoBoTeueHHs HanboJiee XapakTePHbI MIPH MATOJIOIUU IEPBUYHOTO reMocTasa?
MaTOYHBIE, )KEeIyI0YHO-KUIIIEUHbIE

B KPYITHBIE CYCTaBbI

B MBIIIIIBI

HOCOBBIE, IECHEBEIC

nepedpaibHbIC

5. Kakoii ypoBeHb CHUKEHHUSI TPOMOOITUTOB IIPH COXPAHEHUU WX (PYHKIUHU TPeOYeT IKCTPEHHOMH
rOCMUTATU3AIUH MalieHTa?

menee 150 TrIcs4/MKIT

MeHee 90 ThICS4/MKII

MeHee 50 ThICSY/ MK

MeHee 20 ThICS4/MKII

MeHee 30 ThICSY/ MK

6. MUKpOLMPKYIATOPHBIN TUIT KPOBOTOYUBOCTH XapaKTepeH IS

TPOMOOIIMTONICHUU ¥ TPOMOOIIMTOIIATUHI

remodpmiuu A, B

nedunmra GaxkTopoB MPOTPOMOUHOBOTO KOMITIIEKCA

Nepe03UPOBKE HEMPSMBIX AHTUKOATYJISTHTOB

6ose3nu Bumnebpana

7. HacnencTBeHHbIN NeQUIUT Kakoro M3 IJIa3MEHHBIX (PaKTOPOB CBEPTHIBAHMSA HAOIIOJAeTCs
npu remoduiiuu A?

VIl pakropa

V ¢akropa

VIl paxTtopa

X ¢akropa

IV ¢akropa

8. Kakue nexapcTBEHHBIE ITpenapaThl ¢ HAaHOOJbINEH BEPOITHOCTHIO MOTYT HHTYLIUPOBATh
nproOPETEeHHYI0 TPOMOOIIUTONATHIO?

aCTIMPHH, UHIOMETAINH, AeIarui

ACKOpYTHH, (heppoIieKc, acmapkam

peNaHuyM, JTUIIHHOH, DIICHUYM

rernapyuH, CHHKyMap, GeHUINH

YPCOKITMH, OMETIPa30J1, TeTpaj

9. Kakue nposBieHHs reMOpparu4eckoro CHHApoMa HauboJsiee XapaKTepHBI JJisi TeMaTOMHOTO
THIIa KPOBOTOYNBOCTH?

reMopparu4eckye BhICHIIaHUs Ha KOXKE U CIM3UCTBIX

OOIIMPHBIE BHYTPUMBIIIICYHBIE H MEKMBIIIEYHBIC TEMAaTOMBI, TEMapTPO3bI

MaTOYHBIE, )KETYA0YHO-KHUIIIEUHbIE

HOCOBBIE H JICCHEBBIC KPOBOTCUCHHS

MOYeYHbIe KPOBOTEUECHUS
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1)
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4)
5)

1)
2)
3)
4)
5)

1)

2)
3)
4)
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1)
2)
3)
4)
5)

1)
2)
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10. IIpu kakOoM TUTIE KPOBOTOYMBOCTHU CYIIECTBYET PUCK Pa3BUTHI Iaparnape3oB, mapainyei,
atpoduu mprm?

IPU MUKPOIMPKYISITOPHOM

IPU MaKpPOIMPKYISITOPHOM

[IPH CMEIIAaHHOM

IIPU BaCKYJUTHO-ITYPITYPHOM

[IPH AaHTHOMATO3HOM

11. Kakoii moka3areib TeMoCcTa3norpaMMbl OyAeT H3MEHEH y 001bHOTO TeMorineit A TsoKemoi

creniean (ypoBeHb 8 dakropa meHee 1%):

aKTHBUPOBAHHOE YaCTUYHOE TpoMOoIacTuHoBoe Bpems (AUTB)
IPOTPOMOMHOBBIN WHIEKC

TPOMOMHOBOE BpeMsI

ypOBeHb (huOpuHOTeHA

KOJIMYECTBO TPOMOOIIUTOB

12. Kakue KITMHUYECKHE MPOSBICHUS TEMOPPArHUECKOTO CHHIPOMA XapaKTepHbI AJis 00JIe3HU
Bunne6panna?

npeodIaaroT SKXUMO3bI U KPOBOTOUMBOCTD CIH3UCTBIX

npeo0IagaroT TeMapTPO3bl U TEMATOMBI

MSATHUCTO-TIETEXUAIbHAS ChIIb

HKXHMO3BI, TEMATOMBI, KPOBOTOUHNBOCTh CIIU3UCTHIX

MOSIBJICHUE TEJICAHTHIKTA3UI

13. Jlns xakux 3a001€BaHUI XapaKTepeH CMEIIaHHbIM TUIl KPOBOTOUUBOCTH?

UMMYHHAas TPOMOOLIUTOTICHHUSI

reMOpparu4ecKuii BaCKyJIUT

Oosie3nb Bumiebpana

remounus A

uAMoNaTu4ecKas TpoMOOIIMTONEHNYECKas MypIypa

14. KakoBa TakTHKa OCTaHOBKH KPOBOTEUEHHS IIPH T€MAaTOMHOM THUIIE KPOBOTOUYHUBOCTHU?
Ipex/ie BCEro NMeperBaHnue CBEKE3aMOPOKEHHOM MIa3Mbl WM KOHLEHTPATOB ()aKTOPOB
CBEpPTHIBAHUS KPOBU

IpeX/ie BCEro TaMIIOHa/la KpOBOTOYAIIIETO COCyla

MPEeX/Ie BCET0 Ha3HAYEHUE aHTHOMPOTEKTOPOB

nepenruBaHue TPOMOOIUTAPHON MacChl

BBEJICHHE BHKACOJIA

15. Kakume mnokazarenu reMoCTasnorpaMmbl 6y,ZLYT HU3MCHCHBI IIpU TCMATOMHOM THIIC

KPOBOTOYHUBOCTH?
YPOBEHb TPOMOOIIMUTOB
aKTHBHUPOBAHHOE YaCTUYHOE TpombOoIutactTuHoBoe Bpems (AUTB)
CHIOHTaHHbIM (HUOPUHOIN3, FYrTI00YyTUHOBBIN HrOpUHOIN3
TPOMOMHOBOE BpeMsI
U3MEHEHUH He TOJDKHO OBITh
16. Kpurepun craguii reMopHINYECKUX OCTE0APTPO30B YCTAHABIUBAIOTCS T10:
1) KIMHMYECKUM MPOSBIECHUAM
2) NaHHBIM PEHTI€HOJIOIMUYECKOI0 UCCIIEIOBAHUS
3) ypoBHIO epUIMTHOrO (hakTopa
4) moxa3zaTensiM KoaryjaorpaMMbl
5) KOJIMYECTBOM MHTHOUTOPOB K AePULIUTHOMY (aKTOpy
17. Kakoit Tvnn aneMuu pa3BUBaETCs PU reMopuinu?
JTU33PUTPONIOITHYECKAS
reMOJIUTHYECKas
CUAEPOAXPUCTUUECKAS
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5)
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3)
4)
5)
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3)
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4)

aruIacTHYeCcKast
HOCTreMopparuyeckas xene3onepuuurHast

18. Tum kpoBOTOUMBOCTH Tpu O0Ie3HU BuieOpana:

HEeTEeXUaTbHO-TIITHUCTBIN

reMaTOMHBIN

MHUKPOAHTHOMATO3HBIN

CMEIIAaHHBIN (IIeTeXUaJIbHO-TEMATOMHBIN)

BaCKYJUTHO-ITYPITypHBIH

19. Kakue TecTbl reMOCTa3suorpaMMBbl CIIEAYeT IPOBOIUTH ISl KOHTPOJIS 32 JIeYeHUEM OOJIHHOTO
reMouInei:

ypOBeHb (huOpuHOTeHA

KOJINYECTBO TPOMOOIIUTOB

AKTUBUPOBAHHOE MapLHUATBHOE TPOMOOIIIACTHHOBOE BpEMsI

IPOTPOMOUHOBBIN MHEKC

TPOMOUHOBOE BpeMs

20. Kakue TecTbl reMOCTa3suorpaMMbl U3MEHSIOTCSA IPU UMMYHHON TPOMOOLUTONIEHUN?

YHCJIO TPOMOOIIUTOB

AKTHBUPOBAHHOE MapIMaIbHOE TPOMOOIIACTUHOBOE BPEMS

IPOTPOMOUHOBBIH WH/IEKC

TPOMOMHOBOE BpeMs

ypOBeHb (huOpUHOTEeHA

21. Korga npon3BOAUTCA CIUIEHIKTOMUS y TAIIUEHTOB C UMMYHHOI TPOMOOIIMTONIEHUEH?

710 JICYCHUSI UMMYHHOTJIOOyJTMHOM B/BEHHO

IpU OTCYTCTBUH 3((HeKTa OT KOHCEPBATUBHON Tepanuy IpU XPOHUYECKOM TEUEHUHU

nocjie Kypca IUTOCTaTHYECKOI 0 JIEUEeHUS

10CJIe MOCTAaHOBKH JUarHo3a

yepes 6 MecsIeB M0CiIe MOCTAHOBKH TMarHo3a

22. Kakue naHHble 1a00paTOPHBIX TECTOB FOBOPAT B MOJIb3Y TUIIEPKOATyIssMOHHON (a3bl [IBC?
CHI)KEHHE YPOBHS (UOpUHOTeHa

NOBBILIEHNE YPOBH: Jl-1uMepoB

YKOpOY€HHE TPOMOMHOBOTO BPEMEHHU

nossimienne MHO

MOBBILIEHHE YPOBHS (PUOpUHOTrEeHA

23. Kakue naHHble 1a00paTOPHBIX TECTOB FOBOPAT B MOJIb3Y THIIOKOATYIALMOHHOM (a3sr JIBC?
CHI)KEHHE YKcila TPOMOOIIUTOB

3HaYUTEIbHOE NMOHWKEHHE (PUOpUHOreHa

ynnuaenne AUTB

yJUIMHEHUE TPOMOMHOBOT'O BpEMEHH

BCE BBILLENEPEYUCICHHOE

24. KnuHuuecKkne NposIBIEHUS XapaKTEPHBIE ISl TEMOPParnyeckoro BaCKyJIuTa:

BaCKYJIUTHO-ITYPITYPHBIN THIT KDOBOTOYHBOCTH
HeTeXHalbHO-TeMaTOMHBIN TUIT KPOBOTOYHBOCTH
HOCOBBIE KPOBOTECUCHUS

reMapTpo3bl

BepHO 1 m 3

25. C xakumHu 3a00JeBaHUAMU He0Oxo1umMo auddepeHnupoBaTh a0 IOMUHAIBHbIN CHHAPOM
reMOpPParun4eckoro BacKynmra?

HEXOJKKUHCKHE TUM(OMBI

WHBarvHaIMs KAIICYHUKA, OCTPHIN aIreHAIUT
remMo0J1acTo3bl

OCTPBIN TaCTPUT
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ractpos3odaraabHbIi pedIroKe

26. Kakoe TeueHre reMopparuueckoro BaCKyjauTa CUUTAETCS OCTPBIM:
110 2 HeJenb

0 2 MECSIIIEB

710 3 MecsILeB

o 4 Mecs1eB

110 6 MecsILeB

27. Kakue n3MeHeHHUs B TeMOrpaMMe MOTYT Ha0Jt01aThCsl IPU FreMOPParunueckoM BaCKYJIUTE:
TPOMOOIIMTO3

aHeMUs

JEUKOIUTO3 C 303UHOpUIHEH

TUM(dOIIUTO3

BepHO 2 1 3

28. O6s3arenbHO 1 HAMuue anemuu mpu JIBC — cunapome?

Ja

TOJIBKO B (ha3y TMIIOKOAryJISIUH

TOJIBKO B (ha3y TUIIEPKOATyYIISIIUN

HET

npu xpoHuueckoM teuenuu JIBC

29. Kakoe yTBepxkJeHHE W3 4YHUCIA TMEPEYUCICHHBIX OTHOCUTEIBHO JICYCHUS HMMYHHOM
TPOMOOIIMTOTICHIH HEIIPABHIILHO?

Ha3Ha4YeHHE UMMYHOICTIPECCAaHTOB

Ha3HaYeHHE KOPTUKOCTEPOUIOB

MIPOBEJICHUE CIIJICHIKTOMUU

Ha3Ha4YCHHE J1e3arPEraHTOB

Ha3Ha4YeHHE rernapruHOB

OCHOBHAS JIUTEPATYPA

1. Buyrtpennue Oone3nu. B 2 1. T.1 : yuyeOHUK A1 CTYJEHTOB YYPEXKAECHUU BBICIIL
npod. obpa3oBaHus, 00yJaroLUMXCcs MO crennanbHocTu «Jleued. nenoy, «Ilequarpus» / mox pen.
B. C. MowuceeBa, A. 1. MapteiHoBa, H. A. Myxuna. - 3-e¢ u3a., nmepepad. u mom. - Mockga :
I'D0TAP-Menua, 2018. — 958 c., [8] uB. Bk : ui., Taba. — Pex. [BOY BIIO «Ilepsbrit Mock.
roc. mea. yH-T uM. .M. CeueHoBa.

2. Buyrpennue Gonesnu. B 2 1. T.2 : yueOHHMK A7 CTYEHTOB YUYPEXJAECHUH BBICIL.
npo¢. oOpazoBaHusl, 00yJarOMUXCs MO crenuanbHOCTH «Jleued. nenoy, «Ilenuatpus» / mox pen.
B. C. MouceeBa, A. 1. MapteiHoBa, H. A. MyxuHa. - 3-e u3n., nepepad. u gomn. - Mocksa :
I'D0TAP-Menua, 2018. — 895 c. : un., tabn. — Pex. 'BOY BIIO «IlepBsiit Mock. roc. Mea. yH-T
uM. .M. Ceuenosa.

3. I'emopparuueckue nuaressl : yue0.-MeTo]. TocoOue AJisi CTYAEHTOB 5 U 6 KypcOB BCEX
dak. Men. By30B, Bpadei oOII. MpPaKTUKH, TepaneBToB / M-Bo 3apaBooxpanenus Pb, YO
«T'oMI'MV», Kad. BHyTpeHHux 60-ne3neit Ne 1 ¢ KypcoM B3HIOKpPHHOJNOTMH. - ['omenp :
Fom['MYVY, 2017. - 74 c. : Tabn. - Pexxum nocryna: http://elib.gsmu.by/handle/GomSMU/3619 —
Hara nocryma: 28.04.2021.

JOIIOJIHUTEJIBHAS JIMTEPATYPA
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yueb.-meroa. nocodue / JI. C. Jlememonok, ®@. U. Bucmont ; YO "benopy. roc. men. yu-1" ;
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3. HoBukoBa, U. A. AyrouMmmyHHBIC 3a00JIEBaHUS: JTUATHOCTHKA W TMPUHITUIIBI
Tepanuu: yued. mocobue Al CTYACHTOB YUPEXJACHUN BBICII. 00pa30BaHUs MO CIIEHHUATbHOCTIM
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"JleueO. neno" / B. M. Ilsipoukun, A. T. @usce, FO. U. Kapnosuu ; YO "I'poan. roc. men. yH-T",
1-s1 kad. BHyTpeHHUX OoJe3Hei. - ['pogno: I'pI’ MY, 2018. - 211 c. : Tabma. - Pex. YMO 1o BsICII.
Mez., hapmareBT. oopazoBanuto (HJI)

6. PykoBunpiH, O.A. I'emaronorus: Ham. pyk-Bo / mog pea. O. A. PykoBunibiHa. — M. :
I'DOTAP-Menma, 2017. — 784 c.

7. Iab6anos, H. I1. lerckue 60ne3un: yueOHUK : B 2 T. / mox pea. Hesonaitnen. — CII6
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8. Pymsmames A.I'., KiuHuyeckue  pexomenpanuu. Jlerckas — remMaroyiorus
[Dnextponnsblii pecypc] / mox pea. A.I'. Pymsanesa, A.A. Macuana, E.B. JKykoBckoit - M.:
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