UCCIIEAOBAHUE TEMOCTA3A
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Kaghedpa knuHuyeckol
nabopamopHol oua2HOCMUKU U
namosoau4vyecKkou aHamomuu
Prooy Aro UrNK ®MBbA Poccuu

NoBapoBa OkcaHa BUKTOpoBHa

K.M.H.

HayuHbit cotpyaHuk HUJ1 dapmaKonoruu cepaeyHo-
cocyamucToi cuctembl Kadeapbl papmakonormum
dPM MIY umenn M.B. JlomoHocoBa




UccnhepoBaHMe CUCTEMbI FreMmoCTasa
HeobxoaMmo NpPpoBsoAUTb B CeAYIOLLNX
cy4dyanx:

. Tpom603bl — NpeanonoXeHue o0 Haanumm Tpom603a, BbiABNEHMUE
NPUUNH Tpomb033;

KpoBOTeYEeHMA — onpeaesieHue BO3MOXKHbIX MPUYUH U CTeneHb
PYHKLMNOHANbHDbIX HapYLUEHWUA;

ANArHocTuKa cuHapoma AABC;

NabopaTopHbIM KOHTPOIb TEPANMMN HAPYLUEHUIA reMOCTaTUYECKOMU
dYHKUUM N NPOPUNAKTUYECKOro UCNO/Ib30BaHUA
dapmakonoruueckux cpeacts(aHTUKoarynaHTHana —
AHTUKOAryiIsHTamMm NPAMoOro U HenpAMoOro AencTesums,
aHTUarperaHTHasa, TpombonnuTuyeckan Tepanus) ;

OLLeHKa A0NYyCTUMOCTU ONEepPaTUBHOro BMeLlaTeAbCTBa NpU
BbIAB€HUW HAPYLLUEHUU B CUCTEMEe reMmocCTasa.




OcobeHHOCTU remocTasa npu
bepemeHHOCTH

* lMnepkoarynauma npu bepemeHHOCTU —
dusmnonornyeckoe coCcToaHue, Kotopoe
obecneunBaeTr MMNAAHTALUIO AULIEK/IETKM,
COOTBETCTBYIOLWlEe COeaAUHEHUIO NNALEHTbI C
MaTKOM U OCTAHOBKY KpOBOTEUYEHUSA BO
Bpemsa poaos.

Mpn 6epemeHHOCTU NOBLILIAETCA PUCK
BO3HMKHOBEHMA BEHO3HbIX TPOMbOB




OcobeHHOCTU remocTasa npu
bepemeHHOCTH

* Jliobaa 6epemeHHOCTb ABNAETCA COCTOAHMNEM,
KOTOpPOE 3HAYMMO aKTUBUPYET remocCTas
(NponcxoauT CHUKEHNE aKTUBHOCTU €CTECTBEHHDbIX
aHTUKOAryNAHTOB, aKTMBALUMA TPOMOOLUTOB,
$aKTOPOB CBEPTbIBAHMA, CHUKEHNE AaKTUBHOCTU -
poB dubpmnHoNM3a n ap.)

CmeneHb amou akmusayuu byoem onpeoensamoscs
HaaAuYyuem y eHwWuHsl mpombogunul, 20pMOHAIbHbIX
HapyweHul, XpOHUYECKO20 80CNas1UMesnbHO20 Mpouyecca,
mMemabosu4ecKo2o CUHOPOMA, KypeHUem U op.




OcobeHHOCTU remocTasa npu
bepemeHHOCTH

e [laxce y ¥ eHWUH € 8pOXOEeHHbIMU
2emoppaauvyecKumu 3ab6onesaHuamu (6one3Ho
BunnebpaHoa u 0p.) 8o spemsa bepemeHHoOcmMu
nossiwaemcsa yposeHo aHmuzaeHa vWE, ¢. VI,
IX u pada opyaux, ernaoms 00 00OCMUMCEHUS
HOPMAsIbHbLIX 3HAYEHUU.

Chi et al., 2009 Kadir et al. 1998




OcobeHHOCTM remocTasa npwu
bepemeHHOCTM

MNokasarenu Hebepemet BepemeHHble MEeHWMHHbI
remocrasa HBIE MEHWMKHDL | jyrpymectp | Il tpumectp | 1l TpumecTp

DubpuHore, r/n 3.0 298 3.1 495
MpoTpoMGHH. nHAEKE, % 855 89,3 954 108,8
MnaasmuHorex, r/n 0,118 012 0,14 0,15
AHTHTpOoMOGKH I, r/n 0,25 022 0,175 015
TpomGoumte, x 10%/n 295 302 288 250
diipoisaioe 45,4 49,9 52,9 60,1
A.rperauu_q Tpgmdoumos 385 39.6 115 44 8

K Konnarexy, %




OcobeHHOCTU remocTasa npu

bepemeHHOCTH
v’ MosbiwaeTca akTusHocTb paktopos VII, VIILIX, X n

ypoBHA $ubpuHoreHa
v’ MosblwaeTtca yposeHb D-gumepa

v’ MosblwaeTca cogepaHue dakropa BunnebpaHga v
arperauua Tpombouuntos

v  CHuKaetca dmbpuHonnTUuyecKana akTUBHOCTb
(cHuxXeHue AT lll, npoTeunHa C)

v CHU»KaeTca CKOpPOCTb BEHO3HOro KPOBOTOKA U
NOBbILIAETCA BASKOCTb KPOBU 3a CYET POCTa
copepaHua pubpuHoreHa U UMMYHOTNO6YANHOB

v/ CHU»KaeTcA TOHYC BEHO3HOM CTeHKMU U3-3a
ropMoOHa/IbHOM NepecTPOMKU opraHU3ma




D-anmep n bepemeHHOCTb

NB! Y Bcex 6epemeHHbIX 6e3 ncknroueHums c 1
AHA bepemeHHOCTU 40 POoAOB OH MNOCTENEHHO
NOBbILLIAETCA,

HO 310 noBbilweHue He A013KHO bbITb
YpesmepHbIM U bbICTpbIM

Ao 500Hr/mn — B | TpUMmecTpe,
Ao 750Hr/mn - B Il Tpumectpe,
Ao 1250 Hr/mn — B Il TpuMmecTpe.
Helgren M., et al., 2003




[MpUUMNHDbI HEBbIHALLMBAHUM
bepemeHHOCTH

UHPeKuumn — 5%
XpomocomHble aHOManuun — 7%
AHaTomu4yeckume aHomanmum — 10%

[opmOHanbHble HapyweHuna — 15%
(nporectepoH, acToreHbl, caxapHbi anaber,
NaTo/N0orua WUTOBUAHOMU Xenesbl)

* HeAcHbIU reHe3 — 6%
e Tpombodunum — 55-62%




TPOMBOPUNTUU n BEPEMEHHOCTDb

PaHHue BbIKUAbILWMN
[To3aHWe BbIKUAbILWW

AHTeHaTanbHasa rubenb nnoaga

becnnoaue
PaHHune
npeamépuo-
HU4YeckKue
nortepu
Heynaum 3KO

OCnoX>xXHeHus
rOPMOHANbHON
KOHTpauenuuu

[pexxaespemMeHHble pobl
MepTBOpOXAEeHUA

C3PI1
f [ecTO3bl
.4 MHOPN

< om60un D TpoTr\‘:ggﬂaéh/cl)gs;MM

OcnoxxHeHusa ) NocneonepaunoH-
3aMecTUTeNIbHOW Hble TPOM603bl
rOpMOHanbHOW n TPOM603IMG0NUM
Tepanuu

Makauyapus A.L4., 20052




HAPYLUEHUA cuctembl FTEMOCTA3A
BpO)K,quHble n npuobpereHHble

NoBblwWeHHaA MoBbILIEHHOEe

SRR - s 0GTe TpomMmb6ooOpa3soBaHue
(remopparnyeckmnm (TpoMGodhunmm)
Aaunares, remopparm4yeckas

AUCKpa3us)

v - HapyweHusa pyHKUn
COCYyAUCTOUN CTEHKU
(cocyaucTtble paccTpouncTsa)
v - HapyLeHus
TpoMbounToB
(kormnyecTBeHHbIE UK
Ka4yeCTBEHHbIe -
pyHKUMOHaANbHbIE)

v - HapyLweHus




Tunosble GopMbl HapyLLEHUMN
reMocCTa3a (rno B. A. BoitHosy, 2004 r.)

1. lNo natoreHesy:

Ba3onaTuu;
U3MeHeHue KoimyecTBa Uam CBOMCTB TPOMOOLIUTOB;

KoaryionaTtum.

. Mo xapakTepy paccTpounCTB:

rMNOKOarynAauMoOHHO-remopparnyeckme COCTOAHUSA;
rMnepKoarynauMoHHO-TpomboTHUUYEeCcKne cocToaHus;

KOMb6UHMpPOBaHHbIe HapylweHusa (Tpombo-remopparmyeckume
COCTOAHMUA -




AnddepeHunanbHaa ANArHOCTUKA
HacneACcTBEHHbIX U NPUOBpeTeHHbIX
HapyLeHUU remocTasa

[Ipuobpemennvie HapyuieHs

Hacnedcmeennvie 3a001e6aH1s

OTCYTCTBHE  CEMEMHOT0  aHAMHE3a
3a0071eBaHUA

Hammune conyTeTByromeit matomorum
Pazmunas JIMTeIbHOCTE TeUeHHUS
BapuaOe bHOCTE CHMIITOMOB 1 TCUCHNS
Manu(ectnpyer B cpeHEM Bo3pacTe Win

[I037KEC

borb1e ofroro 60IBHOTO B 0/IHOM ceMbe
[lepenaya 3a0071eBaHKA OT POAUTENEH IETAM
CXOKHE ~ CHMITOMBI M KIMHMUECKHE
[POSBICHUA

[TeperiBanye KpoBU B AHAMHE3€
MannQecTupyeT B paHHEM BO3pacTe




CKpUHUHrOBbIE TeCTbl NpU

KPOBOTOYUBOCTH
* BbINONHAOTCA MPU NepeuyHoli NOCMAaHOB8Ke OUa2HO3d Y

6071bHO20 € 2emMmoppa2uvyecKum CUHOPOMOM HesCHO20

2eHe3d, B OCHOBHOM ANA ANArHOCTUKU BPOXKAEHHbIX
KoarysnonaTun:

KOAM4YecTso TpombouunTos,

Ma30K nepudeprniecKon KpoBu,

Bpemsa KpoBoTeueHus,

AYTB,

npoTpombuHoBsoe Bpemsa (aKTUBHOCTb U1 UHAEKC),
aHTUTPOMOBUH llI,

dbunbpuHoreH,

POMK,

O-anmep.




KnuHunko-nabopatopHblie NPU3HaAKN
aedununta GaKTOpoOB CBEPTbIBAHUA

BHYTPEHHUU NYTb

ctonX UMK ner > .
' gmmfm NyTb
Kpo*o eyeHue BapuabenbHo

KpoBoTeyehue BblpaxgeHi Tissue Factor I~ ns

Factor |X —LP Factor Vlla I YanuHeHue

Factor X —3» Factor Xa Factor X
Factor Va

Prothrombin Thrombin

Fibrinogen Fibrin



JlonosHUTeNnbHble TecCTbl NpU
KPOBOTOYUBOCTU

* BbINOMIHAKOTCA 019 YCMAHOBKU OKOHYaMesnbHO020
ouaz2Ho3a y 60s1bH020 € 2emoppa2u4ecKum CUHOPOMOM
HesCHO20 2eHe3a:

PentunasHoe Bpems,

daKTop BunnebpaHaa — aKTUBHOCTb, aHTUTEH K paKTOpy
BunnebpaHaa,

®YHKUMNOHANbHAA U MHAYLUUPOBAHHAA aKTUBHOCTb
TpombouuTos,

AKkTuBHOCTb pakTopos (VIII, IX)




CKpPUHWHIoOBbIE TeCTbl NPY NOBbILLEHHOM
TpomboobpasoBaHuu

* BbIMNONHAIOTCA NPU BEHO3HOM Tpombo3e nbou
NNOKaNnN3auum :

KO/IM4eCcTBO TpombouuTos,

AYTB,

npoTpombuHoBoe Bpems (aKTUBHOCTb UM UHAEKC),
dunbpuHoreH,

POMK,

O-nymep,
CKleHI/IHI'OBbII‘;l TeCT Ha BO/IYAaHOYHbIU dHTUKOAlrYy/NAHT




JlononHunTenbHbIE TECTbI NPU NOBbILLEHHOM
TpomboobpasoBaHUM

NPV NOBTOPHbIX TPOM603axX UM cemeuHbIX Tpomb03ax,
TpoMmb03Mb0oInAX, BO3HMKAOLWMX B MOIOAO0M BO3pacTe,
KIMHNYECKOM NoA03peHUN Ha Tpombodunuio :

mop¢doPyHKLMOHANbHAA OL,eHKA aKTUBaLLMM TPOMOOLUTOB,

AHTUKoarynaHtbl (aHTUTPOMO6MH lll, npoteunH C),

BO/IYaHOUYHbIWN aHTUKOATYNIAHT (KOPPEKLMOHHbIA U NOATBEPXKAAIOLWUN TECT),
adJ1-aHTUTEN],

aPC-pe3ncTeHTHOCTD,

rOMOLUCTEMH,

MO/IEKYNIAPHO-TeHeTUYEeCKoe uccaeposaHue

Komnnekc T-AT, F,,,, M, ®I1 A

Tect reHepauum TpombuHa (TGA)

TecTbl noBpexaeHua sHagorenusa (tPA, PAL,vWF)

AKTUBaUUNOHHaA Tpomboanactomerpus




JlabopaTtopHble mapKepbl
aKTUBaLMU remocTasa

NMPOTPOMBUH
PaHHuMe mapkepbl
TPOMOUHOOOpa3oBaHUS / ‘1'
*@parmMeHTbl NPOTPOMOMHA 1+2 - TPOMEW\
AT

Komnnekc

TPOMGUH+aHTUTPOMOUH CDVIEPI/IHOFEA/
HenocpeacrtBeHHO B \
MOMEHT 0Opa3oBaHuUA

CrycTKa -

*@UOPUH-MOHOMEPDI

PubpuHonenTug A /
‘ OPUBPUH
NMo3gHun mapkep

D-anmep




MapkKepbl akTuBaLuum remocTa3sa

F1+2

doparMeHTbI
NPOTPOMOUH
a

YKa3bIBalOT Ha akTuBaL o
npoTpomMbuHa haktopom Xa u
Ha obpasoBaHne TpoMbuHa in
vivo. OTpaxatoT 3a AnuTenbHbIN
CPOK KOINMM4YeCcTBO
obpasytoLierocs TPoMbMHa

BbisBnenue/uckniovenme [1BC,
Tpombo3sa rnybokux BeH, JJ1A,
KOHTPOMNb 3a NeYeHnem
renapyvHoOM 1 HeNpPAMbIMU
aHTUKoarynsHTamu.,

nae

[MpoayKkThbl Aerpagaunm
dunbpuHa/dpnbpurHoreHa
HakannueatloTcs npu akTnsauum
domnbpuHonnaa

OnpenensitoT COCTOSIHME
rmunepdpurbprHOnnaa,
NoBbILWATCA Y OONbHbLIX C
Tpombozamu n [1BC

Komnnekcbl B3anmMoaencTeus
TpoMbuHa 1 aHTUTPOMOUHA.
OTpaxaloT 3a KOpOTKUK Nepumos,
KonindecTBo obpasytowerocs
TpombuHa B cucteme

LIMPKYNALUN

BbissneHune/uckntoveHue [1BC,
Tpombo3a rnyboKnx BEH,
aMb0onnm Nero4YHon apTepuu,
KOHTPOSb 3a Ne4YeHnem
aHTUKoarynsiHTaMmu.




MapkKepbl akTuBaLuum remocTa3sa

PKM® PUOpPUH-MOHOMEPLI U BbisiBneHue/ucknoyeHmne
ofiuromepsbl, a TaKKe nx ABC, Tpomb603a rny6okunx
komnnekchbl ¢ MA®P. OTpaxaloT | BeH, JJ1A, KOHTpONb 3a
aKTUBHOCTb TPOMOMHA in Vivo | le4YeHNnemM aHTUKoarynsaHTamMmu

drNA NMpoAaykT npoTteonusa BbisBneHne/ucknrovyeHme

¢mbpunHoreHa. OTpaxaeTr
aKTUBHOCTb TPOMOMHA in Vivo

ABC, Tpomb603a rnyboKkux
BeH, JJ1A, KOHTpoONb 3a
nevyeHnem renapmHoM m
HenpsMbIMU
aHTUKoarynsaHTamu.




-anmepbl
Cneuyudguyeckue npooyKmeoi oezpaoayuu
¢ubpuHa, exooawe20 8 cocmas mpomba.

Hopma A-aumepa: < 248 Hr/mn
(<0.5 mKkr/mn FEU, <0.25 mr/n DDU).

NMMyHono2u4yecKul memoo ornpeoesneHus
Nocne 80 net yposeHb [I-anmepa NoBbIWAETCA

Mpn 6epemeHHOCTU [1-AMMeEpP B KPOBU NOCTENEHHO
NnoBbIWaeTCcA, K 36 HegenAmM MOXKeT npesblilaTtb HOpMY B 3-
4 pasa.

bonee 3Ha4yumoe nosviweHue [-oumepa 8 Kposu 03Ha4yaem
OC/1I0XCHEHUA bepemMmeHHOCMU — 2ecmo3, NMPe3KAaMACcUa U
Habaooaromca y bepemeHHsbIX, 6osbHbIX duabemom,
30601€80HUAMU MOYEK.




-Anmepbl
* MMosBbiweHHbIN A-anmep (>>> 248 Hr/mn) xapakTepeH
1. AnA MacCUBHbIX NOPa*KeHUU TKaHeU, O6LLNPHBLIX remaTom,
2. BCAeAcCTBME XMPYPruiuecKUx BMeLlaTeNnbCTB
3. MOXeT bbITb NPU3HAKOM cepbe3HbiX 3aboneBaHnu:
- ABC-cuHapoOm
- neroyHana Tpomboambonuns
- nHPEKUUOHHbIe 3a601eBaHUA, cencuc

- OHKONI0OrMYecKkue 3abonesaHuA
- 60/1€3HM NeYeHu

- iuemunyecKkan 6onesHb(Bs T.u. I'IOCTMH(I)apKTHOM
COCTOAHUMU), cepAeYHasn HeJoCTaTOYHOCTb.




Tun

KanunnapHbiii
Unu
MWKPOLUPKYNAT
OpPHbIN
(nerexunanbHo-
CUHAYKOBDIN),
™nN

femaToMHbIU
™n

XapaKrepuayerca NnoABAEHUEM MENKUX
6e360/1€3HEHHbIX TOUEUYHbIX UIKN
NATHUCTbIX reMOpparMii Ha Koxe, 4acTo
MeHOopparMm, KPOBOTOUMBOCTb AECEH,
peXe —KpOBOU3/IUAHUA B CETYATKY
rnasa u XXenyaouyHbiIMU KpOBOTEYEHMUA.
lfemopparuu nerko npoBoLUpYyOTCA
MeXaHUYEeCKUM TPaBMUPOBAHUEM
MUKPOCOCYA0B.

Xapakrepuayerca 60n1e3HeHHbIMMY,
HanpAXXeHHbIMU KPOBOU3IMAHUAMMU B
NOAKOXKHYIO K/1eTYATKY, MbiLLLbl,
KPYnHble CyCTaBbl, B 6pOWNHY U
3a6plOWMHHOE NPOCTPAHCTBO, YTO
MOXEeT NPUBECTU K HapYLUEHUIO
PYHKLMM ONOPHO-ABUraTENbHOIO
annapara. MoueyHble, }XenyaouHo-
KUleyHble KpoBoTeueHus. AnntenbHble
KpOBOTEeYeHUA Npu nopesax, paHeHusX,
nocnae 3KCTpaKkuum 3yb6oB u
XUPYPruyecKMxX BMeLLaTenbCcTB

TUIMblI KPOBOTOYUBOCTU

ANA TpombouutToneHun u
TpombouutonaTtun, 6onesHn BunnebpaHaa,
HeA0CTaTOYHOCTU PAKTOPOB
nporpombuHoBoro komnnekca (VII, X, V, 11),
HEeKOoTopbIX rMno- u agucpmnbpuHoreHemmii,
YMepeHHOI nepeao3upoBKU
AHTUKOArynsaHTOB.

NB!! lpu HacnedcmeeHHbIX
mpomboyumonamusax obbIYHO ommeyarom
CUHAYKOBbLIU mun Kposomoyusocmu,
rnemexuasbHAA CbiNb He XapaKmepHda.

*[1pn HacneacCTBEHHbIX HapyLUEHUAX
CBEpPTbIBAeMOCTU KpoBu (remodpunusa A, B,
BblpaXKeHHaA HeA0CTaTOYHOCTb paKTOpa
Vil),

*rpu HacneacTBeHHOM TpombouuTonaTum ¢
oTcyTCcTBUEM TpombouuTapHoro ¢pakropa 3,
*npuobpeTeHHbIX KoaryionaTusx,
CONPOBOXAAOLWMXCA NOABNEHUEM
uHrnburopos ¢pakropos VI, IX, VIII+V B
KpoBu,

*Npu nepeao3npoBKe aHTUKOArynsaHTOB.



Tun

CmelwaHHbIN

KanuanapHo-
remaToOMHbIN
™N

BackynutHo-

nypnypHbIA
T™N

AHrmomaros-
HbIX TUN

XapaKTepusyeTrca netexmasibHO-CUHAYKOBbIMMU
BbICbINAaHUAMM, COYETAIOLLLMMMUCA C
O6LMPHBIMU NNIOTHBIMU KPOBOU3TUAHUAMU U
rematomamm.

Mpu omcymcmeuu nopaxceHuli cycmaeos u
Kocmelii (6 omauyue om cemamomHo20 muna)
CUHAKU mo2ym b6bimb 60abwiumu u
60se3HeHHbIMU.

XapakTtepusyertca nosiBieHUEM Ha KOHEYHOCTAX,
AroguLax n peke Ha Tyn0BULLE MOHOMOPPHOMU
nanysaes3Ho-remopparn4yecKoiu cbinm, ¢
BOCMa/INTeNIbHO OCHOBOW B Buae
BO3BblweHUA.Mpn HagaBAINBAHUU 3/1IEMEHTbI
CbINU He Uc4yesator.

B0O3MOXHO pa3Butue HeppuTa, KULLEYHDbIX
KpoBOTEYEHUN.

XapakTepusyetca NOBTOPHbIMMU, CTPOro
NIOKa/IN30BaHHbIMU KPOBOTEYEHUAMMU, UYTO
CBA3aHO C JIErKOW PaHUMOCTbIO COCYAUCTOIA
CTEHKM B JIOKYCAX aHrMO3KTa3nmn u cnaboii
CTUMYNALMEN B 3TUX YYaCTKaxX agresum u
arperauum TpombouuTtos

TUIMblI KPOBOTOYUBOCTU

Mpu HacnepcTBEHHbIX (BblpaXKeHHaA
HepocTaTouyHOCTb pakTopos Vil u VI,
TAXKenaa popma 6one3Hu
BunnebpaHpa) n npnobpereHHbIX
(ocTpbiii, nogoctpbivi ABC-cuHapom,
nepe-A03UPOBKa NPAMbIX U
HenpPAMbIX aHTUKOAry/SiHTOB)
HapyLweHusnaX.

Mpu MHGEKLMOHHBIX U UMMYHHbIX
BaCKy/MUTax.

Habnaopgatlot npu aHrmomax, ap-
TePUOBEHO3HDbIX LUYHTAX,
TeneaHrnosKrasuax (bonesHo PaHato-
Ocnepa).



TpombouunutTonaTtma unu

Koarynonartua?

KposoteueHne CUHAYKOBBLIN TUN TEMATOMHbIN TUN
Nokanmsauma Koxxa, noaKoXKHaA Mbiwubl, CycTaBbl
KNneTyartkKa.
KpoBonoareKu.

Cxoacteo

AnutenbHble
KpOBOTEYEHUA U3 AeCeH,
YyacTble HOCOBble
KpOoBOTeYeHMUA

Bbipa)XeHHble KPpOBOTEYEHUA NPU TPaBMaX, BO
Bpemsa onepauyun!!




TpombouutToneHna — ymeHblUEHNE
coaepXaHma TPOMOOUUTOB HUXKE
150%x109/n

[emoppazuvecKuli CUHOPOM 3a8UCUM OM CMerneHuU CHUXEHUS
mpomboyumos.

KnuHuueckue npusHaku TpombouMTONEeHUM NpoABAAIOTCA B C/lyyae
CHUXXEHUA cogep)KaHua Tpombouutos HUxKe 50x10°/n

U BKJIKOYAIOT: KPOBOMOYUBOCMb OeceH, MeHoppa2uu, rnoebiWeHHYyIo
CK/IOHHOCMb K BHYMPUKOMXHbIM KPOBOU3AUAHUAM, 603HUKHOBEHUE

nemexul e PA3AUYHbBIX MeCcmdax.

B maxcensix cay4yaax 603MOMCHO noseseHue Hocoaebix U menydouHo-

KuweYyHbIX Kposome4yeHudl.




3aBUCUMOCTb OJIUTENIbHOCTU KpoBOTEe4YeHUs

OT Konin4yecrtBa TPOMOOLUTOB




Tun

Il.NMpoaykTuBHaA

Il. Pa3BegeHunn

lll.PacnpepeneHunn

IV. NoTpebneHus

TpombouutoneHun
no namozeHesy

HapyweHue obpa3oeaHus mpomboyumoes. Habnopgaerca npu
anaacTunyeckoi aHemun, gepuunte ButammHa B12 n ponunesoi
KUCNOTbl, YTHETEHUWN KOCTHOTO MO3ra LUTOTOKCUMUYECKUMMU
npenapatamm, Npu y4eBOM Tepanuu, Npu npMeme TUasugHbIX
ANYPETUKOB U 3CTPOreHOB, NPU MeTacTa3ax 3/10KauyeCTBEHHbIX
onyxoseu B KOCTHOM Mmo3re

Pa3BuBaeTCcAa Npu soamelleHnum Kposonotepu np maCCUBHOM
KpoBoTe4yeHuu.

Ha6mop,ae1'cs| npu Bblpa)KEHHOﬁ cnaeHomeraanm n ysesindeHmnmn
cenieseHoO4YHoro TpOMGOLlMTapHOI'O nyna

pa3BuUBaeTCA B pe3ynbTaTe YCKOPEHHOM YyTUAn3aumum TpomoboumTos,
npesbillaloWwe KOMNEeHCaTOPHble BO3MOXKHOCTU KOCTHOrO MO3ra.
HabntogaeTtca npu aecTpykumMmu TpomobounMToB UMMYHHOK (MMMYHHasA
Tpom-6ouuTONeHnYecKan nypnypa B3poc/abixX U AeTei, HeOHaTa/IbHaA
aNNOUMMYHHanA Nnypnypa) u HemmmyHHoi (cencuc, ABC-cuHapom,
nNpu NOBpPEeXAEHUU FIHA0TE-NUA BUPYCamMu) NpUpoabl.




[enapuH-UHAYLUUPOBAHHAA

TpombouutoneHua(rT)
'UT | TNA — HeMMYHHAA, BbI3BaHO YMEPEHHbIM

ymeHblweHunem aanTesibHOCTN XXKU3HU TpOM6OLI,VITOB
BCaeacresmne nNaCCUBHONro CBA3blIBAHMA C HUMU TeNapuHa. Bce
HapyuweHus npexodmuu U KNUHU4YeCKU He 3Ha4Yumebsl.

'UT Il TMNA — UMMYHO-0ONOCpPeaoBaHHAA: MoryT

0bpa30BbIBATLCA AHMUMENA K KOMIAEKCY 2enapuH-
mpomboyumapHeil 4 haKkmop, KOTopble CMOCOOHbI
CBA3bIBATbCA C Fc-peuentopamm TpomObOLMTOB M 3aNyCKaTb
aKTUBALMUIO U arperauuio Tpombéountos, 06pasoBaHUIo
TpombuHa n popmmnpoBaHMIO BEHO3HbIX UK
apTepuanbHbIX TPOMb60B (pUcK pa3sutua Tpomb030B 40-
75 %!11).




enapuH-MHAYLUMNPOBaHHAA
TpombouuntoneHua(r'T)

TAKTUKA
v'3ameHa H®T Ha HMT He

yAyullaeTr coctosHue 6onbHOro-
BO3MOX<Ha nepeKkpecTHas
peaKkuun

v'Henb3Aa nepexoautb Ha
HenpsaMble aHTUKOAryAfaHTbI ”
(BO3MOXHO pa3BUTME FraHrPEHbLI

v'BO3MOXKHa 3ameHa Ha npAamble
MHIIMbuTOopbl TPOMbUHA —
nunepyauvH, paburarpax




TPOMBOLINTOS
nosblilleHue Konunyecrtea PLT B
KpoBu

TpombouuTossl
(no C.A. JlyroBckon u coaer., 2002)

TpombouuTo3 3abonesaHus M CUHAPOMBI

PeakTUBHbIN CnneHaKToMus, OCTPaA KpOBONOTEPA, GCprIIF'I remonns, CoCtoaHWE nocne
onepaunn, 3N0OKa4eCTBEHHLIE HDBDDGDHSDBHHHH, pEBMHTDHﬂHbIF‘I dPTPWAT,
Ty’ﬁEpK}I’I'IEE, A3BEHHbIA KONMUT, OCTEOMWENWT

OnyxonesbIn MwenonponugepaTtneHble 3aboneBaHns (XpPOHWYECKUA MUENonenkos,
nouonarnyeckun Muenohubpos, sapuTpemMus, XPOHNYECKUM MerakapyoUuTapHLIM
NEenKos), OCTPbIK MerakapuobnacTHbIN NENKO3, MOMonarnyeckas remopparuyeckas
TpombouuTeMus




* TpombounTOonaTMm — HapyLleHUA

dYyHKUMU TpomboLunTos.

B otanumne ot rpomboumntToneHnm
TPOMOOUUTONATUAM CBOUCTBEHHDI
cTabunbHble, 0s1UMENbHO COXPAaHAOWUECH
$dYHKLUMOHaNbHbIE, BuoXxmmunyeckme u
mopdonormyeckme UsmeHeHus
TpOoMboLuUTOB, KOTOPble HAbAKOAAOTCA AaXKe
NP X HOPMaJIbHOM KOJIMYECTBE.
NB!!![lna mpomb6boyumonamui He
XapaKkmepeH maxcenoiu 2emoppazuyecKuli
ouames.




Knaccupukauma tpomboumntonatumn

MpuobperteHHble

BpoXXaeHHble

1. DedunumnTt / HEJOCTaTOYHOCTb
MeMbpaHHbIX IMTMKONPOTENHOB:
— TpombacTteHuna MaHuMaHa;

— cuHapom bepHapa-Cynbe.

2. BpoxkpgeHHble aHOmanum 6enkos
nnasmbl:

— 6one3Hb BunnebpaHaa.

3. HepoCTaTOYHOCTb rpaHyA:

— AedULUT NNOTHbLIX TPaHyA;

— aedununt nyna anbda-rpaHyn
(cnHapom cepbix TPOMOBOLUTOB);
— nepBUYHble AedeKTbl
BbICBOOOXKAEHMSA FPAHY.

1. BropuuHbie gedeKTbl BbicBObOXKAEHUA
rpaHyn:

— MPUEM JIEKAPCTBEHHbIX NPenapaToB (acnmMpuH,
HMNBC);

— ypemus;

— BPOXAEHHbIE NOPOKK cepaua C LMaHO30M.

2. HepoCTaTOUYHOCTb FPAHYA:

— BC/IeacTBMe ANCHYHKLMMU CTBOJTOBLIX KNETOK
(MnenonponndepaTuBHbIE HAPYLLUEHUS, OCTPbIN
NenKos);

— B CBfA3M C YaCcTM4YHOM aKkTuBauuei (ABC,
TAXKenble 3ab601eBaHUA cepAeyUHbIX Kl1anaHoB).
3. HapyweHue B3aMmoaencTsma mexay
TpombouutapHoit membpaHoit n 6enkamu
BHEK/Z1IeTOYHOro MaTpPUKCa:

— MapanpoTemMHeEMUN;

— OBC;

— MMMYHHaA TpombounToneHn4yeckas nypnypa.




BONNE3Hb BUNIJIEBPAHAA

* B 30-x ronax XX Beka npodeccop XenbCUHCKOrO
vHuBepcuTteta E. A. von Willebrand onucan y
Ma/1IbyUKa N HECKONIbKUX YNEHOB €ro CEMbM
remopparuiyeckum gmartes, CXo4HbiN KaK C
mpom6ouumoea3onamue£i (yannHeHne BpemeHu

KpoBoTeyeHusa), MAK U C ZEMOCPUIIUEﬁ (oTAnvarowmmnca ot

Hee No Hacn1ea0BaHUIO N HEKOTOPbIM KIMHUYECKUM
NPOABNEHUAM).

ABTOp Ha3Ban 3To0 3aboneBaHue
«HacneacTBEeHHOU ncespgoremoduamemn» -HboiHe
0603Ha4yaeTcs Kak 6os1e3Hb BunnebpaHoa




BONNE3Hb BUNNJIEBPAHAA

Haubonee pacnpocmpaHeHHas ¢popma
8POMCOEHHbIX 2emoppa2u4ecKkux ouame3soe

HacnedosaHue no aymocomHo-00MUHAHMHOMY
muny,

OO0uHakKkoe8o 60serom MyMc4uHbl/HeHWUHbI (no

omaoesnbHbIM OaHHbIM M>M)
lMTamoeeHe3:

= Ko/inyecCtBeéHHaa uam Kav4yecreeHHaa natonorma

KomnaeKca ¢aktop BunnebpaHaa (PB) — dakrop VIIL.
®B urpaet Ba*KHY poab B Ha4a/IbHOW aare3nm TPoMOOoUNTOB K Kosl1areHy u
HEKOTopbIM ApYyrMm 6enkam npu nospexaeHun sHaotenns. B kposu ®B
cBA3aH ¢ VIl pakTtopom n ctabununsmpyer ero.




BONE3Hb BUNTEBPAHAOA

 KAMHMKA: XapaKTepHbl KPOBOTEYEHUA NPU
TpombouuTonaTUmn(KanmnaapHbIn TUM
KPOBOTOUYMBOCTU), B TAXKENbIX CIYYAAX —
CMeLLaHHbIX TUM KPOBOTOYNBOCTU
(KannnnApHO-remaToMHbIN TUN)

* [InarHoCTuKa:

* KnuHUKa
 YonuHeHue A4TB

* dakmop BunnebpaHoa — aKMuUeHOCM®b,
aHMu2eH K gpakmopy BuanebpaHoa




lfemodunna AmnB

Haubonee yacrto BCTpEeYalouwnxca HacneacreseHHbIX

KOa rynonamﬁ (remodunua A okono 70% ot uncna BPOXKAEHHbIX

Koarysnonatum ¢ yactotom 1:10000 poausBLimxca manb4umkos; remopunma B ¢
yacrotoi 1:30000 poamBLUMXCA MA/IbYUKOB)

lfemodpunua A n B Hacnhepyertca cuenneHo ¢ X-
XPOMOCOMOW

Habntopaerca oo 30 % HOBbIX MyTauum (B cembax
6e3 aHamHe3a)

3aboneBaHue cBA3aHO ¢ aeduUTOM UK
HapyweHunem cTpyKTypbl paktopa Villi(remopununs
A) n IX (remodunnunsa B)

NH2ubumopHsbie ghopmel 2emogpunuu A u B obycnoeneHoli
ebipabomkoli aHmumen K gpakmopy Vil uau IX.




KnuHunko-nabopatopHblie NPU3HaAKN
aedununta GaKTOpoOB CBEPTbIBAHUA

BHYTPEHHUU NYTb

ctonX UMK ner > .
' gmmfm NyTb
Kpo*o eyeHue BapuabenbHo

KpoBoTeyehue BblpaxgeHi Tissue Factor I~ ns

Factor |X —LP Factor Vlla I YanuHeHue

Factor X —3» Factor Xa Factor X
Factor Va

Prothrombin Thrombin

Fibrinogen Fibrin



[emodunua AnB

KIMHUKA:
* PaHHAA maHudecTayunsa
* [emaTOMHbIU TUN KPOBOTOYUBOCTH

lpu 2cemogpunuu B Kposome4yeHus
Habsrooaemcsa 8 5 pas pexce yem rnpu
2emodapunuu A.

OUNATHOCTUKA:
KnuHuka
YonuHeHue A4YTB

— AKmueHocmo gpakmopos (VIili, IX)




Aednumnt Xl @akTopa

(remodunusa C)
BpoxkaeHHbIU aednumt pakropa Xl

Yactora BcTtpeyaemoctu 0,3-0,5 %

* Tun HacnepoBaHUA : AYyMOCOMHO-peyeccusHbIli

* OpMHaKoBaA BCTPEYaeMOCTb: M=K
* lnarHocTUkKa: BbiparKeHHoe yainHeHue AYTB

KAnHuka:

v' Hanbonee pacnpocrtpaHeHO B 0CObbIX NONyAALumMaX (cTpaHbl 6auMkKHero
BocToKa)

v/ CTeneHb BbipayKeHHOCTU remopparmyeckoro cMHApoma BapuabenbHa
(Hanbonee yacto npu TpaBmax u onepauunx, a Tak:Ke Ha poHe npuema
aLeTUICaNULUI0BOA KUCNOTDI)

v" YposeHb AYTB u yposeHb dpakTopa Xl He onpeaenaioT pUCK pa3BUTUA
KpoBOTeYeHuUA




KeHcKaa remodpunua

scmpeyaemcsa KpaliHe pedKo (onucaHo okosao 50 cay4yaes).

9mo pa3HopPOoOHbIe 8 2eHeEMUYECKOM OmHoWweHUuU 3a601e8aHUA.
OCHOBHbIe 8apUaHMbI «EeHCKoU 2emopuauu»:

v BoNbHbIe C HOPMa/IbHbIM XEHCKUM HBGOpOM Noa10BbIX XPOMOCOM

(XX) n aBoMHbIM HacnegoBaHMEM UCTUHHON reMOPUIUNN - BosHMKaeT y

AeBoYekK, OTUbl KOTOPbIX boneroT I'EMO(I)MIIMEIZ, d MaTepUn ABNAKOTCA KOHAYKTOPaMK
3aboneBaHMA (npuunHa — Bpakm MeKay KPOBHbLIMM POACTBEHHUKAMM).

v BonbHble ¢ HOpManbHbIM Habopom NosnoBbIX Xpomocom (XX) u
OAHOCTOPOHHEN remoPUINYeCcKoU HacneaCcTBEHHOCTLIO.

v BonbHble € Heno/HbIM Habopom Xpomocom u oaHoM X-
XpOMOCOMOM (Kapuomn XO). MoryT 60n1eTb TaKoM e Tarkenon Gopmon
reMmodOuInn, Kak MYKUYMHbI U3 TOW Ke CEMbBMU.

v’ Temopunamna y AuL, «3KeHCKOro nona» ¢ TeCTUKYIAPHOM

cbemm-msa LI,MEﬁ (MMmetoT B COMaTUYECKMX KNETKaX MYXKCKOW Habop.xpomocom — XY).

v' AYTOCOMHO-A0MUHaHTHble popmbl aeduumta VIl pakTopa (s sroii
rpynne Heobxoaumo uckntovatb 60ne3Hb BunnebpaHaa).




AHomanuu ¢pmnbpuHoreHa

 Tun HachepoBaHUA: AYTOCOMHO-AOMUHAHTHbIM

KAunHuka:
* TMnnopmnbpmnHoreHemmna — 4acto 6€CCUMMNHOMHO
* ApubpuHoreHeMUa — KPOBOTEYEHMUSA

 NnucpubpuHoreHemumsa - B 3aBUCUMOCTU OT
$bOpPMbl BO3MOXKHbI Kak TPOMbO3bI TaK U
KpoBOTeYeHUs




Oednuut Xlll paKTopa
(bakTop Naku-lopaHaa, PnbpuHctabnnmnsupyowmni
dbakKrtop)

* BpoXXaeHHbIU U NpnobpeTeHHbIN

* Mo Knaccudpumkaumm MexxayHapoaHoOro
obwecrBa no Tpomb603am U remocTasy (ISTH, 1999

r) BblaenaoT 3 ¢opmbl HacneaACTBEHHOrOo
aeduuumta Xlll pakTopa:

v peduunt cybbeamHuLbl A,

v pedunumnt cyébeanHuubl B,

v KOM6UHUpPOBaHHbIN AedunuUT 0benx cybbeanHuL,




Oedunuut Xlll pakTopa
(bakTop Naku-JlopaHaa, dubpuHcrabunmsmnpyrowmnin paxkrop)
BpOXAeHHaa popma
* Tun HacnepOBaHUA: ayTOCOMHO-PELECCUBHbIM

* BcTpeyaemocTb: M>K.
* KnnHukKa:

TN KPOBOTOUYMUBOCTU: cMelWaHHbI

(MUKPOUUPKYAAMOPHO-2eMamMOMH®bI i)

v’ ANUTenbHble KPOBOTEYEeHUA NPU nopesax, ywmbax,
remapTposamm,

v’ naoxoe 3aXKuBfeHnemM nNepesioMoB 1 paH

v OTCpOUYEeHHble KpoBoTeyeHMAa — yepes 12—72 yaca nocne
TpaBMbl UM ONEPATUBHOrO BMeLUaTeNIbCTBaA ...

v’y 18-25% 60nbHbIX BO3HUKAIOT cybaypanbHble
peuuanBmpyloLMe remaTtomboil.




[leyeHOYHaA KoarynonaTuA

* MexaHu3m pa3BUTUA:

— CHUXEeHMe cnHTe3a GaKToOpPOB Koarynauum;

— CUHTE3 AedeKTHbIX GAKTOPOB Koarynauum (natoIormMyeckmni
dnbpuHoreH);

— nednumt ButammHa K (nuweson aeduumT, HapyLLEHHbIN CUHTES
BUTaMMH K — 3aBnUCUMbIX GAKTOPOB, HEXBATKA KEMYHbIX CONEN -
OOCTPYKTUBHAA XKeNnTyxa);

— TpombounToneHms (rmnepcnaeHmU3m c CEKBECTPaLMNEN
TPOMDOOLNTOB, CHUKEHUE NPOAYKLUUN TPOMDONO3TUHA);

— CHUXEeHHaA aerpagaumna akTMBMPOBAHHbIX GAKTOPOB
Koarynaumu (ABC-cuHapom);

— NOBbILIEHHAaA aKTUBauma GUbPUHONINUTNYECKON CUCTEMBI -
runepdmnbpunHonms.




[leyeHOUYHaA KoaryaonaTtua
nabopamopHsie Kpumepuu

3meneHnns [Ipnunna
Yuaenue IITB u HopmanbHoe AUTB Jledumut VII pakropa
Y umuenue IITB u yumunenue AUTB Hedumur I, I1, V, IX, X, XI, XII ¢pakTopoB
Y vHenne TpoMOMHOBOTO U Jluchubpunorenemusi, runiopuOpUHOT CHEMUS
PENTUIA3HOTO BpEeMEHU
TpomOonuToneHus [ToBbIllIEHHAS CEKBECTPALIUA — THIIEPCIUIEHU3M,

nopTaiabHas runieprensus. [loBeimenHoe
pazpyuienue — JIBC-cunmapom.
CHIWKEHHAs POy KITH.
Hapynienue arperaniui TpoMOOITUTOB dyuKIMoHANIBHBIE 1e()EKTHI TPOMOOIIUTOB

YKopoueHne 3yTII00yIMHOBOTO BPEMEHN Cumxkenue ypoBHs PAI-1, uarnburopa miasmMuna
JIM3Hca




Tpombodunnmm — HacneactseHHble
(nepBuyHbIE) U npuobpetTeHHble (BTOPUUHbDIE)
HapyLleHUA CUCTEeMbI FremocTa3a, KOTOPbIMm
CBOMCTBEHHA NPeApPaCno/I0XKEeHHOCTb K paHHEeMY

NOAB/IEHUIO U peunanBUPOBaHUIO TPOMbO030B U

obnntTepaymm KpoBEHOCHbIX COCYAOB, ULLEMUAM
U UHPApPKTam OpPraHoB.




KNACCUPUKALIUA OCHOBHbIX BUAOB

FTEMATOTEHHbBIX TPOMBOPUNUNA
(no A. 1. Momom, 2006 2.)

fpynna I. lemopeonornyeckue ¢popmol.

lMpu muenonponugpepamusHbix bone3Hsax, Nonuenobynusax, HapyweHusx obvema u gpopmeol
3pUMPOYUMO8, C8A3AHHbIE C 2UNep8uUCcKO3HOCMbIO M/103Mbl.

lpynna ll. ®opmbl, 06ycnoBaeHHbIEe HAPYLUEHUAMM COCYAUCTO-TPOMOBOLUTAPHOTO
remocCTta3sa.

funepmpomboyumos3sol, hopmei € No8bILIEHHOU CMOHMAHHOU U CMUMYAUPOBAHHOU a2oHUCMamu
azpezayueli mpomboyumos, (hopMbl, C8A3AHHbIE C MOBbIWEHUEM MPOOYKYUU U NoauUMepHOCcmu
¢akmopa BunnebpaHoa, cCUHOPOMbI BA3KUX mMpomboyumos, HeudeHmugpuUyupoB8aHHbIe (hopMbl.
pynna lll. ®opmbi, 06ycnosneHHble agePULUUTOM MU AHOMANUAMU GU3UOIOTUHECKUX
dHTUKOArynaHTOB.

depuyum u aHomanuu aHmumpombuHa lll, npomeuHa C u S, degpuyum Ko-chakmopa Il 2cenapuHa,
aunepnpodyKyusa 602amo2o 2ucmuouUHOM 2/UKOMPOMeuHa, KoOMOUHUPOBAHHbIE hOPMbI.

lpynna IV. ®opmbl, cBA3aHHbIE C AePULUTOM, TMNEPNPOAYKLUE UM AHOMANNAMU
NAa3mMmeHHbIX PaKTOPOB CBEPTbIBAHUA KPOBMW.

TpombozeHHble OucchubpuHozeHemu U, cumnmMomamu4eckue auneppubpuHo2eHemuu, NossileHue
ypoB8HA U akmusHocmu ¢pakmopos VI, VI, nosbiweHue peaucmeHmHocmt' pakmopa Va K

akmusuposaHHomy npomeuHy C, aHomanua oakmopa I, HacnedcmaseHHbIl 0egpuyum cpakmopa Xl.




KNACCUPUKALIUA OCHOBHbIX BUAOB

TEMATOTEHHbIX TPOMBOPUNUNA
(no A. . Momom, 2006 2.)

lpynna V. ®opmbl, cBA3aHHbIE ¢ HapyweHuem pubpuHonusa

CesA3aHbI ¢ Oepuyumom chakmopa Xll, KoMnoHeHMo8 KannauKpeuH-KUHUHo80U cucmemsl, npomeuHos C u S,
deghuyum u aHOMAUU MAG3MUHO2eHa, 0euyum u HapyweHusA 8bic8060#0eHUA U3 3HOOMeNUA MKAHEBO20
aKmueamopa rnaa3mMuHO2eHa, NossiueHue co0epHaHus 8 raame uHaubumopos TAl, ucmoweHue pubpuHonausa
npu [ABC-cuHOpome, Oenpeccuu ¢pubpuHOAU3Aa NEKAPCMBEeHHO20 2eHe3a.

lpynna VI. Metabonunuyeckue ¢popmbl.

Mpu aunepaunudemusx, amepockaepose, duabeme, duabemuyeckoli aHauonamuu, aunep2omoyucmeuHemuu (-
ypuu).

pynna Vil. AyTouMMyHHble U UHPEKLNOHHO-UMMYHHbIe POopMbl

Mpu aHmugpocgonunudHom cuHOpome, Gs71epP203ax, UMMYHHbIX U 8UPYCHbIX mMpomMmbosacKyaumax, mpombo-
2emMoppa2u4ecKux nuxopaoKkax, bakmepuanbHOM 3HOOKapoume u opyaux 8udax XpoHuUocerncuca.

pynna VIll. MNapaHeonnacTtHYecKmne Tpomboambonnyeckme CMHAPOMDI

Tpombomu4ecKue 0C/I0HCHEHUS Npu 8cex 8UOAX PAKA (0CObEHHO BUCUEPAsbHbIX €20 hopMax), Mpu XupypaudecKkux u
XumuomepanesmuyecKux eMewamenbcmaeax.

lpynna IX. ATporeHHble (B TOM uncne megukameHTo3Hble) popmbil.

lMpu Kamemepu3ayuu U Xupypau4yeckux emeuwiamesnibcmaax Ha cepoue u cocyoax, npome3uposaHuU cocy0os u
KAanaHos cepduya, npu MPaHCnAaGHMAayuu Cmeos108bIX KOCMHOMO3208bIX KeMOK, /1eKAPCMBEHHbIe (hopMbI.

pynna X. KombuHupoBaHHble popmbl Tpombopuauni.

lMpedcmasneHbl covemaHuem 08yx u bosee HapyuweHul




[eHeTnUYecKue Tpombodpunun

v  ®dakrtop V Leiden (+/-, +/+) (pe3ncreHTHOCTb
dakTopa V K aKTuBMposaHHOMY npoTeuHy C)
v’ MyTtauua nporpombuHa 20210 (+/-, +/+)

v’ MyTauusa B reHe
meTuneHtetTparuapodonarpeaykrasbl (+/+)
(npeppacnonoXXeHHOCTb K
runepromouuctenHeMmmm)

v MyTtauma B reHe MHrMBUTOPa aKTUBATOpa
nnasmuHoreHa PAI-1 (+/+)

v MyTtauums B reHe ¢pubpuHoreHa C10034T (+/+)




[eHeTUYeCKue PaKToOpPbl PUCKA

Tpombodunum

dakKkTop PacnpoctpaHeHHOCTb CreneHb NOBbIWEHUA
D e e
AHTUTPOMOMUH Il 1/15000 20 - 26
MpoteunH C 1/10000 10 - 23
MpotenH S 1/8000 8-20
dakTop V Leiden +/- 5% 3,4-10

+/+ 50-80
MpotpombuH 20210 +/- 5% 2,5-3
MnepromouucrtenHemma 10% 1,83
MNMoBbiweHne pakTopa 16% 1.8-6
VIl
Jlronyc-aHTUKOArynaHT 10% 8-10
(ADC)
AncoubpuHoreHemums 1% 2

Ann Rev Med 2000; 51: 169




Pe3ncreHTHOCTb paKTOopa V K

aKTUBUPOBaHHOMY nNpoTenHy C
(bakTop V.Leiden)

 OnucaHa snepsble B 1993 r. BbepHom [lenbbekom —
CUHAPOM OTCYTCTBMA OTBETA N/1a3Mbl 60/1IbHOTO Ha
pobaBneHne K Hem aKTMBUPOBAHHOTO npoTtenHa C-
deHomeH APC-pesucteHTHOCTb (pakmop V.Leiden)

daKkTop pucKa Tpombo3a Bo3pacTaer y retTepo3muror
B 5-7 pa3, y romo3urot no pa3sHbim gaHHbim B 70-100
pa3

Mo:KeT coveTatbca ¢ gepuumntom ATIl, npoTtenHa C
U NPOTEeUHa S.




'MnepromouucrenHemusa (L)

HapyweHue memabosnu3ma MemuoHUHQ,
nposAsaAouweecs nosviweHUuemMm KoHueHmpauuu
20MoylUcmeuHa 8 Kposu

fMnepromoumucremMHemua BO3HMKaAET BCaeacTeme
TOYEYHbIX MYyTaLlUN reHOB, OTBETCTBEHHbIX 3a
CUHTE3 pepMeHTOB:

v umncratMoH-b6eTra-cuHTeTassl (LIBC),

v meTuneHTetparngpodonatpenykrtasol (MTIPP),

v 6eTa-mHromoumnctenH-metTuatTpacdepasbl (6FMT)

v u(unn) pedbmumnTa B opraHM3Ime BUTaMUHOB rpynnbl B
(B®, B1?, donuneBoit KNcnothbli)




[MnepromouuncrenHemumsa (L)

YpoBeHb romouUCTENHA B CbIBOPOTKE KPOBWU 3aBUCUT OT
Pa3/INYHbIX GAKTOPOB:

v BO3pacra,
v nona,
v 3THUYECKOW NPUHAANEKHOCTY,

v XapaKTepa NMTaHUA U T. 4.,
Yeenuyusaemcs Ha NnpomAaxceHuUU XusHu

[etn o60Mx NoNOB UMEIT HU3KUE YPOBHU FOMOLUCTEUHA
OKO/J10 6 MKMOAb/n

B TeueHMe ¥XN3HM KOHLUEHTpaLua romouucTteMHa Bo3pacraer
Ha 3-5 mKkmonb/n

B Bo3pacte 40—-42 net y my>umH — 11 MKMdfii:/ﬂ

Y dXEHLWMUH — 9 MKmonb/n




Knaccndbukauma
rmnepromoumcTeuHeMun

ymepeHHaA ctenedb — ot 11,1 po 15,0
MKMOAb/ N,

cpeaHAana creneHb — o1 15,1 ao 20,0 mKmonb/n,
BbICOKaA cteneHb — 6onee 20,1 mkmonb/n
[1o ApyrMm AaHHbIM:

v'12-30 MKMO/b/N - yMEepeHHanA CTerneHb;

v 30-100 MKMOANb/N — cpeaHAA CTeNeHb,
v 6onee 100 MKMOANb/N- TAXKenasa cteneHb

[ns ebigeneHusa ckpoimou ¢gpopmei 'L nposoosm
npoby c Hazpy3Koli MeMUOHUHOM.




[MnepromouunuctenHemusa

Tepanusa runepromouncTeMHeMum
(bonneBas Knucnorta) U CHMXKeHUe ypoBHSA
roMmoLncTeMHa He CONpPoBOXaaeTca
CHUXXEeHMeM B KPpOBM MapPKepos
aKTuBaLum remocrtasa (F1+2, TAT, D-

Avmep u ap)




NBC- cuHapom

°* CUMHAPOM MOXKET Pa3BUTbLCA NPU
TPaBMATUUYECKNX XNPYPrUYEeCKUX
BMeLLaTe/IbCTBaX, 3/10KaYeCTBEHHbIX
onyxonax, remob6saacrosax, oXKorax,
MMMYHHbIX 1 UMMYHOKOMIMJIEKCHbIX
3aboneBaHUAX, MacCUBHbIX TPAaHCHY3UAX U

Ap.




[MpuuunHbl passutua ABC-

CUMHApPOMA

[MpnumHbl passutua OBC

OCHOBHblE MExXaHU3Mbl akKTuBauuMm remocrasa

[ToBpexneHne TKaHewn

MaccuBHbIN KOHTAKT KPOBW C TKaAHEBbIM ()akKTopoMm

[laTonornsa cocyooB u
LMPKYNATOPHbIE HapylWweHUs

[lopaxeHune aHOoTenus, aktuBauus TpoMOoLUUTOB

IMMyHOnorn4yeckme HapyleHus

AKTMBaUMs KOMMEMEHTa, 3KCno3uums TKaHeBOro .

OHKonoruns

KOHTaKT C OHKOMNOrmn4yeckumu npokKoarynaHtramm

NHhekuns

Bo3gencrene 3sHOOTOKCUMHOB, NoBpexgeHue
SHOOTENManbHbIX KIETOK, akTuBaunsi TPOMOOUNTOB

OcnoXxHeHnst 6epeMeHHOCTH

[MpexpeBpemMeHHasa OTcrnouka nnaueHTbl, amMbonusa
aMHUOTUYECKUMM BOOaMU, SKNamncusi U npeaknamrcus.




ABC-cMHApPOM NO Te4eHUIo Ha
KAMHU4YecKkue popmbl

- OCTpY!O (BO3HMKaAeT BHE3anHO 1 pa3BUBaETCS

B NpeAenax HeCKOIbKMX 4acoB A0 OAHMUX
CYTOK);

- NOA0CTPYIO (OT OAHOro A0 AECATUN AHEN);

- peunanBuUpyoLLYo (oTMeyvyaeTcH
BOJIHOOOpa3HOe TeYeHune);

- XPOHUYECKYIO (N1aTEHTHYIO).




ABC-cuHapom

natoreHes
(Topopeuknin B.M., 2008)

IlaTorenes ocrporo JIBC

| MyckoBow (Tpurrep) g akTop I

v v
Akiusauun Mospexaenne AKTusaumn
CBEpP IbIB aHUA *“1 cocyamucron crexxm TpoMboupmTOB

\ v
Obpazosanue

(DOUOPHH-TPOMOOLNT ZPHO IO Oprasnan

Tpomba ANCOYHKUAA
v ¥ v T

Aedbmupr AKTuBaumn

(QaKT0poB CBEP TLIBAHNA Tpouﬁow?lonemm GuOpuHOm3a
l ObpaszoBanue

MeHepanusoBaHHan L.
KPOBOTOMMBOCTL




®da3bl ocTporo AABC-cuHapoma

| da3a — runepkoarynauma n runeparperauma
TPOMOOLMUTOB;

Il pasa — Koarynonatma u TpombéboumutTonaTma
notpebneHna c aktusauuen
dubpuHoAUTNUECKON CUCTEMDI;

Il pa3a — reHepanmnsauua pubpuHonusa,
rnyboKaa rmnokoarynauua (BnaoTtb 40 NOJAHOro
HecBepTbiBaHNA KPOBU);

IV da3a — BoccTaHOBAGHUE UMW, npv
He6naronpUATHOM TeueHuM, — pasa NeTasbHbIX
NCXOA0B U OCNOXKHEHUMN.




putepun AAbC-cMHApOMa
ABHOro (KAnHu4eckoro)

(pekomeHOauuu MexoyHapoOHO20
obwecmasa no mpombozam u cemocmasy, 2009)

YpoBeHb meHbLie 100 meHbLie 50

TpombouuTtos Tbic/MKn- 1 6ann Tbic/MKn-2 6anna

YposeHb POPMK nnn ymepeHHoe Bblpa)eHHoOe

naoo nosbilleHue- 2 nosbiweHne — 3
6anna 6anna

YanuHeHune NTB or3pa06cek-1 6onee 6 cek — 2
6ann 6anna

YpoBeHb meHbwe 1 r/n—-1 6ann

dmnbpuHoreHa

OunarHos A1BC- 5 n 6onee 6annos

CUMHApPOMA




AHTUdochonnmnaHbIU
CUHAPOM

* - HeBOCNaNUTENIbHOE ayTOUMMYHHOeE
3abonesaHue, xapakrepusytouieecs
Hannumem aHTMPocPonnnUAHbIX aHTUTEN Y
NaLMEeHTOB C NOBTOPHbIMM apTepUaIbHbIMMU
MNAN BEHO3HbIMU TpOoMboO3amum m
NOBTOPHbIMU OC/IOKHEHNAMM
bepemeHHOCTH

* (onpedeneHue MexoyHapoldHbIiMm Obwecmeom
Tpomb603a u lemocmasa; ISTH)




AHTUPOCPONNNUAHDbIN

CMHAOPOM
MepsBuuyHbIi ADPC - pa3BuBaeTca y 60/bHbIX, HE
umerowux KaKux-aubo UHbIXx u3eecmHoix
aymoumMmyHHbIx 3ab6oaesaHull.

BropuuHbii ADC - BO3HUKAET Ha poHe Opyaux
aymoumMmMyHHbIX 3aboseeaHull - Yalle BCEro

CUCTEMHOMN KPAaCHOW BONYAHKM, pexke — BOYaHOUYHO-
NnoAobHbIX, HeandPepeHUNPOBAHHbIX N CMELLIAHHbIX
3aboneBaHU cOeANHUTENBHOM TKAHU, PEBMATONAHOTO
apTpuTa, cnHapoma LLlarpeHa, oHKO/10rn4yeckmnx
3abo01eBaHUN(KapUMHOMbI, JIEMKO3bI,
MmuenonpoandepatTnBHble 3aboneBaHNA) U HEKOTOPbIX
apyrmx bonesHen.




AHTUdochonMnnaHbIU
CUHAPOM- ANArHOCTUKA

1. BonuyaHOUYHbIU aHTUKOArynaHT (BA).

e JlonxceH 8biA8/19MbCA 8 r1/1a3mMe He MeHee 08YX pa3 C
UHMepsasnom He meHee 12 Hedesb 8 coomeemcmauu ¢
pekomeHoauuamu ISTH.

* 2. AHTUKapaMOAUNUHOBDbIE aHTUTeNna nsotunos IgG
nnu IgM B CbIBOPOTKE UAK Naa3me B CpeaHUX unm
BbICOKMX TUTpax (6onee 40 ea. IgM nnu IgG).

* JlonxcHbI 8bIAB/AAMbCA HE MeHee 08YX pa3 C
UHMepsasom He meHee 12 Hedeslb € MOMOWbIO
CMaHOapPMU308aHHO20 MeMooa UMMYHOCOPbUUOHHO20
c843bI8aHUA 3H3umMa (ELISA).




AHTUdochonMnnaHbI CUHAPOM
JlocmoeepHbie KAuHU4YecKue npusHaKu

cocyaucTtble Tpomb603bl, NoATBEPXKAEHHbIE AaHHbIMU UHCTPYMEHTA/IbHOIO
WIU TNCTONIONMYECKOro UccneaoBaHus;

OAMH U 6onee HeEOHBACHMMDBIX clydyaeB cmepTun mopdonornyecku
HOpPMaZbHOTO NaoAa Ha 10-1 Heaene HopmanbHOU bepemeHHOCTU Unun
nosxe, npMyem HopmasbHaa mopdonorusa naoaa JoNXKHa 6biTb
AOKYMEHTUPOBAHa AaHHbIMM Y/IbTPA3BYKOBOro CKAHMPOBAHUA UN
HenocpeacTBeHHbIM UccnegoBaHMEM NN0Aa3;

OAWH U bonee cnyyaes npexKaeBpeMeHHbIX poaoB Mopdonormiecku
HOpManbHOro naoaa K 34-1 Hepgene 6epeMeHHOCTU MU paHee BCieACTBUE
TAXKEN0U NPE3KAAMNCUN UAIUN SKNAMNCUUN, NN TAXKENON NNALEHTAPHOMU
HeAO0CTaTOYHOCTH;

TpU u 6onee Heob6BACHMMbBIX NOCNeAoBaTe/IbHbIX abopTa A0 10-HegenbHOro
CPOKa 6epeMeHHOCTH C NATOZI0OFMYECKUMU NI AaHATOMUUYECKMMMU
AaHOMAIMAMM Y MaTepu U TOPMOHANIbHbIMU HapyLLeHUnAMM, npuyem
XPOMOCOMHDbIE NPUUYUHbDI A0/XKHbI 6bITb UCK/IIOYEHbI Y OTL, A U MaTepu.




AHTUdOochonuNNAHLBIN CUHAPOM
JlabopamopHsbie npu3HaKu

1. ymepeHHbIU UK BbICOKUU YPOBEHDb aHTUTEN

K KapanonumnuHy Knacca IgG u/mnm IgM B
KPOBMU;

. MONOXUTENbHbIN pe3ynbTaT uccanenoBaHuA
Ha Hanunudue BA.




AHTUdOoChONUNUAHBIN CUHAPOM

* 1nA NOCTAaHOBKU AMATHO3a

“aHTndochonunuaHbIn cuHapom”
Heobxoamumo coyetaHmne oaAHOro

KIMHUYECKoro c oaHum nabopatopHbim
NPU3HaKOM

* (npuyem nonoxcumesnbHbie pe3ynomameol
nabopamopHsix mecmoes 00X Hbl bbimb
3apeaucmpupoeaHsl, no meHowel mepe, 2
pa3a ¢ IPoMeXcymKom He meHee 6 Hedenb).




CocroaHusa, accoummnpoBaHHbie ¢ ADC,

He BK/1IlD4YeHHbIeé B AnarHoctnyeckme Kputepmuu
* [MaTonorma KnanaHoB cepAaua

Cetyatoe nusepno

TpombouutoneHna(<100*10°/n)

Hedponatusa

HeBponornyeckaa CMMNTOMATUKA (TpaH3UTOPHbIE
nwemMmumyecKme atakm, MUHCYNbTbl)

AHTUTENna K KapauonmnuHy Knacca IgA
AHTtUTena K b2-GPI knacca IgA

AHTUTEna K pochatnanncepuny,
dochaTnanunataHoNnamMuUHy, NPOTPOMOBUHY, aHHEKCUHY
V, KomnneKkcy pochartnanncepmH-npoTpomomH




BonyaHOUYHbIM QHTUKOArYyNAHT
(Lupus anticoagulants, LA)

UmmyHornobynuHbl Knaccos A, M, G npotus
dochonunup-6enkosbix KOMNNEKCOB

* Bonee cunbHbIN PaKTOP PUCKa peuuansa Tpombo03a
(Gali M. et al. Blood 2003; 101: 1827-32)

MoHaTue suptyanovHoe! MNMpucyrcreue LA oueHMBaloT no

OKa3aHHoMY 3P PeKTy — yaIMHEHUEe BpemMeHu
cseptbiBaHuA BTI B pochonmnnmnaHbix Tectax (AYTB,

MnB)
Jlyuwwaa KOM6UMHaLKMA KNOTTUHTIOBbIX TECTOB ANA

BbiABJ/IEHUA.
v/ TecT ¢ pa3segeHHbIM A40M raatokm Paccena™
v/ AYTB c YyBCTBUTE/IbHbIM peareHTom K LA




KoHTponb aHTUTpOMbBOTUUECKON Tepanumn
Tepanwa  Teew

Jle3arperaHTHaA Tepanua *MmopdOoPYHKLMOHANBbHAA OLLeHKA aKTUBaL UK
Tpombouutos.
*ACNUPUH- BO3MOXKHO onpeaeneHune 11-
rmapoKcuTpomboKcaHa B2 B moue

AHTUKOArynaHTbl *MHO,
HEeNpPAMOro AeucTeua *AYTB(nepuoguueckm).

HedpaKuMOHMPOBAHHDbIN *AYTB,
renapuH *TpombouuTsl,
*06LW MM aHanU3 Mmoum

HuskomoneKkynapHbin *TpombouuTbl,
renapvH *06LWmni1 aHaNnn3 moun,
*MmapKepbl TpombuHemuu (4-gumep, POMK)

TpOMGOI'IMTVIKM *CKPUHUHTIOBbLIE TECTbl,
‘pentnunasHoe sBpems,

*O-Avmep




TAKTUKA
npeaonepaunoHHOMN

NOAroTOBKM NaLUEHTOB




Bonpocbi 029 cbopa 2cemocma3uono2u4ecKo2o

aHAdMHe3d
(Koscielny J, Ziemer S, Radtke H,2004)
1. CunbHble HOCOBbIE KPOBOTEYEHUA?

2. CKNOHHOCTb K 06pa3oBaHuto 6e3 ABHbIX MPUYMH CUHAKOB (remaTtom) unm
KPOBOMNOATEKOB

(B He0bbIUHBbIX MmecTax)?

3. KpoBoTeueHuna us geceH 6e3 BMAUMbIX NPUUUH?

4. YacTtoTa NoABNEHUA CUHAKOB UK KpOoBOTeUYeHUi: 1-2 pa3a B Hegento nam yawe?

5. He6onblwune KposoteueHua (Hanpumep, nocne nopesa 6puTsoit), ocTaHaBAIUBAIOTCA
C/IMLLKOM MmeAa/ieHHO?

6. CunbHble U ganTenbHble KPOBOTEUEHUA NOC/IEe paHee NepeHeceHHbIX onepauunii?

7. CunbHbIEe UAK ANnTeNIbHble KPOBOTEYEHUA NOC/Ee yaaneHusa 3ybos?

8. TpaHcdy3ua npenaparos KpoBu? Koraa 1 no Kakou npuunHe?

9. 3a6oneBaHUA, CBA3aHHbIE C NOBbILLEHHOW KPOBOTOUMBOCTbIO, Y YU/1eHOB Baliei
cembu?

10. NMpuem aHaNbreTMKOB UK NPOTUBOPEBMATUYECKUX NpenapaToB?
11. Mpuem gpyrux npenapatos?

12. AnntenbHble (6onee 7 gHeit) meHCcTpyauun?




* Rapaport S. (1983) Bbiaenun uerbipe

YPOBHA BHUMAHMUA (B 3aBMCMMOCTU OT
aHamHe3a 60/1bHOro M Npeanonaraemomn onepauum)

K COCTOAHUIO remocTa3a, KoTopble
onpeaenaoT ob6vem ero goonepaLMOHHOro
nccnepoBaHUA




YpoeeHs |

* aHamMmHe3 06blUYHbIN, 3 06bem onepaTUBHOIO
BMeLlaTe/IbCTBa OTHOCUTE/IbHO HEeBEeUK
(Hanpumep, MHUU3NOHHaA buoncus
MOJIOYHOM }Kene3bl AN TepHUON/IaCTUKA).

* Hukakux CKPUHUHTIOBbLIX TECTOB NpoBoAUTDL
He CTOMT.




YpoeeHs I

* aHamHe3 06blYHbIN, N1aHNpyeTca 0b6vbemHan
onepauus, HO Cepbe3HOro KPoOBOTEYEHUA He
OXXupaetcs.

[on»Hbl 6bITb OL,EeHEeHbl coaep*KaHue B
KpoBu Tpombountos, ma3oK Kposu u MNTB,
4YTOo6bI BHIABUTD BO3MOXHbIE
TpombounuToneHnto, LUPKyNAaALnto
AHTUKOAryAAHTA WU BHYTPUCOCYAUCTOE
cBepTbiBaHuUe.




YpoeeHs I

aHaMHe3 yKa3blBaeT Ha UMeBLUMEe MECTO HapyLleHUA
remocrasa, a bonbHou byaer noaseprHyT npoueaype,
NPU KOTOPOWU remoCcTas MOXKeT HapyLaTbCA. ITOT
VPOBEHb TaK}Xe NPUMEHUM K CUTYaUUAM, NPU KOTOPbIX
MUWHUMaAIbHOE NocieonepauMoHHoOe KpoBoTeuYeHue
(KpoBOUM3NUAHME) MOXKeET NnpuHecTU ocobbiv Bpea
(Hanpumep, BHYTPUUEpENHbIE onepauun).

Ona oueHKn GyHKUMn TpomboumnTOB AO0NKHbDbI ObITb
nccneaoBaHbl AIUTENIbHOCTb KPOBOTEUEHUA U
coaepKaHme Tpombouuntos B Kposu. NTB n A4YTB
AONKHbI ObITb U3MEpEHbDbI ANA OUEHKU Koarynauum, a
csepToKk PnbpuHa gonKeH b6biTb UCCNenO0BaH HA
npeameTr aHomaznbHoro pubpuHonusa.




YpoeseHb IV

6onbHOM co0bLWMN O paHee MMEBLLUX MECTO PaCcCTPOMCTBaxX remocTasa, Uau
ero paccKas o npeabiayLmx cobbITUAX C BbICOKOM BEPOATHOCTbIO YKa3biBaeT
Ha 3TW paccTpoiicTBa.

[lonKHb! 6bITb BbIMOJIHEHbI BCE TECTbI, YTO U Npn yposHe I, natoc
Heobxoanma KOHCyNbTalMA remaTtonora.

B cpo4HbIXx cny4yanax Ans BbiABAeHMA ANCPUDBPUHOTEHEMUN NN LUPKYIALUN
B KPOBW aHTUKOArYNSIHTA AOMXHbI ObITb NCCEA0BAHbI arperauun
TpomboumtoB n TB.

BonbHbIM € 3a00/1€BaHUAMM NEYEHU, MEXAHUYECKOMN HKENTYXOU, NOYEYHOMW
HeA0CTaTOYHOCTbIO UM 3/1I0KAYEeCTBEHHbIMWU HOBOOOPA30BaHMAMMK A0
onepaunmn AoNKHbl ObITb NPOBEAEHbl UCCEeA0BAHNA COAEPHKAHMUS
TpomboumntoB B Kposu, A4TB, MNTB.

Ecnam nepeuyncneHHble TeCTbl OTpULATENIbHbI, HEOOXOAMMO NPOAONKATD
nposeaeHune cneyuann3npoBaHHbIX TECTOB Ha BblaB/eHMe agedpunumTa
onpepeneHHbiX ¢paKTOPOB CBEPTbIBaHUA KPOBU, BKAIOYaA ¢pakTtopbl VI,
IX, Xlll, u pakTop ¢oH BunnebpaHpa.




Anroputm npegonepaumoHHOro
CKPUHUHTIA

I eMOCTAZHOMIOTHYECKHHA aHAMHEE?

l H JaHHEIE (PHIHKATEHOTO 00CTIEI0BAHHA ‘

OTpHUATEEHEIH [TomoAHTeBHEH

L

boTemmad nporHoIHpYyeMad KPOBOIOTEPA
OmnepanHH Ha NedIeHH
HexycocTeeHHOE KpOBOODpAIIeHHE

IITB. AYTB. TpoMGOIHTEL

¢ ‘L ___p| Arperamms TPOMOOIIHTOR,
- AHTHTeHEl (faKTopa
Het Ha ¢ P

Bunnebparaa

T
[TomoxHETeTRHEI

Y
OTpHOATeIEHEIH ¥

IHarHOCTHES H Je9eHHEES

Mo#HO ONEepHPOBATE




[ToaroToBKa K onepatuBHbIM

BMmellaTenbCrBam
Onepauuun Ha JIOP-opraHax, B *Konnuecrso TpombouunTOB,
odpTaNnbMONOrNN, YENOCTHO- *BpemMs KpOBOTEUYEHMSA,
NIULLEBOM XNpPYyprum *npoTpombuHoBOE Bpems (N0 NOKa3aHUAM,
npu obwem
*06e3bonuBaHunmn)
O6wexnpypruueckme onepaumm n *Konmyecrtso TpombouUTOB,
onepauuu 6e3 3HauUUTENbHOMN *AYTB,
KposonoTtepwu *npoTrpombuHoBOE Bpems,
*dunbpuHoreH.

Kapauoxupypruueckme onepauum, Koarynorpamma CKPUHUHIoBas
TpaBMaTUUHbIE OnepaLmmn Ha

opraHax 6proWwHON NonocCTy,

NEerkKux U onepawumm c

npegnonaraemou 3HaunTeNbHoOMn

KpoBsonoTtepeu




