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Лабораторная диагностика тромбофилий
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Основные причины нарушений скрининговых тестов коагулограммы
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[ [ nporenna CiS |

KAMHUtICCKas M AAGOATOPHAs AMATHOCTHKA

ADC wamrine 5 miasme BA (5 cryvac
Ky el B A®C), meicokiti yposert
Kposit AHTHKAPIHOTHTHHOBIX aHTITE,
BomHanOIOro e anTiTen K Gera2-
anTikoaryaHTa ramsonporenty T/ wai
npoTpovGHy
Vposer Tlo H®A soime 10 wir/wn
romouncTenHa 5
Kposut
Hapywene | Criperie yposia naasmimmorena i
uGpiHonIza 10 aKTHBATOPOB, MOBBIICHHE
HrHGHTOpa axTiEATOpA
nnasworera
TILP — awarsocTika Hameune wyraumn Jleiizen
reneTieckinx (pesncrenrocTs daxtopa Va k
edextos, EHCTBINO aKTHBHPOBAHOTO
cnocoBbx nporennia C), nporpoGiia G
BhIsbIBAT 20210A wam
TpomGosH mernenTerpariapodonaTpeny kTasst

TIpit KAHHINECKI MOBILIEHHOM TPOMGOOGPASOBAHI B APTEPHATSHOM, BEHOSHOM 17
MIUKDOLIHPKY JATODHOM PyCHe, TI0CAE OGA3ATEALHOTO MPOBEACHH CKPUHMHIOBLIX TECTOB, 1 TIDH
CKIOHHOCTH K NAGOPATODHO MOATBEPATEHHOMY TIOBBILICHHOMY  TPOMBOOGpA3OBaHIIKD
(cunepRoGeyTAIA, 51 NCKTOMEHiEM  CTYSAA  WATHANA Y MAWENTA  BOTAHONHOTO
ANTHKOATYAITa, MPI KOTOPOM inveeTcs yamwierie AUTB mpi KAHMIINECKI MOBLIIEHHOM
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OCJIOKHEHHIT B [OC/IE0NepaiiioHHoM nepuoe (Tabi.9).

° Tabmmua 9 [1]

OpueHTHPOBOYHas cxeMa 00CIeIoBaHus A 0TO0pa GONBHBIX IPYTITBI PHCKA ITA
npoduIakTHKH TPOMO0IMOOTHIT B MOCTEONEPaIOHHOM MepHoIe

Metoabt Iaronorus
AUYTB T'unepkoarynsuus
Konuentpauus ¢pubpunorena Cabiue 6.0 r\n
Yposens PKOM Cabiure 10 Mr%
VYposenb A-numepa Cepiuie 500 Hrima
AxtusHocTs AT-I1T Menee 70%
Hapywmenust B cucteme nporenna C HO (HOpMann30BaHHOE OTHOLIEHIIE)
(pe3ucrenTHoCTb (hakTopa Va k metee 0.8
akTuMpoBaHHoOMy npoteuny C)
BosnyaHOUHbIi aHTHKOATY JIAHT Hanuune B niasme Kposi

VueT NaHHBIX aHaMHe3a M OOBEKTMBHOTO OOC/IENOBAHMA HApsly C MIAHHPYeMOil
CJIOKHOCTBIO ~ ONEpalu|, A TaKKe ydqeT TPOMOO(DMIMYECKHX —CIABHIOB 1O  JaHHBIM
BBILIENPHBEICHHOTO TabOPAaTOPHOTO CKPUHHMHIA MO3BOJIUT BBIABUTH 'PYTIY PHCKA MO Pa3BUTHIO
TPOMOOIMOOTHYECKHX OCTOKHEHHUIT A MpoBeaeHHs crenupueckoii aHTHTPOMOOTHIECKOTT
npodUIAKTHKI 3TOr0, HepenKo (aTanbHOro ocnoxkHeHus [1].
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TIpu IBC-cunapome BO3HHMKAeT MapaioKcalbHas CHTyaiws Hapactanus POMK mpu
HaTu4HH rHIo(GHOPMHOTEHEMITH, YTO CaMO 10 cebe ABNACTCS IMArHOCTHYECKHM MPH3HAKOM.

Tabmimua 10 [3]
JlaGopatopHble nokasarenn, xapakrepusytowuie (aser J[BC-cuHapoma.

Kon- | TIB | AY | ®ubpu- Dak- AT-
BO HOTeH TOPBI iy
Tp-B TB CBEpT-A

®aza rumep- N N/t N
KOAry Jisium

Pasa runo- H X [X: W " "

KOary isunum
I'ne: N- Hopma, 1- yUIMHEHNE BPEMEHHN CBEPTBIBAHMS, |- YKOPOUEHHE BPEMEHH CBEPThIBAHMA.

IHpunyunw revenun JJBC-cunopoma

Tpaucdy3uoHHas TepaIis CocTaBsieT OCHOBY Jiedens JIBC-cunnpoma n oGecrednsaer
KOppeKuuo Hapyu[el-mﬁ reMocTasa, B TMEpBYI0 O4Yepelb BO3MELIEHHE KOMIIOHEHTOB,
MOMUIEP/KUBAIOIINX AHTHTPOMOOTHYECKHiT MoTeHMan kposu (anTuTpoMOMH-III, mpotenn C,
MIa3MHHOTEH M €ro akTHBaToOpbl, (MOPOHEKTHH M 1p.) U HOPMANM3YIOIINX MPOLECC
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Tabmma 1 [1]

OcHOBHIe MpHHIL HApY NI CKPHHIHIOBHIX TECTOB KOAry IOTPaMMb

Merox
necrenosana

Manenenite
nokasarens

BoswokHe npiiE

Bpewn
KpoBoTeeriiz
(1opwa o
Adigit 2-5 wne)

Vioporerite

Tineparperatiis TpoMGOLITOB

Vamerme

~TpomGowTonenIA;

- CHIKEHIIE AreSHBHO-arPErauioNHLX CBoficTs
TpoNGouro;

- aeduurr aropa Bunnedpara;

- AieHie He{DPAKLIOHHPOBAHHbN renapiHoN (5
MeHbIEii CTTelH — HISKOMOTEKY.IAHBIMI
FeTaDHHANH), HETIPAMBIMI AHTHKOATY IAHTANI,

- ZIBC-cupom ((asa runokoary asunn);

- CHHIPOM MaccHBRBIX remoTpascdysiii, Ha dore
nepemBaIIIA KOIONION;

- ypemis;

- napanporensens, wiesonpodEpaTHBHbE 1
MHETOTHCTIACTINECKIIE Hapy WieHILA,

- MATOAOr A CTEHKH COCY 0B,

Komriecrao
TpomGoTos B
Kpow (opwa
180-320 x10%/)

Crinkeniie
anena

~ ocTpwii IBC-cHiapom;
- OCTpii 7efiK03, MHETOTHCTIACTINECKIE CHITPOML
- XiMHOTepaMIS, TyHeBas Tepani,

- CIUICHOMEraILS, FenaTOMIEHATLHbIT CHAPON,;

- reNApIH-HHAY UNPOBAHHAR TPOMGOLITONEHIA,

- skamnci, npesknamncis, HELLP-CHHIIPOM:

- SKCTPAKOpTIOPATHIIOE KpOBOOGpaIertite;

- HHTeHCHBHAS TPAHCY3HORHAS TepAMIA,

- MAPOKCHIMAbHAA HOYHEA TEMOTIOGHHY IS,

- iy sitie dopwsi natonori (CKB w apyrite
Konarenoswt, aniocom LI CHITTPOM,

MY HHas TDOMGOLUITONERITeCKas Ty pryDa),

- TpOMGOTHYECKaA TPOMBOLITONEHIECKas Ty prypa
(TTI), remonsmako-ypenuseckinii citapom (TYC).
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TpOMBOUHTOB B
Kposit (HopMa
180-320 x10°/)

uncna

- OCTpbili 7eii03, MHETOAICILIACTINECKIE CHAPOMI;
- XHMHOTEpAIS, Ty“ieBas Tepaniis;

- CILICHOMETaIIS, FeNATONICHABHbITi CHHIPOM;

- renapHH-II1y WPOBAHHS TPOMBOLITONCHIS,

- skammcns, npeaknamncis, HELLP-CHH/IPOM,

- SKCTPAKOPNIOPATLHOE KPOBOOGpAIEHHE;

- WHTEHCHBHAA TPaHC(y3HOHHAs Tepanis

- NAPOKCH3MAbHAS HOUHAA FEMOTTOGHAY IS

- vy sibie hopnbi naronorinit (CKB 1 apyrite
KoALIAreHo3L, AHTHGOCHOAMMIAHBLE CHIAPOM,
HMMYHHAs TPOMGOLITONeHItHeCKas Myprypa);

- TpOMGOTIHeCKas TPOMGOLITOMHIItECKas: TyprIypa
(TTIT), remommiko-ypemiteckiuii cimpom (IVC)

Tlosbienne
umena

- TIepBHHbITT TPOMBOLITO3 BCIACTBIE AeeTa
FeMOIOSTHECKIIX CTBONIOBBIX KAETOK (CTO
CONETAETEN C OHIIM 113 MHENONPOTH{EPATHBHBIX
3aGonepanni),

- BTOpIUHI, peaKTIBHbIi TPOMBOLIITO3 noce
1IePEHECEHHOrO OCTPOTO KPOBOTECHIIS, B CYHAAX
crutersKTOMIN (epes 1-3 Hexen), BHy TPHIONOCTHEIX
FeMATOMAX 110C/IE OIEPATHBHBIX BMEIIATEALCTE,
cnyers 7-10 auel OF KA1 TOKCHKO-HH(EKIUIONHOTO
JIBC-CHHIPOM, PH 310KAHECTBEHHBIX
HOBOOGpAzOBaHILIX
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HAMOUACE FaCTO BCTPETarOAXOl HApy TEHAR TeMoCTasa =)
e —

AUTB VKOpOHEHIE | - aKTHBALIS BHYTPGHHCTO My TH CREPTHIBNILA KpOBH
pi TpoMG03ax, TpoMGoaMBOIX, IBC-cHRAPOME
(PuneproaryasunonHas hasa)

- BO3MOJKHO IPH HOPMAIIBHO pOTeKAIOLLETE
GepementocT

Vifiheriie | - e LT GaKTOPOB BHYTPCRHETO My TH CBEpTBIBARIGT
kposi (VIIL, IX, XI it XIT) ~ npit HopMatsibix
pesyasatax IB;

- remodiis A (ki yposens dakropa VIII) i
remodiia B (isknii yposens dakropa 1X), pese
nipu revodmmii C (Hirskiuii yposerts akropa X1),
neduire paxropa XII,

- nedpuur paxropa BunneGpara (koraa yposers
tpaxropa VIII cocrapser Meree, tem 25% ot HOpMbI);
- Nlevetite He()pAKLUIOHIPOBAHHEIM reNapiHOM (B
Menbuieli creneni — HMT), Henpamiit

anTiKoary AAHTAMI;

- JIBC-cunnpom ((hasa runokoary swmin);

- CHHIPOM MACCHBHBIX remoTpancaysiil, a dore
TepenBAHIIS KOMIONIOR,

- HaIINIE BOTMAHONHOTO AHTHKOATY TAHTA,

VKOpOU€HIfe | - AKTHBAIIIA BHEIIHErO My TH CREpTLIBANH KPOBH it
DASTIHBIX BILIAX BHYTPHCOCY AHCTONO CREPTHIBAHIIS
KpOBI;

- Newertiie KomueHTpaTaMit (akTOpOB
IPOTPOMGIHHOBOrO KOMILICKCa.

Vanmenne | - neduuur i asomanim daxropos
POTpONGIHOROr0 KowAEKGa (VII, X, V, 1) i

L= NN o NOREN A El E| ROl R ) B e e =
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- CHIAPOM MaccHBHbIX remoTpancysiii, Ha hore
NePENBANIA KOIONOR;
- HATITNIE BOTMAHONHONO AHTHKOATY AAHTa.

Viopouenite

~AKTHBALIIA BHELIHETO My Ti CBEPTBIBAHITA KDOBI DIt
DASTIHBIX BILIAX BHYTPHCOCY AHCTONO CREPTHIBAHIIS
KpOBI;

- Newertiie KomueHTpaTaMit (akTOpOB
IPOTPOMGIHHOBOrO KOMILICKCa.

Vanunenne

- eyt 1w anomain daxTopos
npoTpomGHHoBOro Kommaekea (VIL X, V. TI) npu
NIPIIENE HETPAMbIX AHTHKOATY 1AHTOB, AediuiTe
simava K;

- 38601CBAHII TIEUCHIL I KETUHOTO My3bIPA;

- fleueHHe He{pPAKLIHOHIPOBAHHbIM FeNapHHOM,

- ABC-cunapom ((asa rimokoary i),

- CHHAPOM MACCHBHBIX remoTpancaysiii, Ha dore
TiepesHBaHIts KOJLIONIOB;

Viopouerite

- runepduGpiHorereMis (KonueHTpaws
uBpunoreria 6.0 s i Bbiue);
- ABC-cinapom (pasa rinepkoaryaawn).

Vanunenne

~ lleueHie HepaKLIOHIPOBAHHbIM TeNapHHOM,
- runouGpHHorereMits (KoHueHTpaws GuGpHHorena
Hipke 1.0 rwn) B Cayuasix passiTits ocTporo JBC
CHHPOMA ILTH JeHeHIH TPOMBOMHTIECKIMI
npenaparais,

- BAIIHIE APy TIX HHTIGHTOPOB MOMIMEPH3ALITH
uBpHH-MOHOMEPa (IAPATPOTEHHB, MiEAOMHbIC
Ge 11 2p.),
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Konuerrpauns | Crtxeriie | - octpoifi ABC-CHIAPOM,
ubpinorena 5 - aucuGpHHOreHeNIt
nasme (Hopya
1,840 /) TloBbiueHiie | - HHQEKLIORHBIC, BOCTATHTEAbHbIC IL1IT

ayTOMMMY HHbie MpOLIECCHI;
- AKTUBALII BHYTPIICOCY AUICTOTO CBEPTBIBAHIIS KPOBH
(tpowGostL, TpomGoamGomi, JIBC-cikzpon b ase
runepKoary ),
- HOPMATIbHO MPOTEKAIOIAT GEPEMEHHOCTD.

POMK (ropma | [losbiucriie | - akTiBaLILA By TPHCOCYAUCTONO CRRpTHIBAHI KPOBI
10 4.0 M%) (tpomGossi, TpomGosmGo, JBC-citapom);
- HOPMATIbHO MPOTEKAIOLAT OEPEMEHHOCTD.

Tanviep Tosbimenne | - KTHBALIA BRY TPHCOCY AICTOO CBEPTBIBARIS KPOBI
(Hopwa (tpomGossi, TpomGoaMGomti, IBC-citiapom)
<248 nrfun) - HOPMATbHO MPOTEKAIOILAs GEPEMEHHOCT.

B 3aBUCHMOCTH OT Pe3yJITATOB CKPHHMHTOBBIX TECTOB I KIMHIMECKIX MOKa3amiii
MOKET OKA3ATBCH HEOGXOMMMBIM HCCTEIOBAHNE OTICNBHBIX KOMIOHEHTOB CBEpTHIBAOLIEIT
crcTemsL. TIpHMeHsieMEIe METObI MOTYT GITh pasieneHbl Ha (yHKIMOHATbHBIE, OCHOBAHHBIE HA
ONPEAIENCHIH CTIEHNGINECKOii AKTHBHOCTH KOMIOHEHTA, H HMMYHOTOFINECKII, B KOTOPIX
M3MEPAETCS KOHICHTPALIIA AHTHIEHa
Vmounsaiwowee obcredosanue

Vrounsiouee 00CIe0BaHNE BKIIOYAET B Ce0si Takie AMArHOCTHYECKHE TECTbI, Kak.
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Tabmua 20!

Jluddeperumanbaas AHarHOCTHKA HAC/IEICTBEHHBIX FeMOPParHyecKuX KoaryJionaTHii.

Temodmmust A | Temodmmss B | ebunmr
BuTamuHa K

CKPMHHHFOBMC TECThbI
Bpewmst kposoTeueHust N
1B N
AYTB
DubpuHoreH N
Komnuectso N
TpombounTos

VTOuHsIOLIHE TECTbI
®Paxrop VIII N
®Paxrop IX 1l
®akrop VIL X, 11 N

T'ne: N- HopMma, 1- yIMHEHHE BPEMEHH CBEPTBIBAHILS, |- YKOPOUEHNE BPEMEHH CBEPThIBAHMUS.

B) MpuobpeTentbie Koary10naTHu

o] S0 @ 0 0 9] v El=] w0 08
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Kpiirieckinii yposeth aKTOPOB CBEPTHIBARII, BHI3bIBAIOLII KPOBOTENEHIte.

Daxrop
cBepThiBaniA

Hopvanbhbiii
yposerib

MunnmansHas
AKTHBHOCTB A1
remocrasa

Tlokasanus TecToB

Daxrop
BiunneSpanna

50-160%

>10%

1B
N

Daxrop [
(DuGpuriorer)

2-4 '\

0.4-0.5 rn

Daxrop 1T
(nporpomGis)

70-120%

20-30%

Daxrop V
(npoauerepint)

70-120%

10-15%

axrop VI
(npoxorepTii)

70-130%

10-15%

axrop VIIT
(asuremodins-
Hbili £7100y 1itk)

60-150%

>10%

Daxrop IX

(axtop
Kpiicryaca)

60-140%

Paxrop X (daxrop
Crioapra-
Ipayspa)

70-120%

10-15%

Paxrop XI (PTA-
(axrop)

60-150%

Darop XII

60-140%
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‘Waxrop [ =4 T U4-U5 rat T
(Pubpunoren)
‘®axrop IT 70-120% 20-30%
(npoTpomGuH)
‘®axrop V. 70-120% 10-15%
(npoauenepi)
‘®axrop VII 70-130% 10-15%
(mpokoHBepTHH)
‘Daxrop VIIT 60-150% >10%
(awurevopre-
Hbiii 106y MH)
‘Daxrop IX 60-140%
(axtop
Kpucrmaca)
Daxrop X (axrop | 70-120% 10-15%
CrioapTa-
Ipayopa)
@axrop XI (PTA- 60-150%
axTop)
@axrop XIT 60-140%
(darop
Xarewaria)
@axrop XIIT 60-140%
(puGpuncTadu-
M3HpYIOLHiT
axtop)

Tre: N- HOpMa, 1- yATHHEHHE BPEMeHI CBePTLIBANITA, |- YKOPOUSHHE BPEMeHI CBepTLIBaNILA.

BeposTiice BCGro, KPOBOTOMIHBOCTh NMPORBAACTCA NI COMETAHIN 1M KOMOHHaLMN
OTHGTBHBIX HAYIICHI TeMOCTa3a, KOTOPble TMOTGHUNHPYA IPYF JPYTa CHIOOBCTBYIOT
PASBIITIIIO FeMOPPAIMECKOTO CHHAPOMA

905@ T
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Msvieneniis nokasaTeneii cocyHeTo-TpOMGOIITAPHONO [€MOCTA3A MPH BPOATIEHHBIX
TpomGoITonaTHSX.

Sabo.enanne
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Goun-
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ron
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How
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¢
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Boaesm
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BuavieGpania

N; |
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nocts
VI

N

N

N

N

N

1

Cunnapow
Bepuapa-
Cyme

NI

Tpaiep
P
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N
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22 KAMHUYECKas M AaBOPATOPHAs AMATHOCTHKA
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Cyemanumii
aeuirr

Knebercxas
anovam

| rpovonron.
Hapymenns
cexpens

Cupost
Crorra

Tate: N- HOpMa, 1- yUTHHEHHE BPEMEHH CREPTHIBAHI, |- YKOPOUEHIE BPEMEHI CRepTHIBaIL

T) HpuoGperentibie HapyleHis TPOMGOLNTAPHOTO 3BeHA

K ZanHoMy THTy Hapy eI TPOMBOLIITAPHOTO 36CHA FeMOCTA3a OTHOGATCH HMMYHHbIE
TPOMGOLMTONHHI:  UMMYHHA  WAIONATIMECKas  TPOMGOLMTONHIECKas  Myprypa,
TPOMBOTIINECKaA TPOMBOLIITOeHINECKa My priypa (cHtipom MOLIKOBHL), TpoMBOIITONCHILA,
BbI3BAHHAS [ENAPHHOM, TPOMGOLHTO3

Tpovbounronennn
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Jlnbbepenumanoinii WATHOS  KPOBOTOUNBOCTH B ABHCHMOCTI OT  ivertemiii
CKPHHIHIOBbIX NIOKA3ATEIIET] CHCTEMbI TEMOCTA3.

Tepsiamiii naGopatopisii
cxpumr

BoaMokHas naTosorA
Komnvectso

TpowGouTos
N N 1 | Jedwmr paxropa Vit

Boresin BunaeGpara
N Tlepenosiposka renapia
et aropos VIIL IX, XI wn XII

AuTB | 1B

JIBC-chapom

Bapuansi TpomGoLITOnCHHii

TIeHeno IR HEAOCTATONHOCTE
eyt sirrasua K ¢ nequuron
daxtopos I, V i X

IS —

Teopparitieckiii Backy T, CicTemisie
Backy T

ECAi Bpevs KpOBOTEUeHIIs Y THEHO -
Gonesws BiuuneGpara,

T'te: N= HOpMa, T~ yILTHHeHIE BENEITH CBEpTLIBANIA, |- YKOPOHEHHE BpEMEHH CHEPTHBANIA

Banylo MHPOPMALMIO MOTYT [IaTh UMEIOUUIECH B THTEPATYDE JAHHBIE O CTENeHi
WIOMMOBAHHONO ZEGHUNTA TOTO W WHOTO (aKTOPa CBEPTBIBAHHA KDOBH, CTIOCOBHOI
NIPHBECTH K TEMOPPArI4EckoMy CHIIpOMY (Tad. 6).
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Tabmma 7 (1]
OPHCHTHPOBONHA CXGMa OBCCIOBAMIA 1A OTOOPA BOMBHBIX TPYNMsI PUICKa ATA
POHAAKTHKI KPOBOTCHCHIIT B MOCTICONEPALIOHHOM TIEPHOC

Metoas nccrienosaris Matonorms
Bpewist xposoreseris no Aiipi Bonee 10-12 wiryr
Kosiiectso 1poMo0LiTOB b kpon | Meriee 80-100 Thic\icn
AUTB Tnnokoary s

1B Tunokoary st
Konuerrrpauiis dubpinorena s kposn_| meriee 1.0 rt

IlpiieM achpiia i HECTCPOHHBIX MPOTHBOBOCTATHTENBHBIX MPENAPATOR  MOKET
YBeNIMUBATS  BPEMS  KPOBOTEHCHIA 1  CHIDKATH AArC3HBHO-arperaulionHyio  (yHKLIO
TPOMGOLITOB.

ECiit MpHeM aWTHATDEraHTOB IHCKIOYEH 10 JAHHBIM AHAMHESd NAINIEHTa, mpit
YIUIHEHII  BDEMeHH  KDOBOTEMEHilA PEKOMEHIYETCA ICCIIeNoBaTh ypopeib  (akTopa
BiuueGparna (B 51om cyvae Takske HabmonaeTes ymmierie AYTB — runokoarys).

B cryuae momiposantioro yamienis AYTB  HeOGXOZHMO I3MEPHTS  yPOBeHb
cpaxropos VIIL IX, XI nn XII, a Tacke ix HHriGHTOPOB.

Msomposanioe yanitenie 1B MOKeT GbITh CBA3HA ¢ H3OMMPOBAHHBIM ACGULITOM
dpaxropa VIL

Tpn onospementom yuninenin AYTB i [TB mpi HOpMATEHOM ypoBHe duGpHHoreHa,
TB, HOPMAJILHOM KOTHYECTBE TPOMGOLUTOB HEOGXOMHMO HIMEpEHHe BHTaMH K-3aBHCHMBIX
(baxropos_ceeproipars_kposu - 11 V_im X, jepuuit Kotopeix_moker nabionarses_npu
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