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1. Beoonasa uacme

Tpomboyumonamus - HapyuweHue cucmembsl ecemocmasa, 8 ocCHoeée Komopoceo

sexam KayecmeeHHoll 0egheKkm u oucgpyHKyua mpomboyumoae.

Mexaynapoanas kiaaccuuxanus 0osesneit — MKb-10/11 koxa (b1):

MKB-10 MKB-11

Kon Ha3zBanue Kon HasBanue

D69.1 KauecTBeHHBIC ACPEKTHI 3B62.0Y 3B62.0Y [Ipyrue yTO4HEHHBIE
tpoMbOonmToB. Cunapom beprapa- HACJICJICTBCHHBIC TPOMOOIIUTOIIATUHI
Cynbe. bone3ns ['nannmana.
TpomboacTeHus
https://mkb- https://icd.who.int/browse/2025-
10.com/index.php?pid=1456 01/mms/ru#1410128892%2Fother

2.JlaTa pa3paboTKH ¥ mepecMoTpa NpoToKkoJa: - 2025 rof, 1ara nepecMoTpa o Mepe MOsABICHUS
HOBBIX KIIIOUEBBIX JI0Ka3aTENbCTB. Bece monpaBku K MpeAcTaBIeHHBIM PEKOMEHIAIUAM Oy IyT
OITyOJIMKOBAHBI B COOTBETCTBYIOIIUX JJOKYMEHTAX.

- OTBGTCTBGHHOG yqpen(z[eHHe 110 pa3pa60TI<e JAHHOT'O KIIMHUYECKOT'O HpOTOKOHa nu CTaHI[apTaZ
PECITVBJIMKAHCKHWI HAVUYHO-TIPAKTUYECKUI MEIULIMHCKWI LIEHTP JETCKOM
OHKOJIOT U, TEMATOJIOT MU, UMMYHOJIOT U

3.CnucoK 0CHOBHBIX aBTOPOB, JOINOJHUTECJIBHOI'0 KOJVIECKTHBA aBTOPOB:

IMonaroBa K.III. - m.m.H., mpodeccop, aupekrop LleHTpa neTCKO TreMaToJoTuH,
OHKOJIOTHH M KimHUYeckor ummyHosoruu (JTHITIIOT'N)

MaxmynoBa A.Jl. - 1.M.H., 3aMeCTUTEIb TUPEKTOPA 10 HAyYHOU padoTte PecmyOnnkaHckuid
HAYYHO-TIPAaKTUYECKUH MeOUIMHCKUNA 1eHTp remartonoruu (PHIIMII) M3 PVs3;
V30ekucTaH, r. TalikeHT

MaxamananueBa I'.3. k.M.H., r1aBHBIN remaTosor PecyOnuku ¥Y30ekucTan 3aBeAyOmui
OTHeJIeHNEe TpaHCIUIaHTaIuu, PecnyOnMKaHCKUN Hay4dHO-TIPAKTHUYECKUN METUITMHCKUN
nentp remaronoruu (PHIIMIIT) M3 PVY3; V36ekucran, r. TamkeHT

beprep U.B. - k.M.H., 3aMecTuUTenh TJAaBHOTO Bpada, PecnyOnukaHCKWN HaydHO-
MpaKTUYeCKHid MeAUIMHCKUH 1eHTp rematoioruu (PHIIMLID) M3 PVY3; V30ekucras, T.
TamkeHT.

HNoparumoBa C. 3. - n.M.H., 3aBenyrouias 1-ii oHkoremarosnorueil LlenTpa nerckoit
reMaTOJIOTMH, OHKOJIOTHH U KauHHYecKoi ummyHosoruu (JIHITLIOT'N)

Epum6etoBa U. O. - 3aBenyromas 3-if oHkoremaroioruei L{enTpa geTckoii reMaToioruu,
OHKOJIOTMH M KJIMHUYecKoH nmmyHooruu (JIHITIIOT' M)

ApunoBa H.B. - 3aBenytomas 2-ii onkoremartonorueil LleHTpa IeTCkoil remMaroyioruu,
OHKOJIOTMH U KJIMHUYecKo# nmmyHooruu (JIHITIIOT' M)

Aamenoa H.H. — 3aBenyronias JHEBHBIM OTAeleHHeM LleHTpa AeTCKOM reMarosioruu,
OHKOJIOTMH M KJIMHUYecKo#i nMmyHooruu (JIHITIIOT' M)

bypxouutamaosa M.b. —Bpay-OHKOIJIOI JHEBHOIO-OTIEIEHUS  OHKOIE€MAaTOJOTHH
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https://mkb-10.com/index.php?pid=1456
https://mkb-10.com/index.php?pid=1456
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https://icd.who.int/browse/2025-01/mms/ru%231410128892%2Fother
https://icd.who.int/browse/2025-01/mms/ru%231410128892%2Fother

LlenTpa aeTCKON reMaTOI0T MK, OHKOJIOTHH U KinHuYeckoi ummyHosorun (JJHITLIOT'N)
HNmnazaposa X.M. —Bpau-remMarosor JHEBHOIO OTAENEHUs OHKoremarosnoruu llentpa
JETCKOM reMaToJIOTHH, OHKOJIOTHH U KiIuHIYecKor nummyHnooruu (JITHITLIOI'N)
Ilykyposa J.b. — Bpay-remaTojor IHEBHOIO OTAENEHUs OHKoreMmarojoruu llentpa
JIETCKOM reMaToJIOTHH, OHKOJOTHH U KIHHHYecKor ummyHnooruu (JITHITLIOT'N
AxpapoBa H.K.- Bpau-remaronor otaeneHus remopmwinu PecnyOnukaHCKUIl HaydHO-
MPaKTHYECKU MeauImHcKui 1ieHTp remaroioruu (PHIIMII) M3 PVY3; V36ekucrasn, T.
TamkeHT
AoaypaxmanoBa H.H. — Bpau-tpancdysuomnor LleHTpa 1eTCKO# reMaToIorui, OHKOJIOTUN
U kiuHnYeckoi ummyHosoruu (JIHITLIOT' W)

MamarkyaoBa J[.®. — K.M.H., Bpa4-reMaToJIOI KOHCYJITaTUBHON NMOJMKIVHUKKA LleHTpa
JETCKOI TeMaTOJIOrHH, OHKOJIOTHH U KianHuYeckoi ummyHosorun (JIHITLIOI'N)

Kuanyesa I'.X. — k.M.H., Bpau ¢usuorepanest npu PCHIIMIL] I'emaTonoruu

HNuositoB X.II. — k.M.H., goueHT Kadenpsl remartojgoruu u Tpanchysuonoruu «llenTp
pa3BUTHUS TPOPECCHOHAITBHON KBaTU(UKAIIUH METUIIMHCKUX paboTHUKOB rpu” M3 PY3

CagueB 3.P. — nerckuii remaronor, riaaBHbIA crenuanuct CamapkaHICKod oOnactw,
3aBEAYIOIIMN  OTJEelNeHeneM  OoHKoremarojorun  Jlerckoro  MuorompodwibHOTO
Menununckoro Llentpa M3 PVY3

PaxmaroBa H.H. - nerckuii remarosior, TJIaBHBIA CHeUaNKCT byxapckoit obiacTw,
3aBEIYIOUINI  OTIeneHeneM oOHKoremarojsoruu  Jlerckoro  MHOronpogmisHOTO
Menunuuckoro Lentpa M3 PY3

HrambepaueBa M. 3. - neTckuil remarojior, TJIaBHBIM CHENUATUCT AHIUXKAHCKOU
o0JacTu, 3aBeNyIONUNA OTAEIEHUEeM OHKoremaTtoyioruu Jlerckoro MHorompoduisHOTO
Menunmackoro Lentpa M3 PVY3; Y30ekucran;

4. PenleH3eHTHI:

1. Maxmynosa A./l.-1.M.H, 3aMECTUTENh TUPEKTOPA M0 HAYYHOU paboTe PecnyOmnkaHCKOTO Hay4YHO-
MPAKTUIECKOTO MEIUIIMHCKOTO [[EHTPA TeMaTOJIOTHH

2. KaiomoB A.A.- 1.M.H, 3aMecTUTelb O JiedeOHOH paboTe PecmybnukaHCcKoro Hay4YHO-

MPAKTUYCCKOro MCAUIMHCKOI'O HEHTpPa IréMaToJIOTrun

5. BHenIHsAs DKCIEePTHASA OIICHKA

3.KimmHndeckuil mpoTokos 00Cyk/1€H U PEKOMEHOBAH K YTBEPKJIEHUIO ITyTEM JOCTUXCHHUSI
He(OopMaJIbHOI0 KOHCEHCyca Ha 3akiitounTesbHoM CoBelanuy pabodeil Tpymiibl ¢ ydacTHEM
npodeccopcKo-Tperno1aBaTeIbCKOr0 COCTaBa BBICIIUX YUeOHBIX 3aBE/ICHUH, OPraHu3aToOpoB
3IpaBOOXPAHEHUs , Bpaueil perMOHAIbHBIX YUPEKIECHUN CUCTEMbl T'€MaTOJOTUH B OHJIAIH-
dbopmare u odnaitn r., mpotokoa Ne5. [Ipencenarens yaeHoro cosera mpodeccop,
n.m.H [Tonatosa JI.111.

4. KnuHu4eckuil NMPOTOKOJI PACCMOTPEH M YTBEPXKACH YUeHbIM PecrnyOnukaHCKMil Hay4yHO
CHPAaKTHYECKOTO [IEHTPa OHKOJIOTUH, FeMaToIoru 1 uMMyHosiorun 25.04.2025 r., mpoTokon
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TexHnueckas sKcIepTHas OLIEHKa M PEJaKTUPOBAHHUE: DKCIIEPTHAsI OLIEHKA CIIELUAINCTOB
SKCHEPTHOMN TPYIIBI TP MUHUCTEPCTBE 3paBooxpaHeHus PecniyOinku Y36ekucran

6. CnHcok coxkpalleHui

AT - apTepUallbHas TUIIEPTEH3US

Al - apTepuangbHOE JaBJIEeHNE

AlJlar — aTaHMHAMUHOTpaHc(hepas3a

ACat — acmapraTaMHHOTpaHcepasza

BE - bere3na enunuma

AT - WHJYKIUS IMMYHHOU TOJIEPAHTHOCTH
HN®DA - UMMYHO(EpMEHTHBIH aHanu3

KT - KOMIIBIOTEPHAS TOMOTpadust

OAK - OOmwmii aHaTM3 KPOBH

OAM - 0O aHAIHU3 MOYH

TILP - IoJIMMeEpa3Has IIeITHas peaKIus

COD - CKOpPOCTBb OCEHaHUs SPUTPOLIUTOB
VY3U - YIBTP3BYKOBOE UCCIIEIOBAHUE

OrJcC - ¢hubporacTporyoAeHOCKOIHS

qAa - 94acTOTa JbIXaHHUS

UCC - 4acTOTa CEPAEYHBIX COKpPAIICHUI
OKT - 3JIEKTPOKapIuoTpadvist

OxoKI" - 9xoKapauorpadus

SAMPT — SICPHO-MarHUTHASI PE30HAHCHAs TOMOrpadus
AYTB AKTHBHPOBAHHBIA YACTUYIHBIN TPOMOOIIIIACTHHOBOE BPEMS
I[ITHn IPOTPOMOMHOBBIN UHAEKC

1B OPOTPOMOHMHOBOE BPEMSI

T'AT reMOJIN3aT arperalluOHHbINA TECT




®II (GuOPUHOreH MIa3Mbl

TIT TPOMOOIUTOTIATHI

Karteropusi naumeHToB
BOHBHBIG, ACTHU U B3POCJIIBIC, C TIOAO3PCHUCM Ha TpOMGOHHTOHaTI/IIO.

HeneBas rpynmna npoToxkoJia
1. Bpay-Te€MaToJIor;

2. Bpay-TpaHcdy3noor;

3. Bpady o0IIeH MPaKTUKH,

4. Bpay-IeIuaTp;

5. Bpay-TeparieBT;

6. Bpa4-CTOMATOJIOT;

7. Bpay CKOPOM MEIMUIIMHCKON TOMOIIN;
8. Bpay4-ypoJIorT;

9. Bpa4y-HEHPOXUPYPIH;

10.  Bpau-TpaBMAaTOJIOT-OPTONEN;

11. Bpay-COCYAUCTBIN XUPYPT;

12.  Bpay-akymep-rHHEKOJIOT;

13. Bpav-aJiJIeproJior-uMMYHOJIOT;

14. Bpa4-aHECTE3UO0JIOr-PEaHUMATOJIOT;
15. Bpa4-T€HETUK;

16. Bpay-JIepMaTOBEHEPOJIOT

17. Bpay-Xupypr;

18.  Bpay-HEOHATOJIOT;
19.  Bpay-oTOPHHOJIAPUHIOJIOT;
20. BpaY-TIACTUYECKUA XUPYPT;

Ikana onmeHKH ypPOBHel 10CcTOBepHOCTH AoKa3aTteabcTB (Y1) niis MeTOA0OB IMATHOCTHKU

(IMarHOCTHYEeCKUX BMELIATEIbCTB)

Y1 PacuimgposBka
Cuctemaruueckue 0030pbl HCCIEIOBAaHUNA C KOHTpPOJIEeM pedepeHCHBIM METOJOM WM
1 CHCTEeMaTHYeCKHi  0030p paHIOMU3HMPOBAHHBIX  KIMHWYECKUX  HCCIEIOBAHUH ¢

IMPUMCHCHUCM MCTAa-aHAJIN3a
OTI[CJ'IBHBIC HCCICO0BaHUA C KOHTPOJIEM pe(l)epeHCHI)IM METOJOM HWJIH OTACIbHBIC
PAaHAOMU3UPOBAHHBIC  KIMHUYCCKHUC  HCCICHOBAaHUA W  CHUCTCMATHYCCKUC O630pH

2 UCCIEeIOBaHMM J11000T0 AM3aiiHa, 3a UCKIIOYEHHEM PaHAOMU3HPOBAHHBIX KIMHHUYECKUX
MCCIe0BaHMM, C MPUMEHEHHEM MeTa-aHallu3a
HccnenoBanuss 6e3 TMOCIEIOBAaTEIbHOTO KOHTPOJIS pedEepeHCHBIM METOJOM  WJIU
3 UCCIEeOBaHUs. C pedepeHCHBIM METOJOM, HE SBISIIONIMMCS HE3aBHCHUMBIM  OT

HUCCICAYEMOI'0 METOAa NI HCPAHAOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHMA, B TOM
YHUCJIC KOTOPTHBIC UCCICOAOBAHUA




HeCpaBHI/ITeHBHBIG HCCICA0BAaHNA, OMMCAHNC KIIMHUYCCKOIO ClIy4das

Hmeercs aumb 000CHOBaHNE MEXaHM3Ma HCﬁCTBHH HJIM MHCHHUC OKCIICPTOB

IIIxajia oneHKH YPOBHel 10cTOBepHOCTH AoKka3aTeanscTB (Y1) niast npoduiiakTH4ecKux,

Jle4eOHbIX, peadMJINTAIMOHHBIX BMEIIATEIbCTB

YA Pacuiugposka

1 Cucremarunueckuii 06030p PKU ¢ mpuMeHeHneM MeTa-aHaIn3a

2 Otnenpapie PKM um cuctemaTudeckne 0030pbl HCCICAOBAHHWM JFOOOTO auM3aiiHa, 3a
uckmouenneMm PKH, ¢ npuMeHeHneM MeTa-aHaan3a

3 HepanaoMu3upoBaHHBIE CPABHUTEIBHBIE HCCIIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIECIOBAHUS

4 HecpaBHuTenbHble UCCIIEOBaHMSI, ONMCAHUE KIMHUYECKOTO CiIydas WM CEpPUU CIIydaes,
VICCJICIOBAHMSI «CITY4ali-KOHTPOJIbY

5 Nmeercs numbe 00OCHOBaHME MeEXaHU3Ma JCHUCTBUS BMEIIATENbCTBA (JOKIMHHUYECKUE

MCCJIEIOBAHMSI) MJIM MHEHHE DKCIIEPTOB

HIkana ouenku ypoBHeil yoenuteabHocTH pekomMenaanuii (YYP) nust npopuiakTuyeckux,

AUHATHOCTHYE€CKHUX, ﬂeqeﬁnmx, peaﬁnnnTaunonﬂmx BMeHIAaTeJIbCTB

yyp

Pacuiugposka

CunbHasg pexkoMeHJalMs (Bce paccMaTpuBaeMble KpUTEpUH S(PGHEKTUBHOCTH (HMCXOJIBI)
SBJISIIOTCS. BOXHBIMH, BCE MCCIICAOBAHMSA HMEIOT BBICOKOE WIIHM YIOBJIETBOPHTEIHLHOE
METOJOJIOTUYECKOE KaueCTBO, MX BBIBOJBI MO HWHTEPECYIOMIMM HCXOJaM SIBIISIOTCS
COTJIACOBAHHBIMH )

VYcioBHast pekoMeHaalus (He Bce paccMaTpuBaeMble Kputepuu 3h(HEeKTUBHOCTH (MCXOIBI)
ABJISIOTCSI BaXKHBIMU, HE BCE HCCIEIOBaHMS MMEIOT BBICOKOE HIIM YJIOBJIETBOPUTEIHHOE
METOA0JIOTUYECKOE Ka4eCTBO M/UJIM UX BBIBOJBI 10 MHTEPECYIOIINUM HUCXO0/1aM HE SBIISIOTCS
COTJIACOBAHHBIMH )

Cnabass pexomeHaamusi (OTCYTCTBHME JOKAa3aTeIbCTB HAJJICKAIIEro KadecTBa (Bce
paccMaTtpuBaeMble KpUTEepHH 3(P(GEKTUBHOCTH (MCXOMbI) SBISIOTCS HEBAXHBIMH, BCE
UCCIECOBAaHUS MMEIOT HHU3KOE METOJOJIOTHYECKOEe KadecTBO M HUX BBIBOJBI 10
MHTEPECYIOIINM UCXO0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMU )




OraBienue
HAHI/IOHAHBHBII?'I KJIMHUYECKUWM [TPOTOKOJI JUATHOCTUKUA U JIEUEHU I 10O

HO3OJIOT'IN « TPOMBOLIMTOITATHSI® ...ttt et 5
HAILTMOHAJIbHBIN KIIMHUYECKUU [TPOTOKOJI MEULIMHCKUX BMELIATEJIBCTB 10
HO3OJOTUU «TPOMBOLIATOITATIISI ..ot 17
HALIMOHAJIbHBIN KIIMHUYECKUU [TPOTOKOJI [TIPOOUIIAKTUKU U PEABUJINTALIUU
1O HO3OJIOT U « TPOMBOLIATOTITATIISI® ..ottt eeeet e ene e ee e en e, 25
HALIMOHAJIbHBIN KJIIMHUYECKUU ITPOTOKOJI TMAJUIMATUBHON MEJJUIIMHCKOM
[IOMOIIU 10 HO30JIOI' U

CKTPOMBOLTOITATHUS......ovviiiiiiiiiiiice e 61



2. BBEJIEHHE

TpomOonuTonaTusi - HapylIEHHE CHCTEMBI TE€MOCTa3a, B OCHOBE KOTOPOTO JieXKat
KayeCTBEHHBIN 1e(heKT U TUCPYHKIUS TPOMOOILIUTOB.

KitroueBbIMH acnieKTaMu yJIy4IICHHUS COCTOSIHHUS 3[J0POBBSI M MOBBIIICHUSI Ka4eCTBA >KU3HU
SBIISTIOTCSL:

. [IpenoTBpaleHre KPOBOTECUEHHUI;

. Jleyenne O0CI0KHEHM NOCTIE TEPANUK, BKIKOYAs:

Bupycnyro(bie) uHbekuuio(n), mnepegaBaeMyro(ble) uepe3 NpPOM3BOJHBIE KPOBH U
TPeOYIOIIYIO(HE) TUTEIHHOTO JICYCHHUSI.

OTH 1eNU Tepanuy Jy4llle BCEro AOCTHraloTCsl OpUragoi CHeluanucToB 3ApaBOOXPAHEHUS,
KOTOpbIe 00€CreyrBaoT KOMIUIEKCHOE MEAUIIMHCKOE O0CTYKUBaHUE.

Onpenenenne
Tpombouuronmatun (TII) — rpynma remopparuueckux 3a0oJieBaHMN, BO3HUKAIOLIUX

XapakTepu3ylomiascss HapylieHneM (QyHKIUM TpPOMOOLMTOB MPH HUX HOPMAJIbHOM, HECKOJBKO
cHIKeHHOM(>70x10/11) i TOBBIIIICHHOM KOJIMYECTBE.

2.4 JTHOJIOTHS U MATOTeHe3 UCXOAAT U3 KiIacCu(PUuKanu TPOMOOUTONATHIA
Koscielny J, Ziemer S, Radtke H, Schmutzler M, Kiesewetter H, Salama A, von

Tempelhoff GF. Pr-eoperative identification of patients with impaired (primary) haemostasis.
A practical concept. Hamo-staseologie. 2017;27:177-
84. [PubMed] https://nodgo.org/sites/default/files/24%20%28%D0%93%29%D0%A2%D1%80%D0
%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1
%82%D0%B8%D0%B8.pdf. Inherited Platelet Disorders: An Updated Overview.

2.5 Knaccudukanus TpoMOOUUTONATHH

Scharf RE. Acquired platelet function disorders: pathogenesis, classification, frequency,

diagnosis, clinical management. Hamostaseologie. 2018;28:299-311. [PubMed] [Google

Scholar]
https://nodgo.org/sites/default/files/%D1%82%D1%80% D0%BE%D0%BC%D0%B1%D0

%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0
%B8.pdf

-HacnenctBennsie TpoMOOIIUTONIATUI

-[IprnoGpeTéHHbIe TPOMOOIIUTONIATHI
A. Hacneocmeennwie ¢hopmor mpomooyumonamuii
OCHOBHBIE TATOT€HETUYECKUE TPYIIIIHI:
1. CpszanHble ¢ MeMOpaHHBIMH aHoOManusMHu (cunapoMm bepnapa-Cynse, CKOTT CHHIpOM,
niceBnoOose3Hs Bumnedpanaa, tpombactenus [ maniimMana u ap.)
2. Cs3aHHBIC C BHYTPHUKJICTOYHBIMU aHOMAIUSIMU a) OOJIE3HW HEOCTATOYHOCTH IyJia XpaHEHUs -
neUINT TUIOTHBIX U anbda-rpanyn (6one3ns ['epmanckoro-Ilynnaka, TAP-cuaapom, CHHIPOM cephIxX
TpOMOOIHUTOB, CHHIpOM Yeanaka-Xuracu, ciHIpoM [ pucnenny, nedunuT mIOTHBIX TPaHyI U Ap.)
0) HapylIeHHE PEaKIMU BBICBOOOXKIEHUS TPaHyJ W UX KOMIIOHEHTOB (Ae(PEKT IMUKIOOKCHUTCHA3BI,
TPOMOOKCaH-CUHTETA3bl, TUTOKCUTEHA3bI U JIP.)
3. CMmemranHbple TpOMOOIIMTapHBIE HApyIIeHUs (CuHApoMbl Mesi-XerrnuHa, Buckorra-Onapuya u ap.)
4. JucyHKIusS TPOMOOIMTOB TUIA3MEHHOTO TeHE3a W MPHU COCYIUCTBIX OUCIUIa3usx (00Je3Hb
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https://pubmed.ncbi.nlm.nih.gov/17694224
https://pubmed.ncbi.nlm.nih.gov/17694224
https://nodgo.org/sites/default/files/24%20%28%D0%93%29%D0%A2%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/24%20%28%D0%93%29%D0%A2%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/24%20%28%D0%93%29%D0%A2%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://pubmed.ncbi.nlm.nih.gov/33926054/
https://pubmed.ncbi.nlm.nih.gov/19132161
https://pubmed.ncbi.nlm.nih.gov/19132161
https://scholar.google.com/scholar_lookup?journal=H%C3%A4mostaseologie&title=Acquired+platelet+function+disorders:+pathogenesis,+classification,+frequency,+diagnosis,+clinical+management&author=RE+Scharf&volume=28&publication_year=2008&pages=299-311&
https://scholar.google.com/scholar_lookup?journal=H%C3%A4mostaseologie&title=Acquired+platelet+function+disorders:+pathogenesis,+classification,+frequency,+diagnosis,+clinical+management&author=RE+Scharf&volume=28&publication_year=2008&pages=299-311&
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf

Bunne6panna, 6ome3ns nepca-/lannoca u ap.)

OyHKIMOHATBHO-MOP(HOIOTHYECKUE (POPMBIL:

1)HapyieHue aare3un TpOMOOIIMTOB

* cuaapoM bepuapa-Cyinbe (nedunut wmm nedekr komruiekca GPIb-1X-V)

* 0one3nb Bueopanaa (nepunut nnu gedext vWF)

2)Hapyienue arperaiuy TpoMOOLIUTOB

* tpombactenus ['nmannmana (aedunut wiu nepext GPIIb-111a)

* HacneAcTBeHHas adubpuHorenemus (nepunut wiu nedext alllp3, pubpunorena)

3)HapymieHre BEICBOOOXKICHUS U ASDUIIAT TPaHyI

* Jlepuuur mnyma XxpaHeHus anbpa-rpaHyn (CHHAPOM ceprlx TpoMOouuToB, APC-cunapom,
KBebekckuit TpoMOoITapHbiii cuuaapoM, cuuaapoM I[lapu-Tpycco) 6eTa-rpanyn (AeUIUT TIIIOTHBIX
rpany, 6one3np ['epmanckoro-Ilymnaka, cunapom Yennaka-Xuracu, TAP-cunnpom) a- u S-rpanyn
(meduIuT IIOTHBIX U a-TPaHy)

4) Hapymenue popMupoBaHus 1 AeQUIIT CUTHATBHBIX ITyTEH

» JledekThl pernenTtopoB aroHUCTOB: TpoMOokcaHa A2, komareHa, AJl®, snunedpuna ¢ Jledexr
aktuBanuu G-nporeunna: nepurut Gaq, anomanus Gas, gepurut Gail

* JlebexT meTabonusma dochatuaunrHo3uToNa - nedurut dpocdonmmazer C-2

* Jlebexr ™moOmmm3zauuu kambimst * Jledexkt QochopunupoBanus IMIEKCTpUHA - JAeQUIUT
nporenHKUHA3bl-C ¢ HapymeHnue oOMeHa apaxuOHOBOW KHCIOTHI M TPOMOOKCAaHA - HapyIICHHUE
BBICBOOOXKJICHUSI  apaxUJAOHOBOM KHCIOTBI 6 - ACPUIMT [HKIOOKCHUTEHA3bl - Je(UIUT

TPOMOOKCAaHCHHTETa3bl * AHOMAJIMH 3JIEMEHTOB IIUTOCKeNeTa - cuHApoM Buckorra-Onnpuya

* Hapymenue B3auMoieicTBUs TpPOMOOIUT-(hakTOp cBepThiBaHUA (IedekT dochomunuao
MeMOpaHsbl) - cuHipoM CkoTTa * CoueTaHHBIC BPOXKICHHBIC HApYIIEHUS - aHOMasusi Mesi-Xerrimaa,
6one3nb JlayHa, CHHIPOM Me3eHXUMaIbHOU auciuiazuu, TAP-cunapom

TpoMOomuTONaTHH, COMMPOBOKIAIOIINECS TPOMOOIIMTOIICHUEH

1. Mansle pa3mepbl TPOMOOIUTOB - CHHAPOM BuckorTa-Onapuya, X-clerieHHas TpOMOOIMTOTICHHUSI.
2. HopmanbHbIEe pa3Mephl - BPOXKJICHHAs amerakapuoruTapHas TpoMOoruTonenus, TAPcunmpom,
amMerakapuolnuTapHas TPOMOOIIMTONICHUS C BPOKICHHBIM PaAHOYyIbHAPHBIM CHHOCTO30M, 8y TOCOMHO-
JOMUHAHTHAs TPOMOOLMTOINEHUS, CeMeilHas TPOMOOIMTONATUSI C MPEAPACHONOKEHHOCThIO K
Pa3BUTHIO OCTPOIO MUEIIOMIHOTO JIEWKO3a.

3. Kpynnabie TpomOonuTh! - cuaapom bepuapa-Cyinbe, cuaapom u Jxopxu, TpOMOOIIUTAPHBIHN THTT
6one3nu Bunnebpanna, cunapom cepbix TpombonutoB, APC-cunnpom, rpynmna cuaapomo MYHO,
X-crernyeHHas TpoMOOIMTONEHUsT ¢ Tajmaccemuei, cuuapom I[lapu-Tpycco, CpeamzeMHOMOpPCKas
MaKpOIUTONaTH4YecKast TPOMOOIIUTONICHUS, IU3IPUTPOIIOITHUECKASI aHEMUS C TPOMOOIIUTONICHHEH.

b. Ilpuoopemennvie (cumnmomamuuecKue) mpomooyumonamuu.

1. IIpu remo0nacTo3ax ¢ qu3arperalioHHbIe THIIOPEreHEPATOPHEIE;

* (hopmel oTpebnenus (npu passutuu IBC-cunapoma);

* CMEUIaHHOT'O THUIIA.

2. [lpu muenonpoardepaTuBHBIX 3a00I€BaHUAX U CCCHIIMATBHON TPOMOOIIUTEMUH.

3. [Ipu Butamun B12-nedunutHol aHeMUN.

4. Ilpn ypemun (HapyIlIeHUE aJAre3UBHO-arperaliiOHHON (PYHKIIMH TPOMOOILIUTOB, peXe - pETPAKIIUN
CTYCTKQ).

5. Ilpu muenomHoM 60sie3HM, 601e3HN BanbaeHcTpema, rammanatusx (0J10kaae TpPOMOOIIMTOB MaKpo-
Y TIapanpoTeHHaAMH).

6. Ilpu 1muppo3ax, OMyxojsX M Mapa3uTapHBIX 3a00JEBAHUAX NEUEHH (HAPYIICHUS aare3uBHO-
arperauoHHOW (QyHKIMKU TPOMOOILIMTOB BCIEACTBHE META0OJMYECKUX HAPYIIEHUH, CEKBECTPALUs
TPOMOOIIUTOB B TOPTAJIbHON CUCTEME, MOTpeOIeHrne KPOBSHBIX IUIACTMHOK NpH pa3Butun JIBC-
cunaapoma). 7. [lpu niuHre (HapylieHne B3auMoIeicTBHs ¢ SHIoTenneM u AJ{d-arperamueii).

8. IIpu ropMOHANIBHBIX HAPYLICHUSX - TUIIOICTPOTCHUH, TUIIOTUPEO3aX.

9. JlekapcTBEHHbIE M TOKCUT€HHBIE (POPMBI (TIpU JICUEHUU ACHUPUHOM U JPYTUMHU HECTEPOUIHBIMHU
MPOTHBOBOCTIAJMTEIBHBIMA TIpeNapaTaMH, aHTUOMOTHKAMM - KapOEHIMJUIMHOM, TEHUIMIIMHOM;
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TPaHKBUJIIN3aTOpaMH, HUTpOPypaHaMH, IUTOCTATUKAMU U JP.).

10. Ilpu mydeBoii 6one3HU.

11. IIpu MacCUBHBIX TeMOTpaHCHY3UIX U HHPY3UIX PEOTOTUTITIOKHHA.

12. TIpu Gonbiux TpoMO03aX U TUTAHTCKUX aHTHOMAaX (TPOMOOIMTONATHS TIOTPEOJICHUS).

b. [IpnobpereHnnpie (CHMITOMATHYECKHE) TPOMOOITUTOITATHH.

1. ITpu remo0acTo3ax * qu3arperaoHHbIe THIIOpEreHepaTOPHEIE;

* ¢popmel motpebnenus (nmpu pazputun JJBC-cuHapoma); © cMEIaHHOTO THUTIA.

2. [Tpu muenonpoardepaTuBHBIX 3a00JI€BaHUAX U CCCHIIMATBHON TPOMOOIIUTEMUH.

3. IIpu Butamun B12-gedunutHoit aHeMun.

4. Ilpn ypemuu (HapylIeHUE aJAre3UBHO-arPeralliOHHON (PYHKIIMH TPOMOOILIUTOB, peXe - pETPAKIIUN
CTYCTKa).

5. Ilpu muenomHoit 6oe3un, 6one3nu Banbaenctpema, rammanarusx (0:10kazae TpoMOOIIMTOB MaKpo-
Y TIapanpoTenHaAMH).

6. Ilpu 1muppo3ax, OmMyxojsX M Mapa3uTapHBIX 3a00JEBAHUAX NEUEHH (HAPYIICHUS aare3uBHO-
arperauoHHOW (QyHKIMU TPOMOOILIMTOB BCIEACTBHE META0OJMYECKUX HApYIIEHUH, CEKBECTPALMs
TPOMOOIIUTOB B MOPTAJIbHON CUCTEME, MOTpeOJIeHnEe KPOBSHBIX IUIACTMHOK NpH pa3Butun JIBC-
cunaapoma). 7. [lpu niuHre (HapyIleHne B3auMoieicTBHs ¢ SHIoTenneM u AJ[d-arperamueii).

8. Ilpu ropMOHANIBHBIX HAPYIICHHUSX - THIIO3CTPOT€HUH, THIIOTUPEO3aX.

9. JlekapcTBEHHbIE M TOKCUT€HHBIE (POPMBI (TIpU JICUEHUU ACHUPUHOM U JAPYTUMHU HECTEPOUIHBIMU
MPOTHUBOBOCTIAJMTEIBHBIMA TIpENapaTaMy, aHTUOMOTHKAMM - KapOEHIWJUIMHOM, TEHUIMIIMHOM;
TPaHKBUJIIN3aTOpaMu, HUTpOPypaHaMH, IUTOCTATUKAMU U JP.).

10. Ilpu mygeBoii 6one3HU.

11. IIpu MmacCUBHBIX TeMOTpaHCHY3UIX U HHPY3UIX PEOTOTUTIIIOKHHA.

12. TIpu Gonbiux TpoMOO03aX U TUTAHTCKUX aHTHOMAaX (TPOMOOIMTONATHS TIOTPEOJICHUS).

Knununueckasi kKapTuHa:
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0

%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0
%B8.pdf

Knununyeckast kapTHHa 3aBUCUT OT KQUE€CTBEHHBIX M KOJMYECTBEHHBIX Je(PEKTOB TPOMOOIIUTOB —
TSYKECTh FEMOPPArn4eckoro CHHAPOMa MOKET 3HAUUTEIbHO BappupoBathbes. [lpu nerkoit
KPOBOTOYHMBOCTH MOYKET OTMEYAThCS CKIIOHHOCTh K CHHSYKOBOCTH MPU MaJbIX U HE3HAYUTEIbHBIX
TpaBMax, Ha MECTE CIIaBJIMBAHUS PE3UHKOM; IepuoInYecKre HeOOMIbHbIE HOCOBbIE KPOBOTEUCHMUS,
ceMeiHbIe ITUTENIbHbIE MEHCTPYalluu y )KEHIIMH U Jp. B ciydae pa3BUTHS MacCUBHOTO
reMOpPParu4ecKoro CHHAPOMA MOTYT Pa3BUBATHCS KPOBOIIOTEPH, YTPOXKAIOIIUE KU3HU peOCHKA.

3.0 luarHocTuka TPOMOOLMTONATHIA:

-JlnarnHoctuka TPOMOOIMTONATAH WMEET CBOM CIOXHOCTH. OYEeHb YacTO TPOMOOIUTONATHU
MacCKHUPYIOTCSI HOCOBBIMH KPOBOTEUCHHUS, MEHOpPpArusMU U JIPYTUMH KPOBOTECUCHHUSIMU
cIM3UCTHIX. [loATOMY MpH HalM4Ke B aHAMHE3€ KPOBOTEUCHHH TI0 MUKPOLMPKYJISTOPHOMY THITY
HEO0OXOUMO TMPOBOJIUTH TMOAPOOHBI COOpP aHaMHE3a M COOTBETCTBYIOIINE THATHOCTUYECKHE
uccnenoBanus (cxema 1). [lepBbIM 3BEHOM MUArHOCTHKH SIBJISIETCS MOAPOOHBIN cOOp aHaMHe3a
601pHOT0. OOS3aTENBEHBIM SBISETCSI COCTABIICHUE POIOCIOBHOM C THIATETHLHBIM COOPOM CBEIICHUN
0 MUHMMAaJIFHONH KPOBOTOYMBOCTH y POJCTBEHHUKOB. Ba)KHBIMU BOIIPOCAMHM SIBIISIFOTCS: TTEPBBIN
AMU30/1 KPOBOTEUCHUSI, HAIMYUE KPOBOTECUCHHUS P MTPOPE3LIBAHUH/CMEHE HITH SKCTPAKITH 3y0O0B;
MPOBOJIMIIACH JIM TOH3WJIDKTOMHSI, OBUIM JIM OCJIOXHEHHUS B BUJC JIUTEIHHOTO KPOBOTCUCHUS,
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https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf

KPOBOTOYMBOCTH JIECEH MPH YUCTKE 3y0OB; HAJTMYUE HOCOBBIX KPOBOTEUEHHM, €Cliu J1a, TO KOrjaa
MOSIBIISIFOTCS/9aCTOTa/ ATUTETLHOCTh; 00bEM MEHCTPYAIlluH Y JeBOYEK IyOepTaTHOTO BO3pacTa;
MIPOBOAMIIKCH JIU ONEPaTUBHbIE BMEIIATENbCTBA, OBLIN JIU TeMopparuyeckue ocnoxxkuenus? [pu
HATMYUU KIMHAYECKUX MPU3HAKOB TPOMOOILUTOMATHN BTOPHIM 3BEHOM IHATHOCTHKH SIBIISETCS
o0IMiA aHAJAM3 KPOBH H TMOJACYET TPOMOOLUTOB B PYYHOM pexume B Mmaske. [Ipu
TPOMOOIIUTONATUUSAX OOIIMI aHATN3 KPOBH MOXET HE MIMETh OTKJIOHEHHUH 0T HOpMbI. OTHaKO, IIpH
M3MEHEHUU DPa3MEPOB TPOMOOIMTOB aBTOMATHYECKHM aHaIM3aTOp MOXKET HE 3aUKCHPOBATH
(akTHUeCKOe MX KOJUYECTBO, MOITOMY BaKHO INPOBOAMTH IOJCYET B PYYHOM pEXKHUME C
MOCJIeNyIONIe OKpackoi Ma3koB KpoBu 1o PomanoBckomy-I'mmze. Mopdonornuecknii anamus
TPOMOOIIUTOB IO3BOJIUT MOJIYYHUT JOTOJIHUTEIBHYIO MH(POPMALMIO KacaTelbHO KOJIMYECTBA W
pa3MepoB TPOMOOLIUTOB, HAJTMUKS UX KOHTJIOMEPATOB U Ipyrue 0COOEHHOCTH: OTCYTCTBUE ajbda-
rpaHy’ u obmiast cepasi OKpacka TPOMOOLIMTOB yKa3bIBaeT Ha 00JIE3Hb CEPhIX TPOMOOIUTOB, MIPH
BKJTIOUCHUSAX B JICHKOIIMTBI — O0Je3HHU, 00ycloBiIeHHBIE MyTaruedr reHa MYH9, anomanun
MOP(OJIOTHH SPUTPOLIUTOB MOTYT CBHJIETEIHCTBOBATH O OOJIE3HSX, CBA3AHHBIX C MyTalUel reHa
GATA-1. Tlpu obHapyXeHMH B Ma3Ke KOHTJIOMEPATOB TPOMOOITUTOB HEOOXOIMMO MPOBECTH
Qg depeHIMaTbHYIO IUaTHOCTUKY C JeeKToM 3a00pa KpOoBH.
IIceBnoTpOoMOOIIUTONIEHHS MOXKET OBITH CIEJCTBUEM CKIIEMBAaHUS TPOMOOILIMTOB B MPOOUpPKE C
SJTA. D10 1erKo MOATBEPAUTH, €CIIN CIIENIaTh MOBTOPHBII 3a00p KPOBH B IPOOUPKY C LIUTPATOM.
UccnenoBanne (QyHKIIMOHANBHBIX HapymIeHW TpomOomuToB. HecmoTps Ha TO, 4YTO Ha
CETOTHSAIIHUN eHb ObUIO MPOBEIEHO OTHOCHUTENbHOE HEOOJIBIIOE KOJHMUYECTBO CPABHUTEIBHBIX
UCCIIEIOBaHMM arperaiuy TpoMOOILMTOB y B3POCIbIX U JE€Tei, HA OCHOBAaHUU MMEIOIINX JaHHbBIX
MBI MOXKEM CJIeNIaTh BBIBOJ], UTO PA3IM4Usl B arperaliud MMeeTcs TOJIbKO y jaereil po 1ro roxa
KU3HU.
-Jletu ¢ 1ro roga u g0 18 et He UMEIOT crieU(pUIECKUX BO3PACTHBIX HOPM KaK BHYTPHU TPYIIIIBI,
TaK B CpaBHEHHUH cO B3poCIbIMU. CKPMHMHITOBBIMH TeCTAMH, YKA3bIBAIINMHI HA HApyLIeHHe
TPOMOOLMTAPHOIO 3BeHa TreMocTa3a, SIBJAAKOTCH YyAJUHEHHe BpPeMeHH KaluJIsIPHOro
KpoBoTedeHus (nmpoonl Jpoka, Aiisn) u PFA-100 (aBToMmaTnyecknii anaausaTop GyHKuumn
TPOMOOLMTOB).
-JlnarnocTuka OoJsie3Hun BuiseOpanga. Ha HavanbHOM »Tame OMAarHOCTUKH, B Clydae
OTCYTCTBUS CIIeU(UIECKON KapTHHBI 3200JI€BaHMSI U CEMEWHOT0 aHaMHe3a, JOCTaTOUYHO CIO0KHO
BepuduimpoBarh 60je3Hp BumieOpanna u HaciaeACTBEHHYIO TpomoOonurtonatuio. C Ienbio
UCKJIIOUeHUs: Oone3nn BumieOpanaa HEOOXOQMMO MPOBECTH HCCleqoBaHUs — (pakTopa
Bumne6panna (VWF) — kadecTBeHHYI0 W KOJUYECTBEHHYIO OICHKY (KO(aKTOpHash aKTMBHOCTH
(VWF:RCo), anturen (VWF:Ag), ananu3 mynbtumepoB ¢akropa Bumiebpanaa). Kpome Toro,
Oone3np BumeOpanaa tumna 2B momkHa paccMaTpuBaThCs KaK BO3MOXKHBIN TMAarHO3 y MallMeHTOB
c TpoMOouuToneHue. OpHako auarHo3 Ooje3HH BuneOpanga He HCKIIIOYAeT HaU4Me
tpomOouuronatuu. [1o nurepatypusiM ganubM 11,5% OGone3nu Buinebpanaa umeeT coueTaHHOE
TeueHue ¢ rmnceBaobone3npo BuieOpanga. OueHka (yHKOMU TPOMOOUMTOB. «30J10THIM
CTAaHJAAPTOM)» OLEHKH (PYHKUMOHAJIbHON AKTHUBHOCTH TPOMOOHHUTOB ObLJ1 NMPHU3HAH METO]
ontuyeckoii arperomerpun (light transmission aggregometry — LTA).
MeTton ocHOBaH Ha OLEeHKe (OTOMETPOM CBETOIpoIycKaromeil crnocodHocTr (% arperamuu)
IUTPATHOM OOoraToit TPOMOOIIMTAMU TIIa3MBbI PU JOOABICHUH B Hee aroHucTa arperanuu (A1D,
snuHe(pUH, KOJUTareH, apaxuI0HOBasi KUCIIOTa, TPOMOOKCaH).
-ATrTIoTHHALIASA TPOMOOIINTOB, MHAYIIUPOBAHHAS PUCTOIIETUHOM, KOTOPBIH aKTUBUPYET CBSI3bIBAHHE
vWF ¢ Gplb-1X-V, Takxe nusmepsercs ¢ nomonisto LTA. B uneane, s moaTBepKAeHUS HapyIICHUS
arperali TpOMOOLIMTOB HCCJIEIOBAHNE TOJDKHO OBITh MPOBEIECHO, KAK MUHUMYM, OJUH pa3. Kpome
TOTO, MPU MPOBEACHUHU OIEHKH (YHKIIMOHATHLHOW aKTMBHOCTH TPOMOOIIMTOB HEOOXOIUMO COOpPATh
NOJIpOOHBII aHaMHE3 0 PUEME MEIMKAMEHTO3HBIX U TOMEONATHYECKUX TpernapaTax, KOTOpble MOTYT
BIIUSTH Ha pe3yibTaThl aHaNu30B. Ha ceronHsAmHuil neHb y psaaa TpoMOOIUTONATUI CYLIECTBYET
cnenuduUeckas KapTUHA HAPYIICHUS arperanmuid, KOTopas TIOMOTaeT Bpady IIOCTaBHUThH
COOTBETCTBYIOIIMI araruo3 (Taodu. ).
Ta6n.1 Hapymenue arperaiiuu TpoOMOOIMTOB B COOTBETCTBHH C THIIOM TPOMOOITUTONATHH.
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Juaruos Hapymenue arperanuu JlononHuTenbHbIE [IPU3HAKY,

UCCIICIOBAHUS
bonesns bepuapa-Cynbe OtcyTtcTBHE OT MaxkpoTpoMOOLIUTONICHHS.
BETa Ha PUCTOLIETUH Hckmrounts 0o0J1e3Hb
Bunnebpanna

HWccnenoanue xonmuyectsa Gplb
B IIPOTOYHOM IUTOMETPUU

Bbonesnp BuneOpanna tun 2B. | [loBbimieHne armmoTHHAUUU ¢ | TpOMOOIIUTONCHHS, BO3MOXXHO

nceBno6oe3np Bumiedpanga HU3KOU KOHIICHTpAIIMEN | HATUYUE CKJIEUBAHU
pHUCTOLIETHHA TPOMOOIIUTOB .
Hccnenosanus VWF.
Tpombactenus [ manmana OtrcyrctBue otBeTa Ha Bce | [Iporounas  muromeTpus  —
ArOHUCTHI, KpOME | UCCJIEIOBAaHUE KOJINYECTBA
PHUCTOIIETHHA allbp3
AcnupuHONIono0HBIH cuHApOoM | OTCyTCTBHE OTBETa Ha | B aHaMHe3e HaJIu4yne

apaxuIOHOBYIO KHCJIOTYy Tpu | mHTHONTOpa K COX-1
HOPMaJIbHOM OTBETE Ha
U46619

MMOHM)KEHHS OTBETAa C HU3KOH
KOHIIEHTpAIMEN KOJJTareHa

Hedexr cekperuu, aedekt | Hanmuume CHMKEHHOTO OTBETa | DNEKTPOHHAS MUKPOCKOIHUS HITH

drpaHyin K HECKOJIBKMM AarOHHCTaM: | IPOTOYHAs  LUTOMETpHUA A
AJ1® xomiareH, snuHeGpUH OLICHKU IIJIOTHBIX IPaHyIl

Hedext penenrropo AJ{D CHuxkeHue WM OTCyTCTBUE | B aHaMHe3e HaJInuue
orBera Ha AJ[D unruouropos AJ{®. Ilporounas

ITUTOMETPHS TUTS OLIEHKU
koimmuecrea P2Y12.

Cunpapom cepbix TpombornutoB | [ToHmwkeHune OTBETa Ha | MakpoTpoMOOITUTOTICHUS.

aKTUBAIMIO TPOMOWHOM W/miK | Hamudme ceppix TpOMOOIMTOB
KOJIJITAar€HOM (Mopdomoruss  TPOMOOITUTOB).
[lporouHast wHMTOMETpUS LIS
OLICHKH anb(da

- V3onupoBanHOE MOBBIIIEHUE arperaluy Mo JeiCTBUEM HU3KUX KOHIEHTpAalMid PUCTOLIETHHA
(0,5 Mr/mn) siBIIsIeTCA TIOKa3zaresneM Hanuus 6ose3nu Bumnebpanaa tun 2B wim niceBno6o1e3nu
Bumiebpanna. OT0 MOXET CONPOBOXKIATHCS HAJTMUYUEM TPOMOOLUTONEHUH M TPUCYTCTBHEM
cummmxcs TpoMmOoruToB B Maszke. C menpio nuddepeHmanum 3Tux JIBYyX 3a00JeBaHUNA
HE00XO/IMMO TPOBECTH JOIMOJHUTEIBHBIC MUCCIEAOBAaHMUS MYyJIbTUMEPOB (akrtopa BumneOpanma,
MPOBEJIEHUE TeHEeTHYecKoro ananu3a. B cioyuae ncesno6one3nn BunneOpanna y nanuenra 0yayt
MOJTHOCTBIO OTCYTCTBOBATh BBICOKOMOJIEKYJIsIpHBIE MynbTUMepsl VWF, a Ttakke Oyzner
oOHapy>xeHa myTtanus B rene Gplba, pacnonokeHHOM Ha Xpomocome 17.

-OTCcyTCTBHE OTBETA arperauMy KO BCeM arOHHCTaM NMPHU COXPaHEHHH HOPMAJIbHOI0 0TBETA
C PUCTOLIETUHOM YKAa3bIBaeT HA TpoMOacTeHuio I'J1aHMaHa.

DTOT IMarHo3 MOXET OBITh MOATBEPKIEH MPOTOYHOM LIUTOMETPUEH — KOJTMUECTBEHHOM OI[CHKON
penieniropa MmemOpanbl TpomOonuToB allbB3. PaznuuaroT nBa Trna tpomOacTeHuu I maHiMana:
npu | Tune HapylieHo B3aMMOJAEHCTBHE TPOMOOIMTOB ¢ ()MOPMHOTEHOM W HAKOIUICHHE €ro B
arpany’iax, npu Il Tune nanHele HapyHIIEHUS OTCYTCTBYIOT.

3HAUNTENBHO TIOHMKEHHBIH OTBET Ha Bce KoHIeHTpanuu AJ[D yka3piBaeT Ha Hamudue aedexra
All®-penentopoB P2Y12. C uensio BepuduKanuu HApyIICHHS MEMOpPaHHBIX PELENTOPOB
HeoOXoauMo mpoBecTH reHetnyeckuit ananus reHoB ITGA2B, ATGB3 ans tpombacteHuu
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I'mannmana u P2RY 12 mna nmedexra AJld-penentopoB P2Y12. TloHmkeHne BTOpOW BOIHBI
arperanuu noj aevicreuem AJI® u snuHedprHa U MOHMKEHHE arperayy ¢ KOJJIareHOM MOXKET
yKa3bIBaTh Ha AeULINT MyJa XpaHEHHUS.

-C 1enpi0 MOATBEPXkACHUS AeDUIIUTA MIOTHBIX TPaHysl HEOOXOAWMO TNPOBECTH 3JICKTPOHHYIO
MHKPOCKOIIMI0 Ma3Ka WIM LUTOMETPUYECKH aHanu3. Ha ceromHsmHuid J€Hb CYLIECTBYET
HE3HAYMTENIbHBIH Ha0Op TEHETHYECKUX MapKEpoB I JaHHOW Ho300J0TUH. C TOMOIIBIO
TEHETHYECKOr0 aHaln3a MOXKHO Bepuduuuponars 6one3Hb ['epmanckoro-Ilyamaka u cunapom
Yenuaka-Xuracu.

JluarHocTuka TpoMOOUUTONEHUH. B ciyyae Hanuuus y manuMeHTa B OOLIEeM aHAIM3e KpPOBH
TPOMOOLIUTONIEHNH, HEOOXOJUMO OIEHUTh pa3zmep TpomoOoruToB (Cxema 1). JlanHas
Kiaccu(ukanus ocHOBbIBaeT Ha oueHke MPV (mean platelet volume) — cpennee 3HaueHHe
o0beMa U3MEPEHHBIX TPOMOOLIUTOB, KOTOPOE U3MEPSIETCS COBPEMEHHBIMU T'€éMaTOJOTHYECKUMU
aHanu3aropamu (pacrpeneieHne TpoMOOHuTOB o 00semy). Kpome Toro, pazmep TpoMOOLIUTOB
MOATBEPIKIAETCS MPHU UCCIEN0BAaHUU MOP(OIOruM TpOMOOLMTOB B Ma3ke. Bpinensio Makpo-,
HOPMO- U MHKPOTPOMOOLIMTONIEHUIO. AHaMHe3 3a00JeBaHUsl MO3BOJIAET UG (PEepeHIpPOBaTh
MPUOOPETEHHBIN U HACIIECTBEHHBIN XapaKkTep TPOMOOIIUTONICHHH.

VY nereit TPOMOOIIMTONICHUH Yallle SBIISIOTCS MPHOOpeTeHHbIMU. [leOroT 3a00eBaHms, cCeMEHHbBII
aHaMHe3, Pe3yJbTaThl MPEIbIAYIINX aHATU30B KPOBU TAKXKE MO3BOJISIOT OMpPENEIUTh XapaKTep
BO3HUKHOBEHUS TpoMOouuTonenun. Kpome Toro, Hanuume cOmyTCTBYIOUIMX 3a00JI€BaHUN UMEET
3HQYMMYIO pOJIb B TIOCTAaHOBKE JuarHo3a: ckenetHele aHomanuu (TAP-curmpom),
umMmyHoieuIMT (cuHapoM Buckorra-Onapuua), Oojie3HM MOYEK M moTeps ciyxa (Ooie3HH,
oOycnoBiieHHble MyTanuedi rena MYH9). Muorue TpoMOOIHMTONEHHH aCCOIMUPOBAHBI C
HapymeHueM (QyHKUuH TpomMOouuToB. MHUKPOTPOMOOUMTONEHUSI M HapylLleHHe arperamuu
TPOMOOLUMTOB YKa3biBaeT HA HAJM4YHe KAYeCTBEHHOr0 WJM KOJHMYeCTBEHHOro aedexra
cnennpuueckoro deaxka WASP (Wiskott-Aldrich syndrome protein). J{ns kinaccudyeckoit popmel
cuaapoma BuckorraOngpuua (CBO) xapakTepeH KOMIUIEKC HAapyIIEHHWH, B KOTOPBIM BXOIAT
MOBBILIEHHAs! KPOBOTOYMBOCTh, PELUAMBHUPYIOIINE OakTepuaibHble, BUPYCHbIE U TPUOKOBBIC
MHQEKINH, a TAK)KE KOXKHAsI SK3eMa.

CymectByeT Oonee nérkas (Gopma TedeHHs 3a00JIeBaHMS - X-CIEIJICHHAs TPOMOOITUTOTICHHUS.
3a0osieBaHME XapaKTEpU3YETCs OTCYTCTBHEM BBIPAKEHHBIX MPU3HAKOB HMMYHOAEPUINTA U
sk3eMbl. C 11enpi0 Bepu(UKALMU IuarHo3a JaHHOM rpymme OOJbHBIX HEOOXOIUMO MPOBOIHUTH
MyHKIAIO KOCTHOTO MO3Tra U aHaiu3 muenorpammel. B muenorpamme npu CBO ormeuaercs
HOpMAaJIbHOE KOJMYECTBO HEM3MEHEHHBIX METakapHOIUTOB. MMMyHosorndeckue aedexTsl y
6ompHBIX CBO sBusitoTcss pe3yslbTaToOM HApyIICHHS TOMeocTa3a JUM(OIIMTOB, KOTOPBIA
MPOSBIISAIONIETOCS B PE3KOM CHIDKEeHUHU mponopuuu T-mumdouutoB u B-numdouurtos. Ilpu
UCCleIOBaHNH (DYHKIIMOHAIBHBIX HapYIIEHUH TpoMOoLuTOB y 60bHBIX ¢ CBO o0HapyskuBaercs
MOBBILIEHHAS dKcIpeccus docaTuaniceputa 1 00pa3oBaHuE MUKPOYACTHUI] B OTBET Ha CTUMYII.
BeposTHBIM MEXaHHW3MOM pPa3BUTHS TPOMOOIMTONECHUHU SIBIISICTCSI TOBBIIMIEHHOE YAaJCHHE
TPOMOOLIUTOB, 3KCIpeccupyromux ¢ochaTuamwiceput, wMakpodaramu cene3eHku. s
noarBepkaenus auarHoza CBO u X-crerieHHON TpoMOOIMTONEHUH HEOOXOIMMO IMPOBECTH
aHanM3 OKcrpeccuu Oenka U ompexaeneHue wmyrtanuun reHa WASP.  Hopmonwmraphas
TPOMOOIIMTONICHUS Yallle BCETO aCCOLMUPOBAHA C HACIEICTBEHHBIM Je(PEKTOM MErakapuoroi3a.
JluarHoctuka JaHHOW TpyMIbl OOJBHBIX 00s3aHa BKIIIOYATh B ceOs aHANW3 MYHKIMH KOCTHOTO
MO3Ta JJsl WUCKIIOYEHUS NPUOOPETEHHBIX NPUYMH PA3BUTUS TPOMOOLUMUTONEHUM (HAIpUMeEp,
MHQUIBTPALMI0O KOCTHOTO MO3ra), C LENbl0 KOJIMYECTBEHHOTO M KaueCTBEHHOTO aHajn3a
MErakapuOLUTAPHOTO POCTKA, & TAK)KE - HAIMUYUSA aHOMAJIUN JPYIMX POCTKOB KOCTHOIO MO3ra.
TpombouuTonaTys y HOBOPOKIECHHBIX SBIISIETCS OTHOCUTENIBHO YacThIM SIBJICHHUEM U Yallle BCEro
CBS3aHA C TMpEHATAILHBIMH WU TepUHATAIbHBIME (akTopamu. Penkue HacieACTBECHHbBIE
3a00J1eBaHUs, TaKUE KaK BPOXKIACHHas1 aMmerakapuonutapHas tpomoonutonenus (CAMP), TAP-
CHHIPOM M aMerakapuouuTapHas TpOMOOIMTONEHUSI C BPOXKICHHBIM PaaHOyJIbHAPHBIM
cunocto3oM (ATRUS), xapakTepu3yroTcsi HATMIUEM TSDKEIIONH TPOMOOIIMTOIICHHEH C TEPBBIX
JHEH, KOTOpas COXPaHSAETCS U I0CJIE OKOHYAHMS HEOHATAIBHOIO IEepUoJa. Y IaHHOW TPYIIIIbI
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00JIbHBIX HAOMIOAAETCS HW30JMPOBAHHOE MOPAKEHHE MErakapuoIMTapHOTO POCTKAa KOCTHOTO
MO3ra U TIOBBIIICHHOE KOJIMYECTBO TPOMOOIMOATHHA B Tuia3Mme. Hanmnuue CKeNneTHBIX aHOMAallui
no3BoJisier auddepenuupoBats TAP-cuHIpOM M aMerakapuoIUTapHYI TPOMOOIIMTOIICHHUIO C
BPOXKJCHHBIM  pagUOyJIbHAPHBIM  CHHOCTO30M.  Jlnsg  BepuduKanuu  BPOXKICHHOM
amMerakapuoIMTapHON TPOMOOIIUTOIIEHHH HEOOXOIMMO MTPOBECTH aHanu3 myTaiui c-Mpl - rena,
KOAMPYIOLIMHA penentop TpoMOomo3TuHa. MakpoTpoMOOLMTONIEHUST Yy JeTeil uame uMeer
npuoOpeTeHHbIi xapaktep. Manomarudeckas tpomobonuronennyeckas mypiypa (MTII) sensercs
OCHOBHOW MPUYMWHON Pa3BUTHUS FEMOPPArHIECKOr0 CHHAPOMA Yy JIeTel B pe3yJIbTaTe NECTPYKIIUS
TPOMOOIIUTOB BCJICJICTBUE 0Opa30BaHUs aHTUTEI K UX MEMOpaHHBIM aHTUTeHAM. Y OOJIBIIMHCTBA
TakuX OOJBHBIX 3MU30/bI KPOBOTEUCHHS HOCSAT OCTPHIH XapakTtep. Kpome Toro, mpuoOpeTeHHas
TPOMOOLIUTONIEHUSI ~MOXET OBITh  OOYCJIOBJICHAa TPUEMOM  JICKAPCTBEHHBIX  CPEJACTB,
MH(EKIMOHHBIMHU TIpolieccam, BocniasienneM. OTHaKo B ciiydae, eciu y aereit ¢ quarnozom WUTII
TPOMOOIIMTONIEHUS OKa3bIBaeTCs pepakTepHON K TPOBOAUMOM Tepanuy U/ UK €CII B CEMbE €CTh
TPOMOOIIMTONICHUSI B aHaMHE3€¢ - HEOOXOIMMO 3aloJ03pUTh HaJIMYWe HACJIEICTBEHHOM
TpoMOouuToneHnu. B cimydae Hanmuuus XpOHMYECKOHM TPOMOOIMTONEHWHM U KPYMHBIX
TPOMOOIIUTOB B Ma3Ke B IEPBYIO OdYepenb HEoOXoauMo o0cienoBaTh Ha Haluuue OOJIEe3HH
Bunne6panna Tun 2B, 0ocoOeHHO eciii 00HAPYKUBAIOTCS CKIICCHHBIE MEXKTY COO0M TPOMOOITUTHI
(nceBnobone3nr BumneOpanga). HccnemoBanme Qaxtopa BumneOpanga wu  arperauuu
TPOMOOILIUTOB TMOMOET YCTaHOBUTH 3TOT AuarHo3 (cM. Bbliie). [loHMKEHHOE COOTHOIIEHHE
VWF:RCo/vWF:Ag, u3omupoBaHHas arriiOTUHAIMS TPOMOOIIMTOB C HU3KOW KOHIICHTpAIHEH
pHUCTOIIETHHA yKa3blBaeT Ha Hanuuue Oone3nn BwmreOpanma tun 2B uiam mceBmo00se3Hb
Bumiebpanna. Hanmuume B rpaHysionuMrax M MOHOIMTaX OOJBIIMX 0a30(MIbHBIX BKIIOUEHHH
(tenen [lene) B Mazke KpoBHU MpH OKkpacke o PomanoBckomy-I nM3e sBiieTCS MapKEpOM TPYIIIIbI
cuapomoB MYHO. B nannyto rpynmny cuHApPOMOB BXoAAT aHoManusi Mesi-XerrinHa, CHHAPOMBI
®extHep, OnmrteitHa, CebacthsiHa. B ocHoBe mnartosormm jaexur MyTtanus reHa MYH9,
KOJUPYIOIIETO TSDKEIYI0 Ielb HembimeuHoro muosuHa [IA (NMMHC-IIA). TpobouuTonenus
COMPOBOXKIACTCS MOPAKEHUEM TTOYEK (HEPPUT), HEUPO-CEHCOPHON TYTrOYXOCThIO W KaTapaKTOM,
HO HaJM4Me JAHHBIX MATOJOTUH HE SBISETCS 00s3aTeNbHBIM, OCOOEHHO y neTeil. OOHapyKeHue
arperatoB. NMMHC-IIA B He#lTpodmiax MeTogoM HMMYHODIIOOPECHEHIIMUA TOATBEPKIaeT
JIUarHo3 JaHHOW Tpynmbl CHHAPOMOB. C TENbIO OMNpENeNieHus KOHKPETHOM MyTaluu
PEKOMEHIyeTCs MPOBEACHHUE reHeTHUecKoro aHanuza. OOHapykeHue B Ma3ke OONbIINX OJeTHBIX
TPOMOOIIMTOB, TMOATBEPKACHHBIX MOCPEACTBOM JIIEKTPOHHONW MHKPOCKOINUH, YKa3bIBaeT Ha
CHUHIPOM cepbIx TpoMOoruToB (medumut anbda-rpanyn). Hapymenue GyHKIEH TpOMOOIMTOB
MPOSIBIISIETCS. B CHW)KCHHHM arperaiii ¢ KOJUIareHOM Wu/uiu ¢ TpoMOuHOM. [locnmemnwme
WCCIIEIOBAHUS TIOKA3ajy, YTO JIaHHAs MaTOJIOTHs CBs3aHa ¢ MyTauuedl B xpomocome 3p2l.1-
3p22.1, Ha CerOAHSIIIHUI JeHb BbIsIBICHB MyTanuu B TeHax AR-GPS (4-Mb wunTepBan
xpomocombl) 1 NBEAL2. Bone3Hnb cepblx TPOMOOIIMUTOB HYacTO COIMPOBOXKIACTCS HAIMUHUEM
CIUICHOMETAJINH, BTOPHYHOTO MUEN0hUOpo3a, MOBBIIICHHEM YpOBHSA BHUTamuHAa B12 B miazme
KpoBU. B myHKTare KOCTHOTO Mo3ra oOHapykuBaeTcs (UOpPO3 pa3IUvYHONW CTEIEHH TIpU
HOPMaJbHOM KOJHMYECTBE MErakapuouuToB. OTCYyTCTBHE arriiOTHHAIMA C PUCTOIETHUHOM H
MaKpOTPOMOOITUTONICHUsI XapaKTepHbl s cuHapoMma bepHapa-Cynpe. Tak ke MOXKeT
HAOIIOAAThCS TOHM)KEHUE arperauvd ¢ TpoMOMHOM Ha (OHE HOPMAJbHOW arperamuu ¢
octanbHbIMU aroHuctamu. Jeumut GplbIX-V moxer ObITh MOATBEPKACH METOAOM MPOTOYHOM
UTOMETPUH U Ipu reHeTndeckom aHanuze reioB GPIBA, GPIBB u GP9. B pesynbrate nepumura
Gpl-1X-V Hapymraercs cBsa3pIiBaHUE TPOMOOIIUTOB ¢ hakTopoMm Buinedpansa, a Takke CTaHOBUTCS
HEBO3MOXHBIM (pUKcanus TPOMOMHA HA X TIOBEPXHOCTH.

Cunapom bepnapa-Cyabe NMPOSIBJISAETCS 3HAYUTEJIbHOMN KPOBOTOYHBOCTHIO
MHUKPOUHMPKYJSITOPHOTO W CMEIIAHHOTO0 THIA, KOTOPasi MPOSABJISETCS Y:Ke cpa3y mocie
POKIEHUsI.
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3.2.7Ka100bI 1 aHAMHE3:

Inherited Platelet Disorders: An Updated Overview.

BenymuMm B KIMHUKE pazauygHBIX (OPM TPOMOOIUTONATHH SBISETCS PEHUIUBHUPYIONINA TeMOpparunIecKui
CHUHJIPOM, TSDKECTh KOTOPOTO MOXET BaphUPOBATh OT JISTKOW KPOBOTOYHBOCTH JIO OOMIBLHBIX KPOBOTCUCHHN, Y
HOBOPOXKJCHHBIX  TPOMOOIIMTOMATHS  MOXET  MPOSBIATHCS KedajsoreMaroMaMy,  BHYTPUYEPEITHBIMU
KPOBOM3IUSHUSAMH, KPOBOTOYMBOCTHIO W MEIJIEHHBIM 3aKMBJICHHEM ITyMOYHON paHKH. KpoBoreuenus
MUKPOIUPKYISIPHOTO THUTIA XapaKTEPU3YIOTCS MTETEXUAMH, IKXHIMO3aMH1, BOZHUKAIOITIMHY TPY HE3HAYUTEIIHHBIX
TpaBMaX, TPEHHU Tela OJSKIoi. B  ornuume  oT remoduiauu, I TPOMOOIMUTONATHH  HE
XapaKTEepPHBI TeMapTPO3bl K MEXMBIIIEYHBIE T€MaTOMEI.

[Mpu TpoMOoUTONATHAX Y JIeTel paHHEro BO3pacTa OTMEYAIOTCS KPOBOTECUCHHUS TPH IIPOPE3bIBAHUU 3Y0OB,
PEUUIUBUPYIOIINE HOCOBBIE KPOBOTEUCHHUS, MOBHIIICHHAS! KPOBOTOUMBOCTh JCCEH, MJIUTEIBHOE 3KUBJICHHUE
MEJKUX TOBPEXKICHUN. Y IEBOUYEK-MOAPOCTKOB YaCTO MMEETCS «CeMEWHas» CKIOHHOCTh K MEHOPPATUsIM,
IOBEHWILHBIM JTUC(YHKIIMOHAIBHBIM MaTOYHBIM KPOBOTCUCHUSAM. Y TAIIMEHTOB C TPOMOOIUTONATHAMU JaXe
Majble XHUPYPTHUYCCKHUE BMEIIATENbCTBA (yoalieHue 3y0a, TOH3WUIDKTOMHUSA M JIP.) COIPOBOKAAFOTCS
OOUITBHBIMU U ITUTSITLHBIMU KPOBOTCUCHHUSAMHU. Perke B KITMHUKE TPOMOOITUTONIATHIA BCTPEUYAFOTCS HKEITYI0THO-
KHIIIEYHbIC KPOBOTEUCHHUS, TEMATYPHsl, KPOBOU3IHUSHUS B CKIIEPHI.

BcnencTBre MOBBIIIEHHON KPOBOIIOTEPH Y JIETEH ¢ TPOMOOITUTOIIATUSMHE PA3BUBACTCS AHEMUICCKUN CHHIPOM,
XapakTepu3yromuiics  o0mield  c1abocThio, OJEMHOCTHI0O  KOXKHBIX  ITOKPOBOB, T'OJIOBOKPYKEHHUSIMH,
OJIBIIIIKOM, TAXMKAP/UCH, apTepUabHONU I'MIIOTOHUEH, CKIOHHOCTBIO K 0OMOpPOKaM.

[Ipu coderannu TPOMOOIUTONATHH C IMCIIA3UCH COCAMHUTEILHON TKAHW Y JAETEH BBIABISIOTCS HAPYIICHUS
OCaHKH, TUIOCKOCTOMHE, HEPONTO3, IPOJIANIC MUTPAILHOTO KIIAllaHa U AP. aHOMAIIUU Pa3BUTHSL.

3.2 dusukaJIbHOE 00CJIe10BAHNE
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0

%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0
%B8.pdf

[IpoBoAMTCSI OCMOTpP KOXKHBIX IOKPOBOB, BUAMUMBIX CIM3UCTBIX U OTIOPHO —JIBUTATENIbHOM
CUCTeMbl. B 3aBUCUMOCTH OT CTENEHH TSHKECTH TPOMOOIIMTONATAN BBISBIISIOTCS
KJIMHUYECKHE MPU3HAKH FeMOPParuueckoro CHHApoOMa.

3.5 JlaGopaTopHasi IMArHOCTHKA.

https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0
%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0

%B8.pdf

OcCHOBHbBIE U T0MOJTHUTEIbHBIE J1a00PaTOPHbIE UCCIETOBAHMS:

Yposenwv yoeoumenvnocmu pexomenoayuti C (yposeHb 00cmosepHocmu 00Ka3ameibCme
— 5 Jlabopamophvie ucciedosanus 00NHCHbI NPOBOOUMBCI 8 KANCOOM PecUOHE
Pecnybonuxu

V36exucman. Jlabopamopmsie ucciedosanus OOANCHbL NPOBOOUMBCS 8 1AOOPAMOPUsIX,

20esHedpeH 6HYMPEHHUL U HeWHULl CMaHoapm Kavecmed. Bpauu nabopanmul 0ondicHbl

umems cepmugukam Ul UHOE NOOMBEPHCOEHUE NPOXOAHCOEHUST OOVHUeHUs NO
ouazsnocmuke O01e3HU 2eMOPUIUIO.

OcHoBHbIEe (00si3aTe/IbHbIE) JAUATHOCTHYECKHE O00C/IeI0BAHHUSA, NMPOBOAMMbIE HAa

amM0yJIAaTOPHOM YpPOBHe:

OAK;

Koarymorpamma pa3BepHyTast BKIIIOYass AKTUBUPOBAHHOE YacCTHYHOE

TPOMOOIUIACTHHOBOE
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https://pubmed.ncbi.nlm.nih.gov/33926054/
https://pubmed.ncbi.nlm.nih.gov/33926054/
https://www.krasotaimedicina.ru/diseases/children/cephalohematoma
https://www.krasotaimedicina.ru/diseases/children/cephalohematoma
https://www.krasotaimedicina.ru/diseases/children/haemophilia
https://www.krasotaimedicina.ru/diseases/children/haemophilia
https://www.krasotaimedicina.ru/diseases/traumatology/hemarthrosis
https://www.krasotaimedicina.ru/diseases/traumatology/hemarthrosis
https://www.krasotaimedicina.ru/diseases/traumatology/hematoma
https://www.krasotaimedicina.ru/diseases/traumatology/hematoma
https://www.krasotaimedicina.ru/diseases/children/teething
https://www.krasotaimedicina.ru/diseases/children/teething
https://www.krasotaimedicina.ru/diseases/zabolevanija_gynaecology/menorrhagia
https://www.krasotaimedicina.ru/diseases/zabolevanija_gynaecology/menorrhagia
https://www.krasotaimedicina.ru/treatment/tonsillitis/tonsillectomy
https://www.krasotaimedicina.ru/treatment/tonsillitis/tonsillectomy
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/gastrointestinal-bleeding
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/gastrointestinal-bleeding
https://www.krasotaimedicina.ru/diseases/zabolevanija_gastroenterologia/gastrointestinal-bleeding
https://www.krasotaimedicina.ru/diseases/children/anemia
https://www.krasotaimedicina.ru/diseases/children/anemia
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/tachycardia
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/tachycardia
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/arterial-hypotension
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/arterial-hypotension
https://www.krasotaimedicina.ru/diseases/rheumatology/connective-tissue-dysplasia
https://www.krasotaimedicina.ru/diseases/rheumatology/connective-tissue-dysplasia
https://www.krasotaimedicina.ru/diseases/children/incorrect-posture
https://www.krasotaimedicina.ru/diseases/children/incorrect-posture
https://www.krasotaimedicina.ru/diseases/children/incorrect-posture
https://www.krasotaimedicina.ru/diseases/zabolevanija_urology/nephroptosis
https://www.krasotaimedicina.ru/diseases/zabolevanija_urology/nephroptosis
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/mitral-valve-prolapse
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/mitral-valve-prolapse
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf
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BpeMs1, TPOMOMHOBOE BpeMsi, DUOPHHOTEH;
Omnpenenenue akTUBHOCTH (hakTopa BuieOpanaa B KpoBu

JlomoJIHNTeIbHbIE JAHATHOCTHYECKHE 00C/IeI0BaHNs, MPOBOAUMbIe HAa
amM0yJIaTOPHOMYPOBHe:
Vposenw yoeoumenvnocmu pexomenoayuii C (yposens 0ocmoseprnocmu dokazamenbcmes — 5)

0000

AN DN N N N N

AN

v

OAM

Pucronerun-kohakTopHasi akTHBHOCTb

['pynma kpoBu u pesyc paxTop

Tect reneparu TpomOuHa

buoxumuuecknii ananu3 kpoBu (oOmuii 6enok, OunupyOuH, anbOyMuH,
kpeatunuH,MmoueBuHa, AnAT, ACaT, rioko3a)

N®DA na mapképsl renatutoB B u C nipu nonoxutenbHbix Tectrax MDA Ha
MapKePBIBUPYCHBIX T€aTUTOB;

N®A na mapkepst BUY

OKTI

Y3U opraHoB OpIOIIHON MOJIOCTH (II€YECHb, CEIIE3CHKA, MOKEITYyA0YHAsT

AKeJIe3a, )KeTUHbIN My3bIpb, I0YEK)

KomnbrotepHas Tomorpadus;

MarHuTHO-pe30HaHCHast ToMorpadus;

I'enernueckue uccnenoBanus kposu, mytauueit rera MYH9 myranueii rena GATA-L.
[TpoTo4HO# UTOMETpUEH — KOTMYECTBEHHOH OI[EHKON perenTopa MeMOpaHbl
tpombonuToB allbf3.

OcHoBHbI€ (00s13aTe/IbHbIE) M IONOJTHUTEIbHbIE TUATHOCTHYECKHE
00CJIe10BAHUSL,IIPOBOIUMbIE HA CTAIIHOHAPHOM YPOBHe.
Yposenwv yoeoumenvnocmu pexomenoayuti C (yposerv 0ocmoseprocmu 00Ka3zamenbemes — S)

7] o0mwii aHamu3 MOYM (BBISBISIOTCS MPU3HAKU TeMaTypUHr: COJEpKaHUE

PUTPOIIUTOB, OCIIKA);

Tl Tpynma KpoBH H pe3yc dhakTop (onmpenenseTcs Kaxabplid pa3 npu

TOCMUTAIM3AINHA U OCTPhIX KPOBOTEUEHUSX MPU HAMEPEHUU

MPUMEHUTD

TpaHCPY3HMOHHYIO Tepario0 KOMIIOHEHTaMH KPOBHU (CBEKE3aMOPOKEHHOM IJIa3Mbl U
KpUOMPEUNUTATA), IPU XUPYPTUIECKIX BMEIIATEIbCTBAX.

7] TecT reHepaiiu TpoMOuHa [7] onpenenseT WHANBUIYaTbHBIH

pexxumMnoaoopa Bua mpernapara, J103bl, peKuMa BBeICHHSL.

T] OMOXMMMYECKHI aHaau3 KpoBH (00ImMiA OeIOK, ambOyMUH, OOt

ounupyOuH, npsiMoit OunupyOuH, kpeatunuH, moueBuHa, AJlaT, ACaT, rmoko3a);

"] VDA nHa MapKepbl BUPYCHBIX I'eaTUTOB (IIPU MMOCTAHOBKE JIMArHO3a M, MPH

reMOTPAaHC(Y3HUSIX COTITACHO COOTBETCTBYIONINM H HOPMATHBHO — MTPABOBBIX
aKTOB BoOMacTH TpaHcdysuomorun) [22].

C1 TILLP na mapképsl renatutoB B u C npu nonoxutenbHbix Tectax MPA Ha

MapKepbl BUPYCHBIX T€MAaTUTOB (COTJIACHO COOTBETCTBYIOIIMM M HOPMAaTHBHO
—IPaBOBBIX aKTOB B 00J1aCTH TPAaHC(Y3HUOJIOTHH);[22]

"1 MDA na mapkepsl BUY (pa3 B rog u mocie reMoTpancdy3uii u

XHPYPTUYECKUX BMEIIATEIBCTB COTIACHO COOTBETCTBYIOIIUM U
HOPMATHBHO —IIPABOBBIX aKTOB B 00acTH TpaHchy3uoaorun); [22]

7] reHEeTHYECKHE MCCIIEeIOBaHUs KpOBH. AHaIM3 MyTanuid Ha ocHoBe JIHK st
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ornpeaeNeHus CueuPpUIecKuX MyTalui.

[] 0aKTepuOIIOTUYECKOE UCCIICOBAHNE OMOJIOTUIECKOTO0 MaTepHana;
TaHHBIA BUJ MCCIEAOBAHUS CIEAYET MPOBOIUTH IS UACHTU(DUKAIIMH
BO30OyIUTEISIMH(DEKITUH.

"] CBIBOPOTOYHOE >K€J1€30, (EPPUTHH; BBIMOIHIETCS C IIEJbIO bIIBICHUS
MMOCTreMOPParuuecKor M/Uiau WHOW CUACPOIICHUN M Ha3HAUYCHUS aIeKBaTHON
3aMeCTUTENbHON (heppoTepanuu.

] ompeneneHue akTUBHOCTH (hakTopa BumneOpanna mjist mpoBeneHus

Qg QepeHIMaIbHON THarHOCTUKH.

3.6 UHCTpYMEHTAJNbLHASA THATHOCTHKA.
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%

D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8
%D0%B8.pdf

Ypoens yoenutenbHoCcTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB —
5)

WHucTpyMeHTallbHbBIE HCCIeI0BAaHUS:

[l @®I'/IC: oOHapyxeHHE MCTOYHHMKA KPOBOTECUCHHMs, MPU3HAKU 330(harura, racTpura,
Oynb0uTa, MTyoaeHuTa (MMOBEPXHOCTHBIHN, KaTapaJIbHBIN, 9PO3UBHBIN, SI3BEHHBIN);

[ OKI': nns onpeneneHus CTENEHU OPAKEHUS MUOKApAa;

[ V3U opranoB OpromrHO# mMonocTu (TMIEUYEHb, CENIe3eHKA, MOKETYI0YHON
’KeJe3a, )KeTUYHbINA My3bIpb, TOYEK) — BBISIBIEHUE BO3MOKHBIX T€MAaTOM, IICEBI00ITYXOJICH;

[1  Pentrenorpadus opraHoB rpyJHOU KJIETKH BBISIBICHUE BO3MOXKHBIX T€MATOM,
MCEeBIOOITYXO0JIEH;

[1 V3U cycraBoB, MSTKHX TKaHed (B 3aBHCHUMOCTH OT >Kaio0 MalueHTa
BbIOMpAETCsl KOHKPETHAsi aHaTOMUYecKasi 30Ha) OINpeiesieHue OpraHMuecKUX U3MEHEHUH
KOCTHBIX CTPYKTYp CyCTaBa W OKOJOCYCTaBHBIX TKaHEW, B TOM YHCJIE CHUHOBUAIBHOMN
IUCTpopUM, MPH apTponmaTHH OOHApPYKEHUE CYXKEHHE XPSIIEBOro MPOCTPAHCTBA,
HAJTMYHUs TOBEPXHOCTHBIX 3PO3Ui, CYOXOHAPATbHBIX KUCT, aHTYJISIPHBIX e opMaIiuii;

[l KommbrorepHas Tomorpadusi (B 3aBUCHIMOCTH OT >KaJIO0 MallMeHTa BEIOMpaeTCs
KOHKpETHasi aHaTOMHU4YecKas 30Ha) BbBISBJICHHE BO3MOXKHBIX I'€MaToOM, T'eéMapTpO30B,
MICEBJI00MYXOJIeH, CHHOBUATILHOU JUCTPOUH, MIPH apTPONATHH OOHAPYKEHUE CYKEHUE
XPAILIEBOTO MPOCTPAHCTBA, HAIMYUS MOBEPXHOCTHBIX 3PO3UH, CyOXOHApPATbHBIX KHUCT,
aHTYJISIPHBIX AeopMariuii;

[J MarnautHo-pe3oHaHCHass ToMorpadus (B 3aBUCUMOCTH OT >Kajo0 MamueHTa
BEIOMpAEeTCS KOHKpPETHAas aHAaTOMHUYECKas 30HA) BBIABICHUE BO3MOXHBIX T'€MaToM,
reMapTpo30B, TICEBAOOIMYXOJei, CHHOBHAIBbHOM aucTpoduu, TMpuU  apTPONaTHH
OOHapyXeHHE CYXKEHHE XPSIICBOr0 MPOCTPAHCTBA, HAIWYUS MOBEPXHOCTHBIX JPO3HIA,
CyOXOHIpaIbHBIX KUCT, aHTYJSIPHBIX J1eopManuii;

MCKT

Ixokapauorpadusi: ornpeaeacHue BO3MOXKHBIX 04aroB
KPOBOIJIUSHUS; bpoHXOCKONuUs: 00HAPYKEHHE NCTOYHUKA KPOBOTCUCHHS;
KonoHockonust: oOHapykeHHne HCTOYHUKA KPOBOTEUEHUS;

" OO30pHBII CHUMOK OPraHOB OPIOLITHOM IMOJIOCTH M MAJIOTO Ta3a: OOHApYKEHHE
HCTOYHUKA KPOBOTEUECHHS.

PenTriénorpadus cycraBoB: onpe/esieHne OpraHnyecKux U3MEHEHH KOCTHBIX CTPYKTYp CycTaBa,

B TOM 4YHCJI€ CHHOBHUAIBHOM AMCTPOGUH; IPU apTpONaTUN OOHAPYKEHUE CYKEHHE XPSIIEBOTO
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NPOCTPAHCTBA, HAIUYMS MOBEPXHOCTHBIX JPO3MH, CYOXOHIPAIBHBIX KHCT, aHTYJISPHBIX
nedopmaruii; craauu apTponaTuu

4 Tloka3zanus NSl KOHCYJbTAUMH CHEHHAJUCTOB (MPOPHIBHOTO
creruaimucTa CyKa3aHUEM IIeJIi KOHCYJIbTaI1H)

https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0
% BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8% D0
%B8.pdf

Ypoens yoenutenbHOCTH pekoMeHaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB
-5)

Xupypr: ONpeleieHue TMOKa3aHWM Uil  XUPYPrUYECKUX

BMEUIATENbCTB; ['emarosior: OUarHocTMKa M JICYEHHUE

BHUPYCHOTO IenaTuTa;

OTONapUHTONIOT: OCMOTP CIU3UCTBIX 000JIOYEK HOCa, JUArHOCTHKA HCTOYHUKA
KpOBOTEUEHHUS], JICUEHUU BOCHAIUTEIbHBIX 3a00JIeBaHUN MPUIATOYHBIX MMA3yX HOca U
CPEIHEr0yXa;

Kapaunonor: koppekius crovikoil Al, XpOHHYECKON CepACYHOM HEJOCTATOYHOCTH,
HapyLIEHMs] pUTMa CEPACUHON NEATENbHOCTH;

Cromarosor: omnpezaefneHue JOKATU3alUKd KpPOBOTOYAIIETO Yy4yacTKa CIU3UCTOM,
HAJIMYKME TOJBI)KHBIX 3y0OB, MH(UIbTpaTa B OKpYXaOIIUX 3y0 TKaHIX, JICUCHHE
BOCTIAJINTENbHBIX3a00I€BaHU;

VYporor: onpeneneHre NaTOJIOTUU MOYEBBIIEIUTEILHON U I0JI0BON CUCTEMBI;

OdTranbmoror: onpeaeneHre HapyIIeHUs 3peHNS, BOCTIAIUTEIbHbIE 3a00JIeBaHUS U
reMOpparuuecKnue COCTOSHUA IJ1a3 U MPUIAaTKOB;

Hesponarosnor: AuarHocTuka u iedeHNue 0CTPOro HapyUIeHUs MO3TOBOTO
KpoBooOpamieHusi, HeWiponaruii; [ Helipoxupypr: ompeneneHue TOKa3aHUH s
HEHPOXUPYPruueCKUX BMEIIATEIbCTB;

WHpexumoHncT: moo3peHne Ha BUPYCHbIE, OaKTepuabHble MH(EKINY, JIedeHNne NHEKIUH;

PeBmarosnor: noo3peHue Ha HaTM4Me CUCTEMHOTO 3a00JIeBaHUS COEIMHUTEIbHON TKaHHU;

JlepMaToBEHEpOJIOT: TMAarHOCTHKA KOKHOBEHEPOJIOTUYECKHX 3a00JIeBaHuil;

OHKOJIOT: TMarHOCTUKA COJMIHBIX OIyXoJsied, auddepeHnuanbHas AMarHoCTHKA
IIPUIIOCTAHOBKE TUarHo3a ICEeBI00YX0JIeH;

®dTu3narp: IMarHocTuka Tyoepkynesa, auddepeHnmanbHas
JMAarHOCTHKA MPUIIOCTAHOBKE IMarHo3a MCeBA00IyX0JIeH;

Hedponor: onpenenenue nokazanuii K Tepanuu MOYeIHOMI
HE0CTaTOYHOCTH, JUATHOCTHKA U JIEYEHUE NTaTOJIOIMH IOYEUHOTO
TPAaKTa;

[Icuxomor: neyeHue u nperynpexaeHue NCUX0I0rHYeCKUX pacCTPONUCTB;

Tpancdhysuomnor: s momadopa TpaHCPY3HMOHHBIX Cpel NP
MOJIOKUTEITBHOM HEMpsIMOM aHTUIIIO0YJIMHOBOM TecTe,

HEd(PPEKTUBHOCTH TpaHCPY3HiA, OCTPOIMACCUBHON KPOBOIIOTEPE;

Peanumarosior: ycraHOBKa IIEHTPAJIbHBIX BEHO3HBIX KATETEPOB, JICUEHUE TSHKEIOIO
CeTCuca,lloKa, APYTUX KU3HEYTPOKAIOIINUX COCTOSIHUM (CM. TIOHSTHE
KU3HCYTPOXKAIOIINX KPOBOTEUCHHMIA B TAOIHUIIE 3);

Bpau JIOK, peabunurosnor: pazpaboTka WHIUBHY ATbHON
IIPOrpaMMbIpeaOUIINTALIUY;
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Optomen: onpeaeneHne 00beMa OPTOXUPYPIHIECKON KOPPEKITHH,
y4acTue B pa3padoTKe HHIUBUIYAITBLHONU MPOTrPaMMBbl peabHITUTAIIH,
o0beMa (pU3NYECKUXHATPY30K;

CocyaucTteie XUPYprH, HHTEPBEHLMOHHBIE XHUPYPTH: OIPEACICHUE COCYAUCTOTO
J0CTyna JUIsl 3aMECTUTENbHONU Tepamuu, OMNpeesieHne MOKa3aHUil [Uisi SMOOIH3aluu
COCYIOB TMpH YyJNAJICHUU IICEBJOOMYXOJeH, YydacTHe B MYJIbTHIUCIMUIIMHAPHBIX
OTIepallMOHHBIX Opuranax, B ToMm unciaenpu OHMK;

AKyIIep-THHEKOJIOTH: OIpe/eNIeHHe TAKTUKH BEACHUS KEHIIUHBI IPH OepeMEHHOCTH
U B pOJiax, HOCUTEIbHUIIBI TeHa reMO(HINU, Mpyu OEpeMEHHOCTH U TUTAHUPOBAHUH POJIOB
peOeHKac npeanogaraeMoil Win yCTaHOBJICHHOH (hopMoii reMoHIINY, peleHre Borpoca
O MPOJIOHTAITUU OEPEMEHHOCTH;

YenroCTHO — JIMIEBBIE XHPYPIU: SKCTpaKIHs 3yOOB, OMNEpaTHBHbBIE MOCOOHS MpHU
reMOpparuueckux U MHQPEKIUOHHBIX OCJIOKHEHUSX MATOJOTHH YENIOCTHO — JIMLEBOMN
oOmacTy; PeHTreHoI0TH, CHeHaIiCThl JIy4eBOM AUAarHOCTUKU: paciin(poBKa U BTOpas
YUTKAa PEHTICHOIpaMM TIpU  OCTEONATOJOTHHM, HaJMYUKM TeMaToM M  MPOYUX
reMOpPParun4ecKrux OCIOKHEHHH.

. KOHCYJIbTAIMs aJlJIeprojora-MMMYHOJIOTa;
. KOHCYJIbTAlMs Kapauosiora (71s BeisABieHus conyTcTByromux bCK);

. KOHCYJIbTAllMsl HEBPOJOra (C LENbI0 BBISIBIEHUS COMYTCTBYIOLIEH HEBPOJIOTHYECKOM
MaTOJIOTHH);

. KOHCYJIbTAI[Msl OTOPUHOJIAPUHI0JIOTA (C LIEIbI0 BBISIBICHUS COMYTCTBYOMIEH naTtojgoruu JIOP-
OpraHoB);

. KOHCYJIbTAIMsI TAaCTPOIHTEPOJIOTa (C LIEIbIO BBISBICHHS COIYTCTBYIOLIEH MaTOJOTMH OPraHOB
MUILEBAPEHUS.

3.8 DopMYJIHPOBKA AMATHO3a YV 00JbHBIX ¢ TPOMOOLMTONATHEI

[Ipu ¢dopmynupoBKe auMarHo3a y OONBHOTO € TPOMOOIMTONATHEH PEKOMEHAYETCS Cleaylolas
MOCJIeIOBATEILHOCTR: ATHOJIOTHS, (OpMa U CTENEHb THKECTH ¢ ykazanuem koaa mo MKb-10.
JAnddepennuanbHasi IMATHOCTHKA
https://nodgo.ora/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0
%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0

%B8.pdf

JuddepeHunanbHbli quarHo3 mpoBoauTcs ¢ 6ose3Hpio Bumiebpanna,
TPOMOOIIUTONIATUSMHE/TPOMOOIIMTOTICHUSIMH, O6051e3HbI0 CTroapTa-Ilpayapa,
HACJI/ICTBEHHON THIIOKOHBEPTUHEMHUEH U IPYTUMHU reMOpparu4ecKuMu
COCTOSTHUSIMHU.

BoJse3ns BuiieGpanaa BBI3BIBACTCS KOJMYECTBEHHBIMH WM KauyeCTBEHHBIMU
M3MEHEHUsAMH cojepkanus ¢akTopa BuneOpanma. 3aboneBaHue HaciaemayeTcs I10
ayTOCOMHO-IOMMHAaHTHOMY THITy. Bosie3Hb mposBisieTcst y 000uX IMOJIOB.

KpoBOTOYHBOCTh IPEUMYIIIECTBEHHO HAa YPOBHE KOXKH M CIIM3UCTBHIX 000JIOYEK, a
y JKEHIIIMH B BHJIE THIIEpPMEHOppen. B oTnmune oT reMouiany reMaTtoMsl U TeMapTpO3bI
BO3HUKAIOT KpaitHe penko. [Ipu mabopaTopHOM HCCIIeIOBAaHUH: IPOTPOMOMHOBOE BpEMsI
B HOpME, aKTHUBHPOBAHHOE YAaCTHMYHOE TPOMOOIUIACTHHOBOE BpPEMsSI MOXET OBITh Kak
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HOPMaJIbHBIM, TaK M YJTHHEHHBIM; JJTUTEITBHOCTH KPOBOTCUCHUS - HOPMa WIIH YIJTUHECHO,
YHCIOTPOMOOIIUTOB-HOPMAILHOE WM CHUKEHHOE; akTUBHOCTH (pakTopa VIII - cHmkena
WM HOpMaJlbHas, aKTHMBHOCTh (akTopa BuiureOpania - CHIKEHA WM HOPMAaJIbHAs;
PUCTOLIETUH- KO(PaKTOPHAsI aKTUBHOCTD - CHIKEHA.

TpoMGouuTONATHN/TPOMOOIMTONEHNN  XaPAaKTCPU3YIOTCS  METEXHUATbHO-
CUHSYKOBBIM THIIOM KPOBOTOYMBOCTH. B aHanm3ax KpOBHU- PETUCTPUPYETCS B pa3HOM
CTCIICHH BBIPAKCHHOCTH CHHKCHHE 4YHCIa TPOMOOIIMTOB, W3MEHEHHE MOP(OIoruu
TpoMOOIMTOB. B KoaryjorpamMMe mpoTpoMOMHOBOE BpeMsi, aKTUBUPOBAHHOE YACTUYHOE
TPOMOOITACTUHOBOE BpPeMsl HE M3MEHEHBI. JIJIMTEIPHOCTh KPOBOTEUYCHHUS HOPMAaJIbHAS
WM YBEJIMYCHHAS.

Boae3nbo Ctoapra-Ilpay3pa Haciieayercs 110 HEIOJIHOMY ayTOCOMHO-

penieccuBHOMy THITY. [IpHn Tskenbix hopmax ne010T 3a00€BaHUS B IEPUO.
HOBOPOXACHHOCTH(KedanoreMaromsl). IMEIOT MecTO nMpody3HbIE )KETyT0UHO-KUIIICUHBIC
KPOBOTEUEHHSI, MOAKOKHBIE TeMATOMBI, [UTUTEITbHBIC HOCOBBIE KPOBOTCUCHUS,
MeTpopparun. ['emapTpo3sl kpaitHe penku. B koarynorpamme- yITHHEHHE
MPOTPOMOMHOBOTO BPEMEHH MPU OJJHOBPEMEHHOM, XOTSI U MEHEE BHIPAXKEHHOM YUIMHEHUU
CBEPTHIBAHUS B aKTUBUPOBAHHOM YaCTHYHOM TPOMOOIITIACTHHOBOM BpeMeHH. CHUXKEeHA
aKTUBHOCTH (hakTopa XB IUIa3Me.

HaciaencrBeHHasi TMIIOKOHBEPTHHEMMSI HAclEAyeTCs IO HENOJHOMY ayTOCOMHO-
pEeLECCUBHOMY THIly. THI KpOBOTOYMBOCTH- CMEIIAHHBIA MMKPOLUPKYJIATOPHO-
reMaTOMHBIA  (Ke(aloreMaToMbl, >KETyJOYHO-KUIICYHbIE KPOBOTEUEHHUS, YIOpPHBIC
HOCOBBIE KPOBOTEUEHUS, METpopparun). B koaryisorpamme nMeeT MECTO U30JINPOBAHHOE
YAJIMHEHUE CBEPTHbIBaHUSA IUIa3Mbl B IPOTPOMOMHOBOM TECT€ IMPH HOPMAaIbHBIX
MOKa3aTesiXx OOILIero BPEMEHHM CBEPTHIBAHUSA KpPOBU, AKTUBHPOBAHHOM YacCTHUYHOM
TPOMOOIIIIACTUHOBOM BpPEMEHH.

NundpdepeHumanbHan AMarHoCTUKa

remopparnm4ecKkux AmMate3on

Cumntombl, nab-e Temop. Tpombo | lfemod b-b
NnoKa3sarenu BaCKynur uMTonar WM Bunne
U1 6panga
Tun KPOBOTOYHMBOCTH Backyn.- Mukpoumpk  Mukpouup [lematomu  CmellaHH
NypRypHsIA YNATOPHBIA  KYAATOPHBI  bIA Bl
W
OAK Helitpoduned  M3onmpoead N N N
bif HaR
neiikounTozco  TpombBouuTo
CABUTOM NEHUA
eneso, TCOI
JINUTENBHOCTL KPOBOTEYEHWA N0 N L I N T
Ayxe
CBepTbIBaeMoCTb N, 4 N N B N
A4TB (ANTT) N, N N 0 7
daxtop VIII, ¢. IX N N N N7 N
®. Bunnebpanaa N N N @IMYShmEd
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OnddepeHumnansHan JuarHocTuka reMopparu4yeckmx CUHAPOMOB

®opMa naronorun Bpeint KonuvecTeo B AYTB o
KPOBOTEYEeHUS TpomGouwnTos

TPOMBOLTMTOIIEHHA YANUHEHO CHIDKEHO HopMa Hopma Hopma

TPOMBOLINTOMATMSA YANUHEHO HopMa HopMa HopMma HopMma

BonesHs BUNINEBPAHOA YANUHEHO Hopma Hopma YONUHEHO | HOopMma

Hopma Hopma HopMa WHEHO | HOpMa
FTEMO®UIUA A P P P YA P
Deduuput VII b HopMa HopMa yANWHeHo Hopma HopMa
HedekT hakTopos: Hopma Hopma yOnuHeHo | yONMHEHO | Hopma

L v X

TAKTUKA JJEYEHUA HA AMBYJATOPHOM YPOBHE:
https://nodgo.org/sites/defaul t/files/%D1%82%D1%80%D0%BED0%B8%D0%B8.pdf

Jleuenue

ILGTI/I C JUardo3omM HaCJICACTBCHHAA TpOM6OI_[I/ITOHaTI/I}I HaGHIO,Z[aIOTCH B
CIICIIUAJIM3UPOBAHHBIX I'CMATOJIOTMUCCKHUX LCHTpPAX. I[aHHa}I rpymma 60JIBHBIX HYXJIacTCA B
KOPPEKTUPOBKE JAMEThI: MUIIA JOJKHA OBITh BUTaMHHH3MpoBaHa (BuUTamuHbl C, P, A),
UCKITIOYAIOTCS YKCYC-COeprKaIne 0J110/1a, KOHCEPBUPOBAHHBIC TPOAYKTHI C UCMOIB30BaHUEM
CAJIMLIMJIATOB, TAK K€ PEKOMEHIyeTCsI BKJIIOUUTH B pallloH apaxuc. MckioyatoTes mpenaparsl,
KOTOpBIC BBI3BIBAIOT HAPYIIEHUS CBOMCTB TPOMOOIMTOB: AaCHHPUH, HEHAPKOTHUYECKHUE
MIPOTHUBOBOCIIANIUTENbHBIE MPENapaThl, Ie3arperanThl, aHTUKOATYJISHTHI. [IpoBoaNTCS caHanus
XPOHHUYCCKUX OYaroB I/IH(beKI_II/II/I, JICHCHUC COIIYTCTBYIOIHX 3a6OJIeBaHHI>'I, BaKIIMHAILIUA
MPOTHUB remnatuta A u renarura B.

IIpu pa3sBUTHM JIETKUX MECTHBIX KPOBOTCUEHUIN BO3MOKHA UX OCTAHOBKA ITyTEM KOMIIPECCUU
TaMIIOHOM WJIU cal(eTKOMH, MPOMUTAHHBIX aMUHOKAIIPOHOBOM MJIM TPaHEKCAMOBOW KUCIIOTOM.

[Ipu pa3BUTUM KpPOBOTEUEHHM CpeAHEH M TSDKEIOM CTElneHH HEeoO0XOIUMO CHCTEMHOE
BBEJICHUE TMpEnaparoB: aHTU(PUOPUHOIUTHUYECKHE CPEICTBA (TpaHEeKcaMoBas KHUCIOTA),
necmomnpeccud (DDAVP) u akTuBHpoBaHHBIN peKOMOMHAHTHBINA (DAKTOP CBEPTHIBAaHUS KPOBU
VII (rVIla). XXuzHeyrpoxaromye COCTOSHUS 4acTO TPeOYIOT MepeIuBaHUs TPOMOOIMTOB C
LeJTbI0 KOMIICHCALIUU UX BPOKIECHHOU TUCHYHKITUH.

AHTU(UOPUHONMUTHYECKUE TIpenaparbl - TpaHEKcaMoBas KHCIOTa, aMHHOKaIpOHOBas
KHUCJIOTa - MHTUOMPYIOT JeHCTBME aKTHBaTopa IUIa3MHMHA W IUIa3MHUHOTEHA, OO0JIagaroT
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https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BED0%B8%D0%B8.pdf
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BED0%B8%D0%B8.pdf

réMOCTAaTUYECKUM  JCHCTBUEM IpU  KPOBOTEYEHHSX, KPOME TOrO,  OKa3bIBaIOT
NPOTHUBOAICPITMUECKUIT ¥ TPOTUBOBOCHAIUTENBHBIA 3((}eKT 3a cyeT MOoAaBICHHS
o0pa3oBaHMsl KUHUHOB W APYTUX AKTHUBHBIX MENTHUIOB, YYaCTBYIOUIMX B aJJIEPrHUYECKUX U
BOCHTAJIUTCIIBHBIX PCAKIIUAX. vy NannucHTOB C TpOM6OI_[I/ITOHaTI/I}IMI/I HX 9allC BCCro NpuMCHAIOT
B CITy4ae pa3BUTHUS HOCOBBIX, JECHEBBIX KPOBOTEUEHUM, MeHOpparuu. Takxke ux Ha3HavyaroT ¢
LCJIBIO MPCAYHPCIKIACHUSA PA3BUTHUA KpOBOTequI/Iﬁ npu NpOBCACHUMN MaJIbIX OICPATHBHBIX
BMEIIATEIbCTB U CTOMATOJIOTMYECKOTO JIeueHUs. BO3MOXKeH nepopaibHblli 1 BHYTPUBEHHBIN
MeToA BBeneHus. [IpenapaTom BeIOOpa B JAHHOM IpyIIIe SBISETCS TPAHEKCAMOBAst KUCIIOTHI.
[To cpaBHEHHMIO C aMHHOKAIlpOHOBOW KHCJIOTOM OHa obOnamaeT B 8 pa3 Oosbiiei
aHTU(UOPUHOIUTUYECKON aKTHBHOCTHIO. Jl03a TPaHeKCcaMOBOIl KUCJIOTHI cocTaBiaseT 15-
25 mr/kr nepopajbHo 3-4 pa3a B JeHb wiau 10 Mr/Kr BHyTpuBeHHO 3-4 pa3a B aeHb. Ee
TAKIKC MOKHO UCTIOJIb30BATh JJI ITOJIOCKAHUS IJId pTa B ClIydac ICCHECBBIX KpOBOTe‘IeHI/Iﬁ —II0
10 M 5% pacTtBOpa 4-6 pa3 B AcHb, B CiIy4ae 3arjaTbIBaHUS SKBUBAJICHTHAs 1034 COCTABIISIET
500 mMr. AHTH(UOPHHOJMTHKH NPOTHBONOKA3aHbl NPH TeMaTypHH M3-3a ONACHOCTH
Pa3BUTHS OCTPOH MOYEYHO! HETOCTATOYHOCTH.

JlecMoOIIpecCHH SIBISIETCA CHUHTETHMUYECKHMM aHAJIOrOM Ba3oIlpeccHuHa (aHTUIMYPETUYECKOTO
ropmMoHa). ViMeer BBIpa)KEHHBIN NPOKOAryJSHTHBIA 3(P(eKT — MOBBIMIAET KOHLEHTPALHIO
¢aktopa cBepteiBanusi kposu VIII (FVIII) m vWF B muasme. Hasnawaercs mnpu
KOJIM4ecTBEHHOM aeduuute (axropa BumieObpanna. Ero MoKHO BBOAWTH BHYTPHBEHHO,
MOJIKO’KHO U MHTpaHa3anpHOo. CtannaptHas no3a DDAVP cocrasnser 0,3 mr/kr (He 6onee 20
MT) BHYTPUBEHHO (W11 T01K0kHO) itk 300 Mr nHTpanaszaibHo (150 Mr y neTelt ¢ Becom MeHee
50 kr). MakcumansHble 3HaueHuss VWF B minasme nocrurarorcs uepe3 30 — 60 MuHyT npu
BHYTPUBEHHOW WHBEKIMU U 4epe3 90 — 120 MuHYT 1pu Ha3adbHOW M TOIKOKHOU
anMuHHUCTpanuu npenapara. Oteet Ha jeyeHne DDAVP moxer ObiTh paznuunblil. [losTomy
nepes; Ha3HaueHUEeM JAHHOrO IpenapaTa HEO0OXOJUMMO BBECTH NMPOOHYIO TEPaneBTUYECKYIO
7103y TIpU OTCYTCTBUU KpoBoTeueHus. Ecnu uepe3 30 MunyT uinu 60 MUHYT (BHYTPUBEHHOE U
MOJIKO’)KHOE BBEJIEHHE, COOTBETCTBEHHO) Yy MAalMEHTa HAOJIIOJAETCS OKUAAEMBIH MOIBEM
koHueHTpauuu FVIIL, To DDAVP na3nauaroT B kauecTBe remocraTuueckoi tepanuu. Ilpu
tepanmuu DDAVP MoxeT HaOmoaaThes 3a1epiKKa KUIAKOCTH B OPraHU3ME U THIIOHATPUEMUS,
[I03TOMY B Te€4eHUE 24-X 4YacoB IOCJIE BBEACHUs IIpernapaTa MalUEeHTaM pPEKOMEHAYETCs
OTrpaHUYUTh 00BEeM MOTpebasseMoi KuAKOCTH. [lo 3TON XKe mpuYMHEe, JECMOMPECCHH HE
npuMensiercd y aered mianue 2-x jget. DDAVP cnenyer Ha3HauaTh ¢ OCTOPOKHOCTBIO Y
MalMeHTOB C TUIMEPTOHHMEH, OPOHXMATBLHON aCTMOW, THUPEOTOKCHKO30M M XPOHHUYECKUM
HeppUTOM. AOCOTIOTHBIM TPOTUBOMOKA3aHUEM SIBISIOTCA OSIWICTICHS, OepeMEHHOCTb.
Cepneunas HEIOCTATOYHOCTD M MPOTPECCUPYIOIINN aTEPOCKIIEPO3.

Tpancdy3usi TPOMOOUMUTOB - KPacyroJbHBIM KAMHEM B Tepalui HACIEACTBEHHbBIX
TPOMOOIMTONATHH C YTPOKAIOIINMHY KU3HHU KPOBOTCUCHHSIMH U Y TIAIIMEHTOB ¢ Hed((HEeKTHBHOU
reMOoCTaTH4ecKol Tepanuei HecnennupuueckuMy npenapatamu. boibHbIe ¢ TSHKEIBIMU
HACJIEJICTBEHHBIMHU JieeKkTaMu TpomMOo1uToB (cuuaapom bepuapa-Cynbe, cunapom Buckorra-
Onpapuua, TpomOacTeHus [ TaHIIMaHa) 4aCcTO HYXAAIOTCS B PETYJISIPHBIX TPaHCHY3USIX TPOMOOITUTOB,
HECMOTPS Ha PUCK Pa3BUTHUS AJTTIOMMMYyHU3anuu 0o k HLA anTurenam, 100 K MOBEPXHOCTHBIM
riaukonporenHam TpomoorutoB (Gpl-b-1X-V uau allbf3). Pazsutune pedpakrepHocTd K TpaHc)y3un
XapaKkTepU3yeTcsi OBICTPHIM HUBEIMPOBAHUEM TEPEITUTHIX TPOMOOIIUTOB U3 KPOBOTOKA U
OTCYTCTBHEM TepaneBTrueckoro a¢dekra. Crermanuctel United Kingdom Hemophilia Center
Doctor’s Organization (UKHCDO) pekoMeHAyIOT IPOBOAUTE TPAaHC(PY3UU TPOMOOLIUTOB,
coBMecTUMbIX 10 HLA, ¢ 11e71bI0 TOHMKEHUS PUCKA PA3BUTHUS AJZIOUMMYHHU3ALNUH Y TAHHOW TPYTIIbI
narueHToB. OIHAKo, 3TO HE BCErla BO3MOXKHO, OCOOCHHO B CIIy4ae pa3BUTHUSL OCTPOTO,
AKHU3ZHEYTPOXKAIOLIETO KPOBOTEUEHUSI.

PexomOMHaHTHIN aKTUBUPOBaHHBLIN (pakTop cBepThiBaemocTu KpoBH VII (rFVIla) sBisercs
3¢ (HEeKTUBHBIM T€MOCTATHUECKUM CPEJICTBOM Y JETEH U B3POCIBIX C IUarHO30M TPOMOOLUTONATHS,
0co0eHHO y MaIKeHToB ¢ TpomOactenueii ['nanimana u 6one3nsio bepunapa-Cynse. B

23



TepaneBTHueckux no3ax rEVIla nanpsmyto, He3aBUCHUMO OT TKaHEBOTO (pakTopa, akTUBUPYET (haKTop
X Ha TOBEPXHOCTU aKTUBUPOBAHHBIX TPOMOOIIMTOB, TOKAIM30BAHHBIX B 30HE TIOBPEKACHUS. ITO
MPUBOIUT K 00pa30BAHMIO U3 MPOTPOMOMHA TPOMOMHA B OOJIBIIIOM KOJIMYECTBE HE3aBUCHMO OT
TKaHeBoro (akropa. [[pyrumu cioBamu, papmakoguHamudeckuii 3¢ ekt paxropa VIla
3aKJII0YAETCSl B YyCHJIICHHOM MECTHOM 0Opa3oBaHuu (akTopa Xa, TpomOuHa u ¢pudpuna. rFVIla
SIBIIIETCS TIPETapaToM BbIOOpa y OONBHBIX TpoMOacTeHuel [ maHImMana ¢ alIouMMyHHU3aliel WK ¢
pedpakTepHOCTHIO K TpaHCcPy3usiM TpoMOoIuToB. CTapToBas g03a coctaBiseT 90 MKI/KT ¢
MMOBTOPHBIM BBEICHUEM KaXK/ble 2-3 yaca 10 MOMEHTa OCTaHOBKHU KpoBoTeueHus. O1HaKo, Ha
CETOJHSAIIHUN JIEHb HET JJOCTATOYHOT0 00beMa KIMHUICCKUN JaHHBIX 00 3PPEeKTUBHOCTH NEHCTBUS
npemapaTa y 601bpHBIX ¢ TpoMOonuTonarusimMu. JlucrmancepHoe HabmoieHne 00JIbHBIX
TpoMOouuTonaTusimMu. [lanueHTs! ¢ TPOMOOIUTONATUSAMU AOKHBI IPOXOAUTH PETYIIIpHbIE
JTUCTIAHCEPU3ALIMU, HE3aBUCUMO OT HAJTMYHSI TEMOPPAarniecKux 3Mmu3010B. OcMOTp meauarpa u
remMaroyiora MUHUMyM 1 pa3 B 6 Mecs1eB, OCMOTp OTOJIAPUHTOJIOTa U CTOMATOJIOTa MUHUMYM 1 pa3 B
roa. Kpome Toro, Heo0X0AMMO MPOBOAUTH JJAOOPATOPHBIN KOHTPOJIb - OOLIHI aHAIN3 KPOBU, OOIUI
aHaJIM3 MOYH, KOaryJorpaMma, arperamnusi pomoonutoB ¢ AJ[D, snuHEDprUHOM, KOJIJIar€HOM,
apaxyuJOHOBON KUCIOTOH, TPOMOOKCAHOM - MUHMMYM 1 pa3 6 MecsIieB.

1) HemenukamenTo3Hoe Jedenne [10] [1]:
Pexkum: o01ieoxpaHUTENbHBIH, H30€raTh TpPaBM.
CrnemyeT MOOMIPSAT, HEKOHTAKTHBIC BHJIBI CIIOPTA, TaKWe KakK IJIaBaHUE, X0/b0a, Toib(,
O0aIMHHTOH, CTpenbba W3 JyKa, €371a Ha BeJIOCHIIe[le, TpeOJis, MapyCHBIM CHOPT U
HACTOJIbHBI TEHHUC.

BricOKO KOHTAKTHEIE BUJbBI CIIOPTA U BUJBI CITIOPTA CO CTOJIKHOBCHUAMMU TAKUC KAK (1)yT6OJI,
XOKKe#, perobu, O0okc m OoppbOa, a TakKe BBICOKOCKOPOCTHBIE BHIBI CIIOPTa TaKUE Kak
MOTOKPOCC U KaTaHUC Ha JIbIKaxX CJICAYCT I/136€I‘aTb, MOCKOJIbKY OHH MMOTCHUOHUAJIBHO MOTYT
HAHECTH TPABMBI, yTPOXKAIOIIUE )KU3HH, €CITH OOJIBHOM HEe HAXOAUTCS Ha MPO(QUIaAKTHYECKOM
JICUCHHNU AJIA TAKOT'O BUJ1a aKTUBHOCTH.

[IporpaMMHBIE BHIBI CIIOpTa CIEAYET pa3pemiatbh OOJBHOMY, KOTOPBIH MMEET BBICOKYIO
MIPUBEPIKEHHOCTh K JICYCHHIO, COOJIOAAET BCE MPUHIMITBI MPOPUIAKTHISCKOTO BBEACHUS
npemapaToB (HaKTOPOB CBEPTHIBAHUS KPOBH.

Llenblo siedeHus «I10 TPeOOBAHUIO» SIBIISIETCS OCTAHOBKA BO3HUKIIMX KPOBOM3IUSHHUNA WIN
KpOBOTG‘IGHHﬁ. NapmMu CJIOBaMH, HJAaHHOC JICUCHUC MPOBOAUTCA MPU OCTPO BO3SHUKIIHNX
reMOPPAarun4ecKuX COCTOSHHSIX.

Bxirouenre B KITMHUYECKUN MMPOTOKOJ HE3apEeTrUCTPUPOBAHHBIX B PecryOnuke Y30ekucran
JICKApCTBCHHBIX CpPCACTB HC ABJIACTCA OCHOBAHHCM [JId BO3SMCIICHHUSA B paMKax
rapaHTHPOBAHHOTO 00BeMa OECIIATHOM MEUITUHCKOM ITOMOIIIH U B CHCTEME 00513aTEIHFHOTO
COMUAJIBHOT'O MCIUIIUHCKOI'O CTPaXOBaHUA.

4.2 IlepeyeHb OCHOBHBIX JieKAPCTBEHHbIX cpeacTB (MMeromux 100 % BepossiTHOCTH
NPUMEHEeHHUs): He00X0AUMO YKA3aTh YPOBHHU I0KA3aHHOCTH

MHH

dapmakoTEPANEBTUYECK

aexkapcTBeHHOTO | Crioco® mpuMeHeHHs | YpOBEHb J10Ka3aTebHOCTH

as rpynna
Py cpeacTBa

HNuruburop TpanekcamoBas 10-15 mr/kr https://www.vidal.ru/drugs/t
bubpuHoONIU3a, KHUCJIOTa Macchl TeJna ranexam__ 24038
aHTU(UOPUHOTUTUKI BHYTPHUBEHHO
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AMMHOKAIpOHOBA https://www.vidal.ru/drugs/
s KHCIIOTa 100 aminocaproic_acid__ 1864
MI/KT BHYTPHUBEHHO |2
T'emocraTuku Dram3uiar BHYTPUBEHHO https://www.vidal.ru/drugs/
(ME/IJICHHO) WK etamsylate 42126
BHYTPHUMBIIIICYHO.
OnTumanbHas

CyTOYHas 71032
cocrasiszer 10-20
MI/KT MaccCHhI Tea,

[penapar amns Harpwuit xmopun 0,9% NaCl https://www.vidal.ru/drugs/
perupaTanuy u as (M30TOHUYECKOTO sodium_chlorid__31235
MapeHTepaIbHOTO pacTBopa) https://www.ncbi.nlm.nih.g
IPUMEHEHUS (mpumepno 5-10 ov/pmc/articles/PMC35000
MII/KT B iepBbie 5-10 | 36/
MUH [T B3pOCbIX U | hitps://www.ncbi.nlm.nih.g
10 mu/kr st aereit). | ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
IIpenapar ¢pakropa VII | PekomOunanteiii | CraproBas 103a https://www.vidal.ru/drugs/
CBEpPTHIBAHUS KPOBU aKTHBHUpPOBaHHBIA | coctaBinsier 90 mMkr/kr | factor_vii_coagulation_fact
I'emocraTnyaeckoe dbaxTop C MIOBTOPHBIM or_vii___6083
CPENCTBO CBEPTHIBAEMOCTH | BBEJICHUEM KaXKIIbIe
kpoBu VII 2-3 yaca 0 MOMEHTA
(rFVIa) OCTaHOBKH
KPOBOTCUCHHS
Amnautor Ba3onpeccuHa | JlecMonpeccuH BHYTPHBEHHO, https://www.vidal.ru/drugs/
CpenactBo eueHus MOJIKOXHO U desmopressin__43997
HecaxapHOro auadera UHTPaHAa3aJIbHO.
CranpapTtHas no3a
DDAVP cocrasnser
0,3 mr/kr (He Oonee
20 Mr) BHyTPUBEHHO
(MM TIOJIKOYKHO) HITH
300 mr
uHTpaHaszansHo (150
MT y JIETE€ C BECOM
meHee 50 kr).
I'mokokoprukocrepous | Jlekcamerazon 8-32 mr BHYTpH https://www.vidal.ru/drugs/

BCHHO

dexamethasone 3484
https://www.ncbi.nlm.nih.qg
ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
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https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/clinic-group/440
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/

0,05; HapyKHOTO chlorhexidine 21450
3TAaHOJI pacTBOP IIPUMEHECHHUA
70, 90
%;
MOBUIOH — HOJT;
MEePEKUCH

BO
J0poJapacTBop 3
%;
1o pacTBOp
cnupToBoiS %.

AHTHUCENITHKH XJIOPTEKCHINH — pacTBop IS https://www.vidal.ru/drugs/

*BO3MO)KHO HpI/IMeHGHI/Ie TOJIBKO OITHOI'O HpGI[CTaBI/ITCJIH prngI NJIN UX KOM6I/IHaHI/I}I

B maHHOM TIPOTOKOJIE TPEJICTABICHBI HE BCE MCUEPITBIBAIONIUE JICKAPCTBEHHBIC CPE/ICTRA,
TaK Kak TMpH HAIMYUKM TATOJOTHH COIYTCTBYIOIIEH, Hampumep, HWHQPEKINOHHBIX
OCJIOKHEHUH Ha3HAYalTCsS TE IMpenaparhl, KOTOPbIC YyKa3aHbl B COOTBETCTBYIOLIUX
pEKOMEHAIMX.

Ilo

YCMOTPEHHIO JIeYallero Bpaya M MO KOHCYJIbTAlMM Y3KHX CIELHAINCTOB MOTYT OBITh
Ha3HAYEHBI CHHAPOMAIIbHAS WJIH CUMIITOMATUYECKAs Tepartusl.

2) Xupypruueckoe BMelIaTeIbCTBO, 0Ka3bIBaeMoe B
aMO0y/JIaTOPHBIXYCJIOBHSAX:

ManouHBa3uBHLIC XUPYPTHICCKUC BMCIIATCIbCTBA, BKJIHOYasda CTOMATOJIOTHUYCCKHUC
(ymanenue 1-2 3y00B) MOTYT OCYIIECTBISATHCS aMOylIaTOPHO TOCe KOHCYJIbTAIlMK Bpada-
reMaToJIora,  YKa3bIBAIOIIETO  PErjJaMEHT  3aMECTUTENbHOM  Tepanuu.  (ypOBEHb
noka3aTenbHOCTH C) B COOTBETCTBUU C HACTOSIIMM IPOTOKOJIOM (pa3fenl «JIeueHHUe I0
TpeOOBAHUION.
Jlo mpoBeeHus TF000T0 XUPYPrUUIECKOTO BMEIIATEIBCTBA U Uepe3 2-3 MecsIia
mocje Hero HeoOXOAWMO TpPOBEJNCHHE JTa0OpaTOPHOTO HCCIENOBAHUS HAa WHTUOUTOP K
(hakTOpyCBEPTHIBAHUS.
Oco0eHHOCTH COCYANCTOrO AOCTYMA.
C BeHamu OONBHOTO HYXHO oOpamarbcss ¢ 0co0oil  ocTtopoxHOCThIO. IloaTOMYy
PEKOMEHTyETCSl MCTIOIh30BaTh UTIIbI-0a00uku pazmepoM 23G unm 25G. [1] Tlocne mpokoia
BEHBI HY)KHO Y/ICP)KUBATh €€ MO/ JaBJICHUEM B TeueHue 3-5 MUHyT [2]
[Io BO3MOXXHOCTH cienyeT u30eratb YCTPONCTB KaTeTepH3alid BEHbI, HO OHU MOTYT
noTpeOOBaThCs JJIsl HEKOTOPBIX JIeTei. [2]
N36eratb BHYTPUMBIIIEYHBIX M TOAKOKHBIX HHBbEKUHH, 32 MCKJIKYEHHEM Tex
cJIy4yaeB, KOI/Ia JaHHBIH BU/I BBeJeHUsI PEKOMEHI0BAaH reMaToJ10roM (Hampumep, npu
BAKUMHAIMM TNALMEHTA, WM JieYeHHMU BHPYCHOIO TemaTHTAa NPH NapaLieTbHOM
NpOoPUIAKTHYECKOM BBEJICHHHM 3aMECTHTEJNbHOH Tepanmuu mnpenaparamMu (paxkropos
CBEePTHIBAHUS KPOBH).

JInst iedenust cpeHux / yMEpEeHHBIX KPOBOTCUCHUH MOXHO HCIIOJIh30BaTh
TEpanuio B JOMAIIHUX YCIOBUSX.

BoJbHBIM U J1e4aluM BpayaM He00X0AMMO H30erarTh JIeKapCcTB, KOTOpPbIe BJMAIOT HA
(GyHKIUI0 TPOMOOUMTOB, 0COOEHHO AUETUJICATUIUIOBAS KUCJI0TA (ASA - acIUpPUH) U
HeCTepOMIHbIe NPOTHBOBOcHaNUTeNAbHble mnpenapatsl (HIIBII), 3a mnckiaouyenunem
onpenejseHnbix uHruouropo ILOI'-2. Ilapaueramon /anmerameHo(eH SIBIASIIOTCS
0e30macHOM aJbTePHATHBOM 1JIs1 00e300,1MBaHNS.
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NOGTHKEHHE UHANKATOPOB 3((HEKTUBHOCTHU TEPAITHH.

MOKA3AHMS LISl TOCIIUTATM3ALIMU C YYETOM BUJIOB OKA3AHHS
MEJIALIMHCKO MTOMOIIH:

1)IToxa3anus 1Jisl JIAHOBOI rOCIUTAJIH3AINH:

[TmanoBast TOCIIUTATM3AIMS  OCYHICCTBISIETCS. MPEUMYIIECTBEHHO B
OT/ICIICHUS TEMATOJIOTUH.

JlomyckaeTcsi TOCTUTATU3aIs MAlUeHTa TS TIOTYYeHUS TUIAHOBOM ITOMOIIH BIIPOQUIEHOE
OTJEJICHUE TI0 MTPEBATUPYIOIIEH CUMIITOMATHKE, COTJIACOBBIBAETCS C TEMATOIOTOM.
[MpeumymiecTBO Al TOCHUTATHM3AIMKA JOJDKHO OCTABISATBCS 332 MHOTONPO(UIBHBIM
CTallHOHAPOM C HAIMYUEM MYIbTUANCIUILIMHAPHON OpUragoil XuUpyproB, HaJIUYHUEM
IITaTHOTOT'e€MAaTOJIOTa C OMBITOM OKa3aHHS MOCOOUS MPH XUPYPTUIECKUX BMEIIATEIbCTBAX
OOJIBHBIM C TPOMOOLMTONATHEH , BO3MOXHOCTH IPOBECTH JTa0OPATOPHYIO JHATHOCTHKY
OOecnieueHre TeMOCTATHKOB KPOBH IUIAHOBBIX ONEPANUii IPOU3BOIUTCS B COOTBETCTBHH C
HOPMATUBHBIM PETYJIUPOBAaHUEM B OOJACTH JIEKApPCTBEHHOTO obecriedeHus B PecmyOmnmke
V36ekucran. [lomyckaercsi MCIOIB30BaHHUE TpEnapaToB (aKTOPOB CBEPTHIBAHUS KPOBH,
KOTOPBIMH OOECIIEUYUBAIOTCS TMAIMEHTHl 332 CYET IEJEeBBIX TEKYIUX TpaHcepToB (o
aHAJIOTUW C OOJIbHBIMU CaxXapHbIM JHa0eToOM), Tak KaK B JaHHOM CJIy4ae pacyer
3aMECTUTENBHON Tepanuy MPOU3BOIUTCS HA TO/.

2) IMoka3aHus A5 SKCTPEHHOI rocnuTaau3anun: [2]

KpoBou3znusHus B )KMU3HEHHO BayKHBIE OPTaHbl (TPaBMBI T'OJIOBbI, KPOBOU3IHUSHHS BIOJIOBHON
U CIIUHHOM MO3T, TPaBMbI B O0JIACTH CIHMHBI, IICH, JKEJTyIOYHO-KHUIICYHBIC KPOBOTCUCHHSI,
3a0pIOIIMHHBIE T€MaTOMbI, MacCHBHAas TeMaTypHs, OCTpas XHUPYprudeckas MaTOJOTHS:
OCTPBIH aNMeHIUIIUT, TIPOOOIHAS SI3BA, ICPUTOHUT, PA3PhIB CEIC3CHKH U JIp.).

[NocnuTanu3anust OCyHIECTBISETCS NPEUMYIIECTBEHHO B TIeMaTOJOTHYECKHE OTAEICHUS
W/un B MPOQIIBHBIE OTACICHUS OPTaHU3alMid 3IPaBOOXPAHEHUS B 3aBUCUMOCTH OT
HaJIW4Yus  TpPEeBaJUpPYyIOUIe  CUMOTOMATUKH  (XUPYPIUs, YpOJOTUs, HEBPOJIOTHUS,
Helipoxupyprus, Tpamartonorusi, OPUT u mp.), UMeOMMUX BO3MOKHOCTh KOHCYJIbTaIlUU
reMaroJiora, MpoBeeHHUS 3aMECTUTENILHOM Tepanuu U HeOOXOAUMBIX HCCIIeI0BAaHUM.

[Tpu oTCyTCTBUM HEOOXOIUMOCTH B MPOBEICHUHN XUPYPTHUECKOTO BMEMIATEILCTBA BCETAa
MOKa3aHa TOCHUTAIW3AlKUSg B TEMaTOJIOTHUYECKOe OTnaeleHne. Hamuuue HapymieHUi
BUTAJIbHBIX (YHKIUI, MPU3HAKOB ILIOKA SIBISETCS TMOKa3aHWEM MJii TOCIUTAIN3alUuu B
OTJIJICHUE UHTCHCUBHOW Tepanuu.

CnenyeT NOMHMTH, YTO MPH HAIWYUHU Yy MAlMEHTa XU3HEYTPOXKAIOUIMX KPOBOTEUEHUI
(rematomesuc - pBoTa «ko(deWHOU Trymiei», MeneHa, npusHaku OHMK, nerodnoe
KPOBOTEUEHHE U TIp.) (CM TIOHATHE YXM3HEYTPOXKAIOIIMX KPOBOTCYCHUI B Tabnuue 3) u
nH(pOpMaIUU 0 TOM, YTOOH O0JICH TpOMOOIIUTONIATHEHN (CO CIIOB POJICTBEHHUKOB, TAITUEHTA)
HEOOXOUMO KaK MOXKHO CKOpee BBECTH BHYTPHUBEHHO T'€MOCTATHKH(TpaHEKCaMOBAas
KHCIIOTa) WM TpOMOOKOHIETpaT. Jlo3upoBKYy U mpaBuia BBEAEHHUS ONpEAETUTh B
COOTBETCTBUM C HHCTPYKLIHEN K JIEKapCTBEHHOMY CPEACTBY. | OCHIUTANM3UpOBATh MPHU
STOM HYHO B OJIM>KalIIMM CTallMOHAp, BBI3BAB I€MaTOJIOTa Ha SKCTPEHHYIO KOHCYJIBTAIHUIO.
He pomyckaercst nnuTenbHas TPAHCIOPTUPOBKA TMAIMEHTa C TPOMOOLMTHATHEH  WMIU
MOJO3pEHHEM Ha Hee TMpU HAIWYUM KU3HEYTpoKamomux KpoBoreueHuil. Ilocne
CTaOWIN3alluu COCTOSIHHSI TOTYCKAETCsl IEPEBOJ] B CIICIIMATU3UPOBAHHBIN CTallMOHAP.

[Ipu oTcyTCcTBUM B CTallMOHApPE U HA pyKax y MalleHTa npenaparoB (GakTopa CBEpThIBAHUS
KPOBH WM HATUYUU KUZHEYTPOKAIOIMIMX KPOBOTECUCHUN HEOOXOIUMO HE3aMEeTUTEIHHO
HayaTh NepeIMBaHUE TPOMOOKOHIIETpaTa (C COrJacoBaHUs PETMOHAIBLHOTO Te€MaToJIoTa).
[Ipy HanMuuM OCTPBIX KPOBOTEUEHUH TOMOIIb HYKHO OKa3aTh B TE€YCHHE 2 YacOB OT
MOMEHTA pa3BUTUSA KPOBOTeUEeHUS. [ 1]
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Takmuka neuenusn Ha CMAYUOHAPHOM YPOGHE:
ITpUHIMTIBI OKAa3aHUS SKCTPEHHON NOMOIIM NTPH BOZHUKHOBEHUU KPOBOTECUCHUS

1) TTepBuuHBIi OCMOTp MAlMEHTA TPOBOIUTCS BPAuOM CKOPO# MEAMIIMHCKOM
MOMOIIIM, aMOYJIaTOPHOM OpraHu3alluy, BpauoOM MPUEMHOTO OTJEJICHHUS CTAI[HOHAPHOM
OpraHM3allK,'eMaTOJIOTOM UJIU BPayoM JIH000H Jpyroil opraHusanuu, B KOTOPYIO
o0paTuiICs MalMEHT NPH BOZHUKHOBEHUU KPOBOTEUCHUSI.

2) OcMOTp MmareHTa ¢ TPOMOOIIMTONATHEN TOJIKEH IIPOBOAUTHCS B OJIFIKaMIICH
OpraHM3aliy 3IpaBOOXpPAaHEHHS] HE3aMEUINTEIbHO C IEJIbI0 PAaHHEro Ha3HA4YeHUS
3aMECTHTENbHON Tepanuu (akTOpaMu CBEPThIBAHMS KpPOBHM M pELICHHS BOIpOca O
rOCIUTANIU3AINH MTallUeHTAa.

3) IIpu ycraHoBiIeHUH (aKkTa KPOBOTCUCHHMS, HE3aAMEIMTENLHO (HE Mo3aHee 2X
4acoB C MOMEHTa BO3HUKHOBEHHUS KpPOBOTEUEHMs) HAa3HAYaeTCs TI'€MOCTaTHYeCKOM
Tepanuu . BHyTpHBEHHOE BBEJECHHE MPENApaTOB OCYIIECTBISAETCS MEAMLIUHCKUMHU
paboTHUKAaMH, CIENUAIUCTaMUd CKOpPOM TIOMOIIM, a B J[OMAIIHAX YCIOBHSX CaMHM
NanueHTOM WM HMHBIMH JIMIAMH IIOCJIC O6y‘{€HI/I$I OOJILHOTO U €ro pO,Z[I/ITeHeﬁ (3aKOHHI:IX
HpCZ[CTaBHTCHCfI). I[HH 3KCTpeHHOﬁ OCTAHOBKH KpPOBOTCYUCHUA JOITYCKACTCd TPUMCHCHHC
mpemnapatoB  ()aKTOpPOB  CBEPTHIBAHMS KPOBH, HAXONALIMXCSA Yy TMalHdeHTa B paMKax
HpO(bI/IHaKTI/I‘ICCKOI‘O JedeHus1. Eciim ecTh COMHEHHE JICUUTH WIIH HE JIEYUTH,TO HYXKHO JICHUTD.
(vposenw doxazamenvrnocmu D).

4) He3amemuTelbHO HEOOXOAUMO B SKCTPEHHOM IMOPSIIKE PEIIUTH BOIIPOC O
TOCMUTANIU3AINH [TallMeHTa B MPOPMIbHOE OTAeNIeHUE (TeMaTOJIOTUs UIIM OTJEJIEHHE C
Y4eTOM Crenu(UKHA TeMOPPArHiuecKoro CHHAPOMa (HEHPOXUPYprusi, YeIOCTHO-
JULEBast XUPYPIHsl, XUPYPIHsl, TPAaBMATOJIOTHs, YPOJIOTHS U IIp.) B ClIydae
KPOBOU3JIMSHUS B LICHTPATbHYIO HEPBHYIO CUCTEMY, JKEIIYI0YHO-KHUILIEUHOE
KpOBOTEUYEHHE, OOLIMPHON reMaTOMbI, KPOBOU3IUSHUS B 00J1aCTH TOJIOBBI, 1IEH,
MIOJIB3/IOITHO-TIOSICHUYHYIO 00J1aCcTh, CTOMKON reMaTypun. Eciu rocrintanu3amnus B
npoduIbHOE OT/AETICHHE 3aTPyIHEHA, HYKHO TOCIUTAIM3UPOBATh MMAllEHTaB
ONMMKANIITYI0 MEUIIMHCKYIO OPTaHU3aIUIO U BBI3BIBATH MPO(HIIBHBIX CIEIHATNCTOB U
reMaToJIOroB MO MPUHIUITY «BBI30B Ha CeOs».

5) Bce nHBa3MBHBIC METO/IbI HCCIICIOBAHUS, BKITIOYAs
SHJAO0CKOMUYECKHEMHCTPYMEHTaIbHbIE METO/IbI JUArHOCTUKHU MPOBOJIATCS
TOJIBKO T10/1 KOHTPOJIEM

6) He momyckaeTcs mpuem ae3arperaHToB U IPEnaparos,

BIUSIOLIUX HA TeMocTa3 0e3 COrjacoBaHUs C TEMaTOJIOTOM.
2) HeMmennkaMEeHTO3HOE JICYEHHE CM. aHAIIOTUYHBIN pa3jien Ha aMOyJIaTOPHOM yYpPOBHE.
3) MenukaMeHTO3HOe JedeHne, OKa3bIBaeMoe Ha CTAIIMOHAPHOM ypoBHe [14]:
B cramuonape 0OO0MbHOMY, TOCIHUTAIW3UPOBAHHOMY IO TOBOJY OCTPOTO
KpOBOTEUEHHMS] ~ OCHOBHAas  TaKTHMKa OCHOBaHAa Ha  KyNUPOBaHUU
reMOpPparudeckoro CUHAPOMA, MIPU HATMYUM MMOKA3aHUN K XUPYPrUIECKOMY
BMEUIATENIBCTBY MPHU OCTPO BO3HHUKIIMXCOCTOSIHUAX MPOBOJUTCS KOPPEKIUS
remMocTa3sa coriacHo Tabmure 11.
[Ipu naHOBOM rocIUTAIN3ALUY LIETBIO TEPANIUU SIBIIIETCS IPOBEACHHE
OMEpPaTHBHOTO BMEIIATENLCTBA WM KOPPEKIMM WHBIX TATOJNOTHA W  COCTOSHHA,
pPa3BUBILKXCS Yy MAIMEHTOB C JWarHo3oM remModuiauu, TpedyeTcs HCHOIb30BaHUE
JIOTIOTHUTEIHHBIX TPOTOKOJIOBAUATHOCTUKH U JICUCHUS JAHHBIX TUATHO30B C TIOMPABKOM Ha
MIPUHITUTIBI BEJCHUST OOJILHBIX ¢ TeMO(UITHEH.

Bakuunanus

[TanmenTsl ¢ TpomOonMTONATHEH MOTYT OBITh BaKIMHUPOBAaHBL. (COOCHHO BaXXHO
HpOBeI[eHI/Ie BaKIIMHAIIUMU OT TIclarura B HpI/I BaKIIUHAIIUN Hpe,Z[HO‘-ITeHI/Ie OTaacCTCsA
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OpaJbHOMY WJIM NOJKOKHOMY BBEJEHHIO Mperapara, 10 CPABHEHUIO C BHYTPUMBIIICUYHBIM
WJIY BHYTPUKOXHBIM. ECITU /17151 TaHHOM BaKIUHBI JOCTYIIEH TOJbKO BHYTPUMBIIICUHbIHN Ty Th
BBEJICHUS, HEOOXOAMMAa 3aMECTHTENbHAs Tepamus Ui TMPEJOTBPAIICHUS Pa3BUTHS
reMaToMmsl. B 3TOM ciydae 3aMeCTUTENbHYIO TEPANMIO TPOBOIAT HAKaHYHE BaKIIMHALIMKU. B
J€Hb BaKIMHAllMM BBEJCHHWE IIpenapara He pekoMmeHayercs. Henb3s mpoBoauTh
BAKIMHALIMIO BO BPEMsI KPOBOTECUEHHUSI.

Bxrouenre B KITMHUYECKUMA MPOTOKOJI HE3apETUCTPUPOBAaHHBIX B PecryOnuke Y30ekucTan
JICKApCTBCHHBIX CPCACTB HC ABJIACTCA OCHOBAHUCM JIA BO3MCHICHHA B paMKax
rapaHTHPOBAHHOTO O0BeMa OeCTIaTHOM MEAUITMHCKON ITOMOIITH U B CHCTEME 0053aTeIbHOTO
COMUAJIBHOT'O MCIUIIUHCKOI'O CTPaXOBaHUA.

O06beM J1abopaTOPHON AHMATHOCTUKH HA aMOYJAaTOPHOM YPOBHE OIMKCAaH B
COOTBETCTBYIOIIEMPA3/IeJie HACTOAIIETO MPOTOKOIA.

TepanerTs! u/mim Bpaun BOIT ocMaTpuBaroT nmaueHTa mo moBory
oOpartieHu i, HanPaBIISIOT COTJIACHO PEKOMEHIAIHUSIM [eMaToIora Ha

TOCMUTAINU3ALMIO UITU

aucnancepuzanuoo. CaMOCTOATENbHO HE ONPEAENAOT WHAMBUIYAIBHYIO IIpOrpamMmy
JICYEHUs TalMeHTa, a TOJbKO CIEAYIOT YKa3aHWSIM TIeMaTOJIOTOB U KOHTPOJIHPYIOT
3¢ (HEeKTHBHOCTH CBOUXICHCTBUH.

7. OPTAHU3ALMOHHBIE ACIIEKTBI IIPOTOKOJIA:

1) V aBTOpOB MPOTOKOJIOB OTCYTCTBYET KOH(JIMKT HHTEPECOB;
2) MaHHBIE SKCIIEPTOB (CIEIHATUCTOB PECITYOIMKH U 3apyOeKHBIX
crpa) O630pbI MeTa-aHAIN30B, PAaHIOMU3HUPOBAHHBIX MTPOCTIEKTHBHBIX
KOHTPOJIMPYEMBIXIIEPEKPECTHBIX KIIMHUYECKUX HCCIICIOBAHUH.
* O630pHI OMyOIMKOBAHHBIX UCCIIEAOBAHUH CITy4ali-KOHTPOJIb WIIM KOTOPTHBIX UCCIIEIOBAHUM.
* Cucremarnueckue 0030psI ¢ TAOJIUIIAMH JI0KAa3aTEIIbCTB. ;
4) TlepecMOTp MPOTOKOJIA PEKOMEHIIOBAH 4epe3 5 JIeT MOCie ero pa3pabOTKU WU MPH
HAJIMYMH HOBBIX METOJIOB C YPOBHEM JIOKA3aTEIbHOCTH);
IV. Xupypeuueckoe emewamenscmeo nOMKHO TIPOBOAUTCS OOOCHOBAHO,
YUUTBIBAsI UMEIOIIIEECS] OCIIOKHEHUE C YIETOM IMOJIh3a/PHUCK JKU3HU TTAlMEHTA.

V. /ansneiiwee edenue npoBOIUTCS HAa CTALlMOHAPHOM WM Ha aMOyJIaTOpHOM
YpOBHE BMHOTONPOGUIBHON KIIMHUKE 0 MECTY KUTEIHCTBA.

V1. Hnoukamopul sghghexmuenocmu nanruamugnozo neuenus.
- YCTpaHEHHE )KU3HEYTPOXKAIOIIET0 KPOBOTECUEHMS;
- YCTpaHEHHUE OCJIOKHEHUH;
- BO3BPAILEHUE NAIIUEHTA B COLIMAIBHYIO CPENy;

4) CHHCOK HCMOJIb30BAHHOH JIMTEPATYPbI (HEOOXOIMMBI CCHUIKM Ha IEPEUYHCICHHBIC
HCTOYHHUKU B TEKCTE IIPOTOKOJIa). *BriroueHue B KIMHUYECKAN IIPOTOKOT
HE3apeTUCTPUPOBAHHBIX B PecmybOnmke Y30eKHCTaH JIEKAPCTBEHHBIX CPEACTB* ITOMYCKAeTCsS B
CIENYIOLIUX CIIy4asX:

- BKIIIOYCHHE — JIOJDKHO UMETh CBOE OOOCHOBAaHUE, TO €CTh — IpErnapaT UMEET BBICOKHMA
YPOBEHb JOKAa3aHHOCTH HCIIOJIb30BAaHMUSI B JICYCHUH JAaHHOW NATOJOTHHM (OMHILUTE
Kakom);

- npenapaT 3¢ ¢deKTUBHEE B CPAaBHEHUH CYIIECTBYIOUIETO Mperapara u3 CIucKka B JISUeHUN
JTAaHHO OO0JIE3HM.

* - MaHHBIE TIpenapaThl MOMeYarTcs (*) B TEKCTE KIIMHUYECKOTO MPOTOKOJIA U YKa3bIBACTCS
uHpopManus 00 OTCYTCTBHM PETHUCTpPAILlMH JIEKAPCTBEHHOIrO Ipernapara B PecrmyOmauku
VY36ekucran, a 11t opHaHHBIX penapaToB 0003HaYaeTCs cTaTyc opdaHHOTO.

29



HALIMOHAJBHBIN KJIMHAYECKUA MPOTOKO.I
MPO®PUJIAKTUKH U PEABUJIMTALIUU I1O
HO30JIOT'MM «TPOMBOLMTOIIATUM (BOJIE3HD
TJTAHIIMAHA U JIPYTUE) »
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2. Beoonasa uacme
3. Koa(u1) MKB-10:

Kon HazBanue
D69.1 KauectBennsie nedextsl TpomboninToB. Curapom bepaapa-Cynbse. bone3np

I'manmana. TpomOoacTeHus

Ckauars (cceuika | https://mkb-10.com/index.php?pid=1456
¢ MKB)

2./laTa pa3padoTku U nepecmMoTpa nporokoJja: 2024 rox, nara nepecmorpa 2026 . uau o Mepe
MOSIBJICHHSI HOBBIX KITFOYEBBIX JOKA3aTENbCTB. Bee MonpaBku K MpeCTaBICHHBIM PEKOMEH/IAITUSM
OyayT onmyOJIMKOBaHBI B COOTBETCTBYIOIINX TOKYMEHTAX.

Kareropusi nauneHToB
BOHBHBIG, ACTHU U B3pOCJIbIe, C HOI[OBpeHI/IeM Ha TpOMGOI_II/ITOHaTI/IIO.

LeneBas rpynmna npoToxkoJia

21. Bpay-TeMaToJIOr;

22.  Bpau-TpaHc(y3uoor;

23. Bpad O0IIeH MPaKTUKH,

24.  Bpau-mieguarp;

25. Bpay-TEPaIeBT;

26. Bpa4-CTOMATOJIOT;

27. Bpay CKOPOM MEIUIIMHCKON TOMOIIH;

28.  Bpau-ypoJjor;

29. Bpa4y-HEHPOXUPYPIH;

30.  Bpau-TpaBMaTOJOr-OpPTOIIE;

31. Bpa4-COCYAUCTBINA XUPYPT;

32.  Bpau-aKyuiep-rUHEKOJIOr;

33. Bpav-aJlJIeproJior-uMMYHOJIOT;

34. Bpa4-aHECTE3NOJIOT-PEaHUMATOJIOT;
35.  Bpay-T€HETUK;

36.  Bpay-IepMaTOBEHEPOJIOT;

37. Bpay-Xupypr;

38. Bpa4y-HEOHATOJIOT;
39.  Bpay-OTOPHHOJIAPUHIOJIOT;
40.  Bpau-TNIaCTMYECKHUI XUPYPT;

HIkana oueHkn ypoBHell 10cTOBepHOCTH AoKa3aTedabcTB (Y1) Asi MeTOA0B IMATHOCTHUKU

(IMarHOCTHYEeCKUX BMEIIATEIbCTB)
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YA Pacimiugposka

Cucrtemarndeckue 0030pbl HCCIEIOBAaHUNH € KOHTPOJIEM pe(EepeHCHBIM METOJOM WIH
1 CHCTEMaTH4YeCKHii  0030p pPaHJOMU3UPOBAHHBIX  KJIMHUYECKUX  HUCCICIOBAaHUUA ¢
IPUMEHEHHEM MeTa-aHaIn3a

OtTnenbHbIE HCCIEIOBAHUA C KOHTPOJIEM pePEepeHCHBIM METOJOM W OTJENbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE MCCIEIOBAHUA U  CUCTEMaTH4ecKue 0030psbI

2 MCCIIEIOBAaHUM JII000TO JAM3aiiHa, 3a MCKIIOYCHHEM DPAaHIOMHU3WPOBAHHBIX KIMHUYECKUX
UCCJICIOBAHN, C IPUMEHEHUEM METa-aHaIN3a
HccnenoBanust 0e3 TOCIEIOBAaTENILHOTO KOHTPONS pedepeHCHBIM METOJIOM WM
3 UCCIIEIOBaHUsI C pPe(EepeHCHbIM METOJOM, HE€ SABISIOIIMMCSA HE3aBUCUMBIM  OT

HCCICAYyCMOIr0 MCTOAa UJIIK HCPAHJOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHMA, B TOM
YHCJIC KOTOPTHBIC UCCICAOBAHMUA

4 HeCpaBHI/ITeHBHHG HCCICA0BAaHNA, ONMCAHNC KIIMHUYCCKOIO ClIydas

Hmeercs auimb 000CHOBaHNE MEXaHU3Ma HeﬁCTBHH HJIM MHCHHUC DKCIICPTOB

(6]

IIkana oueHKH YpoBHeil 1ocTOBepHOCTH H0Ka3aTeabCeTB (Y /1) nis npopuiakruyeckux,
Jie4eOHbIX, pea0duIUTAHMOHHBIX BMEIIATEIbCTB
Y Pacummgposka

1 Cucremarnueckuii 0630p PKU ¢ npuMeHneHneM MeTa-aHaIn3a

2 Otnensapie PKM um cuctemaTudeckue 0030pbl HCCIEAOBAHHWM JFOOOTO am3aiiHa, 3a
uckmouenneMm PKH, ¢ npuMeHeHneM MeTa-aHaiamn3a

3 | HepannoMu3upoBaHHbIE CPAaBHUTEIbHBIC HCCIIEJOBAHUS, B T.4. KOTOPTHBIE UCCIICIOBAHUS
4 HecpaBHuTENbHBIE MCCIEAOBAHNSA, ONMCAHUE KIMHUYECKOTO CIIydas WIA CEpUH CIIydacs,
VICCJIEIOBAHMSI «CITY4ai-KOHTPOJIIb

Nmeercs numb 0OOCHOBaHME MeXaHHM3Ma JEHCTBHMs BMELIATENbCTBA (AOKIMHUYECKHE
MCCJIEIOBAHMSI) NI MHEHHE DKCIIEPTOB

5

Ikana ouenku ypoBHeil yoenuteabHocTH pekomMenaanuii (YYP) nist npopuiakTuyeckux,
AMATHOCTHYECKUX, JeUeOHbIX, peadMIUNTAINOHHBIX BMEIIATEIbCTB
YYP PacmugposBka

CunbHas pexkoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUH S(PPEKTUBHOCTH (HMCXOJIBI)
SBJISIIOTCS. BOXHBIMH, BCE MCCIICAOBAHMS HMEIOT BBICOKOE WIIHM YIOBIETBOPHTEIHFHOE
METOJOJIOTUYECKOE KaueCTBO, MX BBIBOJBI MO HWHTEPECYIOMIMM HCXOJaM SIBIISIOTCS
COTJIACOBAHHBIMH )

VYcnoBHas pekoMeHaanus (He BCe paccMaTpuBaeMble KpuTepuu 3QPEKTUBHOCTH (MCXOIBI)
SIBJITFOTCSI BRXKHBIMH, HE BCE HCCIEIOBAHUS MMEIOT BBICOKOE WJIH YJIOBIETBOPHUTEIHHOE
METOJIOJIOTUYECKOE KaueCTBO M/MIIM UX BBIBOJIBI 10 MHTEPECYIOIIMM HCX0/1aM He SBJISIOTCS
COTJIACOBAHHBIMU)

Cnabass pexomeHaamusi (OTCYTCTBHME JOKAa3aTeIbCTB HAJJICKAIIEro KadecTBa (Bce
paccMaTpuBaeMble KpUTEepHH 3(P(GEKTUBHOCTH (MCXOMbI) SBISIOTCS HEBAXHBIMH, BCE
UCCIECOBAaHUS MMEIOT HHU3KOE METOJOJIOTHYECKOEe KadyecTBO M HUX BBIBOJBI 10
MHTEPECYIOIINM UCXO0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMMU )

4.0 BBEAEHUE

TpoMOGouuTONATHSI - HApPYyIICHWE CHUCTEMBI TE€MOCTa3a, B OCHOBE KOTOpPOTO JIeKar
Ka4ueCTBEHHBIN Me(EeKT U TUCPYHKITUS TPOMOOITUTOB.
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KiroueBbIMHM acnieKTaMu YITy4ILIEHUsSI COCTOSIHHS 3I0pPOBbS M IMOBBIIIECHUS KauecTBa >KU3HU
ABJIAKOTCA:
. [IpenoTBpaleHre KPOBOTECUEHHUI;

. Jleuenne OCn0KHEHM MOCIE TEPANUU, BKIOYAs:

Bupycnyro(bie) uHbekmuio(n), mnepegaBaeMyro(ble) uepe3 NpPOM3BOJHBIE KPOBH U
TPeOYIOIIYIO(HE) TUTEIHLHOTO JICYCHHUSI.

OTH 1eNU Tepanuy Jy4llle BCEro AOCTHraloTCsl OpUragoi CHeluanucToB 3ApaBOOXPAHEHUS,
KOTOpbIe 00eCreynBaloT KOMIUIEKCHOE MEUIIMHCKOE O0CTYKUBaHUE.

Onpenenenue
TpomOoruronatuu  (TII) — rTpynma remMopparndeckux 3a0o0JIeBaHHM, BO3HUKAIOIIUX

XapakTepu3ylomiascss HapylieHneM (QyHKIUA TPOMOOIHMTOB MPH WX HOPMAIBLHOM, HECKOIBKO
camkeHHOM(>70x10/11) W11 MTOBBITIICHHOM KOJIMYECTBE.

TpoMOomuTOonmaTiy TPEACTABIAIOT COOOW OOIMMPHYIO TpymHmy 3a00JIeBaHHM, BO3HUKAIONIUX B
pe3yibTaTe KaueCTBEHHOH HEMOJHOLEHHOCTH M HapymeHHs (DYHKIUH KpPOBSHBIX IUIACTUHOK -
TpoMOOIIUTOB. [laHHAs MAaTONOTHUS SBISIETCS JOBOJBHO pachpocTpaHeHHOW. MIMEeHHO ¢ Hell cBsS3aHO
OOJIBIIMHCTBO  KPOBOM3IIMSHUM, MEHCTPYaJbHBIX KPOBOTEUEHUH HESICHOTO IPOHMCXOXKICHUS,
JIECHEBBIX U HOCOBBIX KPOBOTEUEHH, POJOKUTEIbHBIX MOATEKAaHUI KPOBU TOCTe yAaleHus 3y0oB,
npu nopesax. Takasi KpOBOTOUMBOCTH IPU CHUYKEHHOM HJIM HOPMAJIBHOM COJIEPKAHUU TPOMOOIIMTOB
B KPOBM M MAaJOU3MEHEHHOM KoaryjorpaMMe BcCerja JO0JDKHAa HaBOAWTh Bpauya Ha MBICIb O
Ka4yeCTBEHHOU HCIIOJIHOLICHHOCTU KPOBSAHBIX IIACTUHOK.

Cpenu HacIeCTBEHHBIX TeMOPParn4ecKuX IUaTe30B PErUCTPUPYEMbIe TPOMOOLUTONIATHH 3aHUMAIOT
10 YacTOTe IepBOe MeCTO - 36% ot ob1iero yucna 60abHbIX. [Ipy aKTUBHOM BBISIBIIEHUU JIETKUX (OPM
3a00JeBaHUN TaKOW MPUPOJIBI ATOT MOKA3aTeNb J0X0AUT 10 60-65%.

[ToMmuMo HacnmenCTBEHHBIX (OPM, YaCTO BCTPEYAIOTCS BCEBO3MOKHBIE BTOPHUYHBIC HaAPYIICHUS
(GyHKIMH TPOMOOLMTOB, OOYCIIOBIEHHBIE TIeMOOJIaCTO3aMHU, OOJE3HSAMH I€YEHH U  TIOYeK,
TOKCUYECKUMU U JIEKAPCTBEHHBIMH BO3JICMCTBUSIMU, MACCHUBHBIMU IepeluBaHusIMU KpoBH, J[BC-
CUH/IPOMOM, aKTUBU3aNKel (GUOPUHOIN3a U MHOTUMU APYTUMHU TPHYNHAMHU.

PacnosnaBanue u auddepeHurpoBka TpoMOOLUTONATHH  Oa3UPYIOTCS HA  KOMIUIEKCHOM
HCCIIEJOBAaHUH T'eMOCTa3a, (QyHKIMHA KPOBSHBIX IJIACTHHOK, OICHKE COJACP)KAaHMS B HUX M PEAKINUU
0CBOOOXKICHUS TPOMOOIIMTAPHBIX (PAaKTOPOB U IPaHyJI, ONPEACICHNUN YnCIIa, pa3Mepa, MOp(hoJIoTuu 1

psiia ApYyruX CBOUCTB 3TUX KIIETOK, a TAKKE MEraKaphuOLUTOB.

[MpodpuiaakTnyeckne MepoONpPUATHS — BAKHEHUIIAs COCTABISAIONIAS CUCTEMbI 3JPaBOOXPAHEHUS,
HampaBlieHHas Ha (OpPMHUpPOBAaHUE y HACENEHUS MEIUKO-COLUAIbHON aKTHUBHOCTH W MOTHBAIMM Ha

3JI0OPOBBIIl 00pa3 KU3HU.

. HepBuunas npoduaaxkruka [Iposoauts npopunakruky OPBU y neteii, moBbimarh

HUMMYHUTCT

° OrpaHI/I‘-II/ITB ABUTATCIIbHYIO aKTUBHOCTbH pe6eHKa, IMPOTHUBOIIOKA3aHbI UTPBI HA YJIUIIC,

3aHATHUS CIIOPTOM
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e HckmrounTs U3 panpioHa 0i1ro/1a ¢ CoepKaHueM YKCycoB (MaiioHe3, JTr00ble MapUHA/IbI,

OBOLIHBIE KOHCEPBBHI)

e [Imma moimkHa OBITE Oorara Buramudamu C, P, A

e HckmounTs ynorpeOieHue acnupruHa 1 aHTHKOATYJISTHTOB

o Ilo BO3MOKHOCTH HE MEHSITH KIIMMAT

(] HpOXO}II/ITB PETYJSIPHBIC HpO(bHHElKTH‘—I@CKI/IC OCMOTPBI JIsI BBISABJICHUA XPOHUYCCKUX OYaroB

WH}EKINH.

[TaruenTaMm ¢ yke pa3BUBLINMCS 3a00JIeBaHUEM TpeOyeTcs IucnaHcepHoe HabI0JeHe TeMaToJIora,
CHCTeMaTH4YecKoe 00ceI0BaHne U IITUTENbHAs TOAAepKUBAIOIIast Teparmsl.

C MOMEHTa AMarHOCTMKHM TPOMOOLMTONATUH OCYIIECTBIISIETCS NMPAKTHUYECKU MOCTOSHHO BpayoM-
HeIaTPOM IO MECTY JKUTENIbCTBA, a TaKXKe CINENUATUCTOM-TEMATOJIOrOM MpPU HAJIWYMHM B PETHOHE
COOTBETCTBYIOLIEH CIY>KOBI, XOTA, K IOCIEAHEMY CIEAyeT OOpaliaThCsi MO IMOKa3aHUSIM, IpH
YXyAUICHUN COCTOSHUS. PexoMeHayeTcs: - UCKIIOYUTh U3 MCIIOIb30BaHUs CPEJCTBA, HapyIIAIOIINe
CBOMCTBAa TPOMOOIIMTOB: CAJMITMIATHI, KypaHTWJ, TanaBepuH, 3y(OUIINH, WHIOMETAIH, OpydeH,
KapOeHUIIWUIMH, HUTpo(dypanel, YBUY, TemnoBsle npoueaypsl; - He Ha3HauyaTb OAaHKHU Ha TPYAHYIO
KJIETKY; - 00s513aT€IbHO CAHUPOBATh BCE OUaru MH(EKIUH: ONepaTHBHAS CaHALIUS IPOBOIUTCS TOJIBKO
B CTallMOHape ¢ IPEIBAapUTEIbHOM MOArOTOBKOM B TeueHue 10—14 nHell (cM. JedeHwue),
HEMOCPEJCTBEHHbIM BBEJIEHHEM Iepe]l olepalueld IUIMHOHA, a TakXke, [0 IOKa3aHUsAM—
TeMOCTaTHYECKOW Tepanuei mocie omnepamuu. [Ipu Gone3nn BumeOpanma moka3aHO Ha3HAYCHHE
aHTUreMopmIbHOW Mna3mel; - ocMoTp JIOP-Bpawa, cromaronmora 1 pas B 3—4 mecsna; - npod.
MIPUBUBKH CIIEYET MPOBOJUTH IPU OTCYTCTBUU MPOSIBICHUI KPOBOTOUMBOCTH B TEUEHHUE TMOCIEIHUX
2 MecdAleB, MOJ 3allUTON IpernaparaMd KalblMs, JECEHCUOMIM3UPYIOIUMHU CpPEICTBaMU,
duroTepanueii, HaunHas 3a 2—3 THA 10 NMPUBHUBKU U Janee B TeueHue 7/—10 mHel; - KOHTPOJb 3a
KOJIMYECTBOM TPOMOOIIMTOB B KPOBH I1OCIIE TIEPEHECEHHBIX 3a00IeBaHUN 1 MTPO(IPUBUBOK;

C MOMEHTa JMArHOCTHUKH TPOMOOLMTONATHHU OCYIIECTBIIACTCS MPAKTUYECKH IMOCTOSIHHO BpavyoM-
MEeIUAaTPOM IO MECTY JKUTENIbCTBA, a TaKXKe CINENUATUCTOM-TEMATOJIONOM MpPU HAJIWYMHU B PETHOHE

COOTBETCTBYIOIIEH CIY>KOBI, XOTA, K MOCIEAHEMY CjeayeT oOpamlaTbCs IO MOKa3aHUAM, IPU
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YXYAIIEHUU COCTOSTHUSI. PeKOMeHIyeTCs: - UCKIIIOUUTh U3 KCIIOJIb30BAHUS CPE/ICTBA, HapyIlIaloline
CBOWCTBa TPOMOOLIMTOB: CAJHMIMJIATHI, KypaHTWI, ManaBepuH, 3y(QWIUIMH, WHAOMETAaUuH, OpydeH,
KapOeHUIIMIUIMH, HUTpo(dypansl, YBY, TemnoBsle mpoueaypsl; - He Ha3HayaThb OAHKU HA TPYAHYIO
KJIIETKY; - 00s513aTeIbHO CAHUPOBATh BCe 0Yaru MHGEKIUN: ONepaTUBHAs CaHAIUS MPOBOIUTCS TOJIBKO
B CTallMOHape C TMpeaBapUTEIBLHON NOAroToBKOW B TeueHue 10—I14 gHel (cMm. JedeHue),
HENOCPEACTBEHHBIM BBEICHUEM IIepe] Ollepalueil AMIMHOHA, a TakXKe, IO IOKa3aHUsAIM—
reMOCTaTHUECKOM Tepamueil mocie onepauuu. [Ipu Oone3nun BunneOpanga moka3aHo Ha3HaYeHUE
aHTUTeMOPUIBHON TIa3Mbl; - ocmoTp JIOP-Bpauda, cromaronora 1 pa3 B 3—4 mecsna; - mpod.
MIPUBUBKHU CIIeAyeT MPOBOAUTD MPU OTCYTCTBUU MPOSBICHUI KPOBOTOUYMBOCTH B T€UEHHUE MOCIEIHUX
2 wMecdAleB, IMOJ 3allUTON IpernaparaMd KaiblMs, JECEHCHOWIM3UPYIOIUMHU CpPEIACTBAMH,
¢duToTepanueil, HauuHas 3a 2—3 JHA 10 MPHUBHUBKHU U Aajee B TeueHue 7—10 qHE; - KOHTPOIb 3a
KOJIMYECTBOM TPOMOOIIMTOB B KPOBHU IOCIIE€ MEPEHECEHHBbIX 3aboieBaHuil M mpodrpuBUBOK; 13 -
OCBOOOXKICHHE OT YPOKOB (PU3KYIbTyphl IOKAa3aHO TOJBKO B TEPUOAEC OOOCTPEHHIA.
[TpoTHBOMOKa3aHbl «KOHTAKTHBIE» BHJBI cIopTa: OOKC, O0pbOa; - MpOBEJEHHE HAOCKONUYECKHX
HCCIIEIOBAaHHH B CTy4ae HEOOXOJUMOCTH, IIPOBOAUTCS B IEPUOJIE BHE 0OOCTPEHHSI C OCTOPOKHOCTHIO,
OJ1 3aIUTON FreMOCTaTHYeCKUMHU cpelcTBaMu. [Ipu coOmroaennn Bcex peKoMeHAalnii, Kak MpaBuio,
yaaercs u30exaTh TsKenbix o0ocTpeHuil. C Bo3pacToM NposBICHHS KPOBOTOUUBOCTH Y OOJIBIIMHCTBA
OOJIBHBIX TPOMOOIUTONATHUSMHU CTAHOBATCS MEHEE BBIPAKECHHBIMU. VICKIIIOYEHHE COCTaBISIOT
JI€BOYKH MyOepTaTHOrO BO3pacTa: HaJIMYhe MaTOYHBIX KPOBOTEUEHUH TpeOyeT WHOTAA ITUTEIHHOTO
JICYEHUST COBMECTHO YYaCTKOBBIM BpauoM M JAETCKMM THUHEKojoroMm. [IporHos ans xu3Hu —
0JIarOTPHUSITHBIMN.

CrnenuajJbHbIX MeTOAOB peadunutanuu npu TpomOouuTonaTMN He CylIeCTBYeT.
Peabwminranus npu BO3SHUKHOBEHHH OCJIO)KHEHUH TeueHUs 3a00JeBaHMs U JICUCHHUS IPOBOJUTCS B
paMKax COOTBETCTBYIOLIUX HO30J0Tul. PekoMeHnyeTcss BecTH 340pOBBIM 00pa3 KU3HU, UCKIIIOUUTD
M30BITOUHYI0O MHCOJSILMIO U TEIJIOBbIe (U3MOTEpaneBTUYECKHe mpouenypbl. Pekomenmyercs
HAOJIIOJIEHUEe TeMaroyora: NpoQUIAKTHYECKHE OCMOTPhl M KOHTPOJIb 33 aHajJu3aMU KpPOBHU
€XKETOHO.

YacrtoTa Habmonenus: 6onabHBIX TII mocne 3aBeprieHus JIeUeHUs HE periiaMeHTHpOBaHa. B
TE€UEeHHEe MEPBOro roja Mocjie 3aBeplieHHs JiedeHUs: O0JIbHOM TOJKEeH HAOJII0AaThCsl Yy TeMarosora
He pexe 1 paza B 3 wmecsma. [lanee dactora HaOMIOACHHS YCTAaHABIMBAECTCS I'€MaTOJIOTOM
MHAMBHUAYAIbHO, B 3aBUCUMOCTH OT OOIIETO COCTOSIHHSI M CAMOYYBCTBHS IAallMEHTA, OCIOKHEHHM
MPOBEACHHON Tepaluu, JOCTUTHYTOr0 OTBETa Ha TEpamuio, HO He JOJKHa ObITh pexe 1 pas3a B rox.
[Ipu nucmancepHoM HAOMIOJACHUM KpPOME OCMOTpa OOJIbHOTO W cOopa aHamMHe3a W IKajod
HE0OXOUMO BBITIOJIHATH OOIIMI aHAIU3 KPOBH C UCCIeN0BaHHEM remocraza. OcTalbHbIe METO/IbI

O6CJI€,Z[OBaHI/I}I MOTYT NPUMCHATHCA HA YCMOTPCHUC I'CMAaTOJIOTa IIPU HAJIMIUU MMOKa3aHWH.
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Cnenyer y4ecTb, 4TO y OOJBHOTO MOTYT OBITh HEOOBIYHBIC TPOSIBJICHUS OOJIE3HU, a TaKKe
COUYeTaHHE KOHKPETHOW OOJIE3HU C IPYTUMH MATOJIOTHUSIMHU, YTO MOXKET IUKTOBATH JIeUaleMy Bpady
W3MEHEHUS B aTOPUTME BHIOOpa ONTUMANLHON TaKTUKHU JUATHOCTUKU U JICUCHHS.

10. Opzanu3zayuonnvie acnekmost NPOMOKONA:

1) KOHGIUKT HHTEPECOB OTCYTCTBYET;

1) Mexanusm obOHoBieHus KU mpeaycMarpuBaeT WX CHCTEMATHUCCKYIO aKTyalU3alldi0 — HE
pexe yem 1 pa3 B 3 roja WM MpU TMOSBICHUH HOBOW WH(OpPMAIMU O TAaKTUKE BEICHUS
MalueHTOB C JaHHBIM 3a0osieBaHueM. Pemienne 00 oOHOBieHWMM mpuHuMaer M3 PVY3 Ha
OCHOBE MPEIOKECHUH, MPEICTaBICHHBIX MEIUIITHCKUMU HEKOMMEPUYECKUMHU
npodeccuoHanbHbIMU  opranm3anusmMu. CopMUpOBaHHBIE  TPEATOKCHHUS  TOJDKHBI
YUHUTBIBATh PE3yJIbTAThl KOMIUIEKCHOW OLICHKU JIEKAPCTBEHHBIX MPENapaTroB, MEAUIIMHCKUX

W3JICNIHH, a TAK)KE Pe3yJIbTaThl KIMHUYECKOW armpoOalui.
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HAIIMOHAJIbHBI KJIMHAYECKHUHU ITPOTOKO.I
MNAJIJIMATUBHOHW MEJUILIMHCKOHN TOMOIIHU 1O
HO30JI0I'IHU «TPOMBOIIUTONNATHAM FOJIE3Hb
TJIAHIIMAHA ¥ TPYTHE»
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4. Beoonas uacme
5. Koa(s1) MKB-10:

Kon HazBanue
D69.1 KauectBennsie nedextsl TpomboninToB. Curapom bepaapa-Cynbse. bone3np

I'manmana. TpomOoacTeHus

Ckauars (cceuika | https://mkb-10.com/index.php?pid=1456

¢ MKD)

HIkana oueHkn ypoBHell H0cTOBepHOCTH AoKa3aTedbcTB (Y1) Aisi MeTOA0B IMATHOCTHUKU

(IMarHOCTUYeCKMX BMENIATEIbCTB)

YA Pacimiugposka
Cucrtemarnueckue 0030pbl HCCIEIOBAaHUNH € KOHTPOJIEM pPe(EepeHCHBIM METOJOM WIH
1 CHCTEMaTH4YeCKHii 0030p pPaHJOMU3UPOBAHHBIX  KJIMHUYECKUX  HUCCICNOBaHUUA ¢

IIPUMEHEHHUEM METa-aHaau3a
OtnenbHbIE HCCIEIOBAHUA C KOHTPOJIEM pEePEepeHCHBIM METOJOM W OTHENbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKUE MCCIEIOBAHUA U  CUCTEMaTHYecKue 0030psbI

2 MCCIIEIOBAaHUM JII000TO JAM3aiiHa, 3a MCKIIOYCHHEM DPAaHIOMHU3WPOBAHHBIX KIMHUYECKUX
UCCJICIOBAHN, C IPUMEHEHUEM METa-aHaIN3a
HccnenoBanust 0e3 TOCIEIOBAaTENILHOTO KOHTPONS pedepeHCHBIM METOIOM WM
3 UCCIIEIOBaHUsI C pPe(EepeHCHbIM METOJOM, HE€ SABISIOIIMMCSA HE3aBUCHUMBIM  OT

HCCICAYyCMOIr0 MCTOAa UK HCPAHJOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHMA, B TOM
YHCJIC KOTOPTHBIC UCCICA0OBAHMUA

4 HeCpaBHI/ITeHBHHG HCCICA0BAaHNA, ONMCAHNC KIIMHUYCCKOIO ClIydas

Hmeercs aumb 000CHOBaHNE MEXaHM3Ma HeﬁCTBHH HJIM MHCHUC ODKCIICPTOB

(6]

IIkana oueHKH YpoBHeil 1ocTOBepHOCTH HoKa3aTeabCeTB (Y /1) nas npopuinakruyeckux,
Je4eOHbIX, pea0dUJIUTAIMOHHBIX BMEIIATEIbCTB
Y Pacuimmgposka

1 Cucremaruueckuii 0630p PKU ¢ mpuMeHneHneM MeTa-aHaIn3a

2 Otpensubie PKU u cucrematudeckue 0030pbI HCCIEAOBaHUN JTIOOOTO Ju3aiiHa, 3a
uckioueHneM PKU, ¢ npuMmeHeHnem mera-aHanusa

3 HepangomusupoBaHHbIE CPABHUTENIbHBIC UCCIEAOBAHMS, B T.4. KOTOPTHBIE HCCIIEIOBAHUS
4

HecpaBHuTenbHblE UCCIEN0BaHMS, ONMUCAHNE KIMHUYECKOrO Cllydasl WIM CEpUM CIIydyaes,
VICCJIEIOBAHMSI «CITY4ai-KOHTPOJIb

Nmeercs numb 0OOCHOBaHME MeXaHHM3Ma JEHCTBHMS BMELIATENbCTBA (AOKIMHUYECKHE
MCCJIEJOBAHMSI) I MHEHHE DKCIIEPTOB

5

HIkana oueHku ypoBHeil yoenutejabHocTH pekomMenaanuii (YYP) nist npopuaakTuyeckux,
AMATHOCTHYECKUX, JeUeOHbIX, peadMIUMTAINOHHBIX BMEIIATEIbCTB
YYP PacmugpoBka

A | CunbHasg pekoMmMeHnmanus (Bce paccMaTpuBaeMble KpUTepuH 3(PEPEKTUBHOCTH (MCXOJIBI)
SBJISIIOTCS. BOKHBIMH, BCE HCCICHOBAHMS HMEIOT BBICOKOE WIIHM YIOBIECTBOPHTEIHLHOE
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MCTOHOJIOTUYCCKOC KadYeCTBO, HUX BbIBOAbI IO HWHTCPCCYIOIIUM HUCXOAaM ABJIAKOTCA
COTJIACOBAHHBIMH )

VYcnoBHas pekoMmeHanus (He BCe paccMaTpuBaeMble KpuTepun 3(HPEKTUBHOCTH (MCXOIBI)
SABJISIFOTCA BaKHBIMH, HC BCC HCCICAOBAHUA HMMCIOT BBICOKOC HIIM YJAOBJICTBOPUTCIILHOC

B
METOJIOJIOTUYECKOE KaueCTBO M/MIIM UX BBIBOJIBI 10 MHTEPECYIOIIUM MCX0/1aM He SIBJISIOTCS
COTJIACOBAHHBIMU)
Cnabass pexomeHaamusi (OTCYTCTBHME JOKAa3aTeIbCTB HAJJICKAIIEro KadecTBa (Bce
C | baccMaTpuBaeMble KpHTEPHH 3¢ (HEeKTHBHOCTH (MCXOJbI) SIBISIOTCS HEBAKHBIMH, BCE

HCCiIceaoBaHUs1 HMCIOT HH3KOEC MCETOAOJOIMYECKOEC KadyeCTBO MW HUX BbIBOABI 110
HHTCPCCYIOIUM UCXOAaM HEC ABJIAKOTCA COFHaCOBaHHBIMI/I)

5.0 BBEAEHHUE

TpoMGouuTONATHSI - HApPYyIICHWE CHUCTEMBI TE€MOCTa3a, B OCHOBE KOTOpPOTO JIeKaT
Ka4eCTBEHHBINA Ie(DEKT U TUCPYHKITUS TPOMOOIIUTOB.

KJIIO‘-IGBBIMI/I aCIICKTaMHn yJ'Iy‘IH_IeHI/I}I COCTOAHUA 3I[OpOBBH 1 IOBBIIIICHUA KadyeCTBA KU3HU
SIBJISTFOTCSI:

. [IpenoTBpaiieHue KPOBOTEUCHUI;

. Jleuenne OCI0KHEHM MOCIE TEPANUU, BKIOYAs:

Bupycnyro(bie) uHbekmuio(n), mnepeaaBaeMyro(ble) uepe3 NpPOU3BOJHBIE KpPOBH U
TPeOYIOIIYIO(HE) TUTEIHLHOTO JICYCHHUSI.

OTH 1eU Tepanuy JIy4lle BCEro JOCTHUTaloTCs OpUrafoi CHEelMaIrCTOB 3paBOOXpPAaHEHNUS,
KOTOpbIe 00€CIeynBaOT KOMIUIEKCHOE MEAUIIMHCKOE O0CTYKUBaHUE.

Onpenenenue
Tpombouuronmatun (TII) — rpynma remopparudeckux 3a0oJeBaHMN, BO3HUKAIOLINX

XapakTepu3ylomlascsi HapylieHneM (QyHKIUM TpPOMOOLMTOB MPH HUX HOPMAJIbHOM, HECKOJBKO
cHIKeHHOM(>70x10/11) i TOBBIIIICHHOM KOJIMYECTBE.

5.1 OTHoJIOrHs U MATOreHe3 UCXOAAT U3 KiIaccu(puKanu TpPOMOOUTONATHIA
Koscielny J, Ziemer S, Radtke H, Schmutzler M, Kiesewetter H, Salama A, von
Tempelhoff GF. Pr-eoperative identification of patients with impaired (primary)
haemostasis. A practical concept. Hamo-staseologie. 2017;27:177-
84. [PubMed] https://nodgo.ora/sites/default/files/24%20%28%D0%93%29%D0%A2%
D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%86%D0%B8%D1%82%D0%BE
%D0%BF%D0%B0%D1%82%D0%B8%D0%B8.pdf.  Inherited Platelet Disorders: An

Updated Overview.
5.2 Knaccudukanus TpoMOOUUTONATHH

Scharf RE. Acquired platelet function disorders: pathogenesis, classification, frequency,

diagnosis, clinical management. Hamostaseologie. 2018;28:299-311. [PubMed] [Google
Scholar]
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https://scholar.google.com/scholar_lookup?journal=H%C3%A4mostaseologie&title=Acquired+platelet+function+disorders:+pathogenesis,+classification,+frequency,+diagnosis,+clinical+management&author=RE+Scharf&volume=28&publication_year=2008&pages=299-311&

https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0
%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0

%B8.pdf

-HacnenctBennsie TpoMOOIIUTONIATUI

-IIproGpeTéHHbIe TPOMOOIIUTONIATHI
A. Hacneocmeennwie ¢hopmor mpomooyumonamuii
OCHOBHbBIE TATOT€HETUYECKHUE TPYTIIbI:
1. CpszanHble ¢ MeMOpaHHBIMH aHOManusMu (cunapoMm bepnapa-Cynbe, CKOTT CHHIpOM,
niceBnoOosne3ns Bumnedpanaa, tpombactenus [ maniimMana u ap.)
2. Ces3aHHBIC C BHYTPHUKJICTOYHBIMU aHOMAIMSMU a) OOJIE3HM HEOCTATOYHOCTH IyJia XpaHEHUS -
neUINT TUIOTHBIX U anbda-rpanyn (6one3ns ['epmanckoro-Ilynnaka, TAP-cuaapom, CHHIPOM cephIxX
TpOMOOIUTOB, CHHIpOM Yeanaka-Xuracu, ciHIpoM [ pucnenny, neduiuT mIOTHBIX TPaHy U Ap.)
0) HapylICHHE PEaKIMH BBICBOOOXKIEHUS T'PaHyJ W WX KOMIIOHEHTOB (Ae(EKT IMHKIOOKCHTEHA3BI,
TPOMOOKCaH-CUHTETA3bl, TUTOKCUTEHA3bI U JIP.)
3. CmemmanHbie TpoMOOIIUTapHBIC HapyIIeHus (cHHApoMbl Mes-Xerrimnaa, BuckorraOnapuya u ap.)
4. JucpyHKIHS TPOMOOIMTOB TUIA3MEHHOTO Te€HE3a W MPHU COCYIUCTBIX OUCIUIa3usx (00Je3Hb
Bunne6panma, 6ome3ns Inepca-/lannoca u ap.)
®OynkumoHanbHO-Mophonoruueckue popmsl: 1. Hapyienue anresun TpoMOOIMTOB
* cunpoMm bepuapa-Cyinbe (aedummr win gedext kommiekca GPIb-1X-V)
* Oone3np Bunnebpanna (nepunut wim nedext vWF)
2. Hapymenwue arperamuu TpoMOOIIMTOB
* TpomOactenus [ mannmana (nepuuut win gedext GPIIb-111a)
* HacneacTBeHHas apuopunoreHemus (nebunut win aedekt alllp3, pudbpunorena)
3. Hapymenue BbICBOOOXKICHHS U AEDUITUT TpaHyT
» Jlepumur myma xpaHeHus anbda-rpaHyn (CHHApPOM cephix TpombouuToB, APC-cunapom,
KBeGekckuit TpoMmOoruTapHbsiii cunapom, cuaapom Iapu-Tpycco) Oera-rpanyn (JeQHUIUT MIOTHBIX
rpany’, 6one3ns ['epmanckoro-Ilymnaka, cuaapom Uenmaka-Xuracu, TAP-cuaapom) a- u S-rpanyn
(1eUIHT TUIOTHBIX U a-TPaHyJI)
4. Hapymenue ¢hopMupoBaHUs U TSOUIIUT CUTHATBHBIX MTyTEH
» JledbexTsl perenTopoB aroHWCTOB: TpomOokcaHa A2, komnareHa, AJ[®, snuHedpuna ¢ Jledekr
aktuBanuu G-nporenna: nedpunut Gaq, anomanus Gas, gepunut Gail
* lledpext metabonuzma Qocdaruaunmnosurona - Aepuuut Gocdonumnaszs C-2

* Jlebexr w™moOmmm3anum Kambims < Jlepexkt dochopmmpoBanus TIeKCTpUHA - JAShUIIAT
npotenHkuHa3bl-C * Hapymienne oOMeHa apaxuIOHOBOW KHCIOTHI M TPOMOOKCAaHA - HapylleHHE
BBICBOOOXKIICHHSI apaxWJIOHOBOM KHCIOTBI 6 - JEPUIMT IUKIOOKCHTCHa3bl - JAeuIuT

TPOMOOKCAHCHHTETa3bl * AHOMAJIMH JIEMEHTOB IIUTOCKENeTa - CHHApOM BuckorTa-Onapuya

* Hapymenune B3aumopeiictBusi TpomOouuT-hakTop cBepThiBaHusA (Aedekt dochomunumon
MeMOpansbl) - cuHipoM CkotTa * CodeTaHHbIC BPOXKICHHBIE HApYIIeHUS - aHOManuss Mesi-XerrimHa,
Oone3np JlayHa, CHHAPOM Me3eHXUMaIbHOU auctuia3zuu, TAP-cunapom

TpomboruTonaTu, COMPOBOKAAIONINECS TPOMOOIIUTOICHUEH

1. Mansie pazmMepbl TPOMOOIUTOB - CUHAPOM Buckorra-Onapuda, X-crierieHHas TPOMOOIIMTOTICHHMS.
2. HopmainibHble pa3smephl - BpOXkJIEHHas aMmerakapuouurtapsas tpomOouurtonenusi, TAPcunapom,
amerakapuoluTapHas TPOMOOLIUTOMNEHHS C BPOKICHHBIM PaJHOYyJIbHAPHBIM CHHOCTO30M, 8y TOCOMHO-
JOMUHAHTHAs TPOMOOLMTOIICHHS, CeMeWHass TPOMOOIUTONATHS C TPEAPACIONIOKEHHOCTBIO K
Pa3BUTHIO OCTPOTO MHUEIIOUIHOTO JIEUKO3a.

3. Kpynaslie TpomOonuThl - cunapom bepuapa-Cynbe, cuaapom [du JIKOpaKu, TPOMOOIMTAPHBIHN THIT
Oone3nn BumieOpanaa, cuaapom ceprix TpoMOo1uToB, APC-cunnpom, rpymnma cuaapomoB MYHO,
X-cuerieHHass TpoMOOLMTONEeHUsT ¢ Tanaccemuen, cuaiapom Ilapu-Tpycco,CpeauzeMmHOMOpCKas
MaKpOLMTONATHYECKas TPOMOOLIUTONCHHU S, TU3IPUTPOIIOITHYECKAS aHEMUS C TPOMOOIIUTOIIEHUEH.
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b. Ilpuoopemennwie (cumnmomamuyuecKue) mpomooyumonamuu.

1. ITpu remobacTo3ax * AU3arperaioHHbIe THIIOPETeHEPATOPHBIE;

* ¢popmbl motpedenus (npu pazsutun JIBC-cunapoma);

* CMEIIAHHOTO THIIA.

2. Ilpu muenonpoaudepaTUBHBIX 3a00JIEBAHUIX U ICCEHITUATBLHON TPOMOOIIUTEMHUH.

3. Ilpu Butamun B12-nedunurHoii anemun.

4. Ilpu ypemun (HapyllleHHE are3uBHO-arperalfioHHON (QyHKIUN TPOMOOIIMTOB, PEXe - PETPaKIUU
CTYCTKa).

5. ITpu muenomHoi# 6osie3Hu, Ooe3nn BansaeHcTpema, rammanaTtusix (610kaae TpOMOOIIMTOB MaKpo-
U TIaparpoTenHaMHu).

6. Ilpu nupposax, omyxojisiXx W Mapa3UTapHBIX 3a00JIEBaHUAX TEYEHW (HApyIICHUsS aAre3UBHO-
arperaliioHHON ()YHKIIMA TPOMOOIIMTOB BCIIEJACTBHE METaOOMMYECKUX HApYLICHUH, CEKBECTpAIlHs
TPOMOOILIUTOB B TOPTaJbHON CHCTEME, MOTpeOJIeHUE KPOBSHBIX IUTACTHHOK mpu pasutun JIBC-
curapoma). 7. [lpu uunre (HapyuieHue B3auMoJeiicTBus ¢ sugoTenuem u AJld-arperanueii).

8. Ilpu ropMOHaIBHBIX HAPYIIEHUSX - THIIOACTPOTE€HUH, TUIIOTUPEO3aX.

9. JlekapcTBEHHBIE M TOKCHUTEHHBIC (POpPMBI (TIpU JICUEHUU ACITUPUHOM U JPYTUMHU HECTEPOUTHBIMHU
MIPOTUBOBOCTIAJIUTENBHBIMY [IpeNapaTaMy, aHTUOMOTUKAMU - KapOSHIWIIMHOM, MEHUIMIUTMHOM;
TPaHKBUIN3aTOpaMH, HUTPOypaHAMH, IUTOCTATUKAMU U JP.).

10. ITpu y4eBoit 60ne3HU.

11. Tlpu MaccUBHBIX TeMOTpaHChy3UIAX U UHDY3UIX PEOTIOTUTTIOKHHA.

12. Ilpu 60ab1mMX TpOMOO3aX U TUTAHTCKUX aHTHOMaX (TPOMOOIIUTONATHS TOTPEOICHU).

b. [TproOpereHHbIe (CHMITOMATHYECKIE) TPOMOOIIUTOIATHH.

1. IIpu remo0nacTo3ax ¢ qu3arperalioHHbIe THTIOPETeHEPATOPHEIE;

* (hopMmel moTpebnenus (npu pazsutuu ABC-cunapoma); * cCMEIaHHOTO THIIA.

2. Ilpu muenonpoaudepaTUBHBIX 3a00JI€BAHUSIX U AICCEHITUATBLHON TPOMOOIIUTEMHUH.

3. Ilpu ButamuH B12-nedunurHoii aneMuu.

4. Ilpu ypemun (HapyllleHHE are3uBHO-arperaliioHHON (QyHKIUN TPOMOOIIMTOB, PEXE - PETPaKIUU
CTYCTKa).

5. ITpu muenomHoi# 6osie3nu, Ooe3nn BansaeHcTpema, rammanaTtusx (610kaae TpPOMOOIIMTOB MaKpo-
U TIaparipoTenHaMHu).

6. Ilpu nupposax, omyxojisiXx W Mapa3UTapHBIX 3a00JIEBaHUAX TEYEHHU (HApYyIICHHUS aAre3UBHO-
arperaliioHHON ()YHKIIMA TPOMOOIIMTOB BCIIEJACTBHE METaOOMMYECKUX HApYLICHUH, CEKBECTpAIlHs
TPOMOOILIUTOB B TOPTaJbHON CHCTEME, MOTpeOJIeHUE KPOBSHBIX IUIACTHHOK mpu pasutun JIBC-
curapoma). 7. [lpu uunre (HapyuieHue B3auMoJeiicTBus ¢ sugoTenuem u AJld-arperanueii).

8. Ilpu ropMOHaIBHBIX HAPYIIEHUSAX - TUIIOACTPOTE€HUH, TUIIOTUPEO3aX.

9. JlekapCcTBEHHBIE M TOKCHUTEHHBIC (POpPMBI (TIpU JICUEHUH ACTUPUHOM U JPYTUMHU HECTEPOUTHBIMU
MIPOTUBOBOCTIAIUTENILHBIMY NIpeNapaTaMi, aHTUOMOTUKAMU - KapOSHIWIIMHOM, MEHUIMIUTMHOM;
TPaHKBUIN3aTOpaMH, HUTPOypaHAMH, TUTOCTATUKAMU U JP.).

10. ITpu ydeBoit 60ne3HU.

11. Ilpu MmaccUBHBIX TeMOTpaHChy3UIX U UHDY3UIX PEOTIOTUTTIOKHHA.

12. Ilpu 60ab1MX TpOMOO3aX U TUTAHTCKUX aHTHOMAaX (TPOMOOIIUTONATHS TOTPEOICHU).

Knununueckasi kKapTuHa:
https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0

%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%D0%B8%D0
%B8.pdf

Knuanaeckas KapTHHa 3aBUCUT OT KAYECTBCHHBIX W KOJIMYECCTBCHHBIX ,I[e(beKTOB TpOM6OHI/ITOB -
TAKCCTb FEMOPPArn4CCKOro CUHApOMa MOKCT 3HAYUTCIIbHO BAPbUPOBATLCH. HpI/I JIETKOM
KPOBOTOYHMBOCTH MOXKET OTMEUYATHCA CKIIOHHOCTh K CUHAYKOBOCTH ITPH MaJIbIX 1 HE3HAYHUTCIbHBIX
TpaBMax, Ha MCCTC CAABJIMBAHU peBHHKOﬁ; NEpUOANICCKUC HEOOUJILHBIC HOCOBEIC KpOBOTCUYCHMU,
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ceMeiHbIe ITUTENIbHbIE MEHCTPYalluu y KEHIIMH U p. B ciydae pa3BUTHS MacCUBHOTO
reMOpPParui4ecKoro CHHAPOMAa MOTYT Pa3BUBATHCS KPOBOIIOTEPH, YTPOXKAIOIIUE KU3HU peOCHKA.

3.3 JIuarHocTuka TPOMOOLMTONATHIA:

4 JluarHocTMKa TPOMOOLMTONATHI HMEET CBOM CIIOXHOCTH. OueHb YacTo TPOMOOLMTONATUU
MAaCKUpPYIOTCSI HOCOBBIMH KpPOBOTCUEHHS, MEHOpPparusMd U JAPYTUMH KpPOBOTCUEHHUSIMH
cnu3uCThIX. [loaTOMY MpH Hanuuue B aHaMHe3€ KPOBOTEUEHHI 1O MUKPOLUPKYISTOPHOMY THUITY
HEO0OXOUMO TMPOBOIUTH MOAPOOHBI COOpP aHaMHE3a M COOTBETCTBYIOIINE THATHOCTUYECKHE
uccnenoBanus (cxema 1). [lepBbIM 3BEHOM MUArHOCTHKH SIBJISIETCS MOAPOOHBIN cOOp aHaMHe3a
60bHOT0. O0s3aTENBHBIM SIBJISIETCS] COCTABJICHUE POAOCIOBHOM C TIIATEIBLHBIM COOPOM CBECHUI
0 MHUHHUMAaJIbHOW KPOBOTOUYHMBOCTH Y POJICTBEHHUKOB. BaKHBIMU BOIPOCAMHU SIBISIFOTCS: TIEPBbII
SMH30/] KPOBOTECUCHHU S, HAIMYHME KPOBOTEUEHHSI IIPU IPOPE3bIBAHUN/CMEHE UITH 3KCTPAKIMU 3y0O0B;
MPOBOAMIIACH JIM TOH3WJIIKTOMHS, OBUIM JIU OCJIOKHEHUS B BUJE IJIUTEIHLHOTO KPOBOTEUEHUS;
KPOBOTOYHMBOCTH J€CEH MPH YUCTKE 3yOOB; HaJIMYHEe HOCOBBIX KPOBOTEUEHUH, €CIIU J1a, TO KOT/Ia
MOSIBIISIFOTCS/9aCcTOTa/ IITUTEIFHOCTh; 00bEM MEHCTPYalluH Yy JIeBOYEK MyOepTaTHOTO BO3paCTa;
MIPOBOJIMIIMCH JIM OTNIEPAaTUBHBIC BMEIIATEIbCTBA, OBUIN JIU TeMopparuueckue ocioxxkueHus? [pu
HAJIMYUU KIMHUYECKUX NMPU3HAKOB TPOMOOLMTOMATUN BTOPHIM 3BEHOM JMArHOCTHUKH SIBJISETCS
o0l aHaIM3 KPOBH H MOJACYeT TPOMOOLMTOB B PYYHOM pexuMme B Maske. [lpu
TPOMOOIIMTONATUHSIX OOIINI aHATTN3 KPOBU MOXKET HE UMETh OTKJIOHEHU 0T HopMbL. OJTHAKO, TpH
M3MEHEHHH DPa3MepOB TPOMOOLMTOB aBTOMATHYECKUN aHAJIM3aTOP MOXET He 3aHUKCHpPOBATH
(dakTHyecKoe HMX KOJUYECTBO, MOSTOMY Ba)KHO NPOBOAUTH IOJCYET B PYUYHOM pPEKUME C
nocjenyromeil okpackoil Ma3koB kpoBHu 1o PomaHoBckomy-I'mm3e. Mopdomoruueckuii aHamms3
TPOMOOILIMTOB MO3BOJUT MOJYYUT JOMOJHUTENIbHYI0 MHQOpPMAIMIO KacaTeJbHO KOJIMYECTBA U
pa3MepoB TPOMOOIMTOB, HATUYHS UX KOHIJIIOMEPATOB U JPyTrue 0OCOOCHHOCTHU: OTCYTCTBHE alib(ha-
rpaHya 1 o0mas cepast OKpacka TpOMOOITUTOB yKa3bIiBaeT Ha 00JIE3Hb CEPhIX TPOMOOIIUTOB, MPH
BKJIIOYCHUAX B JICUKOIMTHI — OoJe3HH, oOycioBieHHble MyTanueid rera MYH9, anomanuu
MOP(}OIOrHK SPUTPOLIUTOB MOTYT CBHJIETEIHCTBOBATH O OOJIE3HAX, CBA3aHHBIX C MyTalllel reHa
GATA-1. Ilpu oOHapyXeHHH B Ma3Ke KOHIJIOMEPAaTOB TPOMOOLMTOB HEOOXOAWMO IPOBECTH
muddepeHnanbHY0 THarHOCTUKY ¢ edexTom 3a00pa kpoBH. IlceBAOTPOMOOIIMTONEHUSA MOXKET
OBITH CJIEJICTBUEM CKJIEMBAHUS TPOMOOIIMTOB B mpodupke ¢ IATA. D10 nerko noaTBepAuTh, €CIIn
cenaTh MOBTOPHBIM 3a00p KpoBU B IpoOHpKy ¢ nutpatoM. MccrnegoBanue (yHKIMOHAIBHBIX
HapymeHuit TpomOouuToB. HecMOTpss Ha TO, YTO Ha CErOAHALIHMNA JI€Hb OBUIO MPOBEIEHO
OTHOCHUTENIbHOE HEOOIbIIIOE KOTUUECTBO CPABHUTENBHBIX UCCIIEA0BAHUMN arperaiiii TpOMOOIIUTOB
y B3POCIIBIX U J€Tell, HA OCHOBaHUH UMEIOIIMX JTAHHBIX MBI MOXKEM CJ/I€aTh BBIBO, UTO Pa3IAYHS
B arperaiyyi UMEeeTcs TOJIbKO y JIeTel 10 110 roga >Ku3HM.

5 Hertu ¢ lro roga u 1o 18 ner He UMEIOT crenn(UUIECKUX BO3PACTHBIX HOPM KaK BHYTPU T'PYIIIHI,
TaK B CpaBHEHHUH cO B3poCiabIMU. CKPMHUHIOBBIMH TeCTAMH, YKA3bIBAIINMHI HA HApyLIEeHUe
TPOMOOLMTAPHOIO 3BeHAa TreMocCTa3a, SIBJAAKOTCH YyAJUHEHHe BpPeMeHH KaNuJIsIPHOro
KpoBoTedeHus (nmpoonl Jpoka, Aiisn) u PFA-100 (aBToMmaTnyecknii anaauzaTop GyHKuuun
TPOMOOLMTOB).

6 Jlmarnoctuka 6oJsie3nu Busuieopanna. Ha HauaasHOM 3Tare AMarHOCTUKH, B CITy4ae OTCYTCTBUS
cneun(uYeckoi KapTHHBI 3a00JeBaHUS M CEeMEHHOro aHaMHe3a, JOCTAaTOYHO CJIOXKHO
BepuduimpoBarh 60je3Hp BumieOpanna u HaciaeACTBEHHYIO TpomoOonurtonatuio. C Ienbio
UCKJIIOUeHUs: Oone3nn BumieOpanaa HEOOXOQMMO MPOBECTH HCCieqoBaHUs — (pakTopa
Bunne6panna (VWF) — kadecTBeHHYI0 W KOJUYECTBEHHYIO OICHKY (KO(aKTOpHash aKTMBHOCTH
(VWF:RCo), anturen (VWF:Ag), ananu3 mynstuMepoB ¢akropa Bumiebpanaa). Kpome Toro,
Oone3np BumeOpanaa tumna 2B momkHa paccMaTpUBaThCs KaK BOZMOXKHBIN TMAarHO3 y MallMeHTOB
c TpoMOouuToneHue. OpHako auarHo3 Oone3HH BuneOpanga He HCKIIIOYAeT HaU4Me
tpoMmOouuronatuu. [lo nurepatypusiM gansubM 11,5% Oonesnu Buinebpanaa umeeT coueTaHHOE
TeueHue c IceBaobone3npo BumneOpanma. Ouenka (yHKIMH TPOMOOLUTOB. «30J0THIM
CTaHIapTOM» OLEHKHU (YHKIMOHAIBHOM aKTHMBHOCTH TPOMOOIUTOB OBbLI MpPU3HAH METOJ
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ontuueckoit arperomerpu (light transmission aggregometry — LTA).

MeTton ocHOBaH Ha OlleHKe (POTOMETPOM CBETOIpoITycKaromei crmocooHocTr (% arperamumn)
IUTPATHOM O60oraToif TPOMOOIIMTAMU TIIa3MBbI PU JOOABICHUH B Hee aroHucTa arperanuu (A1D,
snuHe(pUH, KOJUTareH, apaxuI0HOBask KUCIIOTa, TPOMOOKCaH).

ATTIIOTHHAIUS  TPOMOOIIMTOB, WHIYIMPOBAHHAS PHUCTOIETHHOM, KOTOPBIA aKTHBHPYET
ces3eiBanue VWF ¢ Gplb-IX-V, Taxke wusmepsiercs ¢ momompio LTA. B wuneane, nns
MOATBEPIKICHUST HAPYIICHUS arperaiud TPOMOOLMTOB HCCIEIOBAHUE JIOJDKHO OBITH MPOBEEHO,
KaKk MUHMMYM, OJUH pa3. Kpome Toro, npu npoBereHUH OLIEHKH (PYHKIMOHAIBHON aKTUBHOCTHU
TPOMOOIIUTOB HEOO0XO0AMMO coOpaTh MOAPOOHBI aHaMHE3 O NpUEME MEIUKAMEHTO3HBIX H
rOMEONaTUYeCKUX Ipenaparax, KOTOpble MOTYT BIHATh Ha pe3yibTarhl aHaiau3oB. Ha
CETOHSIIHUHN JICHb Y psia TPOMOOIMTONATHI CYIIECTBYET crierupudeckas KapTHHA HAPYIICHUS
arperarui, KOTopas IOMOTaeT Bpady IMOCTaBUTh COOTBETCTBYIOIIMKA rarHo3 (Tadm.1).

W3onupoBaHHOE MOBBIIIEHUE arperaluy MoJ JAeWCTBUEM HHU3KHMX KOHIIEHTpAIMil pUCTOLETHHA
(0,5 mr/mn) sBAsIETCS TIOKa3aTeneM Hanuuus 6one3Hu BumieOpanna tun 2B umm nceBao0one3Hu
BunneOpanna. DTO MOXKET COMPOBOXKAATHCA HATUYMEM TPOMOOIUTONEHUH U MPUCYTCTBHEM
ciunmuxcs TpomOoruToB B Maske. C nenpto auddepeHmmanum 3TUX OBYX 3a00JeBaHUN
HE0OXOIMMO TPOBECTH JOMOJIHUTEIbHBIE HCCIEAOBaHUS MYJIbTUMEPOB (akTopa Buinedbpanaa,
MPOBE/ICHNE TEHETUYECKOTro aHanu3a. B ciydae ncesnobone3nu Bunnebpanaa y nanuenTa OyyT
MOJIHOCThIO OTCYTCTBOBAaTh BBICOKOMOJIEKYJIsIpHbIe MynbTUMepbl VWF, a Ttaxke Oyzer
obOHapy>xeHa MyTarus B reHe Gplba, pacnonoxeHHOM Ha XpoMmocome 17.

OtcyTcTBHE 0TBeTa arperaiiii KO BCeM aroHMCTaM NPH COXPAHEHHH HOPMAJIBLHOI0 0TBeTa
C PUCTOLIETHHOM YKa3bIBaeT Ha TpoMOacTeHuio ['1annmana.

DTOT IUarHo3 MOXKET OBITh TOJTBEPKACH MPOTOYHOU ITUTOMETPUEH — KOJIMYECTBEHHON OIEHKON
perientopa meMOpansl TpomboruToB allbB3. Paznmuuaror aBa Tumna Tpombacrenuu [ maHmana:
npu | Tume HapymeHo B3aWMOJEHCTBHE TPOMOOIUTOB ¢ (PMOPUHOTEHOM W HAKOILJICHHWE €ro B
arpanynax, npu Il Tune naHHbIe HAPYIIEHUS OTCYTCTBYIOT.

3HAYUTEILHO TOHMKEHHBIA OTBET Ha Bce KOHIeHTparuu AJID yka3piBaeT Ha Halnuue aedexra
AJl®-penentopoB P2Y12. C menpio BepuduKanuy HapymeHUsT MEMOpaHHBIX pEIEeNTOpPOB
HeoOXoauMo TmpoBecTH TeHetnmdeckui aHanu3 reHoB ITGA2B, ATGB3 nmns TpomOacreHun
I'manmmana u P2RY12 nmns medexra AJ[D-penentopoB P2Y12. IloHmkeHne BTOPOil BOJHBI
arperaruu non aeiicteueM AJI® u snuHedprHA ¥ MOHMIKEHUE arperaiy ¢ KOJUIareHOM MOJKET
YKa3bIBaTh Ha AeHUIIUT TyJIa XPAHCHHUS.

C nenpio MOATBEpXkACHUSA AePUIMTA IUIOTHBIX I'PaHyJ HEOOXOJUMO MPOBECTH 3JIEKTPOHHYIO
MHKPOCKOIIMIO Ma3Ka WIM LUTOMETPUYECKH aHanu3. Ha ceromHsmHuii J€Hb CYLIECTBYET
HE3HAYMTEIIbHBIH Ha0Op TEHETHYECKUX MAapKepoB I JaHHOW Ho300j0TUH. C TOMOIIBIO
TEeHETUYECKOTO aHallM3a MOXKHO Bepu(uIupoBaTh Oone3nb [epmanckoro-Ilynnaka u cuHApoM
Yenuaka-Xuracu.

JluarHocTuka TpoMOonUTONEeHUH. B ciiydae Hanuuus y TalMeHTa B OOIIEM aHAIM3e KPOBU
TPOMOOLIUTONIEHWH, HEOOXOIUMO OIEHUTh pa3zmep TpomoOoruToB (Cxema 1). JlanHas
Kkiaccuukanus OcHOBbIBaeT Ha oueHke MPV (mean platelet volume) — cpennee 3HaueHue
o0beMa U3MEPEHHBIX TPOMOOLIUTOB, KOTOPOE U3MEPSIETCS COBPEMEHHBIMU T'€éMaTOJIOTHYECKUMU
aHanu3aropamu (pacrpeneiaeHne TpoMOoOnuToOB o 00semy). Kpome Toro, pazmep TpoMOOLIUTOB
MOATBEPIKIAETCS MPHU UCCIEN0BAaHUU MOP(OIOruM TpOMOOLMTOB B Ma3ke. Bpinensio Makpo-,
HOPMO- U MHKPOTPOMOOLIMTONIEHUIO. AHaMHe3 3a00JeBaHUsl MO3BOJIAET UG (PEepeHIpPOBaTh
MPUOOPETEHHBIN U HACIIEACTBEHHBIN XapaKkTep TPOMOOLIUTONCHHH.

VY nereit TpPOMOOIIMTONICHUH YAl SBJISIOTCS MPHOOpeTeHHbIMU. [le0roT 3a001eBaHms, ceMEHHBII
aHaMHe3, Pe3yJbTaThl MPEIbIAYIINX aHATU30B KPOBU TAKXKE MO3BOJISIOT ONpPENEIUTh XapaKTep
BO3HUKHOBEHHUS TpoMmOonuToneHnu. KpoMe Toro, Hamu4ue comyTCTBYIONINX 3a00I€BaH UMEET
3HQYMMYIO pOJIb B TIOCTAaHOBKE JuMarHo3a: ckenetHole aHoMmanuu (TAP-curmpom),
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nMmyHoAehunuT (cuHApoM Buckorra-Onapuua), 00se3HM TOYEK W TMOTeps ciyxa (0oJe3Hw,
oOycnoBieHHble MyTanuei rena MYH9). MHorue TpoOMOOIIMTONIEHUN AacCOIMUPOBAHBI C
HapyuieHneM ¢QYyHKIUl TpoMOoUKUTOB. MHUKpPOTPOMOOUMTONEHU U HapylleHHe arperauuu
TPOMOOLMTOB YKAa3bIBaeT HA HAJMYHe KAYEeCTBEHHOr0 WM KOJHYECTBEHHOro aedekra
cnenuduueckoro 6eaxa WASP (Wiskott-Aldrich syndrome protein). st kinaccuaeckoit hopmbl
cuaapoma BuckorraOngpuua (CBO) xapakTepeH KOMIUIEKC HapyIIEHHWH, B KOTOPBIM BXOIAT
MOBBILIEHHAs! KPOBOTOYMBOCTh, PELUAMBHUPYIOIINE OakTepuaibHble, BUPYCHbIE U TPUOKOBBIC
MH(DEKIHH, a TAK)Ke KOXKHAS IK3eMa.

CyiiectByeT 0oJee aérkas opMa TeueHUs 3a00JIeBaHus - X-CLEIICHHAs TPOMOOIUTONeH . 3a00/IeBaHue
XapaKTepU3yeTcsi OTCYTCTBHEM BBIPAKCHHBIX MMPU3HAKOB UMMYHOIeHUINTA U 3K3eMbl. C HeNbIo
BepU(UKAUK AUAarHO3a JTAaHHOU IpyIine OOJIbHBIX HEOOX0ANMO MPOBOAMTE ITYHKIIMIO KOCTHOTO MO3Ta U
aHam3 Muenorpammel. B muenorpammve npu CBO oTMeuaeTcst HOpManbHOE KOJTUUYECTBO HEM3MEHEHHBIX
MerakapuonuToB. IMMyHonorudeckue nedektsl y 601pHbIX CBO SIBISIOTCS pe3yIbTaTOM HAPYIICHUS
roMeocTasa JMM(QOLUTOB, KOTOPBIN MPOSBIAIOLIETOCS B PE3KOM CHIDKEHHHU Tponopiuy T-nmumdounToB u B-
mumormros. [pu uccnenoBanin GyHKIMOHATBHBIX HAPYIIEHHHA TPOMOOIIMTOB y OobHEIX ¢ CBO
0OHapyKHBACTCS MOBBIIICHHAS KCIpeccus GpochaTuanicepruta u 00pa3oBaHUe MUKPOYACTHUI] B OTBET Ha
CTUMYJI. BepoATHBIM MEXaHU3MOM Pa3BUTHS TPOMOOLIMTONICHHH SIBIISICTCS HOBBILICHHOE yJaJICHHE
TPOMOOLIMTOB, 3KCTIpeccupyomux GpochaTuauiceput, Makpodaramu ceneseHkd. st moaTBep:kaeHus
nuarHo3a CBO un X-crierieHHoM TpOMOOITUTOIICHHH HEOOXO0IMMO TIPOBECTH aHATIN3 DKCIIPECCUH Oeka U
onpenenenue myranuu reHa WASP. HopmouuTapHas TpOMOOLIMTOIICHHUS Yallle BCETO aCCOLMUPOBAHA C
HaCJIeICTBEHHBIM Ae()EKTOM Merakapuonos3a. JJuarHocTuka JaHHOU TpyNIbl OOJIBHBIX 00s3aHa BKIIOYATh B
ce0s aHaJKM3 MyHKIIMKA KOCTHOTO MO3Ta JIJIsl UCKITFOUSHUST IPUOOPETCHHBIX TPUYHH Pa3BUTHS
TpoMOOIHTONIEHNH (HATIPpUMep, HHPUIBTPAIIMIO KOCTHOTO MO3Ta), C LENbI0 KOJMYECTBEHHOTO 1
KaueCTBEHHOT'O aHaJIN3a METaKapHUOIUTAPHOTO POCTKA, a TAKXKE - HAIMYHS aHOMAIUI IPYTHX POCTKOB
KOCTHOI'O MO3ra. TpOM6OHI/ITOHaTI/IH Y HOBOPOXKACHHBIX ABJIACTCSA OTHOCUTECIILHO YaCThIM ABJICHUEM U YHallle
BCETO CBsA3aHa C MPCHATAJIbHBIMU WJIN NI€PHUHATAJIBHBIMHU q)aKTOpaMI/I. PCI[KI/Ie HaCJICACTBCHHBIC 3a6OHeBaHI/I$I,
TaKue KaK BpOX/AeHHas amerakapuouutapaas tpomoouuronenus (CAMP), TAP-cunapom u
amerakapuonuTapHas TpPOMOOIMTONICHHS C BPOXKICHHBIM paiuoyIbHapHbBIM cHOCTO30M (ATRUS),
XapaKTepU3yI0TCA HATUYHEM TSKEION TPOMOOIIUTOIIEHHEH ¢ IePBbIX AHEW, KOTOpas COXPAHAETCs U Mociie
OKOHYAHUS HEOHATAJIHHOTO TIeproa. Y JaHHOU rpyIbl O0IBHBIX HAOIIOAAeTCS N30IMPOBAHHOE MOPAKEHNE
METaKapruOIMTAPHOTO POCTKA KOCTHOTO MO3Ta W TIOBBIIEHHOE KOJIMYECTBO TPOMOOIIOATHHA B TUIa3Me.
Hannuwne ckeneTHbIx anoManuii mo3soisieT nuddepenuposars TAP-cunapoM 1 amerakapuonuTapHyIo
TPOMOOIIMTOIICHHIO C BPOKACHHBIM paIMOyJIbHAPHBIM CHHOCTO30M. J{71s1 BeprdHKau BpOxKICHHOM
aMerakapuoIUTapHON TPOMOOIIMTONICHHH HEOOX0IMMO MTPOBECTH aHan3 myTaruii c-Mpl - rena,
KOIMPYIOMIHUN pelenTop TPOMOOIIo3THHA. MaKkpOoTpOMOOIIMTOIIEHHUS Y A€TEH Jalle nMeeT MPUOOPEeTEHHBIH
xapaktep. Uanomarudeckas tpombouuTonennyeckas mypmypa (UTII) siBisieTcss 0CHOBHOM NPUYHHON
Pa3BUTHS TEMOPPArHIeCKOr0 CHHIPOMA Y IETEH B pe3yNIbTaTe MEeCTPYKIUS TPOMOOIIUTOB BCIIEACTBHE
00pa3oBaHMsI aHTUTEN K UX MEMOpPaHHBIM aHTUTeHaM. Y OOJBIIMHCTBA TAKUX OOJBHBIX ATH30IBI
KpPOBOTEUEHHS HOCST OCTpHIii Xapaktep. Kpome Toro, mpuobpeTeHHas TpPOMOOLUTOIICHUS! MOXKET OBITh
00ycIoBJIeHa TPUEMOM JIEKaPCTBEHHBIX CPEACTB, NHPEKIMOHHBIMH NpolieccaMu, BocrajienneM. OQHaKo B
ciaydae, eciu y aereii ¢ nuarao3om UTII tpomOonmronenns oka3eiBaeTcs pepakTepHOHN K MPOBOANMOI
TepaInuy W/UIN €CJIH B CEMbE €CTh TPOMOOIIMTONICHHSI B aHAMHE3€E - HeOOXOANMO 3aMl0JO3PUTh HATUINE
HaCJIe/ICTBEHHOW TPOMOOLMTONICHNH. B cilyuae Hann4ust XpOHUYECKONH TPOMOOIIMTONIEHUH U KPYITHBIX
TPOMOOIIMTOB B Ma3Ke B IMEPBYIO OUYepeIb HEOOXOAMMO 00CIeIoBaTh Ha Hannmane Oone3nn BumreOpanaa tun
2B, oco0eHHO ecii 00HAPYKUBAIOTCA CKIICEHHBIE MEXKITy CO00H TPOMOOIHTHI (TICEBI000IE3HD
Bunnebpanna). MccnenoBanue paktopa Buimebpanaa u arperaiiud TPOMOOIIMTOB TOMOXKET YCTAHOBHUTB 3TOT
nuaraos (cum. Beime). [loamxernoe cootHomenne vWF:RCo/vWEF:Ag, n3onupoBaHHast arTarO THHAIAS
TPOMOOIIMTOB ¢ HU3KOH KOHIIEHTpAIlMel pUCTOIIETHHA yKa3bIBaeT Ha Hamuane Oone3nan Bumrebpanaa tum 2B
unu nceBaoOone3nb Bunnebpanaa. Hanuuue B rpanynonurax

Jleuenne

Jletm ¢ OWarHo30M  HACNEACTBEHHAas  TPOMOONMTONATHS  HAOMIOArOTCS B
CHEIMATM3UPOBAHHBIX TeMATOJIOTUYECKUX MeHTpax. JlaHHas rpymnma OONbHBIX HYXKIAETCS B
KOPPEKTUPOBKE AMETHI: MUIIA JOJHKHA OBITh BUTaMHHH3MpoBaHa (BuUTamuHbl C, P, A),
UCKITIOYAIOTCS YKCYC-COepKaIne 0J110/1a, KOHCEPBUPOBAHHBIC TPOAYKTHI C UCMOIB30BaHUEM
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CAJINLIUJIATOB, TAK K€ PEKOMEH IyeTCsI BKJIIOUUTH B pallloH apaxuc. MckioyatoTes mpenaparsl,
KOTOpBIE BBI3BIBAIOT HAPYIIEHUS CBOWCTB TPOMOOIMTOB: AaCHHPUH, HEHAPKOTHUYECKHUE
MIPOTHUBOBOCIIANIUTENbHBIE MPENapaThl, Ie3arperanThl, aHTUKOAryJISHTHI. [IpoBoaNTCS caHanus
XPOHHUYCCKUX OYaroB I/IH(beKLII/II/I, JICYHCHUC COIIYTCTBYIOIIHX 3a6OHeBaHHﬁ, BaKIIMHALIUA
MpPOTHUB remnatuta A u renarura B.

[Ipu pa3BUTHH JIETKUX MECTHBIX KPOBOTEUEHUN BO3MOXKHA X OCTAHOBKA IyTEM KOMIIPECCUU
TaMITOHOM WJTH caji(h)eTKOM, TPOIMUTAHHBIX AMHUHOKAITPOHOBOH WJIM TPAaHEKCAMOBOW KUCIIOTOM.

[Ipu pa3BUTHHU KPOBOTCUCHHM CpEAHEH H TSDHKEJIOW CTENEeHH HEOOXOAMMO CHCTEMHOE
BBEJICHUE TIIpEenapaToB: aHTU(OUOPUHOIMTUYECKHE CpEACTBA (TpaHEKCaMOBas KHUCIIOTA),
necmomnpeccud (DDAVP) u akTuBHpoBaHHBIN peKOMOMHAHTHBINA (DAKTOP CBEPTHIBAaHUS KPOBU
VII (rVIla). XXuzHeyrpoxarolye COCTOSHUS Y4acTO TPeOYIOT MepeIuBaHUs TPOMOOIIMTOB C
LeJTbI0 KOMIICHCALIUU UX BPOKIECHHOU TUCHYHKITUH.

AHTU(UOpPUHONMUTHYECKUE TIpenaparbl - TpaHeKcaMoBas KHCIOTa, aMHHOKalpOHOBas
KHCIIOTa - WHTHOMpPYIOT JAeWCTBHE aKTHUBaTopa IJa3MHHA M IUTa3MUHOreHa, oO0janaroT
reMOCTaTUYECKUM  JEMCTBUEM  IpU  KPOBOTEUEHUSX, KpPOME  TOro,  OKa3bIBAIOT
MPOTUBOAJIEPTHYECKUIT U MPOTHBOBOCHAIUTENbHBIN 3(p(deKT 3a cueT MoAaBlIeHUs
00pa3oBaHMsl KMHUHOB U JIPYTMX aKTHBHBIX MENTHAOB, YYaCTBYIOIIUX B aJUIEPTUUYECKUX U
BOCHAJIUTENbHBIX PEaKIUAX. Y MAIMEHTOB C TPOMOOLUTONATUAMHU MX Yallle BCEro MPUMEHSIOT
B CJIy4ae pa3BUTHsI HOCOBBIX, IECHEBBIX KPOBOTEUEHU, MeHOpparuu. Taxke X Ha3HAYaoT C
LEIBI0 NPEAYNPEXIACHNUS PA3BUTHSI KPOBOTEUYEHHUM NPHU NPOBEIECHUHM MAJIbIX ONEPATHBHBIX
BMEULIATEIbCTB U CTOMATOJIOTMUECKOT0 JieueHUs. Bo3MoskeH nepopanbHblil U BHYTPUBEHHBIN
MeTo]l BBeneHus. [IpemapaTom BeIOOpa B TaHHOM IpyIie SBISETCS TPaHEKCAaMOBasi KUCIIOTHI.
[Io cpaBHEHHIO C aMHUHOKAIpPOHOBOW KHCIOTOW OHa oOiagaer B 8 pa3 Oonbliei
aHTU(OUOPUHOIIUTUYECKONW aKTUBHOCTHIO. Jl03a TpaHeKkcaMOBO# KHCJI0THI cocTaBisieT 15-
25 mr/kr nepopajibHo 3-4 pa3a B AeHb uWiu 10 Mr/kr BHyTpuBeHHO 3-4 pa3a B AeHb. Ee
TaKXe MOHO MCITOJIB30BAaTh JJIs OJIOCKAHUS ISl PTa B CIIy4ae JECHEBBIX KPOBOTEYEHUH — 110
10 Mt 5% pacTtBOpa 4-6 pa3 B A€Hb, B CiTy4ae 3arjaThbIBaHUsI SKBUBAJICHTHAs J]03a COCTABIISIET
500 mMr. AHTH(PUOPHHOJIUTHUKH NPOTUBONMOKA3AHbI NMPH TFeMATYPUHM H3-32 OMACHOCTH
Pa3BUTHHA OCTPOI MOYEYHON HETOCTATOYHOCTH.

JlecMONIpecCHH SIBIISIETCS CUHTETHMUYECKHMM AaHAJIONOM Ba3OINpPECCHHA (aHTUINYPETUYECKOIO
ropMoHa). ViMeer BBIpaKEHHBIN NPOKOAryJsSHTHBIA 3(P(eKT — MOBBIMIAET KOHLEHTPALHIO
¢aktopa cBepreiBanusi kposu VIII (FVIII) m vWF B muasme. Hasnawaercs mnpu
KOJIM4ecTBEHHOM aeduuute Qaxkropa BumieOpanna. Ero MoKHO BBOAWTH BHYTPHBEHHO,
MOJIKO’KHO U MHTpaHazansHOo. CtannaptHas no3a DDAVP cocrasnser 0,3 mr/kr (He 6onee 20
MT) BHYTPUBEHHO (W11 T01K0kHO) itk 300 Mr nHTpanaszanbHo (150 Mr y neTelt ¢ Becom MeHee
50 kr). Makcumanshble 3HaueHuss VWF B minasme nocrurarorcs uepe3 30 — 60 MuHyT npu
BHYTPUBEHHOW WHBEKIMU U 4epe3 90 — 120 MuHYT 1pu Ha3adbHOW M TOIKOKHOU
anMuHHUCTpanuu npenapara. Oteet Ha jeuyeHne DDAVP moxer ObITh paznuunblil. [losTomy
nepes Ha3HaueHUEeM JAHHOrO IpenapaTa HEOOXOIMMO BBECTH MPOOHYIO TEpaneBTUYECKYIO
7103y TIpU OTCYTCTBUU KpoBoTeueHus. Ecnu uepe3 30 MunyT miau 60 MUHYT (BHYTPUBEHHOE U
MOJIKO’)KHOE BBEJIEHHE, COOTBETCTBEHHO) Yy MAalMEHTa HAOIIOJACTCS OKUAAEMBIH MOIBEM
koHueHTpauuu FVIIL, To DDAVP na3nauaroT B kauecTBe remocraTuueckoi tepanuu. Ilpu
tepaniuu DDA VP MoxeT HabmoaaThes 3a1epiKKa KUIKOCTH B OPraHU3ME U THIIOHATPUEMUS,
[I03TOMY B Te€4eHHE 24-X 4YacoB IOCJIE BBEACHMs IIpernapaTa MalUEeHTaM pPEKOMEHAYETCS
OrpaHUYUTh 00BEeM MOTpeOasseMol KUAKOCTH. [lo 3TON e mpuYMHEe, JECMOMPECCHH HE
npuMeHsierca y aered mianue 2-x jget. DDAVP cnenyer Ha3HauaTh ¢ OCTOPOKHOCTBIO Y
MalMeHTOB C TUIMEPTOHHEH, OPOHXMATBLHON acCTMOW, THUPEOTOKCHKO30M M XPOHHUYECCKUM
HeppUTOM. AOCONIOTHBIM TPOTHUBOMOKA3aHUEM SIBIISIOTCA OIWICTICHS, OepeMEHHOCTb.
Cepneunas HEIOCTATOYHOCTD M MPOTPECCUPYIOIINN aTEPOCKIIEPO3.

Tpancdy3usi TPOMOOLUTOB - KPaeyroJIbHBIM KAaMHEM B TEpalui HACIEACTBEHHbBIX
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TPOMOOLIMTONATHH C YTPOKAIOIIMMHU KU3HU KPOBOTEUEHHUSIMH U Y MAIIUEHTOB ¢ HeAd((HEeKTUBHON
reMOCTaTHYECKOM Tepanueil HecrenuruyeckuMHy penapaTaMu. bobHbIE C TSKETBIMU
HACJIEICTBEHHBIMHU JieekTaMu TpomoOouToB (cunapom bepuapa-Cynbe, cunapom Buckorra-
Onnpuya, TpombacTeHus [ TaHIIMaHa) 9acTO HYKIAIOTCS B PETYJISIPHBIX TPaHC(HY3UIX TPOMOOIUTOB,
HECMOTpS Ha PUCK Pa3BUTHUS alsIouMMyHu3auuu 0o k HLA anTurenam, 1100 K MOBEpXHOCTHBIM
rinukonporenHam TpomMooruToB (Gpl-b-1X-V unu allbf3). Pazsute pedpakrepHocTr K TpaHC)y3un
XapaKkTepu3yeTcst ObICTPHIM HUBEIMPOBAHUEM MEPEITUTHIX TPOMOOLIUTOB U3 KPOBOTOKA U
oTcyTcTBHEM TepaneBTrueckoro 3gdekra. Crnerumanuctsl United Kingdom Hemophilia Center
Doctor’s Organization (UKHCDO) pekoMeHIy0T TPOBOIUTE TpaHC(HY3UH TPOMOOIIUTOB,
coBMecTUMBIX 110 HLA, ¢ 1enbio MOHMKEHUS PUCKa PAa3BUTHSI AJUIOUMMYHH3AINH Y TaHHOH TPYIIIIBI
nanueHToB. OHaKo, 3TO HE BCErJja BO3MOXKHO, 0COOEHHO B CiIy4yae pa3BUTHS OCTPOTO,
KHU3HEYTPOXKAIOIIET0 KPOBOTCUCHHSI.

PexomOnHaHTBIN aKTUBHPOBaHHBIN (pakTop cBepThiBaemMocTn KpoBH VII (rFVIla) sensercs
3¢ EKTUBHBIM FeMOCTATUYECKUM CPEICTBOM Y J€TEH M B3POCIBIX C AUArHO30M TPOMOOIMTONATHS,
0COOEHHO Y MalUeHToB ¢ TpoMmbacTenuei [ manmmana u 6one3npto bepnapa-Cynbse. B
TepaneBTHUecKuX fo03ax rFVIla Hanpsmyro, He3aBUCHUMO OT TKaHEBOTO (PaKTOpa, aKTUBUPYET (PaKTop
X Ha MOBEPXHOCTH aKTUBHUPOBAHHBIX TPOMOOIIUTOB, JTOKAJIM30BAHHBIX B 30HE MOBPEXKICHUSI. ITO
MPUBOAUT K 00Pa30BaHHIO U3 MPOTPOMOMHA TPOMOHMHA B OOJIBIIIOM KOJHMYECTBE HE3aBUCHUMO OT
TKaHeBOTO (hakTopa. Jlpyrumu cioBamu, papmakoauHamudeckuii 3pdext dpakropa VIla
3aKJII0YAeTCs B YCHJIEHHOM MeCTHOM oOpa3oBaHuM (pakropa Xa, TpomOuHa u ¢pubdbpuna. rFVIla
SBIIETCS IIperapaToM BbIOOpa y O0JIbHBIX TpoMOacTeHuel [ maHImana ¢ alnmouMMyHu3alen Win ¢
pedpakTepHOCTHIO K TpaHCchy3usm TpoMOonuToB. CTapToBas 103a coctaBisieT 90 MKI/KT ¢
MOBTOPHBIM BBEJIEHUEM Kax/ble 2-3 yaca 0 MOMEHTa OCTaHOBKHM KpoBoTeueHus. OnHako, Ha
CETOHSIIHUHI JIeHb HET I0CTaTOYHOI0 00beMa KIMHUYECKUN JaHHBIX 00 3((EeKTUBHOCTH JIEHCTBUS
npenapara y 00JbHBIX ¢ TpoMOouTonaTusMu. JlucnancepHoe HaOI0ieHue OOTBHBIX
TpoMOoTONaTusAMU. [1arueHTs ¢ TPOMOOLUTONATHAMH JJOJKHBI TPOXOANUTH PEryJIspHbIE
JUCTIaHCepU3allii, HE3aBUCUMO OT HAJIMUMsI TeMOpparniyeckux 3mu30108. OcMOTp neauarpa u
remMaTojiora MUHUMyM 1 pa3 B 6 Mecs1eB, OCMOTP OTOJIAPUHTOJIOra U CTOMATOJIora MUHUMYM | pa3 B
ron. Kpome Toro, He06X01MMO TIPOBOIUTE JTA0OPATOPHBIN KOHTPOJIb - OOIIHNIA aHAJIN3 KPOBH, OO
aHaJIM3 MOYH, KoaryJjorpamma, arperausi TpoMoouToB ¢ AJ1D, snuHeppruHOM, KOJUTAreHOM,
apaxuI0HOBOM KUCIIOTOH, TPOMOOKCAHOM - MUHUMYM | pa3 6 MecsIeB.

1) HemenukameHnrto3Hoe jgedenue [10] [1]:
Pexxum: oOmieoxpaHuTeIbHBIN, H30eraTh
TPaBM.
Criemyer moompsTh HEKOHTAKTHBIC BHIBI CIOPTA, TAaKWE KaK IUIaBaHUE, X01b0a, ToNib(,
0agMHUHTOH, CTpenb0a M3 JyKa, €374a Ha BeJocurene, rpelns, HapycHbId CHOPT
HAaCTOJIbHBIM TEHHHC.

BBICOKO KOHTAaKTHBIC BUJIBI CIIOPTA M BHJIBI CIIOPTA CO CTOJKHOBEHUSMH TaKue Kak GpyTood,
XOKKeH, perOu, O0okc m OoprOa, a Takke BBHICOKOCKOPOCTHBIC BUIBI CIOPTa TaKHe Kak
MOTOKPOCC W KaTaHHe Ha JIbDKaX CJeayeT n30erarh, MOCKOJIbKY OHU IMOTCHIIMATEHO MOTYT
HAHECTH TPaBMBI, YTPOKAIOIINE KU3HU, €CITH O0JBHON HE HAXOAUTCS Ha MPO(PIIAKTHYECKOM
JICYEHHUH TSI TAKOT'O BHa aKTUBHOCTH.

[IporpaMMHbIe BUIBI CIIOPTa CIEAYET pa3pemiaTh OOJBHOMY, KOTOPBI MMEET BBICOKYIO
MPUBEPIKEHHOCTh K JICYCHHIO, COOIOACT BCE MPUHITUIBI MPOPUIAKTHIESCKOTO BBEICHUS
npernapaToB (HaKTOPOB CBEPTHIBAHUS KPOBH.

Llenpio JiedeHHs «I0 TPEOOBAHUION» SIBISIETCS OCTAHOBKA BOZHUKIIUX KPOBOMBIUSHUHN WU
KpOBOTEUYCHHH. MHBIMU ClIOBaMH, JaHHOE JICUCHHUE MPOBOJUTCS MPH OCTPO BO3HUKIIUX
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réeMopparn4€CKmux COCTOSAHUAX.

BxutoueHne B KIMHUYECKHUH MTPOTOKOJ HE3aperuCTpUPOBaHHbIX B PecyOnuke Y30ekucran
JIEKapCTBEHHBIX CPEICTB HE SBISETCA OCHOBAaHMEM JUId BO3MEIIEHUS B PaMKax
rapaHTHPOBAHHOI0 00bEeMa OECIIIATHON METMITUHCKOM TOMOIIU U B CUCTEME 0053aTEIIbHOTO
COL[MAJIBHOTO MEAULIMHCKOTO CTPAXOBaHUS.

4.2 IlepeyeHb OCHOBHBIX JIeKAPCTBEHHBIX cpeacTB (MMewmnx 100 % BepossTHOCTH
NMPUMEHEHHUs): He00X0AMMO YKA3aTh YPOBHH JIOKA3aHHOCTH

MHH
dapMakoTepaneBTUYECK
nekapcTBeHHOTO | Crioco0 mpuMeHeHHs | Y pOBEHb JI0Ka3aTeIbHOCTH
as rpynmna cpenicta
WNuruburop TpanekcamoBas 10-15 mr/kr https://www.vidal.ru/drugs/t
bubpuHOIHN3a, KHCJIOTa Macchl Tela ranexam 24038
aHTU(PUOPUHOTUTUKH BHYTPHUBEHHO .
AMUHOKAMIPOHOBA https://wwvy.wda_l.ru/drugs/
4 KHCTOTA 100 aminocaproic_acid__1864
MT/KT BHYTPUBEHHO g
T'emocraTuku Dram3uiar BHYTPUBEHHO https://www.vidal.ru/drugs/
(MeIJICHHO) WK etamsylate 42126
BHYTPHMBIIIICYHO.
OnrumanbHast

CyTOYHas 703a
cocrasisgeT 10-20
MI/KT Macchl Tela,

[Ipenapar ans Harpuii xnopun 0,9% NaCl https://www.vidal.ru/drugs/
peruspataluuu u s (M30TOHUYECKOTO sodium_chlorid__31235
napeHTeparIbHOTO pactBopa) https://www.ncbi.nlm.nih.g
MPUMEHEHUS (mpumepno 5-10 ov/pmc/articles/PMC35000
MII/KT B iepBbie 5-10 | 36/
MUH JiJIs B3pocibix ¥ | hitps://www.nebi.nlm.nih.g
10 mu/kr s meteit). | ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
[Ipenapat pakropa VII | PekomOunanTeiii | CtapToBas q03a https://www.vidal.ru/drugs/
CBEpPTBHIBAHUS KPOBU aKTUBUPOBaHHbIA | coctaBiser 90 mkr/kr | factor vii_coagulation_fact
I'emocraTnueckoe dbaxTop C TIOBTOPHBIM or_vii___ 6083
CpPENCTBO CBEPTHIBAEMOCTH | BBEJICHUEM KaXbIe
kposu VII 2-3 yaca 10 MOMEHTa
(rFVIa) OCTaHOBKH
KPOBOTECUCHUS
Amnaior Ba3onpeccuna | JlecMonpeccun BHYTPHBEHHO, https://www.vidal.ru/drugs/
CpencTBo JIeueHUs MMOJIKOKHO U desmopressin 43997
HecaxapHOro auadera WUHTPaHAa3aJIbHO.
CrangapTHas 103a
DDAVP cocrasnsier

0,3 mr/kr (He Oonee
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https://www.vidal.ru/drugs/tranexam__24038
https://www.vidal.ru/drugs/tranexam__24038
https://www.vidal.ru/drugs/tranexam__24038
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/clinic-group/440
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/desmopressin__43997

20 MTr) BHyTPUBEHHO
(MM TOJIKOXKHO) UITH
300 mr
uHTpaHazaibHO (150
MT Yy JETEN C BECOM
menee 50 Kr).
I'mokokoprukocrepous | JlekcamerazoH 8-32 mr BHyTpHU https://www.vidal.ru/drugs/
BEHHO dexamethasone 3484
https://www.ncbi.nlm.nih.g
ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
AHTHCENITHKHI XJIOPTEKCUTUH — pacTBOp JUIs https://www.vidal.ru/drugs/
0,05; HApPYKHOTO chlorhexidine_ 21450
ATaHOJ PacTBOP IIPUMCHCHHUA
70, 90
%,;
MOBHUJIOH — MOJI;
MEPEKUCh
BO
JI0poaapacTBop 3
%;
WOJl pacTBOp
cupToBoitd %.

*B03M0XHO TPUMEHEHNE TOJIBKO OJHOTO MPEACTABUTEISI TPYIIITBI UIIH MX KOMOWHAIIUS

B nanHOM IIpOTOKOJIE MPEACTABICHBI HE BCE MCUEPIIBIBAIOLINE JIEKAPCTBEHHBIE CPENICTBA,
TaK KakK TMpU HaJUYAM T[AaTOJOTHH COMYTCTBYIOIIECH, HampuMmep, HHPEKIIMOHHBIX
OCJIO)KHEHUM HA3HA4YalOTCs T€ Ipenaparsl, KOTOpPbIE YKa3aHbl B COOTBETCTBYIOIIHUX
PEKOMEHTaHsIX.

IIo

YCMOTPCHUIO JICHALICIO Bpada W MO KOHCYJbTALUHU Y3KHUX CICHUAIHMCTOB MOIYT OBITE
Ha3HA4YCHBI CHHApOMAaJIbHAA WM CUMIITOMATHYCCKasA TCpaIrus.

2) Xupypruveckoe BMeHIaTeJIbCTBO, 0Ka3bIBaeMoO€e B
aMO0yJIaTOPHBIXYCJIOBHSX:

ManouHBa3uBHbIE XUPYpPrUUYE€CKHE BMEIIATENbCTBA, BKJIKOYAas CTOMATOJOTUYECKUE
(ynanenue 1-2 3y00B) MOTYT OCYLIECTBISATHCS aMOYJIaTOPHO IMOCIE KOHCYJIbTAllUMd Bpaya-
reMaroyiora,  yKasbIBaIOLEr0  pEerjlaMeHT  3aMeCTUTENIbHOM  Tepanuu. (ypOBEHb
noka3atenbHOCTH C) B COOTBETCTBUU C HACTOSIIMM IPOTOKOJIOM (pa3feN «JICUeHUe I
TpeOOBAHUION.
Jlo mpoBeieHus TI000T0 XUPYyPruIecKoro BMEIIaTeNbLCTBa U uepe3 2-3 Mecsa
MOCJIe HEro HEOOXOIWMO MPOBEACHUE Ja0OPATOPHOTO HCCICIOBAHUS HA WHTHOUTOP K
(bakTopycBepTHIBaHHUS.
Oc00eHHOCTH COCYyANCTOr0 A0CTYyNA.
C BeHamu OOJIBHOTO HYXHO oOpamarbcsi ¢ 0co00i ocTopokHOCTBIO. [loaTomMy
PEKOMEHIYETCSI HCIOIh30BaTh UTIbI-0a004uku pazmepom 23G wnu 25G. [1] [ocne mpokosa
BEHBI HY)KHO YAEP)KHUBATh €€ MO/ JaBIIEHUEM B TedeHue 3-5 MunyT [2]
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https://www.vidal.ru/drugs/dexamethasone__3484
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/

ITo Bo3MOXXHOCTH ciexyeT H30eratb yCTPOWCTB KaTeTepU3allMM BEHbI, HO OHM MOTYT
noTpeOOBaThCs JJIsi HEKOTOPBIX JIeTei. [2]

N30eraTtp BHYTPHMMBIIIEYHBIX W NOAKOKHBIX HHBEKIMH, 3a MCKJIWYEHHEM Tex
cJIy4aeB, KOI1a JaHHBIA BH BBeJACHHS PEKOMEHA0BAH reMaTo/10roM (HanpuMmep, npu
BAKIMHAIMM MALNHMEHTAa, WJIH JIEYeHHMH BHPYCHOIO TeNMaTHTAa IPH Napa/uielbHOM
NpOoPUIAKTHYECKOM BBEJICHHUHM 3aMECTHTENbHOH Tepanmuu npenaparamMm (paxkropos
CBEePTHIBAHUS KPOBH).

JIost iedeHust cpeqHux / yMEpEeHHBIX KPOBOTEUCHUI MOXHO HCIIOJIh30BaTh
TEpanuio B JOMAIIHUX YCIOBUSX.

BoJbHBIM U J1e4aluM BpayaM He00X0AMMO H30eraTh JIeKapCcTB, KOTOpPbIe BJMAIOT HA
(GyHKIUI0 TPOMOOUMTOB, 0COOEHHO AUETUJICATUIUIOBAS KUCJI0TA (ASA - acIUpPUH) U
HeCTepOMIHbIe NPOTHBOBOcHaNUTeNAbHbIe mnpenapatsl (HIIBII), 3a unckiaouyennem
onpenejseHnbix uHruouropo ILIOI'-2. Ilapaumeramon /anerameHo(eH SIBIASIIOTCS
0e30macHOM aJbTePHATHBOM 1JIs1 00e300,1MBaHNS.
NOGTHKEHNE UHANKATOPOB 3 (HEKTUBHOCTHU TEPAITHH.
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