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I. BBOJIHASA YACTbH

I'emogunusa — BpoxACHHAsA KOAryJonaThs, CUEINIEHHAs: ¢ X-XpOMOCOMOM,
obycnosnennas aepunurom ®CK VIII (remodpmmmst A) mmm OCK IX (remodumms
B), npuBozdmas K HapyLIEHUIO CBEPTHIBAEMOCTH KPOBH, YIPOXKAKOLIEMY
KPOBOTE€UEHUSIMU (CIIOHTAaHHBIMU M (WJIM) TpPaBMAaTHUYECKOTO XapakTepa);
OTHOCHUTENIHO PEAKOE HapylIeHHe, KOTOpO€, OJHAKO, MPEACTaBIAET CO0Oii
CJIOKHOCTb JIJIS1 JUATHOCTUKH U JICUEHHUS.
1.Kox mporoxoJa:

Kox MKB - 10-11:

D66.0 T'emodpunusa A 3B10.0  T'emodpummus A

D 67.0 I'emodumms B
I'emodumms B

https://mkb-10.com https://icd.who.int/browse/2025-
01/mms/ru#1573164739%2Funspecified

2. Jlata npopadorkum mporokoJsa: - 2025 rox, gata mnepecMoTpa MO Mepe
MOSIBJICHUS HOBBIX KJIFOUEBBIX JI0Ka3aTeNbCTB. Bee mompaBku K mpecTaBICHHBIM
peKoMeH1alusAM OyyT OIyOJIMKOBAHbI B COOTBETCTBYIOLUX JOKYMEHTAX.
- OTBETCTBEHHOE YUPEXKICHHUE 10 pa3padbOoTKe JAHHOTO KIMHHUYECKOTO MPOTOKOJIa
u craumapra: HAYYHO-TIPAKTUYECKHIM MEJUILIMHCKUIN I[EHTP
JIETCKOM OHKOJIOTUU, TEMATOJIOI' M 1 UMMYHOJIOT

3. CHCOK OCHOBHBIX aBTOPOB, JOMOJHUTEIBHOrO KoJieKTHBa aBTopoB (P.1N.0.,

MecTo paboThl, 3BaHUE/TOHKHOCTD ),

IHoaatosa K.II. - 1.M.H., mpodeccop, nupexrop LleHTpa neTckoi remMaTonoruu,
OHKOJIOTMU U KinuHuueckor ummyHnonoruu (LIAI'OKIN)

MaxmynoBa A.Jl. - A.M.H.,, 3aMecTUTENnh IUPEKTOpa MO HAy4YHOU pabdore
PecnyOnukaHckuii Hay4qHO-NIPAKTUYECKUA MEIULIUHCKUN IEHTP TeMaToJIOTHH
(PHIIMIII) M3 PVY3; V36ekucran, r. TanmkeHT

MaxamaganueBa I'.3. k.M.H., rnaBHbIH TemaTtosior Pecnybmmku Y30ekucraH
3aBEAYIOIIMNA  OTAENECHHE TpaHCIUIaHTaluu, PecnyOiukKaHCKHII — HaydHO-
NpakTUYeCKud MeauIMHCKUN 1eHTp remartosnoruu (PHIIMII) M3 PVs3;
V306ekucran, r. TamkeHT

Beprep U.B. - K.M.H., 3aMeCTUTEb IJIaBHOTO Bpaua, PecnyOyimKkaHCKuil HAy4YHO-
NpakTUYeCKUud MeauIMHCKuN 1eHTp remartosnoruu (PHIIMII) M3 PVs3;
V306ekucran, r. TamkeHT

HoparumoBa C. 3. - a.M.H., 3aBeayrwomas |-ii oHkoremarosiorueit [lentpa
J€TCKOM reMaToJIOTUU, OHKOJIOTUH U KiInHHn4Yecko ummyHosioruu (LIJIT'OKN)

EpumoberoBa U. O. - 3aBenyromas 3-ii oHkoremarosioruei LlenTpa aerckoi
reMaToJIOTUU, OHKOJIOTUU U KIIMHUYecKoil ummyHousioruu (L[JIT'OKN)



ApunoBa H.B. - 3aBegyromas 2-ii oHkorematosiorned lLleHTpa paerckoi
reMaToJIOTUU, OHKOJIOTUU U KIIMHUYecKoil umMmmyHousioruu (IIJII'OKN)

badaxanosa H.H. — k.M.H., Bpau-remaronor l-ii onkoremaronoruu LlenTpa
J€TCKOM reMaToJIOTUU, OHKOJIOTUH U KiInHKn4Yecko ummyHosioruu (L[JIT'OKN)

PuzaeBa ®.A. — K.M.H., Bpau-remaTosor 1-ii onkoremaronoruu LlenTpa nerckoun
reMaToJIOTUU, OHKOJIOTUU U KIIMHUYecKoil uMmmyHosioruu (I[JII"OKN)

HurmaroB X.K. — Bpau-remaronor 3-ii oHkoremartojoruu lLleHTpa aerckoit
reMaToJIOTUH, OHKOJIOTUU U KIIMHUYeckoi ummyHosioruu (IIJII'OKIN)

Adoaymiiaee M.M. - Bpad-remaroJior 2-i oHKoremaroJjioruu lleHTpa neTckoit
reMaToJIOTUH, OHKOJIOTUU U KIIMHUYeckoil umMmmyHosioruu (IIJITI'OKN)

SAxyooa A.K. — 3aBeayromias OHEBHBIM OTJICJICHUEM [lenTpa aeTckoi
reMaToJIOTUH, OHKOJIOTUH U KIIMHUYeckoi uMmmyHosioruu (IIJII'OKIN)

AoaypaxmanoBa H.H. — Bpau-tpancdysuonor llenTpa AeTckoil remMaToOTHH,
OHKOJIOTMH U KinuHuueckord ummyHnonoruu (LAI'OKN)

MamarkyJoBa {.®. — K.M.H., Bpa4-reMaToyor KOHCYJITaTUBHOM ITOJUKINHUKA
IlenTpa nOE€TCKOM TeMaTOJOTHH, OHKOJOTMHM W KIMHUYECKOW HMMYHOJIOTHH
(LA OKH)

Kunuuesa I'.X. — k.M.H., Bpau ¢usnorepanest npu PCHIIMI] I'ematonoruu

HNuosroB X.II. — x.M.H., JoUEHT Kadeapsl TreMaToJOTUHd U TPaHC(HY3UOJIOTHH
«lentp pazButus  OpodeccHOoHAIbHOM  KBadU(UKAUMU  MEIAUIIMHCKHUX
paboTHukoB npu”’ M3 PY3

CagueB 3.P. — nerckuil remaroJior, TJaBHbIM cnenranuct CamapKaHICKOU
o0jacTd,  3aBeAYIOIIMA  OTJAEJIeHeHMeM  OHKoremarojoruu  JleTckoro
MuoronpodunbHoro Meaumuackoro I{entpa M3 PVY3
PaxmaroBa H.H. - nerckuil remaroJior, TJIABHBIM CHELUAIMCT byxapckou
o0acTd,  3aBeAyIOIIMA  OT/AelIeHeHMeM  OHKoremarojoruu  JleTckoro
Mmuoronpodunsaoro Meaumuackoro Lentpa M3 PY3
Hramobepauesa M. 3. - neTckuii reMaToJIOT, TJIaBHBIN ClieMaNMCT AHIMKAHCKOM
o0nacTy, 3aBeNyIOLIUN OTACIEHUEM OHKOT€MAaTOJIOTHU JleTckoro
Muoronpodunbaoro Meaumuuckoro [{eatpa M3 PVY3; V36ekucrasn;

4. PenleH3€eHTHI:

1. CyaeiimanoBa /I.H. — nmpodeccop, A.M.H., 3aBeylolias IEHTPOM aHEMUH TPU
PCHIIMI] I'emaTtonoruun

2. Hegine Khachatryan — PhD, MD Hemophilia and Thrombophilia center, MOH
Armenia

Jara 25.04.2025r mnportokoJ o0cy:xxaeHusi Yuenoro Cosera Ned

- [losib30BaTe/ M MPOTOKOJIA: TEMATOJIOTH, TEPANIEBTHI, IEIUATPHI, BpauK OO0IIeH
NPaKTUKH, Bpaud CKOPOM TMOMOILNM, XUPYPIH, CTOMATOJIOTH, YPOJIOTH,
HEHPOXUPYPIH, TPABMATOJOTU-OPTONEAbl, (U3HOTEPANPEBThl, COCYIUCTHIC



XUPYPTH, TPAHCPY3UOJIOTH, METUIIMHCKUE CECTPHI M CIICIIHAIMCTHI IO TTPO(IITIO
XKaj00 U CUMIITOMOB.

[Tpy HanMUMK KIMHUYECKUX MPU3HAKOB Y MAIMEHTa Bpay JII000M CMEXHON
CHenuaIbHOCTH O0s3aH HAMpaBUTh OOJBHOTO K remaronory. [lpm mrobGom
JUTUTEILHOM KPOBOTEUECHHH, HE3aBUCHUMO OT €r0 JIOKAIU3AUUU (U3 MyIMOBUHBI U
pu KeasoremaToMax y HOBOPOKJICHHBIX, TP yIaJIEHUU 3yOOB M OTIEPATUBHBIX
BMEILATEIbCTBAX y B3POCIBIX M Tp.) JOJDKHO BO3HMKATh MOJ03PEHUE HA
reMopuINi0 M HEOOXOAMMO TMPOBOAWTH €€ JAMATHOCTUKY IyTeM IPOBEPKH
nokazareneir koaryjnorpammel: AUYTB, % dakTopoB cBepThIBaHUS KPOBU U JIp.
MOKa3aTesid MPU HEOOXOJUMOCTH YCTaHOBJIEHUS JUArHO3a.

- Kateropusi naumeHnToB: nauueHTtsl ¢ remopunueit A u B, B3pocisie, 1eTH.

- IIKAJIA OIEHKH KJIACCOB PEKOMEH IALIWI1

KJIACC OITPEAEJIEHUE INPOBEJIEHHUE

KonkperHbie MeTObI JIeueHUsI / TECTUPOBAHUS /

JICYCHMS / JICUSHUS JJOKA3aHbl WM OOIICTIPUHSTHI, a
I HOTEHLMAJIbHBIE BBITOJIbI SICHBI M 3HAUUTEJIBHO BbIILIE | PekoMeHayeTcs
MOTEHITMATIHHOTO PUCKA.

WMHTEHCUBHOCTD JAHHBIX W / WA MBIIIICHHS
paznuuus win ornepanus 3bpeTuBHOCTH /

n PUCKOBaHHOMY OasaHcy / 6alaHCy pucKa, KOTOpbIe CorIacHo
POTUBOPEYAT MPEUMYIIIECTBAM KOHKPETHOTO Henu
JieUeHUs / TECTUPOBaHUs / IeUeHus / BMEIIaTeIbCTBA.

IIa BonpIIMHCTBO JaHHBIX / MHEHHS ITIOKA3bIBAIOT
npeumytectna / 3 HEKTUBHOCTb.
IIb Hannbie / He ouenpb yOex1eHbI B MPEUMYIIIECTBAX / OCT(E);(E);I;I{?ZHO

3¢ PEeKTUBHOCTU JAHHBIX / MHEHUM.

IIkajia oueHKH YPOBHE J0CTOBEPHOCTH 10KA3aTEJIbCTB JJI METOA0B JHATHOCTUKH
(IMarHOCTHYeCKUX BMEHIATeIbCTB)

YPpOBHH 10CTOBEPHOCTH J0KA3aTEJILCTB

Cucrematnueckre 0030pbl HCCIEAOBAHUNW C KOHTpOJEeM pedepeHCHbIM METOI0M WU
CUCTEeMAaTUUYECKUH 0030p PaHIOMU3UPOBAHHBIX KIIMHUYECKUX HCCIICTOBAHUA ¢ IPUMEHEHHUEM
MeTa-aHajan3a

OTnenbHbIE HCCIIEOBAHUS C KOHTPOJEM pEePEepeHCHBIM METOJOM WM  OTJEJbHbIC
PaHIOMHU3UPOBAHHBIE KIIMHUYECKHUE HCCIIEI0OBAHNS U CUCTEMAaTHUECKUE 0030pbI UCCIIEI0BAHUI
ar000r0 nu3aiiHa, 3a MCKIIOYEHHEM PaHIOMH3HPOBAHHBIX KIMHUYECKHX HCCIEIOBaHUH, C
IIPUMEHEHUEM MEeTa-aHaau3a




HccnenoBanus 0e3 IMOCJICAOBATCIILHOTO KOHTPOJIA pe(i)epeHCHLIM METOJOM HJIM UCCIICAOBAHUA
C pe(i)epeHCHBIM MCTOAOM, HE SABIAOIMIMMCA HE3aBHCHMBIM OT HCCICAYEMOI'O MCTOAAa WA
HCPAaHAOMU3SHUPOBAHHBIC  CPABHUTCJIBHBIC HCCICAOBaHHA, B TOM YHCIC KOI'OPTHLIC
HCCICIOBaHUA

4 HeCpaBHI/ITeJIBHLIC HCCIICAOBAHNS, OMMMCAHNUEC KIIMHUYCCKOI'0 Ciiy4das

9]

HMmeercs muimbs 000CHOBaHNE MEXaHU3MA I[CﬁCTBI/IH HJIM MHCHHUEC SKCIICPTOB

IlIkana oueHKH YPOBHEH J0CTOBEPHOCTH 10KA3aTEJIbCTB I NPOPUIAKTHYECKHX,
Je4eOHbIX, peadUIUTAHMOHHBIX BMEIIATEIbCTB

YPpOBHM T0CTOBEPHOCTH 10KAa3aTeJIbCTB

1 | Cucrematnueckuii 0630p PKU ¢ npuMeHeHneM MeTa-aHaimu3a

Otnensubie PKU u cucrematnueckue 0030pbI MCCIIENOBAHHM TIOOOTO au3aiiHa, 3a
uckimouenrneM PKU, ¢ npuMmeHeHnem meTta-aHanusa

HepaHI[OMI/BI/IpOBaHHBIe CPaBHUTCIIbHLIC HUCCICO0OBAaHUs], B T.4. KOTOPTHBIC
HCCICIOBaHUA

HecpaBuuTtenbHble HCCNEAOBaHUS, OMUCAHUE KIMHMYECKOTO Ciy4yass WU CEepUH
CIIy4aeB, UCCIIEIOBAHUS «CIy4Yail-KOHTPOJIIbY

Nmeercs numb 000CHOBaHWE MEXaHM3Ma JIEHCTBUS BMEMIATENBCTBA (IOKIMHHYECKUE
MCCJIETIOBAHMSI) MJIM MHEHHE DKCIIEPTOB

Ikana oueHKN ypoBHeH y0eanTeIbHOCTH PeKOMEHIaluii

YPpoBHH Y0eIUTEJIbHOCTH PEKOMEHIAM i

CunbHasg pekoMeHnanus (Bce paccMarpuBaeMble KpuTepuH 3()(EeKTUBHOCTH (MCXOMIbI)
ABJISIOTCSl Ba)KHBIMHU, BCE€ MCCJIEJOBAHUS MMEIOT BBICOKOE WM YIOBJIETBOPUTEIBHOE
METOJ0JIOTUYECKOE KAa4dEeCTBO, HUX BBIBOJABI II0 HHTEPECYIOIIMM HMCXOAaM SIBIISIFOTCS
COTJIACOBAHHBIMH)

VYcinoBHast pekoMeHOanMs (HE BCe paccMaTpuBaeMble Kpurepuud 3((HEeKTUBHOCTH
(ucxodpl) SBISIFOTCS  BaKHBIMM, HE BCE HCCIEAOBAaHMS HMEIOT BBICOKOE WIH
YIOBJIETBOPUTEIHLHOE METO0IOIMYECKOE KaYeCTBO M/MIIM UX BBIBOJIBI [T0 HHTEPECYIOIIUM
UCX0J1aM HE SIBJISIFOTCSI COTIACOBAHHBIMM)

Cnabast pexomeHmanus (OTCYTCTBHE JOKa3aTelNbCTB HAJJISKAIIET0 KadecTBa (BCe
paccMmarpuBaeMble KpuTepur S(HPEKTUBHOCTU (MCXOMABI) SIBISIIOTCS HEBAKHBIMHU, BCE
UCCICa0BaHUA UMCHOT HH3KOC MCETOAOJOIHYECKOEC KadYeCTBO HWM HUX BbBIBOAbBI II0
WHTEPECYIOIIN UCXO0IaM HE SIBJISIFOTCS COTJIACOBAHHBIMU)




OI'JTABJIEHUE

HAIIMOHAJIbHBIN KJIMHUYECKU ITIPOTOKOJI IMATHOCTUKU U JIEUEHUA 11O

HO3OJIOTUU « FEMO®UIIMS A LB ..o 5
HAITMOHAJIbHBIN KIIMHUYECKU ITPOTOKOJI MEJIMLIMHCKUX
BMEIIATEJIBCTB I10 HO30JIOT A « TEMO®UIINA A T By 44
HAIIMOHAJIbHBIN KIIMHUYECKU ITPOTOKOJI TIPOGMIIAKTUKU U
PEABMJINTALIMN 110 HO3OJIOI'MU «I'EMO®OUIINA A U By, 58

HAHI/IOHAHI)H]zH\/JI KJIMHUYECKUI ITIPOTOKOJI MMAJJIMATUBHOM
MEJMIIMHCKOU ITOMOIIIHU ITO HO30JIOI'NN « TEMO®UIINA A 1



- CokpaieHusi, HCNOJIb3yeMble B IPOTOKOJIE:

Al'—  aprepuanbHas rMIEPTEH3USA

AJl—  aprepuanbHOE AABJIECHUE

AJlaT — ananuHamMuHOTpaHcpepasa

ACar — acnapratamuHoTpaHc(depasa

BE — bere3na emunuiia

NHUT — wuHayKuuss MMMYHHOM TOJIEPAHTHOCTH
NDA — ummyHOpEpMEHTHBIN aHAN3

KT -  kommbroTepHasi Tomorpadus

OAK — oOumii anaan3 KpoBH

OAM — o0mmii aHamu3 MOYU

[IIIP — mnonemMepa3Has uenHas peakuus

CO3 — cKOpOCTh OCETAHMS SPUTPOLIUTOB
VY3U - yapTp3BYKOBOE UCCIEOBAHUE

OI'JIC — dubporacTpoy01eHOCKOTHS

Y — JacTOTa JbIXaHUs

UCC — w4yacroTa cepJIeuHbIX COKpaIleHUN
OKI' —  anexTpokapauorpadus

Ox0KI" — axokapanorpadus

AMPT — sinepHO-MarHuTHas pe30HaHCHas TOMOTpadus

II. OCHOBHASA YACTDH

1. BBenenue: ['emopunns — BpOXKACHHAs KOaryjomnaTusi, CLEMIeHHas ¢ X-
xpomocomoii, oOycnosnenHas Aepunurom OCK VIII (remodpunms A) nmu OCK
IX (remodunuss B), mpuBomsiias K HApyIIEHHWIO CBEPTHIBAEMOCTH KpPOBH,
YIpOXKaroUIeMy KpPOBOTEUEHUSMH (CIIOHTAHHBIMM W (WJIM) TPaBMAaTHYECKOrO
XapakTepa); OTHOCUTEIBHO PEAKOE HAPYIICHHE, KOTOPOE, OAHAKO, MPEACTABISET
cO0O0#1 CII0KHOCTD I TUATHOCTUKH U JICUCHHUS.
2. KurodeBbIMHM acleKTaMu YJIy4YIIEHUs COCTOSHHUS 310POBbSl U ITOBBILICHHUS
KaueCTBa KU3HH SABIIIFOTCS:

* [IpenoTBpaieHre KpOBOTCUECHNUI;

* JIOJIrOCPOYHOE JIEUEHUE TIOBPEKIECHUN CYyCTaBOB U MBIIIII, a TAKXKE APYrUX

IIOCJIEICTBUNA KPOBOTCUYCHMUS;

» JleyeHnue 0cI0KHEHU MOCIIE TEPANUU, BKIIFOYAS:

— Pa3Butne uHruOUTOpPOB;

— Bupycayo(pie) napeknuro(u), nepenaBaemMyro(bie) depe3 MpOU3BOIHBIC

KpPOBH U TpeOyIOIIyo(1e) IIUTENbHOTO JICUSHHUS.

OTU 1enu Tepamuu JIydllle BCEro JIOCTUTaloTCs OpUragoil CrernuavcToB

3[paBOOXpPAHEHUS, KOTOpPbIE O00ECIEeUnBAIOT KOMIUIEKCHOE MEAUIIUHCKOE

o0Ocy)KUBaHUE.

3. Omnpenenenme: ['emopunuss — HacIEACTBEHHOE, CULEIJIEHHOE ¢ X
XpOMOCOMOM,  3a00JIeBaHHE€ CHUCTEMBI T€MOCTa3a, XapaKTepU3YHOIIeecs
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CHIDKCHHEM WJIM HapylleHueM cuHTe3a (akTopoB cBepThiBaHus kpoBu VIII
(FVII) (mpu remodpummu A) wim ¢akrop IX(FIX) (mpu remodumuu B).
3a0osieBaHKE HACIIEAYETCS IO ayTOCOMHO-PELECCUBHOMY THITY, CLETIJICHO C X-
XPOMOCOMOM. DTO ONpeEAesieT MPEUMYIIIECTBEHHOE BOSHUKHOBEHHE 0O0JIC3HU Y
JIUI MY»KCKOT0 T10J1a, & HOCUTENbCTBO — Y JIMII )KeHCKoro mnona [1,5].

3. Knuanueckas kiaccupukanms:
-cHmkeHne aktuBHOCTH (paktopa VIII —-remodunm A;
-CHUKEHHE aKTUBHOCTH (pakTopa IX — remodunuu B.

Taomuna 1.
Kunaccnpukanus remoQujnm mo CTeneH TAKEeCTH:
CremneHb TXKECTU YpoBeHsb (hakTOpa CBEpThIBAaHUSI KPOBU
Tsxenas Meneel % oT HopMBI
Cpenusis 1-5% ot HOpMBI
Jlerkas 5-40% ot HOpMBI

IIpu BbIsiIBIeHMH UHTUOMpyrOmux antutea kK ¢axkropam VIII wmu X
yCTaHaBJIMBAETCA UHTMOUTOpHAs hopma:

Huskopearupytoiiye naiyeHTsl — TUTP UHTHOUpYroux aHTutea meHee SBE.
Bricokopearupyroiye nmaueHTbl — TUTP UHTHOUpytomux antuten 6osee SBE.

1. METOJbI, HOAXOAbI U ITPOUEAYPBI IUAT'HOCTUKH

1) nmarHocTu4ecKkue KPUTEPUH:

OCHOBHBIMM ~ JIMATHOCTUYECKUMHU KPUTEPUSIMU  TMOCTAHOBKM JUArHo3a
SBJISIFOTCSI COBOKYMMHOCTh KIIMHUYECKHUX MPOSBICHUN B BUJIE€ KPOBOUBIIUSHUUN IO
r€MaTOMHOMY TUMY (TUMbI U XapaKTEPUCTUKA KPOBOUBIUSHUI U KPOBOTCUEHUI
U3JI0KEHBI B Tabmwuie 2), 1a00opaTOpHBIX TECTOB (YIJIMHEHUE aKTHBHPOBAHHOTO
YAaCTUYHOTO TPOMOOIIJIACTUHOBOTO BPEMEHW MPH HOPMAJIBHBIX TOKa3aTemsX
MPOTPOMOMHOBOTO BPEMEHH, TPOMOMHOBOTO BPEMEHH, CHIDKEHHWE AKTHBHOCTH
daktopa ceepteiBanus kpoBu VII/IX auxe 50%, nmpu HOpMaTbHON aKTUBHOCTH H
cBoricTBax (aktopa BumneOGpanaa), y 2/3 malueHTOB — HaJIMYHME CEMEWHOTO
anamHe3a. JleOroT 3aboJieBaHUs, KaK MPABUIIO, MPOUCXOAUT B PaHHEM JIETCKOM
BO3pacT€ B  BHJIE PEUUAMBUPYIONIETO  TI'€MOPPAruyeckoro  CHUHJIpoOMa
NPEUMYILECTBEHHO T€MaTOMHOIO TUIIA, B TOM YUCJIE CIIOHTAHHBIX KPOBOTEYEHUIA.
[Ipu nerkoit popMe KPOBOTEUEHHUS BOSHUKAIOT MTOCIJIE TPABM HIIM TIPU MTPOBEACHUU
MHBA3UBHBIX BMEIIATENbCTB.

Tabmua 2
Buabl KpoBOU3JIMSIHMNA M KPOBOTEYECHUN M HX XaAPAKTEPUCTHKA
Knunnueckue XapakTepucTrKa
MIPU3HAKU
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I'emaToMBI

- KPOBOMBIIASIHHS B TIOJIKOYKHYIO 00J1aCTh (TI0 TUITY CUHSKOB,
DKXMMO30B),  MBIIMICYHbIE  TKaHW, HaWOoOJee  YacTo
JOKANM3yIOTCSA B 00JIaCTH MBI, HECymmx Ha cebe
HAauOOJIBIITYI0  CTaTUYECKYH  HArpy3Ky  (TOJB3IOIIHO-
MOSICHUYHAS, YeThIpexriaBas MbIIIa Oejapa, TpexriaBas
MBIIIII[Aa TOJIEHW), TeMaTOMbl B MECTaX HWHBEKIUH
(mOCTBaKIMHAIBHBIC, MAHHUITYJISIITHOHHBIC)

I'emapTpo3

- KPOBOMBIIUSHKE B cycTaBbl. OCTpBIN TeMapTpo3
COTIPOBOXTAaETCS OOJIEBBIM CHHJIPOMOM, O0YCJIOBJICHHBIM
MOBBIIICHUEM  BHYTpHCYCTaBHOro  jgaBieHus. CycraB
YBEJIUYCH B 00BbEMe, KOXKa HaJ HHM TUIIEPEMUPOBAHA H
ropsiyasi Ha OIyTIb.

[Tpu 60ABIIIX KPOBOUBIUSHUSIX MOKET OMPEACIATHCS
dmoktyanus. Eciy reMapTpo3 BO3HHK IMOCIIE TPaBMBI, HYKHO
UCKITFOYUTH JOTIOJTHUTEIIbHBIC TTOBPEXKICHUS
(BHYTpHCYCTaBHOU MepesioM, OTPHIB MBIIIENKA, yIIEeMJICHNE
TKaHei).

I'ematypust

- HaJIM4Ke KpOBH B Mo4e. MOKeT BO3HUKATh CIIOHTAHHO WUJTU
B CBSI3M C TPaBMaMHU MOSICHUYHOM 00acTu. ['ematypust MOXeT
COMPOBOXKAATHCS TU3YPUUECKUMHU SIBICHUSIMU, NPUCTyIaMU
MOYEYHON  KOJUKH, OOYCJIOBJIEHHBIMH  OOpa3oBaHUEM
CT'YCTKOB KPOBU B MOYEBBIBOASIIUX MyTsix. Ha ocHoBanuu
UCCJIEIOBAHUS MOYEK Y OOJIbHBIX reMOPUINe MOTYT OBITh
oOHapy»eHbl Takue HePPOJOTrHUEeCKHe HapyLIeHHUs, Kak
MMOYEYHBIN KAWL PHBIN HEKpPO3, ruapoHedpo3,
nuenoHedpur. Makporemarypusi y OOJIbHBIX TreModuinei
00yCIJIOBJIEHA HAaJMYUEeM KOHKPEMEHTOB B MOYEBOM ITy3bIpE,
nueJIodKTazuen, ruaponedpo3oM. ['emarypusi MoxxkeT OBITH
CTMHCTBEHHBIM CUMIITOMOM HaYaJIbHOU CTaluu
ruapoHedpo3a, BO3HUKAS BCIEJACTBUE BHE3AlHOTO U
OBICTPOTO  CHIJKEHHUSI  BHYTPUIIOXAHOYHOTO  JIABJICHUSI.
OcoO€HHO TsKeN0 TeMaTypus MpOTeKaeT y OOJbHBIX C
UHTUOUTOPHOU (popmoit remodmimmu. J[MarHocTUKAa TPUYUH
reMaTypuu y OOJbHBIX FeMOQUINEH MO3BOJIIET ONpPEAeIUTh
TaKTUKY JallbHEUIIEH Tepanuu, Kak KOHCePBATUBHOM, TaK U
OIEPATUBHOM.

Kenynouno —
KHIIIEYHEIE
KPOBOTEYEHHUS

- KPOBOMBJIHSIHUSI W3 COCYZOB JKEIyJAOYHO — KHUIIIEYHOTO
TpakKTa.

XapakTepu3ylTCsl TOSBJICHHEM T'e€MaTOMe3nca - PBOTHI B
BUIe  «kodeitHo  rTymeh», MeneHo.  [IpodysHbie
KEITYJIOYHO-KUIIEYHBIC KPOBOTEUYCHHSI TPU TeMOPIIHH
MOTYT OBITh CHOHTaHHBIMH. OHH MOTYT OBITH BBI3BaHBI
IPUEMOM Al THJICATUIIUIIOBON KHCJIOTHI, APYTHUX
HECTEPOUIHBIX IMPOTUBOBOCHIAIIUTENBHBIX CpeAcTB. Kpome
TOT0, ICTOYHUKOM KPOBOTEUEHHUS SIBJISIOTCS JIATSHTHBIC SI3BBI
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XKETyJIKa U TBEHAIIATUTIEPCTHON KUIIKHU, TAK)KE dPO3HBHBIC
TaCTPUTHI, TEMOPPOUTATHHBIC Y3JIbI.

KpoBouznusiHus | - MOTYT HMUTHPOBATH OCTPOE XHUPYPTrUIECKOe 3200 IeBaHIE

B OpbDKEHKY U | OpPrTaHOB ~ OpIONTHOW  TOJIOCTH  (OCTPBIM  anmmeHIUITHT,
CaJIbHUK KUIIEYHYIO HEMPOXOJUMOCTh M Jp.) M COMPOBONKIAIOTCS
COOTBETCTBYIOIIMMH CUMIITOMaMH.

KpoBouznusiHusA | - BOZHUKAIOT B CBSI3U C TPAaBMOW. B OTnenbHBIX Citydasx

B I'OJIOBHOU U OPUYMHOM  TaKMX  KPOBOMBJIMSHUNM  MOXKET  OBITh
CIIMHHOM MO3I | TUIIEPTOHUYECKUIN

KPH3 WIM IIPUEM IIPENApPaTOB, 3HAYUTEIBHO HAPYIIAIOIINAX
000JIOUKM TeMOCTaTUYECKYI0 (PYHKIHMIO TPOMOOIIMTOB
(aueTuncamTuUUIOBas

KUCT0Ta, OyTaauoH u Ap.). [IposiBIsIIOTCS CUMIITOMATHKOM,
XapaKTEPHOU JUIsl HAPYIIEHHs] MO3TOBOI'O KPOBOOOpALICHMUSI.
KpoBoteuenust | «OTCpOUYEHHBIE» KPOBOTEUEHHUS

npu
DKCTPAKIUU
3y00B
Tabnuma 3
Jlokaau3anus KPOBOU3JIUAHUN pu remoduanm [1]
Cepbe3Hbie CycraBsl

Muemmis!

Cau3ucTele HOoca, pTa, JECEH, MOYEBOr0 TPAKTa
Kuzneyrpoxaronme | BHyTpuuepenssie

[IIes/ropio

2Keny104YHO-KMIIEYHBINA TPAKT

- JKaJI00bI U AHAMHE3:
OObIYHO 0OJIbHBIE YYBCTBYIOT pAHHHE CUMIITOMBI KPOBOU3JIHUSIHUS 1aXKe 10
NpOsIBJIEHUs (PU3NYECKUX NPU3HAKOB. Takoe OllylIeHue OHU YacTO OMMCHIBAIOT
KaK [MOKAJIBIBAIOLIEE OIIYLIEHNE MPEIUyBCTBUS MIPUCTyNa WIH «aypy».[1]
[} crIoHTaHHBIE KPOBOU3JIUAHMS B KPYIHbBIE CyCTaBbl; MBIILIIbI, MATKHE TKaHHU,
3TO COIPOBOXKAAETCS Ka100aMu Ha 00JIM B COOTBETCTBYIOLIUX aHATOMUYECKUX
30HAX;
] Ipu HANMYUK CHHOBUTA, apTPO3a OTMEYAIOTCS 7KaJI00bI HA «IIPUITYXJIOCTb,
OTEYHOCTh CyCTaBa», 0OJIE3HEHHBIE OIIYIICHHS MPU IBUKEHUU B CYCTaBaXx;
] mpu HANMMYUU CTOMKUX KOHTPAKTYP — >Kajao0bl HA OTPaHUYCHUE JBUKEHUIN
BILJIOTH J10 MOJHOM 00€31BUKEHHOCTH KOHEYHOCTH, YKOPOUEHHUE U YTOHUEHUE
KOHEYHOCTH B pe3yJbTaTe aTpo(uU MBIIICUHON TKaHU;
[} KpOBOMBIIUSAHHUS Ha KOKHBIX MIOKPOBAX B BUJE '€MAaTOM, CUHSIKOB;
] cioHTaHHBIE KPOBOTEUYEHHS U3 CIU3UCTHIX 000JI0UEK MOJOCTH pTa U HOCA,

| Makporemarypus,
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) ronoBHas 60Jib U pBOTA (KaK MPU3HAKK KPOBOU3JIHUSHUS B TOJOBHOM MO3T);
[} reMaTOMe3HC - pBOTa «KOGEHHOH TyIIei», MeeHa;

] mpu NCEBAOOIYXO0JIA — IOTEMHEHHUE KOXKH, HHOT1a IPOPbIBaHUE
COZEPIKUMOTIO

Hapy’Ky 4epe3 CBUILEBOM KaHAJL

AHaMHe3: cielyeT OOpaTUTh BHUMAHUE Ha!

[} HaIM4YKMe KPOBOTOYMBOCTH Y POJICTBEHHUKOB, OCOOEHHO M0 JIUHUU Matepu (y
2/3 manueHTOB UMEeTCsl CeMEHHBIM aHAMHE3);

[} HaIM4YKEe MOCAEPOIOBBIX OCIIOXKHEHUM B BUIE TEMOPPArUYECKOr0 CUHIpOMA
(KkpoBOTEUYEHHUE y MAaTEPH, KPOBOTEUEHUE U3 MYMOBUHBI WIIK Kedasioremaroma y
HOBOPOX/IEHHOTO);

] ycnoBUs BO3HUKHOBEHUS KPOBOUBIHUSIHUS (KpOBOTEUEHUs ) (BIEPBHIE,
MOBTOPHO, CIIOHTAHHBIE JINOO MOCTTPAaBMAaTUYECKHUE);

[} Hamu4KMe KPOBOTEUEHHUH NPU paHee MPOBOAUMBIX OTIEPATUBHBIX
BMeEIIaTeIbCTBAX (B TOM YKCIIE yaaneHue 3y0oR);

[} HamU4Ke HACIIECTBEHHOMN OTATOIIEHHOCTH B OTHOLLIEHUU TeMO(IINN;

[ ykazaHue Ha IPOBEACHUE paHee Teparuyu aHTUTeMO(PUIBLHBIMYU MIpenapaTaMu;
€CJIH J1a, TO HeOOXOAMMO YTOUHUTh KaKUMHU, B KAKOM PEKHUMeE, ObLiIa JIM OHA

3¢ (dexTUBHA, OTMEUATUCH JIH AJJICPTUUECKUE PEaKLIUU;

] ykazaHue Ha IpoBeAeHUE 00CIeI0BAHMS HA BbISBICHUE HHTMOUPYIOIINX
aHTHUTEIN K (paKTOpaM CBEPTHIBAHUS, €CIIU Ja — KAKOBBI €T0 PE3yJIbTaThl;

[} 1aBHOCTbH KPOBOMBIIUSHUS MIPU FEMapTPO3ax, YTOUYHUTh €r0 HHTEHCHUBHOCT,
P KaKuX 00CTOATENbCTBAX BOZHUKIIO KPOBOUBIUSHUE, HATUYHE U
MHTEHCUBHOCTh OOJIEBOTO CHUHAPOMA B HACTOSIIIEE BPEMS.

[IpuHATO KCMONAB30BaTh CHIEMATM3UPOBAHHBIA OITPOCHUK JIJIs1 OOJIbHBIX
reMo(Inei, KOTOPBIN YTBEP>KIAETCS B OpTaHU3AIMH Ha OCHOBE
MEXyHApOHbIX PEKOMEHAAIUH.

MenruKO-reHeTUYECKOE KOHCYJIbTUPOBAHUE TMPOBOJAUTCA IJISl ONPEAEIICHHS
o0beMa 1 TaKTHKH MpeHATaIbHOU (JOPOJIOBOM) AMATHOCTUKHU MPH MJIAHUPOBAHUU
JIETOPOXKIIEHUS B CEMbE, B KOTOpPOM paHee BbIsiBIeHA Temoduiua. Bcem
MaibuMkaM 10 1 roga ¢ remoduineir A u B, ux marepsMm u poAHBIM CECTpam
BBIITOJIHSFOT TEHETUYECKOE UCCIEAO0BAHUE ISl ONIPEACIICHUS TUIIA MyTalliX T€Ha,
orBerctBeHHOTO 3a cuHTe3 MCK VIII (IX), coorBercTBeHHO. I'eHeTHueckoe
UCCIIEIOBAaHHUE MOXET OBITh PEKOMEHJOBAaHO JJisi YTOYHEHHS pPHCKa
BO3HUKHOBEHUSI MHTHOUTOPHOU (hopmbl 3a0o0neBanus u Beioopa JIC.

- Knnnuvyeckoe TeueHue 00J1e3HH, OObEeKTHBHbIE M (PU3HKAJIbHbIE
00c/1eJOBAHUSA MAIUEHTOB MO IAaHHO HO30JI0THH:

[IpoBoaUTCA OCMOTP KOXXHBIX IMOKPOBOB, BUAMMBIX CIU3UCTBIX W OMOPHO —
JBUTATEIPHOW CHUCTEMBI. B 3aBHCUMOCTH OT CTEMEHU TSKECTH TeMOPUITNN
BBISIBJISIIOTCS] KJIMHUYECKUE TPU3HAKY TeMOPParuyeckoro cuaapoma (tadbauua 1).
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Jna  1sokeno  GopmMbl  reMOQWIMHM  XapaKTepHO  TOSIBICHUE
reMOpparuiueckoro CHHApPOMA Ha TMEPBOM IOy >KM3HU C Hayalda aKTUBHOTO
nepuoga y peOeHka (reMaToMbl MSTKMX TKaHeW, MOCTTpaBMaTUYECKUe
KPOBOTEUEHHSI U3 CIM3UCTBIX, TeMapTpo3bl). [lopaxaroTcsi B OCHOBHOM KpYIHbBIE
CyCTaBbl: KOJICHHBIE, TOJICHOCTOTIHBIE, JIOKTEBbIE U Ta300eapeHHbIe. ['emodumms
CpeIHEN TSHKECTH UMEET CXOJIHbIe MposiBieHus. [lepBrie mpu3HaKu, Kak MpaBuio,
pa3BUBAIOTCS NOCIIE roja. Y MalMEHTOB C aKTUBHOCTBIO (pakTOpoB Oosee 2% pexe
BO3HHMKAIOT KPOBOUBJIMSIHUSA B CYCTaBbl, 3a0pIOIIMHHBIE T€MAaTOMBbI, T€MaTypHH.
HaunOosnee TuUOMYHBI MOCTTpaBMAaTHYECKHE TE€MAaTOMbl U JUIUTENbHBIC
KPOBOTEUYEHHSI, 0COOEHHO MPH TPaBMax CIM3UCTHIX 000s0ouek. Jlerkas remodunus
MOYET HUKaK He MPOSABIATHCS HA MPOTSKEHUU BCeH >ku3HU. ['eMopparndeckuit
CHUHIPOM OOBIYHO BO3HHMKACT BCJIEACTBHE 3HAUYMUTENBHBIX TPaBM WIH TIpU
XUpyprudeckoM JeueHuH. [lopakeHHe OMOPHO-IBUTATEIBHOTO  ammapara
BCTPEUAETCS YPE3BBIYANHO PEIKO.

- OCHOBHbBIE H JIONOJHUTEIbHbIE JIA00PATOPHBIE HCCIETOBAHMS:
Yposeno yboeoumenvnocmu pexomenoayuti C  (yposenb OocmogepHocmu
ookazamenvbcme — 5

Jlabopamophvie uccie0o8anusi OOAHNCHbL NPOBOOUMBCS 8 KANCOOM Pe2UOHe
Pecnybonuku Y36exucman. Jlabopamopnovle ucciedo8anusi 00IAHCHbL NPOBOOUMBCS
8 Jabopamopusx, 20e 6HeOpeH GHYMPEHHUN U GHEUHUl CMAHOapm Kavecmed.
Bpauu nabopanmur oondxcnvl umems cepmuguxam uiu uHoe NOOMEEPHCOeHUE
NPOXOHCOEHUs 00YUEeHUsL NO OUACHOCTNUKE DONe3HU 2eMODUNUA.
OcHoBHBbIe (00513aTe/IbHbIE) TUATHOCTHYECKHE 00CJIeIOBAHNUS, TPOBOANMbBIE
HAa aM0yJIaTOPHOM YpPOBHe:
OAK;
Koarymorpamma pa3BepHyTasi BKIto4Yas AKTHBUPOBAHHOE JaCTHYHOE
TPOMOOIIJTACTUHOBOE BpeMs, TPOMOMHOBOE BpeMs, OUOpUHOreH;
Omnpenenenue aktuBHOCTH (paktopoB VIII/ IX;
Ornpenenenre akTUBHOCTH MHTUOUTOPOB K paktopam VIII/ IX;
Omnpenenenne akTUBHOCTH (pakTopa Bunnebpanaa B KpoBu

JlonoJIHUTeIbHbIE JUATHOCTHYeCKHEe O00cC/eJ0BaHUsl, NMPOBOAUMbIE Ha
amMO0yJIaTOPHOM yYpPOBHe:

Yposeno yoeoumenvnocmu pexomenoayuti C  (yposenb OocmogepHocmu
odokazamenvbcme — )

0000

OAM

Pucronernn-kohakTopHas akTHBHOCTb

['pynma kpoBu u pe3yc GpaxTop

Tect reneparuu TpomOrHa

buoxumuyeckuit ananu3 kKpoBu (oOuui Oenok, OWIMpPyOWH, albOyMUH,
KpeatuHuH, moueBuHa, ANAT, ACaT, riroko3a)

NDA u ITIIP na mapképnl renatutoB B u C npu nonoxutenbHbix Tectax MDA
Ha MapKepbl BUPYCHBIX T€MATUTOB;

AN N NN

<
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N®A na wmapkepst BUY, npu Heodxogumoctu T1L[P

N®A na wmapkepst COVID, npu neobxoaumoctu IT1[P

NGS, reneTnueckre UcciieJOBaHU Ha TeMO(UITHIO

OKT', Oxokapaunorpadus

VY31 opraHoB OpromHON TOJOCTH (T€UEHb, CEJIE3€HKa, IOHKEITyI0uHas
KEJe3a, )KeITYHbIN ITy3bIPb, IOYEK)

duOpPOCKaH MeUeHU

KomnrerorepHas tomorpadus;

MarautHo-pe30HaHCHast TOMOTrpadus;

['eHeTnyeckue vccaea0BaHus KPOBH.

ANANANAY

ANNE NN

OcHoBHbIE (00513aTeJIbHBbIE) U TONMOJHUTEIbHbIE JUATHOCTHYECKHE
o0cJie/I0BaHUs, MPOBOIMMbIE HA CTAIIHOHAPHOM YPOBHE.

Yposeno yboeoumenvnocmu pexomenoayuti C  (yposenb OocmogepHocmu
odokazamenbcme — )

[ o0t aHamu3 MOYH (BBIABIISIOTCS MPU3HAKU TEMATypHUH: COJIepKaHKe
PUTPOIMTOB, O€IKa);
] rpymina KpoBU U pe3yc GpakTop (ompenenseTcss KKl pa3 npu
TrOCHUTAIU3AIMHA U OCTPBIX KPOBOTEUEHUSX TPU HAMEPEHUU NMPUMEHUTh
TpaHC()y3UOHHYIO TEPANUIO KOMIIOHEHTaMHU KPOBH (CBEXE3aMOPOKEHHOM
MJIa3Mbl U KPHOTIPEIUIINTATA), IPH XUPYPTUUECKUX BMEIIATEILCTBAX.
] TecT reHepanu TpoMOWHA [7] onpenensieT UHANBUAY TbHBIA PEKUM
noadOpa BHUJIA Mpernapara, 103bl, peKHUMa BBEICHUS.
] OMOXMMUYECKUN aHaIu3 KPOBH (00IIHM O€OoK, anb0yMUH, OOIIHIA
ounupyOuH, mpsiMoit OunupyOuH, KpeaTuHH, MmoueBuHa, AJlaT, ACaT,
TJII0K03a);
[} UDA Ha Mapkepbl BUPYCHBIX I€aTUTOB (MPU MOCTAHOBKE IMAarHo3a u,
pU TeMOTPAHC(Y3UAX COITACHO COOTBETCTBYIOIIMM U HOPMATHUBHO —
MIPABOBBIX aKTOB B 001aCTU TpaHcdy3uoyorun) [22].
] TIIIP na mapk€psl renatutoB B u C npu nonoxurenbHbix Tectax MOA
Ha MapKepbl BUPYCHBIX T€NaTUTOB (COTJIACHO COOTBETCTBYIOIINM U
HOPMATHUBHO — IIPABOBBIX aKTOB B 00J1aCTH TPaHCHY3HOJIOTHN );[22 ]
1 MDA na mapkepsl BUY (pa3 B roa u nocie remorpanchy3uii u
XUPYPrU4eCKUX BMEMIATENBCTB COIIACHO COOTBETCTBYIOLIUM U
HOPMATHUBHO —ITIPABOBBIX aKTOB B 00J1aCTH TPaHCHY3HOJIOTUN ); [22]

N®A na wmapkepst COVID, npu neobxoaumoctu IT1[P
[} reHeTHYECKHUE HUCCIIeIOBaHMS KpOBU. AHanu3 MyTanuii Ha ocHoBe JJHK
TSI OTIpe/IeNICHUs ClIeU(PUUECKUX MyTalUi.
[} GaKTepuOoJIOTHYECcKOe UccleoBaHNEe OMOIOTHYECKOTO MaTepHaa;
JAHHBIN BUJI UCCIIEIOBAHUS CJIeAyeT MPOBOAUTH ISl UACHTU(DUKAIUU
BO30yAUTEN UH(EKIIUU.
[} CBIBOPOTOUYHOE KeJe30, (DEePPUTHH; BHIMOIHAETCS C LEIbIO bIIBICHUS
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MOCTT€MOPPAruuecKOil 1/Wiu UHON CUACPONIEHUU U Ha3HAYCHUs
aJIeKBaTHOM 3aMECTHUTENIbHOH (eppoTepanuu.

] onpenenenue akTUBHOCTHU (pakTopa Buinebpanaa a1 npoBeaeHUs
anddepeHnaIbHON TMarHOCTUKY.

- OcHOBHbIE M [ONOJHUTEJIbHbIE HHCTPYMEHTAJIbHbIE HCCJIeT0BAHUSA
Yposeno yboeoumenvnocmu pexomenoayuti C  (yposenb OocmogepHocmu
odoxazamenbcme — 5)

HHCTpyMEHTaIbHBIE UCCIICIOBAHUS:

1 ®I'IC: oOHapyXeHHE NCTOYHUKA KPOBOTEUYCHHUS, TIPU3HAKHU 330(aruta,
racTpura, Oynbp0uTa, AyoAcHUTa (MOBEPXHOCTHBIN, KaTapajibHBIM, SPO3UBHBIN,
SI3BEHHBIN );

1 OKT': nnig onpeneneHust CTENEHN MOPaKEHNS MUOKap/Ia;

1 V3U opraHoB OprONIHOW MOJOCTH (TI€UYEHb, CENIe3eHKA, MOIKETy I0YHOM
Keye3a, JKEeMYHBbIA Iy3bIpb, IIOYEK) — BBISIBJICHUE BO3MOXXHBIX TIE€MAaTOM,
MICEBIOOIYXO0JIEH;

dubpockaH neyeHn

1 Pentrenorpadusi OpraHoB TpyAHOW KIETKH BBISIBJICHHE BO3MOXKHBIX
reMaToMm, ICEeBAOOMYXO0JIEH;

1 V31 cycTaBoB, MATKMX TKaHed (B 3aBUCHMOCTH OT >XKaJI0O MmalMeHTa
BbIOMpaeTCsl KOHKPETHAsi aHATOMUYECKash 30HA) ONpPENEICHHE OPraHUYECKUX
MU3MEHEHUM KOCTHBIX CTPYKTYp CyCTaBa U OKOJIOCYCTaBHBIX TKaHEW, B TOM YHUCJIE
CUHOBHMAJILHOM 1UCTpO(dUH, IIPU apTPONIaTUU OOHAPYIKEHUE CYKEHUE XPALLIEBOTO
[POCTPAHCTBA, HAJIUYMsI IOBEPXHOCTHBIX JPO3UH, CYOXOHIpPAIbHBIX KHUCT,
aHTyJISIPHBIX 1e(pOopMaLnii;

1 KommbrotepHass Tomorpadus (B 3aBUCUMOCTU OT ’Kajo0 MalUeHTa
BBIOMpAETCS] KOHKPETHAsl aHaTOMUUECKasi 30Ha) BBISIBIICHHE BO3MOKHBIX TEMATOM,
reMapTpo30B, ICEBIOOIYXO0JEH, CHHOBHAIBHON TUCTpOGUU, TPHU apTPONaTUU
OOHapyXEHHE CYy>XEHHE XPSAIIEBOrO0 MPOCTPAHCTBA, HAIUYHUS MOBEPXHOCTHBIX
3pO3uid, CyOXOHAPATIbHBIX KUCT, aHTYJISIPHBIX AedopMaliuii;

1 MarautHo-pe3oHaHCHass ToMorpadusi (B 3aBHCHUMOCTH OT Kayod
nanyeHTa BbIOMpaeTcs KOHKPETHAs aHATOMUYECKas 30Ha) BBISIBJICHUE BO3MOKHBIX
reMaToM, TreMapTpO30B, IICEBIOOIYXOJeH, CHHOBHAIBHOM TUCTpOGUHU, NpU
apTporaTtuu OOHApY)KEHUE CYXKEHHE XPSALIEBOTO IPOCTPAHCTBA, HATUYMS
IIOBEPXHOCTHBIX 3PO3UH, CyOXOHIPAJIbHBIX KUCT, aHTYJISIPHBIX AepOopMaliuii;

1 MCKT

1 Oxokapauorpadus: onpeneaecHue BO3MOKHBIX 04aroB KPOBOU3IUSHUS;

| BpoHXoCKONHUs: 0OHAPY)KEHUE UCTOYHUKA KPOBOTEUEHNUS;

1 KonoHockonusi: 0OHapy>K€HNE UCTOYHUKA KPOBOTCUEHHUS;

1 OO030pHBII CHUMOK OpraHOB OpPIOIIHOM TMOJIOCTM W MAajoro Tasa:
OoOHapyXEeHHE NCTOUYHUKA KPOBOTECUCHHUSI.

1 Pentrenorpagusi CyCTaBOB: OIpeEAeSiEHHE OPraHUYEeCKUX H3MEHEHUN
KOCTHBIX CTPYKTyp CycTaBa, B TOM YHCIIE CHHOBHAJIBbHON aucTpoduu; mnpu
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apTponaTMM OOHApy’>KEHUE CYKEHHE XPSIIEBOrO0 IMPOCTPAHCTBA, HAIMYUS
MOBEPXHOCTHBIX 3PO3Ui, CYOXOHAPAIbHBIX KHUCT, AHTYJSAPHBIX AepopMaliuii;
CTaJIuu apTPOIAaTUH OMMCAHBI B TabnuIe 4.

Tabnuma 4.
PeHTreHo0rnyecKue CTauu apTponaTun
http://www.hemophilia.ru
Cranun XapakTepucTuka
L. Pannss cragus xapakTepusyeTcs yBeJIMUeHneM o0beMa CycTaBa,

pacCIIMPEHNEM CYCTABHOM IENH 3a CUET KPOBOU3IHSHUA.
Pentrenonornuecku MOTYT OOHApy>KMBaTbCs YTOJIIEHUE U
YIUIOTHEHUE CYCTaBHOM KallCyJibl, YMEPEHHBIM OCTEONOpPO3.
@yHKIMA CcycTaBa OpU  OTCYTCTBUM  KPOBOM3JIMSHUSA B
«XOJIOHBIW» NIEPUOJ HE HAPYILLIECHA

II. Cramus XapakTepu3yercs YMEPEHHBIM CYXEHUEM CYCTaBHOMN
mend  0e3  HapylIeHUs] ~ KOHTPYIPHTHOCTH  CYCTaBHBIX
noBepxHocTel. Hapactanue npuzHakoB ocreonopo3a. [loseienue
cyOxXoHIpaiapbHOrO  cKiepo3a.  JlanbHeillnee  yIjIOTHEHHE
NEPUAPTUKYJISIPHOM TKAHMU.

I1I. Cragua  xapakTepu3yeTCs  TOSIBJICHHEM  KpaeBbIX  Y3yp,
JNECTPYKIMEeN  XpAlleBOM TKaHU C OOpa3oBaHUEM  KHUCT.
OcTteomnopo3 60see BbIpaKeH.

CycraBHas 1eNb CyKE€Ha, MECTAMH HApYIIEHA KOHIPY3HTHOCTb
CyCTaBHBIX IIOBEPXHOCTEHW. B KOJIEHHOM CyCTaBe OTMEYaeTCs
XapaKTepHOE U3MEHEHNE HAAKOJICHHHUKA - KBaJpaTHas (opMa ero
HIDKHETO TIOJIIOCA W YBEJIMYEHHE IIEPEIHE3aqHEr0 pasMepa.
@OyHKIMSA CyCcTaBa yMEPEHHO CHWKEHA, HE3HAYUTEIBbHO
OTpaHUYEHBI JBUKCHUSI, UMEETCS aTPO(Hs MBIIIIII.

IV. Cranus, Tpu KOTOPOW CyCTaBbl pe3Ko JehOpMHUPOBAHBI,
CyCTaBHbIE MOBEPXHOCTH YIUIOIIEHBI, dMU(U3BI PaCHIMPEHbI 3a
CYET THUMEPOCTO30B, auadu3bl yMEHBIIEHbI, CyCTaBHas IIEIb
pe3K0  CykeHa. BHyTpucycTaBHblE  XpSIIM  pa3pyLICHBL.
Boipaxkennast arpodust mpii. O0beM IBUKEHUN 3HAYUTENIBHO
orpanndeH. OTMmedaercsd BHYTPUCYCTaBHAs KpENUTaUUs IpU
ABKeHUU. PYHKIHS CyCTaBa 3HAYUTEIBHO HAPYILIEHA.

V. Cragus xapakTepusyercs MOJHOM moTepel (PyHKUMU CycTaBa.
CycraBHasi wienb IJIOXO KOHTYPUPYETCS Ha PEHTIE€HOrPAMME,
4acTO 3apallleHa COEAWHUTENIbHOW TKaHbK. BbIpakeH cKiepos
CyOXOHIpanbHBIX  OTAENOB  KOCTH,  COYETAIOUIMICS  CO
3HAUYUTENHLHOM y3ypanuen u KUCTO30M AMU(U30B.

[Tpoucxoaut popMupoBaHUE KOCTHOTO aHKUJIO03a.

Pucynok 1
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Aneopumm npumeHnenus 1yuesvix Memooo8 uccied08aHus 0asa KOHMpos 3d
cocmosinuem cycmasog y nayuenmos c I'A

| Penrrenorpadcgmus cycerasa ‘

Orxermn 120 Tcame / \ Orremra mo mrxate

Pettersson menee 7 Petiersson domee 8

DaLIoB \ B
MPT |

OneHrka Mo mKaTe
Denver 9-10 daxaos
Onerra o IOIKaTe (moBpexIenHe
CYCTaBHOTO

XpsamEa)

Denver 1-6 darmioe h

__________ OneHKa IO TITKATTS I T T S

! Koppestupossa : Denver 7-8 Gamwios ! Koppexruapoesa :
! TeTeHHES ¥ 1 TeTMeHHET X

Bospact Bospact
MP-xonIpOIE crapmore 18 mer
1 pas B roxg

v

aaammie 18 oer

.

MP-kOHIPDOIE

1 pas B moaroma

h 4 "

PeHTreHOmMOrHIcCKHT

KOHTPOTIE 1 pas B Tom.

MP-gEOHIDOIE

1 pas e 2 rozma

1 Y3U cycTaBoB: onpenenieHne 00beMa N3JIUBIICHCS] KPOBH, COCTOSTHUS
CUHOBHAJIbHOM 000JI0YKH, MPU3HAKOB CAABICHUS OKPY KAIOUINX TKaHEH.

- Ilokazanuss I KOHCYJbTAIUM  CHENHAJUCTOB (MPODHIBHOTO
CHEIUAINCTa C YKa3aHUEM IeIH KOHCYJIbTAIUH )

Yposenv yoeoumenvrnocmu pexomenoayuti C (yposernb 0ocmosepHocmu
odoxazamenbcme — 5)

XUpypr: onpeneseHue MOKa3aHUuM sl XUPYPIUUECKUX BMEIIATENbCTB;

[ I'ematosor: IMarHOCTUKA U JIEYEHUE BUPYCHOIO IENAaTUTa;

[} OTOJNIApUHTOJIOT: OCMOTP CIM3UCTBIX 000J0UYEK HOCA, IMATHOCTUKA UCTOYHUKA
KPOBOTEUEHHUS, JEUCHUH BOCIMAJUTENbHBIX 3a00JIEBAHUM MPUAATOYHBIX Ma3yX
HOCA U CPEIHETO yXa;

1 Kapauonor: xoppekuuss croukod Al, XpOHMYECKOM  cepledHOu
HEJIOCTATOYHOCTH, HAPYLIEHUS pUTMA CEPJICUHON NEATEIbHOCTH;

] CTOMAaTOJIOT: ONpeIeNICHUE JOKAIU3alMi KPOBOTOYAIErO YYacTKa CIU3UCTOM,
HaJIM4YUe MOJBWKHBIX 3y0OB, HH(PUIBTpATa B OKPYKAIOIMIUX 3y0 TKAHSIX, JCUCHUE
BOCIAJIMTENIbHBIX 3200JIEBAHMIA;

] Yponor: onpeneneHue naToaoruid MOYEBBIICIUTEIBHON U ITOJI0OBOY CUCTEMBI;
1 OdTanpMoyior:  OmpeneieHHe HapyLIEHUS 3pEHUs, BOCMIAIUTENbHbIC
3a00JIeBaHUs U TEMOPPArnYeCKUe COCTOSTHUS I71a3 U MPUAATKOB;

] HeBponaTosior: IuarHoCTUKA U JICYUEHHE OCTPOTO HAPYIIEHUS MO3TOBOTO
KpoBooOpailieHusi, Heiponatuii; [| Helipoxupypr: onpeaeneHue moKazaHui aJis
HEUPOXUPYPIUUECKUX BMEIIATENBCTB;
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1 VH}exmmoHucT: TOM03peHHe Ha BUPYCHBIE, OaKTepHalbHble HH(EKIUH,
nedyeHne nHQEKINi;

] PeBmaronor: mojo3peHHME Ha HAJIUYUE CHCTEMHOr0o 3a0oJeBaHMs
COE€IUHUTEILHON TKaHU;

] lepMaTOBEHEPOJIOT: TUATHOCTHKA KOKHOBEHEPOJIOTHUECKUX 3a00IeBaHU;

] OHKOJOI: JAMarHOCTUKa COJIMAHBIX  OmyXxosed, auddepeHunaibHas
JMarHOCTHKA MPHU MOCTAHOBKE AMAarHo3a ICEeBI0OIYXO0NEH;

[} @TU3naTp: IMarHoCTHKa TyOepKyJie3a, nuddepeHnuanbHas JMarHocTUKa Ipy
[IOCTAHOBKE JAMArHO3a ICEBI0O0IYX0JIEH;

] Hedposor: onpeaeneHne noka3aHuid K Tepanuu Mo4eqHOM

HEJ0CTATOYHOCTH, TUArHOCTUKA U JICYEHHE NTATOJIOTUU TIOYEYHOT'O TPAKTA;

] Ilcuxoor: ie4eHue U Nperynpex1eHne ICUX0I0rMYECKUX pacCTPONCTB;

] Tpancdyzuonor: it nogdopa TpaHCPY3MOHHBIX CPEJ] P TOJOKUTEIBHOM
HEMPSIMOM aHTHUTII00YJIMHOBOM TecTe, HeA((HEKTUBHOCTH TpaHCy3uil, OCTPOit
MAaCCHUBHOM KPOBOMNOTEPE;

] PeaHuMmaToJiOT: YCTaHOBKa IICHTPAJbHBIX BEHO3HBIX KAaTETEPOB, JICUCHHE
TSKEJIOr0 CETCcHca, IOoKa, APYIUX KUZHEYTPOXKAIOLIIUX COCTOSIHUM (CM. ITOHATHE
KU3HEYTPOKAIOUINX KPOBOTEUEHUH B TabmuIe 3);

1 Bpau JIOK, peabunurosnor: pa3paboTka HHIUBUIYATEHON MPOTPaMMBbI
peabuIuTaluu;

1 OpTonen;: onpeneaeHre 00beMa OpTOXUPYPrudecKo KOPPEKIUH, yYacTHE B
pa3paboTKe MHANBUIyaJIbHOM MpOrpamMmbl peadminTanuu, oobeMa (pU3nuecKux
Harpys3oK;

1 CocyaucTble XUPYPI'H, UHTEPBEHIIMOHHBIE XUPYPIHU: ONIPEIEICHUE COCYTUCTOTO
JOCTyNa JUIsl 3aMECTUTENbHOM Tepamuu, ONpPEICICHWE MOKa3aHUuil JUisd
AMOOIM3aMM  COCYJOB MpU  YJAJIEHUU IICEBAOOINYXOJEH, ydacTUE B
MYJIbTUAUCIUILTHHAPHBIX OMEPAlMOHHBIX Opuraaax, B Tom uncie npu OHMK;

[} AKylIep-TMHEKOJIOTH: OIpeAeNeHHe TAaKTUKH BEICHUS >KCHIIUHBI MpH
OepeMEeHHOCTH U B POJaX, HOCUTEIBHHIIBI T€éHa TeMOPUINU, TP OEPEMEHHOCTH U
IUTAHUPOBAHUM POJIOB pEOCHKA C MpEeanojaraeMoi WM YCTaHOBIEHHOUW (popmoit
reMo(UIum, peleHrne Bonpoca 0 MpoJIOHraluu 6epeMeHHOCTH;

[} YeroCTHO — JIMIIEBbIE XUPYPTH: SKCTpaKIus 3y0O0B, ONepaTUBHbIE TOCOOUS MTPH
reMOpPpParu4eckuX MU HMH(EKIUOHHBIX OCIOXKHEHUSX IAaTOJOIMU YEIIOCTHO —
JINIIEBOUM 00J1aCTH;

[} PEHTreHonoru, CueuainucThl JTy4eBOW AMATHOCTUKU: paciin(poBKa U BTOpas
YUTKa PEHTTEHOTpaMM IIPU OCTEOINATOJOTMHU, HAJUYUM TE€MaToM U MPOYHUX
reMOpparu4eckux OCIOKHEHUI.
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J{MarHOCTHYEeCKH i AJITOPUTM

Taéauna 5
NnddepeHumanbHaa AMarHoCcTUKa
remopparm4ecCcKkux 4mate3on
CuvmnTombl, nab-e Ffemop. utn Tpombo | Femod b-b
noKasaTenm BaCcKynuT uuTonar nwnmn Bunne
MM Bpauga
Tvn KPOBOTOMMBOCTK Backyn.- Mukpounpr  Mukpoupp Tematomd  CmelwadH
NYPNYPHBIR YAATOPHbIA KYIATOPHB bl BiM
[
OAK He#tpodunen  WM3onupoeaH N N N
biHA HaA
neiikoumTozco  TpomBouMTo
CABUIOM neHws
Bneso, ‘PCO3
JNUTeNBHOCTL KPOBOTEYEHHA NO N e i T N T
Ayue
CBEPTbIBAEMOCTD N, L N N T N
AYTB (ANTT) N, 4 N N 5 A%
Dautop VI, ¢. IX N N L N
®. BunnebpaHaa N N @l MySh dred
Tab6auua 6

HpI/I3HaKI/I H CUMIITOMBI OCTPOIo KPOBOM3JINAHUA B CyCTaB

Pannee Hayano [Tporpeccupytomiee 'Y HOBOPOKJICHHBIX U
KPOBOTECUEHMUS KPOBOTEUEHHUE MaJICHBKHUX JETEN

bouib 3HauuTeNbHag 00JIb  |YMEHbIICHHE OIrpaHUYEHUS
HeoOb1unblie OTtek NIBUYKEHUI B CyCTaBe

OLIYLICHUS MectHoe ourymieHue |(CONpOTHUBIEHUE NTPU ABUKEHUN
(moKaNbIBaHUS ), [MOBBILIEHUS PYKHU WJIN HOTH

«aypa» TeMIIepaTyphl [Ipennouyrenne NBUKEHUN
OrpannueHue 3HAYUTEILHOE OTHOW KOHEYHOCTH MEPEN
NBUKEHUM B CyCTaBeE (OrPaHUYEHUE npyrou

Octpoe NBHKEHUM BCyCTaBe | XpOMOTa

KpOBOM3JIMSIHUEB  |HenoaBMKHOCTH 3ameneHHas MOXOKaTpH Oere
CyCTaB C CyCTaBHOU [TaTosiOTMYECKUI OTEK WIIH
0071610 UTUIHOCTh BCYCTABE
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Octpoe bois OBICTPO HCUe3aeT
KPOBOMJIUSHUE B [OCTIE MOCIIEeTyIOMIeH

CycTaB MH(Y3UN KOHIIEHTpaTa
hakxTopa

XPpOHUYECKUI boub, cBsA3aHHas C

ApTPUT AKTUBHOCTbIO, OBICTPO

HMCUYC3aCT ITOCJIC OTABIXA

2) IudpdepeHnuanbHblii AMATHO3 M O00O0CHOBAHUE JONMOJTHHUTEIbHBIX

HccJaeI0BaHuI
JAudpepeHunanbHbIN TUATHO3:

HuddepenunanbHbIid AMarHo3 NpoBOAUTCS ¢ Oosie3Hbio Bunnebpanna,
TpoMboIuTonaTUsIMu/TpoMOoITUTONIeHUsIMH, 6071e3HbI0 CTroapTa-Ilpayapa,
HACJIEJACTBEHHON TIMIIOKOHBEPTUHEMUEW W  JAPYTMMH T'€MOpPParnyecKUMHU
COCTOSIHUSIMU.

bosie3us  BuiuteOpanaa  BBI3BIBACTCA  KOJIMYECTBEHHBIMU  WIIU
KauyeCTBEHHBIMU  W3MEHEHMAMM  cojepxkaHus  (akropa  BumieOpanna.
3a0oJyieBaHNE HACJlEIyeTcsl MO ayTOCOMHO-JIOMHUHAHTHOMY TuIy. bone3Hs
IpOosIBIsiETCS Y 000MX IOJIOB.

KpoBOTOUMBOCTE NPEUMYLIECTBEHHO HAa YPOBHE KOXHM U CIH3UCTBIX
000JI04€K, @ y EHIIMH B BUJE TUnepMeHoppeu. B oriamume ot remodumnu
reMaTtoMbl M Te€MapTpO3bl BO3HUKAKOT KpaiHe penko. [lpum naboparopHom
UCCIIEJOBAaHUU: MTPOTPOMOMHOBOE BPEMsI B HOpPME, aKTUBUPOBAHHOE YACTHUYHOE
TPOMOOIIITACTUHOBOE BPEMsI MOXKET OBbITh KaK HOPMAJIbHBIM, TaK U yJIJIMHEHHBIM;
JUIATEIBHOCTh KPOBOTEUEHHUS - HOpMa WIM YIJIMHEHO, YUCIO TPOMOOIIUTOB-
HOpMaJbHOE WJIM CHIDKEHHOE; akTUBHOCTH (Qaktopa VIII - cHwkena wumu
HOpMaJibHasi, aKTUBHOCTh (pakTopa BuiieOpanna - cHuUKEHA WM HOpMalbHAas;
PHUCTOLIETUH-KO(AKTOPHAST aKTUBHOCTD - CHIDKEHA.

TpomOouuTONATHI/TPOMOOIMTONIEHUHM XAPAKTEPU3YIOTCS NETEXUAIBHO-
CHUHSYKOBBIM THUIIOM KpPOBOTOYMBOCTH. B aHanmu3ax KpOBH- PETUCTPUPYETCA B
pa3HOI CTENEHM BBIPAKEHHOCTH CHW)KEHHME 4HCIa TPOMOOLUTOB, U3MEHEHHUE
Mopgosiornn  TpoMOouuToB. B Koarymorpamme npoTpoMOMHOBOE BpeEMms,
aKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BpEMsI HE HW3MEHEHBI.
JUITEIBHOCTE KPOBOTEUEHHUS HOPMaJIbHAs WIH YBEIUYCHHAS.

Bouesnsio Ctoapra-IIpayspa Hacieqyercs 110 HENOJIHOMY ayTOCOMHO-
perieccuBHOMYy Tuity. [lpu Tspkenmsix ¢opmax ne0roT 3a0oJjieBaHMsSI B TIEPHOJT
HOBOPOXKJIEHHOCTH (KedanorematomMsl). iMeroT MecTo npody3HbIe KeTy109HO-
KHILIEYHbIE KPOBOTEUEHUS, IOJAKOKHBIE TI'€MAaTOMbl, JJIUTEIbHbBIE HOCOBBIE
KpOBOTEUEHHUsI, MeTpopparuu. I'emapTpo3sl KpaiiHe penku. B koarymorpamme-
YIJIMHEHUE MPOTPOMOMHOBOIO BPEMEHU NpPU OJHOBPEMEHHOM, XOTSI U MEHee
BBIDQ)KEHHOM  Y/UIMHEHHM CBEPTHIBAHMS B AKTHBUPOBAHHOM YaCTUYHOM
TPOMOOIIJIACTUHOBOM BpeMeHU. CHMXKEHA aKTUBHOCTh (hakTopa X B IIa3Me.
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HacsiencrBeHHasi TUNOKOHBEPTHHEMHSI  HACIEAYEeTCsl MO  HEMOJIHOMY
ayTOCOMHO-PELIECCUBHOMY  THMYy. THII ~ KPOBOTOYHMBOCTH-  CMELIAHHBIN
MUKPOIUPKYJISITOPHO-TEMATOMHBIN (Ke(arioreMaToMbl, KeEITyJ0UHO-KUIIIEUHbIE
KPOBOTEUCHHUS, YIOPHbIE HOCOBBIE KpOBOTEYEHUs, MeTpopparuu). B
KOaryJIorpaMMe UMEET MECTO M30JIMPOBAHHOE Y JIMHEHUE CBEPTHIBAHUS ILIA3MBI
B IMPOTPOMOMHOBOM TECTE MPH HOPMAIBHBIX IMOKAa3aTeIsX OOIIET0 BPEMEHH
CBEpPTHIBAaHUSI KPOBH, AaKTUBUPOBAHHOM YaCTUYHOM TPOMOOILIIACTHHOBOM
BPEMEHH.

Tabauia 7

OudbdepeHynanbHas anarHocTuKa reMmopparnieckux cMHLpOMOB

®opMa natonorum Bpems: KonuuyecTeo Nne AUTB or
KpoBOTEeYeHUs TpomGouuTos
TPOMBOILTHTOIEHH YONWHEHO CHWXXEHO HopMa HOpMa HopmMa
TPOMBOUMTOMATIMA yOnuHeHo HopMa Hopma HopMma Hopma
Boneane BUNNEBPAHOA yOonuHeHo HOpMa HopMa yAnuHeHo | Hopma
HopmMma HOpMa HopMma MUHEHO | HOpMa
remoounus A P P P i i
Dedvumnt VIl HOopma HOopmMma YONUMHEHO HopwMa HOopmMa
HedcbekT dakTopos: HopmMma HopMma YANUHEHO YANUHEHO | HOpma
ILnov, X

IV. TAKTUKA JIEHEHUS HA AMBYJIATOPHOM YPOBHE:

JUtst oka3aHusl MEAULIMHCKOM oMoy npumeHstoT remoctarnyeckue JIC - KOCK
u (uin) uHble remoctatuueckue JIC (JexkapcTBEHHOE CPECTBO), KOMIIOHEHTHI
KpOBU reMocTtaThdeckoro neuctsus (B ciayyae orcyrctBus KOCK(xkoHueHTpaT
(hakTOpa CBEPTHIBAHUS KPOBH) , IO UHBIM MPUYUHAM ).

MeauuHcKkoe MPUMEHEHUE HEe 3aPErMCTPUPOBAHHBIX B YCTAHOBJIEHHOM TOPSJIKE
JIC m 1mo MeIMIMHCKUMM TOKa3aHWUSM, HE YIMOMSHYTbIM B HWHCTPYKIMH IO
MEUIIMHCKOMY TNMpUMeHeHno (mucTke-Bkiaseie) (off-label), ocymecTBisercs
[0 PEUICHUI0 BpayeOHOr0 KOHCWIMYMa C IMHUCbMEHHOIO COIJIacHs MalueHTa
(3aKOHHOTO TIPEJACTABUTEIIS).

Bri6bop K®CK ocymectBasiercs ¢ yaetom CA (uuctotsl). bonee Bbicokas
yyctoTra oTHOocuTenbHO AeuiutHoro GCK naer kimHUYECKUE MpEUMyIlIecTBa
npu Bo3MO>kHOCTH BbiOOpa JIC.

Knaccudukanus JIC npoBoautces:
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Ha OCHOBE UX YHUCTOTHI:

HHU3Kas unctoTa - MeHee 10 ME/Mr Oenka;

cpennsist uuctoTa - 10 - 100 ME/mr Genka;

BeIcOKas uncToTa - 100 - 1000 ME/Mr Genka;

OYEeHb BBICOKas uncToTa - 0ojiee 1000 ME/Mr Oenka;

NIEPHO/Ia ITUPKYJISIHH (MU TIEPHOa TIOY>KM3HU B OpTaHU3ME MAIMCHTA);
MMMYHOTE€HHOCTH;

dbopMbI remounn.
OcHoBHas 1eab Je4eHus reMoQUIMU: IPENYIPEKICHUE KPOBOTEUEHUN.
VIMeHHO B 3TOM 3aKJII0YAETCs MOHATHE «IPOPUIAKTUYECKOTO JICUCHHS UITU
3aMECTUTENIbHOU Tepanuu.[6]
Heab  seueHus  mposiBICHUM  reMOQUIMM:  OCTAaHOBUTH  Pa3BUBIIEECS
KPOBOTE€UEHHUE WM KPOBOM3IUSHUE, YMEHBIIUTH YaCTOTY KPOBOTECYEHUN H
MPEIOTBPATUTH MPOTPECCHUIO APTPOIIATHUH, YIIYUIIUTh KAa4€CTBO KU3HU [2-6].
OcHOBHBIE aCTIEKTHI (LI€TN) JIEYEHUSI TeMO(DIINU U €€ TPOSBICHUMN B BUE
KPOBOTECUCHUN:
] npeoTBpallleHne KPOBOTEUEHUH U MTOBPEKIAECHUIN CYyCTaBOB;
[] 6e30TnararenbHOE JeUeHNE KPOBOTEUCHUI;
[} KOHTPOJIb HaJl BO3HUKAIOIIMMU OCJIOKHEHUSIMU BKIIOYAET B c€0s1: KOHTPOJIb;
ITOBPEKAECHUN CYCTaBOB, MBIIIL] U IPYTUX OCI0KHEHUN KPOBOTCUECHUM;
[} KOHTPOJIb PA3BUTHUSA UHTUOUTOPOB;
[} KOHTPOJIb BUPYCHBIX UH(DEKIIHI, TepeiaBaeMbIX Yepe3 MPOU3BOIHBIE KPOBH;
[} BHUMaAHUE K [ICUXO0JIOTHYECKOMY 3/I0POBbIO;
[} BHUMaHUE K 3I0pPOBbI0 POTOBOM MOJIOCTH.

1) Hemeaukamenrto3Hoe jeuenue [10] [1]:
PexxuM: 001Ie0XpaHUTEIBHBIN, H30€TaTh TPABM.

Cpenu OONBHBIX CO 3HAYMTENHHO AUCPYHKIHMEH KOCTHO-MBIIICYHON
CUCTEMBI HY)KHO TOOIIPSITh BUJIBI AKTUBHOCTH C HOIICHHEM TSKECTEH, KOTOpHIE
CIIOCOOCTBYIOT Pa3BUTHIO U TOJJICPKAHUIO XOPOIIEH MJIOTHOCTH KOCTEH, 0
CTENEeHU, KOTOPYIO MO3BOJISIET COCTOSIHUE HUX CycTaBoB. Ormpeaenser 3TO MpH
AUCIaHCepU3aluu U pa3paboTKe TOAO0BOM MporpamMmbl peadMIUTaluu Bpay
OpToOIIe .

CrenyeT mooupaTh HEKOHTAKTHBIE BHUIBI CIIOPTA, TaKHE Kak IJIaBaHUE,
Xx01p0a, ronbd, OaAMUHTOH, CTpenbda M3 JyKa, €37a Ha BeJoculiene, rpedis,
IIapyCHBIN CIIOPT U HACTOJIBHBIM TEHHUC.

BBICOKO KOHTaKTHBIE BHJBI CIIOPTa W BUIBI CIOPTA CO CTOJKHOBEHUSIMU
Takue Kak (yT0oJI, XOKKeH, perou, 60kc u 00prOa, a TakkKe BHICOKOCKOPOCTHBIE
BUJBI CIIOPTa TaKMe KaK MOTOKPOCC M KaTaHWE Ha JIbDKaxX CleIyeT H30erats,
MOCKOJIbKY OHHU TMOTECHIIMAIFHO MOTYT HAHECTH TPABMbI, YIPOKAIOIIUE KU3HHU,
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eciy OOJbHOM HE HAaXOJUTCS Ha MPOQPUIAKTUYECKOM JICUCHUH JJISi TAaKOTO BUAA
AKTUBHOCTH.

[IporpaMMHbIe BHIBI CIOpTa CIEAyeT paspemiarb OOJbHOMY, KOTOPBIi
MMEET BBICOKYIO MPUBEPKEHHOCTH K JICUEHHUIO, COOJIIOIaeT BCE MPUHIUTIBI
npo(UIAKTUYECKOTO BBEICHUS MTPENapaToB (PaKTOPOB CBEPTHIBAHUS KPOBH.

[TopaxxeHHbIE CcycTaBbl BO BpeMs AaKTUBHOCTM MOXHO 3alllMIIaTh
O0aHAa)KaMU UM IIMHAMHU, OCOOEHHO KOTJIa MPEABAPUTENILHO HE BBEACH (PaKTOp
CBEPTHIBAHUS

Jlnst Toro 4ToObl CHU3UTH BEPOSTHOCTH MOBTOPHOTO KPOBOTEUEHUS,
aKTUBHOCTD I1OCJI€ KPOBOTEUEHUS HY>KHO BO3OOHOBIISTH MOCTENIEHHO.

[Ipy HanmuyuM apTPONATUH UCIIONB3YIOT BCIIOMOTaTENbHBIE CPEACTBA
nepeaBKeHHs! (KOCTBUIN, XOAYHKH, Kpeciia, U 1p).

JmeTa: HazHauyaeTcs JeueOHbIi cTos1 No15 (KoppeKTUpyeTCs MpU HaTUYuu
OCIIO)KHEHUW W/WAM  COMyTCTBytomied marosioruu). Creayer 0COOEHHO
BHUMATEIbHO OTHOCUTCS K TMOAJEP)KaHUI0O HOPMAJbHOTO Beca, H30erarh
OKUPEHUS, KOPPEKTUPOBATh AUETY MPU HAJUYHHM COIYTCTBYIOLIEH MAaTOJIOTHUH,
0COOEHHO MPY BUPYCHOM MOPAKEHUU TICUCHHU.

2) MeankaMeHTO3HOE JiedeHune
OCHOBHBIM TPUHIMIIOM JIEYEHUS TE€MOPWIMM SBISIETCS 3aMECTUTEIbHAs
Tepanus, JAJIg Yero MCIoib3yloTcs: mnpemnapar gakropa cBeptbiBanus kpou VIII
(mpu remoduaun A) unu ¢gakrtopa cBeptbiBaHus KpoBu IX (mpu remodunuu B)
(yposenv  Ooxazamenvnocmu  A). llpenapatel  (PaKTOPOB  CBEPTHIBAHUS
MPUMEHSIIOTCS TIa3MaTUUECKHe U peKOMOMHaHTHBIE [2,3].

[Tpumenenue JIC (nekapcTBeHHOE CpencTBO), coaepxariero dhaxrop FVIII u
vWF B kKoMOMHAIMH, OCYIIECTBISETCS B COOTBETCTBUU C HWHCTPYKIMEH I10
MEUIIMHCKOMY TIpuMeHeHuto (muctkoM-Bkaasasimem) JIC. Tlepen npuMmeHeHnem
nanHoro JIC pexoMeHAyeTCcd MEAUUMHCKUN OCMOTp IMAlMEHTa Ha YPOBEHb
aktuBHocTd VWF. BBenenue ykazanHoro JIC u u3z0bitounas aktuBHocTh VWF B
KPOBH MaIlME€HTa MOXET MOBHIIIATh PUCK Pa3BUTHS TpoMOO3a.

ITepen nauanom BBenenus KOCK:

BpaY-CIEIHMAINCT OIICHUBAET BRIPAXKCHHOCTD MEepU(EPUICCKUX BEH Yy MAIMECHTA U
BO3MOKHOCTh BHYTpUBEHHOTr0 BBeaeHus JIC;

BBIMIOJIHSIOT BaKI[MHALIMIO IPOTUB renatura B (mociie 1onoiMHUTENbHOTO
BBesieHuss KOCK).

Bropuunas meaunuHCcKas mpopuIakTuKa KPOBOTEYEHUI MOKET OCYIIECTBIISATHCS
MyTEM YCTAaHOBKH IIEHTPaIbHOIO BEHO3HOTo KaTerepa tumna Port-A-Cath no
pelIeHno BpauyeOHOTO KOHCHIIMYMa.

B caydae oTcyTCTBHS BEHO3HOTO JOCTyIa, HEOOXOAMMOCTH YacTOTO WU
JUTUTEJIBHOTO MCIIOJB30BAHUS COCYAUCTOrO JIOCTYIA, B TOM YHUCIIE, TPOBEICHUS
NUT, ycranaBIMBarOTCS UEHTPAIbHBIA BEHO3HBIN KAaTETEP WM YCTPOMCTBO JJIS
NOCTOSTHHOTO BHYTPHMBEHHOI'O JOCTYyMa, WIH JIEYEHUE MOMXKET OCYIIECTBISATHCS
remocratnyeckumu JIC, peKoOMEHJOBaHHBIMHU [JIJIS1 TOAKOXKHOTO BBEJICHUS.
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Bcecemupnas denepanus reMopuiany HE OTAAET MPEINOUYTEHHUS B MOJIB3Y
OJTHOTO W3  TpEemapaToB  PEKOMOWHAHTHOIO  WJIM  IUJIA3MAaTUYECKOTO
npoucxoxaenns. UKHCDO pexkomMeHAyeT NpPUMEHEHUWE Y NAlUUEHTOB C
remounueii A pekoOMOMHAHTHBIX MPENapaToB CBEPTHIBAHUS, OCOOCHHO TEM, KTO
paHee He MoJyyvall Mpenaparsl mwia3msl (ypogens ookazamenvnocmu C) [11].

MHorounciienasie ucciegoBanus, B ToM uucie CANAL ormeuaer
OTCYTCTBHUE CBSI3M CMEHBI ITPEnapaToB (pakKTOPOB CBEPTHIBAHUS KPOBU C PA3BUTHEM
UHTUOUTOpa, OSTO CHPABEMJIMBO KaK JJII CMEHbl IUJIa3MEHHBIX (PaKTOpOB
CBEPTHIBaHUS KPOBU HA peKOMOMHAHTHBIE (M HA000POT), TaK U JJI1 CMEHBI Pa3HbIX
IUTA3MEHHBIX WJIM Pa3HbIX PEKOMOMHAHTHBIX (DAKTOPOB CBEPTHIBAHUS KPOBU
BHYTpHM rpynmsl [13,15,21].

JleTsiM, paHee HE TMOJY4YaBIIMM MPOPUIAKTUYECKOE JIEUEHUE, a TaKKe
OOJIbHBIM, KOTOPBIM TOJIBKO YTO MOCTAaBWJIM AMArHo3 remopuinu B, ocobeHHO
OONBHBIM C CEMEWHOW ucTopuel 3a0oneBaHUs W / WIW C TEHETUYECKUMH
nedexTaMu, MpeapacnoaoKEHHbIMUA K Pa3BUTHIO HHTHOUTOpA, IEPBbIE BBEICHUS
IIpenaparoB CJIE€AyEeT NPOBOJUTH B CTALMOHAPE, UMEIOIIEM BO3MOKHOCTH JIEYHUTh
CUJIbHBIE AJUIEPIMYECKUE peakuuu BO Bpems nepBbix 10-20 ceaHCOB JedeHHs
KOHIIEHTpaTaMu (haKTOPOB.

CnenyeT mNOMHMTH, YTO TMpemapaThl (PaKTOPOB CBEPTHIBAHUS KPOBH
ABJISIFOTCS. OMOJIOTMYECKUMU JIEKapCTBEHHBIMU cpefcTBaMu. Kak u Ha apyrue
JIEKapCTBEHHbIE CpEJICTBA HAa JAHHbIE TMpenapaThl MOTYT BO3HHKHYTh
ajylepruueckue peakiuu. B naHHom ciyyae He0OXOAMMO MPEKPATUTh BBEACHHE
JIEKapCTBEHHOI'O CPEJICTBA, BBECTU NPOTHMBOOTEUHBIE Mpemnapathl (CTEPOUIHbBIE
TOPMOHBI,  JepuruapaMMH W 1p, COMIACHO  MPOTOKOJAM  BEJACHMS
aHaUIaKTUYECKUX peakiuii ¥ 1mokoB. B3aTe moarBepxkaaromue tecthl (Ig E,
IPOBEPUTH YPOBEHb 303MHO(PUIOB B KPOBH, BBINOJHUTH TECT JEHKOIM3UCA).
Tepanuio B 1aHHOM Cily4ae HY»KHO MOAOHMpATh B CTALMOHAPE, MCIOJIb3Ys BEChH
apceHaJl penapaToB 3aMECTUTEIBHON TEPATHH.

[Ipy wHAMBHIyaIbHOM MOAOOpPE MPOTPAMMBI 3aMECTUTEIBHON Tepamnuu
CJIEy€eT MO BO3MOXHOCTH MOJB30BATHCS TECTOM T'€HEpaIui TPOMOUHA.
CyniecTByeT J1Ba OCHOBHBIX TEPANIEBTUYECKUX PEKUMA, KOTOPbIE HA3HAYAKOTCS
MalMeHTaM ¢ TEMO(IITHCH:

] Jleuenue nmo TpeGOBaHUIO

) [IpodunakTuyeckoe JieueHue.

Llenpto jeYeHHs] «IO TPEOOBAHUIO»  SBISIETCS OCTAHOBKA  BO3HHUKIIUX
KPOBOM3JIUSHUMA WM KpoBOTeueHH. MHBIMM cllOBaMH, JAaHHOE JI€UYECHUE
POBOJUTCS IIPU OCTPO BO3HUKIIUX TEMOPPATHUYECKUX COCTOSTHUSIX.

BxiroueHne B KIIMHMYECKUN MPOTOKOJ HE3aperucTpUpoBaHHBIX B PecmyOmnuke
VY30eKkucTaH JIeKapCTBEHHBIX CPEJICTB HE SIBISETCS OCHOBAHUEM JIJ151 BO3MEILICHUS
B paMKax rapaHTHPOBAaHHOTO 0O0beMa OecIIaTHONM MEIUIMHCKOW MOMOIIM U B
cUCTEME 00A3aTENBHOTO COMATBHOTO MEAUIIMHCKOTO CTPaXOBaHUS.

Tabauua 8
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IlepedyeHb OCHOBHBIX JIeKapCcTBEHHBIX cpeacTB (umeroux 100 % BeposaTHOCTH

dapmakoTepanen
TUYECKas Tpynmna

IIpenaparsl,
noJiyyaemMbie U3
KpPOBH

PexoMOUHAHTHBI
e pakTopbl
CBEPTHIBAHUSA
KPOBH

PexoMOUHAHTHBI
e akTopbl
CBEPTHIBAHUSA
KpPOBH

MIPUMEHEHHS)

MHH nexapcTBeHHOT0O
cpeacTna

(bakTop CBEpPTHIBAHUS KPOBH
VIII, nuodunuzar nis
PUTOTOBJICHHSI PaCTBOpa
JUTSI BHYTPUBEHHOTO
BBEJICHUS BO (priakoHe (mpu
remouinu A)

(bakTop CBEpPTHIBAHUSA KPOBHU
IX, IIOPOIIOK
TMO(UIM3UPOBAHHBIA IS
NPUTOTOBIICHUSI  PacTBOpa
TUTS BHYTPUBEHHOTO
BBeAcHUsI BO (hiiakoHe (mpu
remoduiinu B)

AHTUUHTUOUTOPHBIN

KOAryJISIHTHBI ~ KOMILJIEKC,
nuodunuzaT JUTA
NPUTOTOBJICHUS ~ pacTBOpa
L BHYTPUBEHHOTO
BBeAeHUs BO (hiiakoHe (mpu
WHTUOUTOPHOM dbopme

remounn A unu B)

(bakTop CBEpPTHIBAHUSA KPOBHU
VII, auopuIn3aT VIS
NPUTOTOBIICHUSI ~ PacTBOpa
TUTS BHYTPUBEHHOTO
BBeJleHUSI BO (hiakoHe (mpu
MAacCCHUBHOM KPOBOTEUYECHHH,
Ipu HUHTUOUTOpHON (DopMme
remopuniuu A wiu B)

(bakTop CBEpPTHIBAHHUS KPOBH
VIII, nuodunuzar nis
IPUTOTOBJICHHSI PaCTBOpa
IUISI BHYTPUBEHHOTO
BBeicHUS BO (urakoHe (Tpu
remousiuu A)

(bakTop cBEepThIBaHUS KPOBU
[X, mopomiok
TUO(UIN3UPOBAHHBIN TS
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Croco0
IPUMCHCHHS

BHYTPUBEHHO

BHYTPHUBEHHO

BHYTPUBEHHO

BHYTPHUBEHHO

BHYTPUBEHHO

BHYTPUBEHHO

YpoBeHb
JI0KA3aTeIbHOC
TH

Yposenw
ybeoumenvbHoc
mu
pexomenoayuil
A (yposenn
0ocmogepHoCm
u

0oKazameibcme
— 1



MOHOKJIOHAJIBH
pIe AaHTHUTEJIA

PUTOTOBJICHHSI PaCTBOpa
TSI BHYTPUBEHHOTO
BBeicHUS BO (urakoHe (Tpu
remoduiinu B)

OMuiuzymad

/K

Tabawuia 9

[lepeyeHb TOMOJHUTENBHBIX J€KapCTBEHHBIX cpeacTB (MeHee 100 %
BEPOSITHOCTHU MTPUMEHEHHS])

dapmakorepanestTuueckas MHH
rpynmna JIEKapCTBEHHOT'O
cpelcTBa
I'emocTatuku TpanekcamoBas
KHUCJIOTa
DTtam3uiar
AHTUGUOPUHOTUTUKH E-amuHokanpoHoBas
Kucnora 5%,100Mn
AHTHOaKTEpUATIbHBIC [TeHnuMIMHBI
cpencTBa Maxkponusl
CynbhanumaMu bl
DOTOPXUHOIOHBI
['mrokokopTukocTepouibl [ 'MaApoOKOpTU30H
[Ipenun3zosion
JlexcameTazoH
Hecrtepouanbie napareTamoJt
MIPOTUBOBOCTIAJIUTEIBHBIE  IEICKOKCHO
npenapaTsl MEJIOKCHKaM
HUMECYJIU]T
[IpotuBOTYOCpKYIE3HBIE  pUDAMIHULINH
JICKapCTBEHHBIE CPENICTBA  THO(MIA3AT IS
MIPUTOTOBJICHUS

28

Cooco0
NPUMCHCHUS

B/B, Ta0

B/B

B/B, Ta0

Hapy>KHOE
BHYTpHUCYCTa
BHOE

PactBOpHI
IUTS B/B
Tab

Karmc
[Topomoxk

BHYTpHUCYCTa
BHOE

YpoBeHb
J0Ka3aTeIbHOCTH



pacTBopa JIst

WUHBEKIINN.
Cna3MoauTHYecKue JlpoTaBepun B/B, Ta0
JIeKapCTBEHHbIE cpesicTBa  Cria3zMoiIroH
PactBopbl, mNpuMeHseMble HATPUs XJIOPUJ PacTBOP AJIs
TS koppexkuuu 0,9%; uHpy3Un
HapyILIEHUH BOAHOTO, KaJusi XJIOPUI; —pacTBOp IS
AIEKTPOJIUTHOTO U nekcrposa 5% — WHBEKIINH B
KHCIIOTHO-OCHOBHOTO Kanus xyaopua 7,5%  ammynax;
Oaanca nekcrpo3a 10%
AHTHCENTUKHU xnoprekcuaud 0,05; — pactBop
sTaHos pactBop 70, s
90 %; Hapy>KHOTO
MOBU/JIOH — MO, MPUMEHEHUS

MEPEKUCh BOIOPOAA
pactBop 3 %;

15(0)I pacTBop
crupToBoH 5 %.

*B03MOHO IPHUMEHEHHE TOJIBKO OJHOT'O MPEACTABUTENS TPYIIIBI HIIX X KOMOHHALMS

B naHHOM IIpOTOKOJIE MIPEACTABICHBI HE BCE MCUYEPIBIBAIOLINE JIEKAPCTBEHHBIE CPEJICTBA, TaK
KaK IMpH HAJIWYMM TATOJIOTUM COMYTCTBYIOIICH, Hampumep, MHQPEKIHMOHHBIX OCIOXHEHUN
Ha3HAYalTCs T€ Ipenaparbl, KOTOPbIE YKa3aHbl B COOTBETCTBYIOIIMX pekoMeHaauusax. Ilo
YCMOTPEHHIO JIeHallero Bpaya M MO KOHCYJBTAUM Y3KHX CIICUATUCTOB MOTYT OBITh
Ha3HA4YeHbl CUHAPOMAJIbHAS UM CUMIITOMATUYECKasl TEpausl.

Tabmura 10
MeaukaMeHTO3HOE JieueHHe, 0Ka3bIBaeMoe Ha aMOyJ1aTOPHOM YPOBHe €
1eJIbI0 00€300/1MBaHuS.
Crparerun 00e300/1MBaHusA Y 00JBHBIX ¢ reMopuInei
(yposernv dokazamenvrocmu B)
1 | Ilapaueramon / arieramenodeH
Ecnu ve 3¢ dexTuBHBI

2 | Marubutop I[OI'-2 (mampumep: IlenekokcuO, MeETOKCHKaM W
HUMECYJIHU/I U APYTHUE;

NJIN
napaiieramod / arierameHodeH mioc KojaeuH (3-4 pasa B JICHb)

NJIN

[Tapanieramos / anieramenodeH mtoc Tpamanoi (3-4 pasa B IeHb)

3 | Mopdun: ucnonb3oBaTh nNpenapat NpOJOHTUPOBAHHOTO ACHCTBHS C
JOMOJIHUTENBHBIM IpErnapaToM OBICTPOrO JEHUCTBUA. Y BEIUYUTH
npenapar MpPOJIOHTMPOBAHHOIO JAEUCTBUS, €CIM Mpenapar ObICTPOro
JEUCTBUSA UCTIONB3yeTCs Oosiee 4 pa3a B JIeHb
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3) Xupypruueckoe BMelaTeJIbCTBO, OKa3biBaeMoe B aMOYyJIaTOPHbIX
YCJIOBHSIX:

MarsnouHBa3uBHbIE XUPYPru4ecKue BMEIIATENIbCTBA, BKJIIOYAs
cTomatojornyeckue (yaanenue 1-2 3y00B) MOTYT OCYIIECTBISTLCS aMOyIaTOPHO
MOCJI€  KOHCYJbTALlMM  Bpaya-reMaroyiora,  yKas3blBalOUIErO0  pErjaamMeHT
3aMECTUTENIbHON Tepanuu. (ypoBeHb J0Ka3aTesbHOCTH C) B COOTBETCTBUHU C
HACTOSIIIIUM MPOTOKOJIOM (pa3iell «JIeYEHUE M0 TPEOOBAHUIO ).

Jlo npoBeAeHus JII0O0ro XUupypruueckoro BMenaTeNbcTBa 1 uepes 2-3 Mecsia
nocjie Hero HeoOXOJMMO TMPOBEACHHE JIaDOPATOPHOrO HCCIECNOBAaHUS HA
UHTHUOUTOP K (AKTOPY CBEPTHIBAHUS.

Oco0eHHOCTH COCYAUCTOrO A0CTYIA.

C BeHamu 00JIBHOTO HY»KHO 00pamarhesi ¢ 0co00i 0cTopokHOCThIO. [ToaToMy
PEKOMEHIYETCsl HCIOJB30BaTh WIIbI-0a00uku pasmepom 23G wmmm 25G. [1]
[Tocne nmpokosia BEHbl HYKHO YIEP>KMBaTh €€ MOJ JaBJICHHEM B Te€UeHHE 3-5
MHHYT [2].

[To BO3MOXKHOCTH cieayeT u30eratb yCTpoiCcTB KaTeTepru3allii BeHbl, HO OHU
MOTYT NOTpeOOBaThCS I HEKOTOPBIX AeTeil [2].

N30eratpb BHYTPUMBINIEYHBIX M TMOAKOKHBIX HWHBEKIMHA, 3a
HCKJ/IIOYeHHEeM TeX CJIy4aeB, KOIJa JAHHbIH BHU BBeJeHHUS PeKOMEHI0BaH
reMaroJjioroM (HampuMep, NPM BAKIMHANUM NANMEHTa, WIH JIeYeHUH
BHPYCHOIO TenaTUTa NpH NapauleJJbHOM NPO(PUIAKTHYECKOM BBeJIeHHHU
3aMeCTHUTEeJbHOU Tepanuy npenaparam (pakTopoB cBepTHLIBAHNSI KPOBH).

Eciu kpoBoTedueHHWe HE OCTAaHABIMBAETCS, HECMOTPS Ha aJeKBAaTHOE
JedeHue, HYXHO HU3MEpPHUTh YpOBeHb (akTopa cBepThiBaHUS KpoBH. Ecnu
YPOBEHb OKA3bIBAETCS HEOXKUAAHHO  HHU3KUM,  MPOBOJUTCA  TECT  Ha
MPUCYTCTBHE HHTUOUTOPA.

[IpenoTBparienue KPOBOTEUEHHUS MO>KHO JI0CTUYb nyTeM
npo(HUIaKTUUECKOTO BBEJACHHS 3aMECTUTENILHON Tepanuu npemnapaToMm ¢Gakrtopa
CBEPTHIBaHUS KPOBHU.

Jjist nedeHus CpeIHuX / yMEPEHHBIX KPOBOTEUEHH I MOYKHO HCIIOIb30BATh
TEPANUIO B IOMAIIHUX YCIOBUSX.

BoJbHBIM M JieyaliuM BpadyaM Heo0X0AUMO M30erathb JIEKaApCTB, KOTOpPbIE
BJMAIOT HAa (YHKIHIO TPOMOOIHUTOB, OCO0EHHO ANETHJICAINIWIOBAS
Kkucjaorta (ASA - acnUpWH) M HeCTEepPOHJAHbIe TNMPOTHBOBOCHAJHUTEIbHbIE
npenaparsl (HIIBII), 3a uckiaodennem onpeaejaeHHbIx uHruouropon LOI'-
2. Ilapaneramou /ameramMeHodeH SIBJIAIOTCH 0€30MACHOM AJbTEPHATHBOM
IJIS1 00e300JIMBaHuS.

Jlo mpoBenenus 10001 MHBA3WBHOM MPOIEAYPHl HEOOXOAMMO MOBBIIIATH
ypOBHU (paKTOpa N0 COOTBETCTBYIONIETO YPOBHS (CM. COOTBETCTBYIOIIYIO
tabmuiry 11).
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4) nanpHellIee BEAECHUE COMPOBOXKICHUE MAlMEHTa Ha aMOyJIaTOPHOM YPOBHE
IPOBOJUTCS BpPauOM TE€MATOJOTOM WJIM BpadyoM, MPOBOAMBIIMM TEPANHUIO C
KOHCYJIbTAlIMEN TE€MATOJIOTA.

5) wunauxkatopbl 3(Q(PEKTUBHOCTH JeUeHHs H Oe30MacCHOCTH METO/OB
JAUArHOCTUKH U JICUCHHUS:

Tepamnusi noMKHA KOHTPOJIUPOBATHCS KIMHUYECKH M Jaboparopno. I[lpu
KJIMHUYECKOM  KOHTPOJIE, PEIIEHUE O HEJOCTaTOUYHOM 3(P(PEKTUBHOCTH
npo(UIAKTUIECKON 3aMECTUTENIBHOM Tepanuy MPUHUMAETCS B CIyYasx:

* OoJiee 2 ANU30/10B CHOHTAHHBIX T€MapPTPO30B B TOJ;

* [IOSIBJIEHUSI IPU3HAKOB XPOHUUYECKOI'O CUHOBUTA WM apTPONATUH;

* BBIPAKEHHBIX CIIOHTAHHBIX T€MOPPArnyECKUX MPOSIBICHUSAX IPYTon
JIOKaJIN3alHH;

JIabopaTopHBIil KOHTPOJIb 3aKJIIOYAETCS B aHAJIM3€ OCTaTOYHOM aKTUBHOCTH
dakTopa mepes ciemyroomuM BBeaeHWeM (He Hike 1%), aHanM3a HaIMaus
MHTHOUTOpA, U MO BO3MOXXHOCTH MOCTPOEHUsT (hapMaKOKMHETHUYECKONW KPUBOH B
TeyeHue 3 — 5 THEN.

Kpurepuu orBera Ha Tepanuio:

] nocTMKEHNEe UHIUKATOPOB 3(PPEKTUBHOCTH TEPAITHH.

V. HOKASAHHUA JUIA I'OCITHTA/TH3ALIHA C YHETOM
BUH/IOB OKA3AHHA ME/TUIITHHCKOMH TIIOMO!HU:

1) Iloka3zanus AJ151 IVIAHOBOM rOCIMTAIM3AIUM:
[InanoBasgs rocmuTanu3alus OCYIIECTBISIETCS MPEUMYIIECTBEHHO B
OTJEJICHUS T€MaTOJIOTHH.

JlomyckaeTcsi rocnuTaiu3alusi TMalMeHTa s TOJy4YeHHUs IJIaHOBOM
NOMOLIM B MNPOQUIbHOE OTACNEHUE [0 MPEBATUPYIOMIEH CHMITOMATHKE,
COTJIACOBBIBACTCS C FEMATOJIOTOM.

[Ipu opToneanyeckon U XUPYyprudecKoi peaduInTaluy TOCIUTATN3aINs
OCYIIECTBIIIETCS. B OTJEJICHHWE TE€MAaTOJOTMM WM TPaBMATOJIOTUH W/ WU
opToneanu. PeKOHCTPYKTUBHO-BOCCTAHOBUTENBHBIE ONEPAIH, OPTONEANYECKas
U XHpyprudeckasi peabuiuTanus O0JbHBIX C PEeLUANBUPYIOLUIMMU TeMapTpO3aMu
U TSDKEJION apTponaTHei, JIedeHne MHIMOUTOPHBIX (OpM reMo(uiIng, IiaHOBOe
JedyeHue P HAIUYNH COMYTCTBYIOIIEH aTOIOTHH.

[IpeumymiecTBO A7 TOCHMTAIM3alUMU  JOJDKHO  OCTaBISATBCS — 3a
MHOTONPO(GUIbHBIM ~ CTAllMOHAPOM C HAJIUYUEM  MYJbTUAUCIHUILTHHAPHON
Opuramoil Xupypros, HAJIMYHEM IITATHOIO TeMATOJOra C OMNBITOM OKa3aHHs
nocoOusi MpU XUPYPrUUYECKHX BMEMIATENbCTBAX OOJBHBIM C TeMO(UINEH,
BO3MOXHOCTH TPOBECTH JAOOPATOPHYIO JUArHOCTUKY (ompezaeneHue (pakTopoB
CBEpTBIBAaHUS KPOBU M HUHTHOMTOpOB K HuUM). Obecmneuenue (axTopamu
CBEPTHIBAaHUS KPOBH IUIAHOBBIX OIEpalMii MPOU3BOAUTCA B COOTBETCTBUU C
HOPMATUBHBIM DPETYJIMPOBAHUEM B OO0JIACTH JIEKAPCTBEHHOTO OOecledyeHus B
PecnyOnuke Y30ekucran. JlomyckaeTcsi UCMOIb30BaHUE MpPENapaTtoB (akTOpoB
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CBEPTHIBAHUSI KPOBH, KOTOPHIMH OOECHEUMBAIOTCS MAIMEHTHI 32 CUET LEIEBBIX
TeKyUIUX TpaHchepToB (10 aHAIOTHU C OOJBHBIMU CaXapHbIM AUa0ETOM), TaK KaK
B JJAHHOM CJIy4ae pacueT 3aMeCTUTENIbHOM Tepanuy MPOU3BOAUTCS Ha TOI.

2) Iloxa3anus AJ51 IKCTPEHHOM rocnuTaIu3annu: [2]

KpoBouznusiHusg B KU3HEHHO BaXKHbIE OpraHbl (TpaBMbl TOJIOBBI,
KPOBOM3JIUSHUS B TOJOBHOM M CIMHHOM MO3T, TpaBMbl B 00JIACTH CIIHHBI, IIEH,
KEITYJJOUHO-KUIIEYHbIE KPOBOTEUEHMSI, 3a0pIONIMHHbIE T'€MaTOMbl, MAaCCHUBHas
reMaTypusi, OCTpasi XMpypruyeckasi HaToJIOTHUsl: OCTPhIN anneHUIUT, TPoOoIHAs
A3Ba, IEPUTOHUT, PA3PHIB CEJIE3CHKHU U JIp.).

["'ocniuTanu3zanus OCymeCTBISAETCS MPEUMYLIECTBEHHO B TEMATOJIOTUYECKHE
OTIIETICHUSI /WK B POQUIbHBIE OTIAEICHUS OPraHU3alUi 3PaBOOXPAHEHUS B
3aBUCUMOCTH OT HAJIM4YHMsI TPEBATMPYIOIIEH CUMITOMATUKY (XUPYPIHUs, yPOJIOTHS,
HEBpOJIOTHS, Helpoxupyprus, tpaBmaronorus, OPUT wu mnp.), umerommx
BO3MO>KHOCTb KOHCYJIBTALIMM I'€MaTOJIOra, IPOBEACHUS 3aMECTUTEIILHON TEPATUU
Y HEOOXOUMBIX UCCIIEIOBAaHUM.

[Ipu oTCyTcTBUM HEOOXOIMMOCTH B TIPOBEIACHHUH XUPYPIHUYECKOTO
BMEIIATENbCTBA BCErAa II0Ka3aHa TOCHUTAIM3alus B TI'eMaTOJOTHYECKOE
oraenenue. Hanmuunme HapylmieHWH BUTAIBHBIX (QYHKIHM, MNPU3HAKOB MIOKa
ABJSETCA MOKA3aHUEM ISl TOCTIMTAIM3ALNN B OT/ICJICHUE HHTEHCUBHOM TEPAMUHU.

Cnenyer NMOMHUTh, YTO NMPU HAIMYMM Y MNAUUMEHTA >XKU3HEYTPOKAKOIIUX
KpOBOTEUEHUN (TeMaTOME3HuC - pBOTa «KOMEWHOU TyIei», MeJeHa, MPU3HAKU
OHMK, neroyHoe KpoBOoTe€YeHHE U TIp.) (CM MOHATHE KUZHEYTPOKAIOIIUX
KpOBOTEUEHHUM B TabiuIle 3) U nH(pOpMaIIMK O TOM, YTO OH O0JIeH reModuiineit (co
CJIOB POJICTBEHHUKOB, MAI[MEHTA, PY HAJTUYUU MACIOpTa 00JIBHOTO reMOpUIHeil)
HEOOXOIUMO KaK MOJKHO CKOpee BBECTM BHYTPUBEHHO MpemnapaTr (akTop
CBEPTHIBAHMSA KpOBHU. JIO3MpOBKY W mpaBuia BBEICHHS ONPENECIUTH B
COOTBETCTBUM C UHCTPYKLHEH K JIEKapCTBEHHOMY cpencTBy. Ecnu nmpenapar
dakTopa CBepTHIBAaHHWA KpPOBM UMEETCS Yy TMalUEHTa Ha pyKaxX, MOXHO
BOCIIOJIb30BaThCS JUIsl BBEAEHUS BO H30exkaHHE HACTYIUIGHHUS YTPO3bl KHU3HU
nanueHTa. ['ocnuTaiu3upoBaTh MPU ATOM HYXKHO B Oimkailmuii craunuoHap,
BBI3BAB I€MAaTOJIOTa HAa SKCTPEHHYIO KOHCYIbTalMio. He monyckaercs niurensHas
TPAHCIIOPTUPOBKA MallMeHTa ¢ reMouiued WM TOJ03PEHUEM Ha Hee IMpHu
HAJIMYUU KU3HEYTpOoXKaromux KpoBoreueHui. [locne crabuiuzaium cocTosHUs
JOIYyCKaeTCsl NEPEBO B CIICLIMAIIM3UPOBAHHBINA CTAILIIOHAD.

[Ipu oTCyTCTBHMM B CTallMOHAPE U HA PyKaX y MalMeHTa MpenapaToB (hakTopa
CBEPTHIBAaHUS KPOBU U HAIMYUU KMU3HEYTPOKAIOIIMX KPOBOTEUEHUH HEOOXOAUMO
HE3aMeIJIUTENbHO HayaTh INEpesiMBaHHe KpHOIpenunurata (C CorjiacoBaHus
PErMOHANILHOTO TeMaToJIora).

[Tpu HanM4UKMK OCTPBIX KPOBOTEUEHHUI [TOMOILb HY’KHO OKa3aTh B TEUECHUE 2
4acoB OT MOMEHTA Pa3BUTHUS KpOBOTEUEHHS. |1 ]

VI. Takmuka 1euenus Ha cMayuoOHaApPHOM yPOGHe:
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1) kapTa HaOMIOACHUS MAIMEHTA, MAPIIPYTU3AIUS TTAIUEHTA (AITOPUTM )

[TaumenT ¢ noao3peHneM Ha S JnarnocTiia
reMOpHIHID
[IposonanTs
Her | AmarHoctuseckuii nouck
Jnaruoz noareepaaeH] B PAMKAX JPYIHX
BOIMOMKHBIX
sabonesanuii
JamecTuTensHaA Tepanna konuenTpatamu FVIIIFIX
MpodunakTiyeckuii Na JamecTHTENEHAL
pesiM 3aMECTHTENbHOI G A IR ON Tepamud no GaxTy
TEpanuu XposoTCacHul 8 TORT KPOBOTEHEHHA
HHT/repanua Koppexuma peskuma H 103
npenapaTaMu Ecte marutnTop K BREJEHIA KOHLEHTPATOR

FVIIIFIX? FVIIVFIX, Tepannsa

COMYTCTRYIOWEH NaToNorHn

IIYHTHPYIOWEro JeiicTBHA

CseHa WIYHTHPYIOLIETO NPENapaTa, KOPPeKUH 036/ NpH
HUIKOM THTPE HHTHOHTOPA - BEICOKHE 035! KOHIEHTPATOB b
FVIIIFIX no (akry kpoBOTEHEHHA

EcTs OTBET Ha Tepanuw
uepes 12 mecaues?

Tepanua
Her npenapaTaMi

Mponomkurs HHT/repanua
TpenapaTaMi yHTHPYIOWLEro
AeiicTRHA

JOCTHIHYTa MMMYHH2s
TONEPAHTHOCTE?

WYHTHPYIOWETD

nelcTRHA

[TpodiiakTHka KOHIEHTPaTAMH
FVIIIFIX

1

HucnancepHoe

M

A 4

HabmoaeHHE

[IpyHUMTBI OKa3aHUS SIKCTPEHHOW MOMOIIU TPYU BO3HUKHOBEHUN KPOBOTEUECHUS

1) [IlepBu4HBIMI OCMOTp TAlIMEHTa TIPOBOJUTCS BpPAyOM CKOPOM
MEJIUIMHCKOW TMOMOIIY, aMOYyJIaTOPHOW OpraHM3alid, BpavyoM MPUEMHOIO
OTJEJICHUs CTAllMOHAPHOM OpraHu3allid, TeMaTOJIOTOM WJIM BpadyoM Jt00oi
JIpyroil OpraHu3alii, B KOTOPYIO OOpaTWiCS TAIMEHT NPH BO3HUKHOBEHHH
KPOBOTEUECHUSI.

2) OcMoTp mareHTa ¢ reMopuIneit T0HKeH MPOBOAUTHCS B OJIvKanIIeh
OpraHMU3aLNN 3APABOOXPAHECHUS HE3AMEJIMTEBHO C LEIBI0 PAHHETO HA3HAYCHHUS
3aMECTUTENIbHON Tepanuu (GakTopamMu CBEPTHIBAHKS KPOBH M PEIIEHUS BOIIPOCA O
rOCHUTAIN3ALNY NAlUCHTA.
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3) IIpu ycranoBnenuu (pakta KpOBOTEUEHHUS, HE3AMEJIUTEIHHO (HE MO3HEe
2X 4YacoB € MOMEHTa BO3HUKHOBEHMS KpOBOTEYEHHS]) Ha3HA4YaeTCs
3aMECTHUTENIbHAsl Tepanus (PaKTopaMu CBEPTHIBAHHMS KPOBU. BHyTpHBEHHOE
BBeJIeHUE TmpenaparoB (akTtopoB cBepThiBanus kpoBu VIII wmm  IX
OCYIIECTBIISIETCS MEIUIMHCKUMU paOOTHUKAMHU, CIIEHUAINCTaMU  CKOPOM
MIOMOIIH, a B JOMAIIHUX YCIOBUSIX CAMUM NMAlIMEHTOM WJIM UHBIMU JIMI[AMU MTOCTIE
oOyueHuss OOJBHOTO W €ro poAWTENeH (3aKOHHBIX TNpeacTaButTeneit). s
HKCTPEHHON OCTaHOBKM KPOBOTEUEHHS JOMYCKAETCs MPUMEHEHHE IpenapaToB
(akTOpOB CBEpTHIBAHUS KpPOBU, HAXOASAIIMXCA Yy TAlMEHTa B paMKax
npodunakTuueckoro seyeHus. Ecim ectb COMHEHUE JIeUUTh WU HE JIEYUTh, TO
HY>KHO JIeUUTh. (YyposeHb dokazamenvHocmu D).

4) HezamemuTenbHO HEOOXOAMMO B SKCTPEHHOM MOPSAIKE PEIIUTh BOIIPOC
O TOCHUTAJIM3alMU MaleHTa B MNpodUiIbHOE OTAeNeHUuE (FeMaTOJIOTHUSl WU
OTJIEJICHHE C YYETOM CIeU(PUKHA TeMOPParuueckoro CUHApomMa (HeHpoXupyprus,
YEJIIOCTHO- JIMIEBAsi XUPYPrus, XUPYprus, TPaBMATOJIOTHUSI, YPOJIOTUS U TIp.) B
Cllyyae KpOBOU3JIUSIHUS B LEHTPAIbHYI0 HEPBHYIO CHCTEMY, KEIyJAOYHO-
KHUIIIEYHOE KPOBOTEYCHHE, OOIMPHOW TeMaTOMBI, KPOBOM3IHMSIHHUS B 00IacCTH
TOJIOBBI, IIE€H, TOJB3OIIHO-TIOSICHUYHYI0 00JIacTh, CTOWKOW remarypuu. Ecim
rocnuTanu3aius B HOpouibHOE  OTHAEJCHHE  3aTpyJHEHAa,  HYXHO
rOCMUTAIM3UPOBATh MALKMEHTa B OJMKAMIIYI0O MEIUIMHCKYI0 OpPraHu3aldio U
BBI3bIBATh MPO(HUIIbHBIX CIEIMAIMCTOB U I'€MATOJIOrOB [0 MPUHIIMITY «BBI30B Ha
ceos».

5) Bce nHBa3uMBHBIE METO/IbI UCCIIEIOBAHUS, BKIIIOYAs SHIOCKOIIUYECKHE
MHCTPYMEHTAJIbHBIE METO/IbI IMATHOCTUKHU MIPOBOISATCS TOJIBKO MOJ KOHTPOJIEM
BBEJICHUSI (PAKTOPOB CBEPTHIBAHUS KPOBU OOJILHOMY.

6) He nomyckaeTcsi BHyTpUMBIIIIEYHOE BBEICHHE JIFOOBIX JIEKAPCTBEHHBIX
CPeICTB y OOJIBHOTO ¢ TeMO(DUITHE.

7) He nomyckaeTcsi mpueM JIe3arperanToB U MPEnapaToB, BIUSIONIUX Ha
remMocras 0e3 COrIacoBaHuUs C TeMaTOJIOTOM.

®opMyJia pacyeTa pa3oBoi 10361 Ipenapara AJs reMopuaInu A:
npu Tsokenoi popme: Y =M x L x 0,5
npu cpeaHen Tskecty u gerkor popme Y =M x (L-P) x 0,5

dopmyJia pacyera pa3oBoil 103bI npenapara ajs remopuiauu B

npu Tskeaon popme Y =M x L x 1,2

npu cpeaHen Tskecty u gerkor popme Y =M x (L-P) x 1,2

rae

Y - no3a pakropa cBepThIBaHUS KpOBU JIsl oJHOKpaTHOTO BBeaeHus: (ME);
M - macca tena 00JNBLHOIO, KT

L - mpoueHT xenaemMoro ypoBHs (akTopa B Iu1a3Me naiuenta (cM tabnuiy 5
«IIporeHT xenaeMoro ypoBHs (hakTopa U JUIUTEIBHOCTh TEpANuu
reMOpparuuecKoro 3Mu30/1a»);

P - ucxonusiil ypoBeHb (hakTopa y O0JBHOTO 0 BBEACHUS Mpenapara.
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[Tpu >TOM Hano yuutsiBaTh, uTo 1 ME ¢akropa VIII, BBenennoro na 1 xr
Macchl Tesra 00IBbHOTO, TOBBITIAET cofepkanne dakropa VIII B mnaszme 601pHOTO
Ha 1,5—2 %, a 1 ME ¢daxropa IX - noBsimaet conepxanue dakropa [X na 0,8%.
(yposenwv dokazamenvrocmu C)

VY nereit mepBOro roja >KU3HH MOBBIIEHHE coaepxkanus (akropa VIII B
r1azmMe O0JNBHOTO MOKET ObITh MeHbIIe 1%.

PacueT no3sl koHrieHTpaTa akropa VIII y neteit nepBoro rojaa >kxu3Hu:
Jlo3a (ME) = Macca tena x (Tpedyemasi akTUBHOCTb — Oa3aJibHasi aKTUBHOCTD ).

Tabmuma 11.

IIpoueHT ke1aeMoro ypoBHsl (paKkTopa U JVIMTEJbHOCTH TePauu
reMopparn4ecKoro 3mmu3oaa.

(yposenv doxazamenvrocmu B)

Tun I'emodunansa A I'emopuinsa B
KpoBoreuenusi | Kesaemblid IIpomosxu Kenaembiii IIpoxomxu
ypoBeHb(%) TeJbHOCTH ypoBeHb (%) TeJbHOCTH
(anei) (aHeit)
Cycras 40-60 1-2, Mmoxer 40-60 1-2, moxer
OBITH HOJBIIIE OBITH JOJbIIIE
IpY HETIOJIHOM IIPU HETIOJTHOM
OTBETE OTBETE
Herny6okue 2-3, nHorga 40-60 2-3, uHoraa
MBIIIIEL / 0€e3 40-60 JIOJIBIIIE TIPH JOJIBIIIE TIPU
HOBPEXICHUS HETIOJTHOM HETIOJIHOM
COCYIUCTO- OTBETE OTBETE
HEPBHOTO
my4ka (3a
UCKITIOUEHHEM
MO/IB3I0ITHO-
MOSICHUYHBIX
MBIIIIIT)

IToaB3M0LIHO-OSICHUYHEIE U

rI1yOOKHE MBIIIIBI C TOBPEXACHUEM COCYAUCTO-
HEPBHOT'O MyYKa WM 3HAYUTEJIbHBIMH KPOBOIIOTEPSIMHU

HayaJibHas 80—-100 1-2 60-80 1-2
MoJA/IepKaHuE 30-60 3-5, uHorAa 30-60 3-5, n"Horna
JIOJIBIIIE M3-3a JIOJIBIIIE M3-3a
BTOPUYHOU BTOPUYHOU
PO UITAKTUKH PO UITAKTUKHI
BO BpeMsi BO BpeMsi
buznoTepanuu dbuznoTepanuu
ITHC/romoBa
HayaJibHas 80—-100 1-7 60—-80 1-7
nojJep KaHue 50 8-21 30 8-21
['opno u mes
HayaJibHas 80—-100 1-7 60-80 1-7
MOJJIepXKaHUE 50 8—14 30 814
JKeny1o4HO-KuIIeyHbIe
HavaJibHas 80—-100 7-14 60-80 —14
nojJepKaHue 50 8—14 30 14
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[Toyeunbie 50 3-5 40 3-5
['myGoxkue 50 5-7 40 5-7
CCaJIUHBI
Xupyprudeckast onepanus (KpymHas)
Ho onepanuu 80-100 1-7 60-80 1-7
[Tocne 60-80 1-3 40-60 1-3
onepamuu 40-60 4-6 30-50 4-6
30-50 7-14 2040 7-14
Xupypruueckas onepanus (Meakas)
o onepanuu 50-80 1-7 50-80 1-7
[Tocne 30-80 1-5,8 30-80 1-5,B
onepanuu 3aBUCUMOCTH 3aBUCHUMOCTH OT
OT THUIIa TUIIA
POLIE Ty PbI IpoLEypHI

[Tpu HamuuKrK OOIIMPHBIX TEMATOM C MPU3HAKAMHU CIABJICHUS OKPY>KAIOIIHNX
TKaHel, B TOM 4Hclie 3a0pIOIIMHHBIX, KEIYJOUYHO-KUIICYHBIX KPOBOTEUEHUSX
noJJIep KaHre reMocTasa Mpu reMoPpuiini A MpOBOAUTCS TOCPEICTBOM BBEICHMUS
dakropa cBepthiBanus kpoBu VIII xaxnapie 8 4, mpu remodpmiuu B — daxrtopa
cBeptbiBanusl KpoBu X kaxneie 18 4 (ypoBeHb (akTopa mepes cleayrouei
WHBEKIMEH He JoJKeH ObITh MeHee 60 %) 10 MOJHOM OCTAaHOBKH KPOBOTEUYCHHUS,
nanee - MOJJEp>KHUBAIOIIas Tepanusi B TeyeHue 14 nueld ¢ umHTEepBaioM 24 4
dakropom cBepthiBanus kposu VIII wmm [X.

[Ipr KpOBOM3NMSHHM B TOJOBHOW WM CIIMHHOM MO3I IOAJEP)KAHHE
reMocrasa npu reMopusuu A TPOBOAUTCS TOCPEICTBOM BBeIeHUs (haKkTopa
cBeptbiBanus kpoBu VIII kxaxnaeie 8 4 (ypoBeHb (akTopa mepes MOBTOPHOM
UHbEKIUEeH He noibkeH ObiTh Huxke 100 %), npu remodunuum B - dakropa
cBepThiBaHus KpoBu [X kaxapie 12 u (ypoBeHb (akTopa mepes cleayromiei
UHBEKIMen He JoJbKeH ObITh MeHee 100 %) 10 moaHO#M 0CTaHOBKU KPOBOTECUCHHS,
nanee - MoJAEp KUBarolias Tepanus B TeueHue 14 nHerl ¢ uHTepBajiom 24 4
dhaxTopom cBepThiBanus kpou VIII wm 1X.

[Ipu cTOMATOJIOrMYECKUX BMEIIATENbCTBAX, KPOBOTEUEHHUSIX U3 CIIU3UCTHIX
000JI0YeK, JKEIyJOYHO-KHIIEYHOTO TpaKTa K 3aMECTHUTEIbHOW TEeparuu
(dakTOopamMu CBEpTHIBAaHHUS MOXET OBITh J00aBIEHA TpaHEKCaMOBas KHCJIOTa
(yposenwv dokazamenvrocmu C).

VY nanuenTos ¢ erkoit popmoit reMouINy sl KyTUPOBaHUS
reMOPParnuecKoro COOBITUS MOXKET OBITh TPUMEHEH JIECMOIIPECCHH BHY TPUBEHHO
WIM TMOJAKOXHO u3 pacuera 0,3 MKI/Kr Beca, oJHOKpaTHO. JIubGo B Buie
CHEeUaIbHOTO Ha3albHOrO cmpesi, pa3oBas no3a 300 Mkr. (yposeHw
ooxazamenvrocmu C)

B kavecTBe AOMONTHUTENHLHOTO JI€YEHHSI MOYKHO MCIOJB30BaTh 3allIUTHBIE
npucnocoOsieHnst (IIUHBI), TOKOH, JIed, KOMIIPECCHUIO U BO3BBIIIEHHOE TOJI0KEHHE
koHeuHocTd (PRICE) nipu kpoBOTe€UEHHUSIX B MBIIIIIAX U CYyCTaBax.

[Ipu BocnanieHHH CyCTaBOB MOCJIE OCTPOro KPOBOTEUEHUS M MPU XPOHUUYECKOM
apTpUTE MOTYT UCIIOIB30BaThCS onpeeneHabpie MHruoutTopsr [{OT-2.
(yposenwv dokazamenvrocmu C)
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2) HemeamkaMeHTO3HOE JICYCHHE CM. aHAJIOTHYHBIN pa3/ie] Ha aMOyJIaTOpHOM

YPOBHE.

3) MeaukaMeHTO3HOe JieueHne, 0Ka3bIBaeMoe HA CTAIIMOHAPHOM YPOBHeE

[14]:

B cranmonape 6015HOMY, TOCIUTATTU3UPOBAHHOMY T10 TTIOBOTY OCTPOTO
KPOBOTEYCHHSI OCHOBHASI TAKTHMKA OCHOBaHA HAa KyMMPOBAHUH TEMOPPATHIECKOTO
CHUHApPOMA, NMPU HAJIMYMK TIOKa3aHMH K XUPYPTHYECKOMY BMEIIATCIIBCTBY IIPH
OCTPO BO3HHUKIIHUX COCTOSHHUSX IPOBOJUTCS KOPPEKIUS TIeMOCTa3a COTrJIacHO
tabnure 11. TakTuka Je€YCHHWS COCTOSHUMN, IO IOBOJY KOTOPBIX TpeOyeTcs
XUPYPTUYECKOE JICYCHUE WM JICUCHHE WHBIX IaTOJIOTHH W COCTOSHUH,
Pa3BUBIIMXCS y TAIUEHTOB C TUArHO30M TeMO(IHH, TPeOyeTCsl UCIIOJIb30BAaHUE
JOTIOJTHUTEIIBHBIX MPOTOKOJIOB JHATHOCTUKUA W JICUCHUS JAHHBIX JIMarHO30B C
MIOTIPAaBKOM Ha MPUHIIUIIBI BEJICHUS OOJBHBIX C TeMO(DHUITHCH.

HpI/I IUIAHOBOM roCIiMTaAJIN3alnn OCJIbIO TCPAIINU ABJIACTCA HIPOBCACHUC
OIICPATUBHOI'O BMCINATCIBCTBA HJIM KOPPCKIHNH HWHBIX MaTOJIOTUH U COCTOHHHﬁ,
Pa3sBUBHIUXCS Y MAIMUCHTOB C IUArHO30M I eMO(l)I/IJ'II/II/I, Tpe6yeTc;1 HUCITIOJIb30BaHUC
AOOIMOJIHHUTCIIbHBIX ITPOTOKOJIOB AMATHOCTUKU M JICUCHUA AAHHBIX JWAI'HO30B C
MOMPABKOW HA MPUHIUIIBI BEJIEHUS OOIBHBIX ¢ TeMO(UITHE.

OcTpble KPOBOTEUYEHHS CJIeAYeT JeYUTh B KpaTyailiue CpoKH,
Npeano4YTHTEeNbHO B TeYeHHE IBYX YaCOB.
OuEeHUTDH CTENEHb U KaTETOPUIO TSXKECTH KPOBOTEUEHUS (CM TaOIuUILy).
BoIsicHUTB, IMEETCS JIM y NallMeHTa UHTMOUTOP K (DaKTOpy CBEPTHIBaHUSA (CO CIIOB
nanuenTta) ¢akropam HememyieHHas rocnutanu3anus B ONMKaWIIyl0 KIMHUKY,
BBI30B I'€MATOJIOTd, MEPEUTH K MCIIOJIHEHUIO AJITOPUTMA OKAa3aHUS IKCTPEHHOU
IIOMOIILY.

[Tpu Bo3MoOkHOCTH BBecTH (PakTop cBepThiBaHusa KpoBu 25 ME Ha kr Beca
10 MHCTPYKUHMH K npernapaty (CM. HHCTPYKLHIO K Ipenapary)

J11s TOro 4TOOBI 00JIErYUTh JICUeHUE TeMO(DUINH B UpE3BhIUANHBIX CITyJasX,
00JbHBIE JOJKHBI HOCHTH C €000l B JIETKOJOCTYITHOM MECTE€ KapTOUKy C
uH(popMalmen 0 AMarHo3e, TSHKECTH 3a00JIeBaHUs, COCTOSSHUN UHTUOUTOpA, TUTIE
JIEKapCTBa, UCIOJIb3yEMOTO IS JICYEHNs], HAYaJIbHOM 03¢ IS JICUEHHUSI TSKEIIOTO,
CPEHEr0 WJIM JIETKOIO KPOBOTEUEHHUS M KOHTAKTHYH0 MH(MOpPMAILUIO JEYallero
Bpaya/ KIMHUKU. [2]

Jleyenne MHrUOUTOPHOM remModuINH

WMHruOuTopsl yalle BCTpeYaroTcs y MalUEHTOB C TXKENbIMU (OpMaMu
reMo(uauu A 1o CpaBHEHUIO C MAllMEeHTaMU C YMEPEHHOM WIN JIETKOH (popMaMu
remoduniun. [IposiBiIeHUs] KpPOBOUBIMSHUN MTPYU YMEPEHHOMU U (MJIN) JIETKOM
reMo(UInM, OCJI0KHEHHBIX HHITMOUTOpaMHU, Yallle HATOMUHAIOT MPOSIBICHHUS,
HaOmonaemele y manuenToB ¢ [1I" tuna A (u3-3a ayroanturten gaxropa OCK
VIII) ¢ Gonpunm npeobnanaHnneM KPOBOU3IUSHUN MOJKOKHBIX, B CIAM3UCTYIO
000JI04KY, YPOT€HUTAIBHBIX U JKEIyTOYHO-KUIIEYHBIX. PHUCK CHIIBHBIX
OCJIOKHEHMM WIH 1aK€ CMEPTEIBHOTO UCX01a OT KPOBOU3IMSAHUSA Y TAKUX
MAIMEHTOB MOYKET OBITh 3HAYNTEIBbHBIM.

[Ipu remouniiu B MHTrHOUTOPHI BCTpEeUaroTCsl HAMHOTO pexke - y MeHee 5%
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IIaluCHTOB.

Nuruduropsr 06s14HO Bo3HUKaroT nocie BeeAgeHuit KOCK VIII wim 1X
(dame - B mepBbie 50 qHEN) U ONPENEAIOT TAKECTh reMOPHITHH.
Knaccudukanus ”HTHOUTOPOB:

TUTp uHruouTopa <5 BE/Mi1 - HHTHOUTOP B HU3KOM TUTpPE (HU3KOpPEArHPYIOIIHIA)
[IPU YCJIOBUH OTCYTCTBHSI B aHAMHE3€ MOBBIIICHUsI TUTpa uHruouropa >5,0 BE/mu;
TuTp uHrubmuropa >=5 BE/Ma - wuHruOutop B  BBICOKOM  THTpE
(BBICOKOpEarupyromui);

TPaH3UTOPHBIA MHTUOUTOP - MHTUOUTOP, UCUE3AIONINN CIIOHTAaHHO B TE€YeHHE 6
MecsleB Ha (OHE NPOAOJDKAIONICHCS B MPEXKHEM O0bBEME TI'eMOCTaTHUECKON
3aMECTUTENILHON TEpaIlny;

npu oueHb HU3KkoM TUTpe (<0,6 BE/MIT) MHTUOUTOP MOXKET HE BBIABISITHCA, HO, TIPU
ATOM, O0OYCNaBIMBaTh YKOPOYEHUE TepHUoa TMOJYBBIBEACHUS M BEJIUYUHBI
MoKa3aTesisi BOCCTAaHOBJICHUS (recovery in vivo).

JlabopaTopHasi JIMATHOCTHKA M MOHUTOPHHI WMHIHOMTOPHOW (GopMbI
remopuianu:

MOJICKYJIIpHO-TEHETHYEeCKOe BbIsiBIIeHHe MyTamuii reHa OCK VI (IX),
ACCOLIMMPOBAHHBIX C BBICOKUM PHUCKOM IMOSIBJICHHUS UMMYHHBIX WHTHOUTOPOB,
Koaryjoruueckoe  uccinepoBanue  uHruouropos  OCK  BHIMOJIHSAIOT B
pecmyOIMKaHCKUX LEHTpax, OKa3bIBAIOIINX CHEeUaTN3UPOBAHHY IO
(reMaToJ0rM4ecKy0) MEIMLUMHCKYI IOMOIlb; MEIULUUHCKHE MOKa3aHHs IS
MCCIIeIOBaHMsI Ha HAJIMYne MHTHOUTOpA:

y B3pocibiX - oTtcyTcTBUe 3 dekra ot BBeaeHus KOCK y panee pearupyronmx
nanueHToB ¢ 6onee yem 150 qHsMU jeueHus: (MOMUMO MPETyCMOTPEHHOM 6 - 12-
MECSIYHOU OLICHKH);

y neteit - Ha 5, 10, 20, 30 u 50 nenp npodunaktuyeckoro BeeaeHus KOCK;

[Tosisnenue nnruduropa FVIII/FIX cuuTtaeTcs caMbIM TSHKENBIM OCJIOKHEHHEM,
CBSI3aHHBIM C JedeHueM remoduiauu. Murubutopel — amio-anturena (I1gG),
KoTtopeie HeuTpanuszyroT sk3oreHHbie FVIIVFIX Vposens ybeoumenvnocmu
pexomenoayuii C (ypogenb 00CmosepHOCmuU 00OKA3amenabCme — J.

[TossBnenne wWHrHOUTOPAa B OCHOBHOM TPOSIBISCTCS  OTCYTCTBHEM
KJIIMHAYECKOTO OTBETA HA CTAHIAPTHYIO Tepanuio (paKTopaMu CBEPTHIBAHUS KPOBH
(B02BD mno ATX xknaccupukanuu) WM TIOSBICHHEM KpPOBOTEUYCHHM Ha
npodunaktuyeckoir Tepanuu. Hambosjee 4acto WMHTHOUTOPHI TOSIBISIIOTCS Y
NAIUEeHTOB ¢ Tsokenoit gopmoii remodunuu (1o 30% ManueHTOB C TXKENON
dopwmoii I'A u 1o 3-5% nanuenTtos c Tsxenou popmoii ['B).

Haunbonee yacto marubutop passupaetrcs B nepsbie 20-50 (mo 100) B
(dakTopa 1 nociie *HTEHCUBHOM TEpANUU MPU XUPYPTUYECKOM BMEIIATEIhCTBE.
[TockonbKy TpH MOSIBIIEHUHA UHTHOMTOPOB CTaHAAPTHAS 3aMECTUTENbHAS Teparnus
(dakTopamu cBepThiBaHus KpoBu VIII**/okTokorom ambda**, mopokToKOrom
anbda**, cumokTokoroM anbda (paktop cBepThiBanus kpoBu VIII yenopedeckuii
PEKOMOMHAHTHBIN)**,  TypOoKTOKOroM  aibda,  JOHOKTOKOTOM  aiib(a,
PYPHUOKTOKOTOM ayib(pa TATOJ WM KOHIIEHTPATOM (PaKkTOpa CBEPTHIBAHMS KPOBHU
[X**/nonakorom  amppa**,  anOyrtperneHoHakorom  anba  CTaHOBUTCS
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Her((HEKTUBHOM, PUCK TSHKEIBIX OCIOKHEHUH U JJa)Ke CMEPTU OT KPOBOTECUCHHS y
3THX OONBHBIX BhILIE. [Ipr yMepeHHON 1iTu J1erKoi reMOo(pHINK HHTUOUTOP MOXKET
HenTpanu3oBaTh 3Hg0reHHbIN FVIIVFIX, mpeobpasys, TeM caMbIM, KIMHUYECKUT
dbenotum 3a00eBaHus B TSKEIYIO GOpMY.

Ocobennoctu Tteuenus: uHruOutopHoir I'B. Jlo 50% mammentoB c
uHrHOUTOpHOM I'B MOTYT MMETh TsXkKenble alllepruuecKre peakiuy, B TOM YHCIIe
anadwiakcuro, npu npumenenun FIX**, Takue peakiiuu yacto ObIBAIOT MEPBBIM
CUMIITOMOM pPa3BUTHUSI HHTUOUTOPA.

- ¥V nanueHToB ¢ reMopuiIMel ¢ HU3KUM TUTPOM MHTHOUTOpPAa PEKOMEHIOBAHO
Ky[UpOBaTh KPOBOTEUECHHE BBEJIeHNEM (pakTOpoB cBepThiBaHus kpoBu (BO2BD no
ATX knaccudukanuu) B 103aX, IPEBOCXOASIIUX CTaHIAPTHbIE B 3 pasza, WIH
BBEJICHUEM IpenapaToB MIYHTUPYIOLIEro AeHcTBuUA [35].

Yposeno yoeoumenvnocmu pexomenoayuiti C  (yposenb 0ocmoeepHocmu

ookazamenbcme — 5.
KommenTtapuu: BBIOOp npenapaTa Ajs JeueHHs JOKEH OCHOBBIBATHCS HA TUTPE MHIHOUTOPA,
KINHHUYCCKOM OTBCTC Ha Teparm}o " XapaKTepe KpOBOTCLIeHI/Iﬂ.

- PekoMeH/10BaHO MPOBOJUTH JIEUEHUE KPOBOTEUEHUN Yy MAIIUEHTOB C BBICOKUM
TUTPOM MHTHOMTOpA TOJBKO MpernapaTaMu IIyHTUpYoiiero aedcteus [3, 9, 20,
36, 37]. Vposenv ybeoumenvnocmu pexomenoayuii B (yposenv docmoseprnocmu

odoxazamenbcme — 2)

KomMeHTapuu: B HacTosiIiee BpeMs K Mpenaparam MIyHTUPYIOLIEro AEUCTBUSI OTHOCSTCA 2
mperapara:  aHTUMHTUOMTOPHBIA — KOAryJSIHTHBIM — KOMIUIEKC**  um  snrakor — anmbda
(aKTUBUPOBAHHBIN ) **,

JloctoBepHO#l pasHUIlbl Ah(HEKTUBHOCTH, OE30MACHOCTH M CTOMMOCTHU
JeYeHUS ITUMHU TMpenaparamMu He mnonydeHo. OJHAKO WMEITCS JaHHBbIE 00
WHAMBUYAIbHBIX OCOOCHHOCTSIX OTBETa MAalMEHTa HAa KaX[bIi U3 Mpenaparos,
YTO HEOOXOJIMMO YUYUTHIBATH IIPU BHIOOPE JICUCHUSI B KAXKIOM KOHKPETHOM CIIyyae.

Jlo3pl TpenapaTtoB ¢ MIYHTUPYIOIIMM JACHCTBUEM [JIsi KYNHUPOBAHUS
KPOBOTEUEHUS:

- QHTUWMHTUOWUTOPHBIM KOATyJSSHTHBIM KOMIUIEKC®* HazHauyaetcs B go3e 30-100
En/kr kaxnaeie 12-24 yaca. MakcumanbsHas cytodyHas jgo3a 200 En/kr (mis
MAalKMeHTOB, OyJaromuXx sMunn3ymad™* — ue 6onee 100 E/I/kr/cyT);

- aUTaKoT anbda (aKTUBUPOBAHHBIN ) ** HazHayaeTcs B 103¢€ 90-120 MKI/KT KaKIbIe
2-4 yaca 0 OCTaHOBKHM KpOBOTEUEHMsI. BO3MOXHO OJTHOKpATHOE AMTAaKOTa alb(a
(axTUBHPOBAHHOTO)** BBEICHNE B CYTKH B J103€ 270 MKT/KT.

- PexomennoBano mpu remModuiinu, OCIOKHEHHONW WHTHOMUTOPOM, MPOBEACHHE
JUTATENTLHON TPO(UIAKTUUECKOW Tepanvuy aHTHHHTHOWTOPHBIM KOATyJISTHTHBIM
koMmriekcom™* B pexxume 85 +/- 15 (60-100) En/kr xaxmpie 12 yacoB mpwu
NPOBEJCHUU WHAYKIIMA HUMMYyHoJiorudeckor tojepantHoctu (MUT), 1mo
CHIDKeHHMs TuTpa uHruouropa Menee 2 bBE; Bue WUT — mnpoBenenue
npo(HUIIaKTHYECKOM Tepanuu H#aHTUMHTUOUTOPHBIM KOAaryJIiHTHbIM
komruiekcom™* B no3e 50-100 En/kr 2-3 pa3a B Henento win uyepes aeHb [38-40].
Yposeno yboeoumenvnocmu pexomenoayuiti C (yposenb OocmogepHocmu
odoxazamenbcmes — 5)
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- PexoMenmoBaHO mnamueHTaM C TeMOQUINEH, OCIOKHEHHOW HHTHOUTOPOM,
MPOBOANTH KPAaTKOCPOUHYIO (B TEUEHHE 3-X MECAILEeB) MNPOPUIAKTUYECKYIO
Tepamnuio 3MTaKor ainbda (aKTUBUPOBaHHBIM)** B pexxume 90 Mkr/kr 1 pa3 B 1eHb
[9, 20].

Yposenv ybeoumenonocmu pexomendayuti B (yposenb OocmogepHocmu
odokazamenbcme — 2)

- OMunm3ymMad ono0peH s npodUIaKTUKH KPOBOTCUCHHM Yy OOJBHBIX reModuanei
A (TA) cunruburopamu dakropa VIII (FVIII) wu soxenorr ¢opmoit A 6e3
uarunburopoB FVIII[1, 2]. DOmunuszymal sBIS€TCS MOHOKIIOHAJIBHBIM aHTUTEIOM
Y UMEET OTJIMYHBIM OT mpemnapatoB myHTupyromero aevcteus (ITIIJ]) u mpemapatos
FVIII wmexanw3m pnelictBus U papMaKOKMHETHYSCKUH mpoduib. PeKOMEHA0BaHO
nauMeHTaM ¢ MHruouTopHod  ¢dopmoit  remodunuu A MPOBOAMTH
npoduIaKTHYECKOE JICUCHUE TMIpernapaToM dMULM3yMad™™® B go3ax 3 MI/Kr oauH
pa3 B HEJIEIIO B TE€UEHUE MEPBBIX 4-X HEJENb, 3aTeM 1,5 MI/KT OJIMH pa3 B HEJEIIO
i 3.0 mr/kr 1 pa3 B 2 Hexenu, wiu 6.0 mMr/kr 1 pa3 B 4YeThIpe HEACIHH.
OMunm3yMadb™** BBOIUTCS MOJKOKHO, BBIOOp MecTa AJii UHBEKIUH CIEAyeT
OTPaHUYHTh PEKOMEH/IOBAHHBIMU y9aCTKaMU: 00JIACTh JKMBOTA, BEPXHsS YacTh
HapyXHOU MOBEPXHOCTH Mieya u 6exapo [5, 34].

Yposenv  yoeoumenvnocmu pexomenoayuii C  (ypoenb OdocmosepHOCmuU

odokazamenbcme — 2)
Kommenrapuun: Ha neiictBue smunmsymadba™* He pnusier koHuentpauuss FVIIL um Hammuume
WHTUOUTOpA K HEMY.

- IlepBoii nuHUEN Tepanmuu y TMALKUEHTOB ¢ HHruouropnoit dopmoit I'A
PEKOMEH/IOBAHO TMPOBEIECHUE HHIYKIUU HMMYHOJOTHMYECKON TONEPAaHTHOCTU
(MUT) c uenwto anuMuHanuu uaruoduropa [9, 10, 41, 42].

Yposenv yboeoumenvnocmu pexomenoayuii C (ypoeHvb OocmogepHocmu

ooxazamenbcmes — 4)
KommenTapun: ontumansubie cpoku Hadana MUT — cpasy mocie BBISBICHUSI HHTHOUTOPA.

HNUT moxer ObITh MPOBEICHA Y MAIMEHTOB ¢ TeMouinei A, o penieHuo
BpaueOHOr0 KOHCWJIMYMa U C MHUCbMEHHOTO COrjacHs ManueHTa (3aKOHHOTO
npeacTaBuTeNs manuenTta). Meaumuackue nokaszanus 11 MUT - nabopatopHoe
(BKJIIOYAsi TEHETUYECKOE) U KIMHUYECKOE (MpU MOBTOPSIOMIMXCS CIHOHTAHHBIX
KpOBOTEUEHHsIX - Oonee 4 B rojg wiau Oosee 2 B MecAl) MOATBEPKICHUE
uHTHOUTOpHOM (opMBbI 3aboneBanuss Ha (QoHe HEIPPEKTUBHOCTH BBEICHUS
noBblleHHbIX 103 KOCK wnm npenapatsl myHtupytouiero aeiicrsus. MAT
npoBOAUTCS ¢  npuMeHeHueM  1miazMeHHoro K®OCK. MeaunuHckoe
npotuBonokaszanne k MHWHUT - H©HenepeHocumocth 11a3mMeHHoro K®CK,
NOATBEPKACHHAA TOKYMEHTAIBHO.

OddexruBHocth UUT 3HaunTENHHO MOBBIIIAETCS, €CJIM B Hayajie Tepanuu
tuTp uHruouropa He mnpesbimaer 10 BE. Tem He MeHee, BBICOKHUN TUTP
MHTUOUTOpA HE siBisieTcs npoTuBorokazanrueM k UUT. MUT moxeT nmpoBoauThCs
¢ ucnosib3oBanuem Jiroooro npenapara FVIII (hakrop cBepTeiBanus kpoBu VIIT**,
dakrop cBepthiBanusa kpoBu VIII + ¢akxrop Bumnebpanga**, okrokor anbga**,
MOPOKTOKOT anb(ha*™*, cumokTtokor anbda (dakrop cBepTbiBaHUS kpoBu VII
YEJIOBEUECKH PEKOMOWHAHTHBIN)**, JIOHOKTOKOT aib(a, TypOKTOKOT anbda,
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saMopoKTOKOT anbha™*, pypuokTokor ansda miron) Yposensv yoeoumenvnocmu
pexomenoayuii C (ypogenb 00cmosepHoCcmu 00Kazamenbcme — 4)

[Mpennoururensuo npoBoauts MUT pakropom cBepThiBanus kposu VIII**,
[Tpu npoBeaennu MUT Henomyctumo MeHATH (hakTOp CBEpThIBaHUS KpoBHU VIIT**,
MIOCKOJIbKY 3TO 3HAUMTEIBHO yXyJUIaeT MporHo3 Tepanuu. [lepen npoBeneHuem
NUT neobxoaumo yOenUThCs B HUTMYUHU JOCTATOYHOTO KOJMYECTBA IIpemnapara.

OntumanbHoro pexkuma nposeaeHus HWHUT nHer. [nga mnamueHToB ¢
BBICOKOPEArupyOIUM HHTUOUTOPOM, HE3aBUCUMO OT TUTpa HHTUOMTOpa Ha
mMomeHT Hauana WMUT, pexomenmoBana HauanmbHass cxema 100-150 ME/kr
npenapara FVIII kaxaeie 12 yacoB. {15 MalMEHTOB C HU3KOPEArupyroUuM
UHTUOUTOpOM pekoMeHaoBaHo HauumHath HMUT mo cxeme 50-100 ME/kr
npenapara eKeIHEBHO WM KaxAblid BTOpoU AeHb. CHIKEHHE 103bl U KPATHOCTH
BBEJICHUS MpernapaTa HAUMHAETCS MOCJe JOCTHKEHUSI CIEAYIONINX MOKa3aTeNe:
TuTp UHruouTopa — meree 0,6 bE, Hopmanuzamus tecta BoccraHoBieHus (0oee
66%) 1 HOpManm3alusl nepuoja momyBbiBeneHus (Oosiee 7 vacoB). CHIDKEHHE
703bl MpernapaTta MPOBOJUTCA IOCTENEHHO MO CXEM€ C IOCTOSHHBIM
nabopatopHbIiM KoHTpoJieM. [locie noctmkennst mo3b1 B 30-50 ME/kr 1 pa3 B 2
TTHST HE0OXO0IMMO TIPOJIOJKUATH TEPAITUIO B PEKUME BTOPUIHOMN/TPETHUHOMN
MPO(IIAKTUKA B TAHHOU J103€ ITTUTEIHHO.

ANbTEpHATUBHBIM ~ BapHMaHTOM NPOPUIAKTUKKA  TOCHE  JAOCTHKEHUS
TOJICPAHTHOCTH SBJISIETCS TPUMEHEHUE SMUIIM3yMaba™* B CTaHAAPTHBIX PeKUMAX.
OtMmeHa npoUIaKTUYECKOro JICUEHUS MOXKET IPUBECTHU K PELUANBY HHTHOUTOPA.
Makcumanbras anurensHocth UUT 3 roma. Kputepuu sddextuBHoctn MAT
npeAcTaBiieHbl B Tabnuie 12.

Taomuna 12.
Kpurepun s3¢pdhextuBaoctu MUNT
D¢ hHeKTUBHOCTh Kpurepun
[TonHbIN yenex Tutp uarnouropa < 0,6 BE (He MeHee yem ipu ABYX

MOCJIEIOBATEIbHBIX ONPEIECTCHUIX )
Hopwmanu3zanus nokasarenst BocctaHoBieHus (66% u
0oJiee) Ha IPOTSKEHUM O0JIee YeM JABYX MECSIIEB
Hopmanuzanus neproja nosryBeiBefieHus (0omnee 7

4acoB)
YacTuuHblil ycriex [IpucyTtcTBHE NBYX U3 TPEX KPUTEPUEB
YacTUyHBIN OTBET [IpucyTcTBHE OTHOTO U3 TPEX KPUTEPUEB
OTtcyTcTBHE OTBETA He BbIIIONMHAECTCS HU OJIUH U3 KPUTEPUEB HA

npoTshKeHnH 12 Mecsues u 6osee

Br16op npenapara ans nposenenust MUT nomken ObITh MHANBUAYATbHBIM.

[Ipu nposenenuu MUT HeoOxoammo wuzOeraTh JOOBIX BO3JAEHCTBUN U
MpEnapaToB, CTUMYJIUPYIOMIMX UMMYHHbBIE PEAKI[MUA, B TOM YHCJI€ BaKIIMHAIIUH,
IPUMEHEHHUS TIpenapaToB HHTep(epoHa U APYTrux BUJIOB UMMYHOTEpAITHH.
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- [Nanmentam ¢ uarubutopHoii ¢popmoit I'A Bo Bpemss UUT nns xynupoBaHus
remopparnueckoro cunapoma Bo Bpemsa HMHUT pexoMeHnoOBaHO IpUMEHEHUE
IpernapaToB HIYHTHUPYIOUIETO JACHCTBHS: AHTUMHTHUOMTOPHOTO KOAryJSIHTHOTO
KoMImiekca™* wim snrakora anbda (aKTHBUPOBAHHOTO)** [3, 9]

[Ipu OTCYTCTBUUM TEHICHIMHM K CHI)KCHHMIO MHTHOWUTOpa B TeueHHe 12 mecsien
BO3MOXXHO TpoBeaeHue noBTopHod mnombIiTku MUT mo pemenuto BpaueOHOTO
KOHCUJIMYMa.

B 3aBucumocTu ot curyanuu nposeaenue npoueaypsl MM T MoxeT ObITh yCHIIEHO
IOnoNHKUTENLHEIM BBeaenreM JIC purykcumab B 103e 375 mr/m? 1 pas B Henenmo
B TeueHue 4 HeJelb B COOTBETCTBUM C HWHCTPYKUMEH MO MEIUIIMHCKOMY
MPUMEHEHUIO (JTUCTKOM BKJIAJIBIIIIEM).

[Ipu uaruduropHoi Gpopme BpoKIeHHON reMODUIMKY METUIIMHCKIM MOKa3aHUEM
st ucnodb3oBanuss  JIC  puTykcuMal — sABISE€TCS MOTEpPS  JOCTUTHYTOTO
KOaryJIIMOHHOTO OTBeTa Ha moBhkImeHre 10361 BBoguMoro KOCK VIII Ha dore
MOBBILIECHHUS TUTPA UMMYHHBIX HTHTHOUTOPOB

Yposenv  yoeoumenvnocmu pexomenoayuii C  (ypogenb  O0ocmosepHoCmuU
odokazamenbcme — 3),

- [Tanuentam ¢ uarudburopHoi ¢popmoit I'A Bo Bpemss UUT mist mpoduiakTuku
remopparnueckoro cunapoma Bo Bpemsa HMHUT pexoMeHnoOBaHO IpUMEHEHUE
sMunm3yMada** B craHgapTHbeIX pexumax [43] Vposewv ybeoumenvnocmu

pexomenoayuii C (yposenb 0ocmogepHocmu 00Ka3amenibcme — 4)

KommenTapun: B ciyyae ucmosib30BaHus SMunm3ymada** mpu mposenenuun UUT mo3er u
pPEeKUMBI BBEJCHUS KOHIIGHTpaToB #(pakropa cBepThiBaHUS KpoBU VIII** nomkHbl OBITH
m3meHeHsl: 50-100 ME/kr ¢ BBenenuem 3 pasza B HeNEJI0, WIM Yepe3 JACHb, WIN €KESTHCBHO B
3aBHCHMOCTH OT THTpa HHruOuTOpa [44].

B cepusix knmmHMYeckux HaOJ0AeHUN nanueHToB, noayvaromumx UUT Ha
dboHe mpomopkaromencss MPpoGUIaKTUKH AMULIM3YMaOOM™™* TOBBINIIEHUS PHUCKA
N0OOYHBIX W/UIH TPOMOOTUYECKUX SIBICHUN HE 3apErUCTPUPOBAHO.

- PexomenoBano marueHTaMm ¢ uHruoutopHout gpopmoii I'A npexparutes UUT u
NEPEeBECTH MAlMEHTa Ha TEpaIuio MpernapaTaMy IyHTUPYIOLIETO JNEUCTBUS WU
SMUIIM3yMaOOM™**, MPU OTCYTCTBUM TEHIACHIMH K CHU)KEHHMIO WHTHOUTOpa B
TeueHue 12 MecsiieB OT Hayaia BRICOKOA03HOM Tepanuu [45].

Yposenv  yoeoumenvnocmu pexomenoayuii C  (ypogenb  O0ocmosepHoCmuU

dokazamenvbcme — )
KommMmenTapuu: Bo3moxkHO noBropHoe nposeaenne MUT ¢ ncnonbs3zoBaHueM Apyroro npenapara
WIM U3MEHEHUEM PEKAMA TEPAIINU.

OmnsiT npoBenenuss UUT y maumentoB ¢ unruburopuoit I'emodumnueii B
orpanuyeH. OTO OOYyCIIOBJIEHO OY€Hb HH3KOH S(PQPEKTUBHOCTHIO H
AIJICPTUYECKUMH PeaKusIMu
I'emoctratnueckoe JIC »smunmzymad <2> (MOHOKJIOHAJIBHOE AaHTUTENO IS
MOJIKO’KHOTO BBEJEHHUSI) MOXET OBbITh HA3HAYEHO IO PEIICHHI0 BpayeOHOro
KOHCUJIMYMa, B COOTBETCTBUU C MHCTPYKLIHMEH MO MEAUIIMHCKOMY MPUMEHEHUIO
(JIMCTKOM-BKJIQ/IBIIIIEM) B CIICTYIOUIUX CIydasx:

UHTUOUTOpHAs (hopma reModunu A;
HeappexTuBHOCTD nporieaypbl UUT ¢ uarnduropuoit opmoit remoduinuu A;
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cepbe3Hble HexenaTenbHble siBiaeHus npu BBeaeHnn KOCK VIII (anadunakcus,
QIUIEPTUYECKUE PEAKLUHH, JAPYTHE), 3apErHCTPUPOBAHHBIE B YCTAHOBJIEHHOM
MOPSIZIKE;

OTCYTCTBHE BEHO3HOIO JIOCTYIa;

ApPYyTHE MO PEIICHUIO BpaueOHOTr0 KOHCUIINYMA.

PexoMeHTyeMbIi pEXUM JO3UPOBAHMS:

¢ 1 mo 4 Heaeto BKIIOYUTENBHO - 3 MI/KT 1 pa3 B HEEIo;

C 5-11 HeJlenu - B OJIEPAKHUBAIOLIEH 103€ B OJJHOM U3 CIAEAYIOLIUX PEXKUMOB:

1,5 mr/kr 1 pa3 B Heaemo win 3 mr/kr 1 pa3 B 2 Heaenu uinu 6 mr/kr 1 pa3 B 4
HEAEIu.

B cinyuyae BO3ZHMKHOBEHHUSI KPOBOTEUEHMS Y MAlMEHTa C UHTUOUTOPHON (hopMOK
remopuiun A Ha ¢doHe TPOPUIAKTHUECKOTO JICUEHUS SMHUIM3yMaboM <3> c
LEJIbI0 €r0 KyHNUPOBaHUS HEOOXOAMMO BBOAMTH IIPENapaThl ILIYHTUPYIOLIETO
JEMCTBHS B 103€, COOTBETCTBYIOIIEH JTOKAMU3AIMH U 00beMY KPOBOTEUEHUSI:
AMOTaKor ajbda B 03¢ He MeHee 90 MKI/KT Beca, BO3MOKHO TTOBTOPHOE BBEJICHUE
B TOM )K€ WJIM MEHbLIEH 103€ uepes3 2 - 3 yaca - 10 Ky[IMPOBaHUSI KPOBOTEUEHHS;
AKK B n03e ne menee 50 EJI/kr oiHOKpaTHO; TPU HEOOXOAUMOCTH JIaIbHEHUIIIEro
neuenusi AKK pekomeHmoBaHa rocnuTaidu3alnvs, JajJbHEWIIEe BBEACHUE
JIEKapCTBEHHOT'O Tpernapara - Mpu JUHAMHUYECKOM J1a0OpaTOPHOM HAOIIOIEHUU
i CBOEBPEMEHHOTO UCKJIFOYEHUS IPU3HAKOB TPOMOOTHUYECKOM
MUKPOAHTMOTIaTUH.

BxiroueHne B KIIMHMYECKUN MPOTOKOJ HE3aperucTpupoBaHHBIX B PecmyOmnuke
V30eKkucTaH JJeKapCTBEHHBIX CPEJICTB HE SIBISETCS OCHOBAHUEM JIJ151 BO3MEILICHUS
B paMKax rapaHTHUPOBAHHOTO oObeMa OeCIUIATHOW MEIUIMHCKOM MOMOIIU U B
cucTeMe 0053aTeIbHOTO COMAIbHOIO MEAUIIMHCKOTO CTPaXxOBaHUS.

Tabnuua 12
IlepedyeHb OCHOBHBIX JIeKapCTBEHHBIX cpeacTB (umeromux 100 % BeposaTHOCTH
MIPUMEHEHHS)
®apmakorepaneBTr MHH nexkapctBeHHOTO Cnoco06 YpoBeHb
uyecKas rpynmmna CpeacTBa NPUMEHEHHS J10Ka3aTeJbHOCT
u
IIpenapartsl, (dbakTop cBEpTHIBAaHUS BHYTPUBEHHO Ypoesens
noJiyyaemMble U3 kpoBu VIII, nuodunuzar ybeoumenbHocm
KpoBH JUTSI IPUTOTOBIICHUS U peKoMeHOayuti
pacTBopa Jist C (yposenw
BHYTPUBEHHOTO BBEIICHUS docmosepHocmu
BO (py1akoHe (mpu odokazamenbcme
remouanu A) -5
dakTop CBEPTHIBaHUS BHYTPUBEHHO
KpOBU IX, IIOPOILIOK

TUOPUIH3UPOBAHHBIA IS
IIPUTOTOBJICHUS  pacTBOpa
TS BHYTPUBEHHOTO
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PexomMOuHAHTHBIE
(axTopsIl
CBEPTHIBAHUSA
KpPOBH

BBejIcHUs BO ¢iiakoHe (mpu
remounuu B)

AHTUUHTHOUTOPHBINA

KOAryJISITHTHBIA KOMIUIEKC,
aunoduauzat IS
NIPUTOTOBJICHHUSI  PacTBOPA
TUTST BHYTPUBEHHOTO
BBejIcHUs BO (i1akoHe (Mmpu
WHTHOUTOPHOU dbopme
remodunnu A uinu B)

OKTOKOT anbpa,
anouIn3at I
NPUTOTOBJICHHUSI  PacTBOPA
TUTSI BHYTPUBEHHOTO
BBeJIeHUS BO (iakoHe (mpu
WHTHOUTOPHOU dbopme
remopuniuu A uiu B);

MOPOKTOKOT anbda,
auoduauzat IS
MPUTOTOBJICHHSI PacTBOpa
IS BHYTPHUBEHHOTO

BBejIcHUs BO (iiakoHe (mpu
remodusiuu A);

HOHAKOT anbda,
auoduauzat IS
IIPUTOTOBJICHHSI PacTBOpa
JUTS BHYTPUBEHHOTO

BBeJIeHUS BO (iakoHe (mpu
remodunnu B);

AMTAKOT anbpda,
anouIn3aT I
NPUTOTOBJICHHUSI PacTBOPA
TUTSI BHYTPUBEHHOTO
BBeJIeHUS BO (iakoHe (mpu
UHTUOUTOPHOM dbopme

remopunuu A uiu B);

(dbakTop cBEpTHIBAaHUS
kpoBu VIII, nuodunuzar
JUTSl TIPUTOTOBIICHUS
pacTBopa JIst
BHYTPUBEHHOTO BBEJICHUS
BO (hs1akoHe (mpu
remoduann A)
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Yposenw
ybeoumenvbHocm
U pekomeHoayuu
B (yposens
BHYTPUBCHHO 5, crmogeprocmu

00Ka3amelbCme
-2

BHYTPHUBEHHO

BHYTPUBEHHO Yposens
ybeoumenbHoCcm
u pexomeHoayui
A (yposenn
docmogepHocmu
dokazamenvbcme
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(bakTop cBEpTHIBAaHUS
KpoBHu [ X, mopomok
JIMO(PUIU3UPOBAHHBIN JISI
IPUTOTOBJICHUS pacTBOpa
JUTsl BHYTPUBEHHOTO
BBeJICHUA BO (uiakoHe (Tpu
remodunnu B)
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BBIOMPAIOTCS 1O  MPHHLUIY
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Ha MPEUMYIIECTBO BbIOOpa. ECTECTBEHHO, MPU KOHKPETHOM CIIy4ae Ha3HA4aeTCsl TOJIBKO OJTUH

BHJT (DAKTOPOB CBEPThIBAHUS KPOBH. [Ipy HHTHOUTOPHOM opMe BOSMOKHO MX COUCTAHHE,

Tab6muma 13

[TepeyeHpb TOTIOJHUTENBHBIX JEKApCTBEHHBIX cpeacTB (MeHee 100 %
BEPOSITHOCTU MPUMEHEHUS )

dapmakorepaneBTuueckas MHH

rpyrmna

CBe}KCBaMOpO}KCHHaﬂ
IjrasMa

Kpuonpeuunurar

['emocTaTuTUKN

AHTUGUOPUHOTUTUKH

AHnTHbOaKTepUATbHBIC
CpelcTBa

JEKapCTBECHHOT'O
CpeacTBa

TpanekcamoBas
KHCJIOTA
Otam3uiar

E-amunoKammpoHoBas
Kuciora 5%,100mi1

| IS5 0700070005080
Maxkponusl
CynbhanuaaMu bl

45

Cnoco0 YpoBeHnb
NPUMEHEHHST JT0Ka3aTeIbHOCTH

B/B
B/B
B/B, Ta0
B/B

B/B, TaO



['opMOHBI
' IIOKOKOPTUKOCTEPOUIbI

Hecrepounneie
MIPOTHUBOBOCIIAJINTEIBLHBIE
npenapaTsl

[TpoTtuBOTYOEpKYIE3HBIE
JIeKapCTBEHHBIE CPECTBA

OHI/IOI/II[HLIe AHAJIbI'CTUKHU

Crra3sMoJIMTUYECKHUE
JIEKapCTBEHHBIE CPEJICTBA

PactBOpBI, mNpHMeEHsEMBIE
TUTSL KOPPEKIIMHU
HapyILIEHUI BOAHOIO,
IIEKTPOJIUTHOTO U
KHCJIOTHO-OCHOBHOTO
OanaHca

AHTHCENTHKHN
AHTHPETPOBHPYCHBIE
JIEKapCTBEHHBIE CpEICTBA
Hyxkneosungneie
UHTUOUTOPBI 00paTHO
TPAHCKPHUIITA3bI
MMMyHOMOIY ISITOPBI

DOTOPXUHOIOHBI

JlecmornpeccuH,
pacTBop 4MKr/mi
I'mppoxopTu3oH
[Ipenun3zosion
JlexcameTazoH

napareTamolt
LIEJIEKOKCHUO
MEJIOKCHKaM
HUMECYJIH/T

pupaMIUIIH
muouIn3aT AJIs
MIPUTOTOBJICHUS
pacTBopa JIst
WHBEKIIUH.

Tpamanmon

Mopdun
[Tpomenon

JporaBepuH
Cna3MoJiros

HaTpus
0,9%;
KaJIUsI XJIOPUI;
nekcrpo3a 5% —

kasust xajopua 7,5%

nekcrpo3a 10%

xnoprexkcuaus 0,05;
aTaHoa pactBop 70,

90 %;
MMOBHIOH — MOJI;

IEPCKUChH BOJOpOAa

pactBop 3 %:;
15(0)I
criupToBOM 5 %.

pubaBupuH

neruarepdepoH
anbga 2B.

46

XJIOpHJL

pacTBoOp

Copeint
HapyxHoe,
BHYTpHCYCTa
BHOE

PactBOpHI
U1 B/B
Tab

Karc
[Topomoxk

BHYTpHUCYCTa
BHOE

B/B

B/B, TaO

pacTBoOp a7
uHby3un
—pacTBop s
MHBEKIINH B
amIryJax;

— pacTBoOp
TUTSt
HapY>KHOTO
pPUMEHEHUS

Karcysia

B/B

Yposenw
ybeoumenbHoCcmu
pexomenoayuii C

(yposenb

docmogepHocmu
ooxazamenbcme —

5



*B03MOKHO IMPUMCHCHHUC TOJBKO OAHOI'0 MPCACTABUTCIIA I'PYIIIbI NN UX KOM6I/IHaL[I/I$I.

B naHHOM NIpOTOKOJIE IPEACTABIEHBI HE BCE MCUEPIIBIBAIOLIUE JIEKAPCTBEHHBIE CPENICTBA, TAK
KaK MpU HAJIWYUM TATOJOTMHM COMYTCTBYIOIICH, Hampumep, HH(EKIHMOHHBIX OCIIOKHEHUHN
HA3HAYaloTCs Te IpenapaThl, KOTOPHIE yKa3aHbl B COOTBETCTBYIOUIMX pekoMmeHianusax. [lo
YCMOTPEHHIO JIEYalllero Bpaya M IO KOHCYJbTALMU Y3KUX CHEIHATUCTOB MOTYT OBbITh
Ha3HAYEHbl CUHAPOMAJIbHAS WIM CUMIITOMATUYECKAs TEpaIIus.
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HAIIMOHAJIBHBIY KJIMHUYECKUU MPOTOKOJI
MEJUIIMHCKOT O BMEIIATEJIBCTBA
IMPUATEMO®UJINN A u B
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[Taruentam ¢ reModuinnel peKOMEHI0BaHO MPOBOJIUTH JH000E OMEPaTUBHOE
BMEUIATENLCTBO WJIM TMPOBEJCHHE MHBA3WBHON MPOLEAYPHI MOJ MPUKPHITHEM
3aMeCTUTENbHON Tepanuu (akropamu cBepThiBanus kpoBu (BO2BD mo ATX
knaccudukarun) [2,3,11,23].

Yposenv yoeoumenvnocmu pexomenoayuti C (yposeHv O0ocmogepHocmu

doxkasamenbcme — )

KomMmenTapun: y OOJBHBIX C TeMOQWIHECH XHUPYpPrUYecKOoe BMEMIATCIIbCTBO MOXKET
noTpeOOoBaTHCS 15l JICUSHHSI KaK OCIIOKHEHUH reMO(IIINY, TaK  HE CBA3aHHBIX C TeMO(HITHEH
3abosieBanui. [lepen MFOOBIM XUPYPTHYSCKUM BMEIIATEILCTBOM HEOOXOUMa KOHCYJIBTAIUS
B HCHTPC JICUCHUSA FeMO(bI/IHI/II/I. Ecmu ecth BO3MOXHOCTb, OIICPATUBHOC JICHCHHUC JIy4llIC
IMPOBOIMTH B CIICHHUATIU3UPOBAHHOM CTallMOHAPC. OHepaTI/IBHOG BMCIIATCIIBCTBO Y MAlTUCHTOB
C  HMHrUOUTOpPHOM  reModuiIMed  JOKHO  MPOBOAUTHCS  TOJNBKO B YCJIOBHUSX
CIICHHUAIIM3UPOBAHHOI'O CTalMOHAapa. Bpaq-aHeCTe3I/IOHOF-peaHI/IMaTOJ'IOF JOJIDKEH UMETH OIIBIT
JICYCHHU S MAMCHTOB C HAPYIICHUAMHA CBCPTHLIBACMOCTU KPOBH.

Heobxoaum cTporuidi MOHUTOPUHT KOAryJIOrpaMMbl, aKTUBHOCTH (akTopa
U CKPUHUHI Ha HaJnyue MHruouropa. J[o3bl U NpoAOIKUTENbHOCTh TE€panuu
(baKTOpOM CBEpTHIBAHUS KPOBU 3aBUCAT OT TUIIA ONIEPATUBHOTO BMELIATEIbCTBRA.

[Ipn HE0OXOAMMOCTH NMPOBEAEHUS TAKMX TUArHOCTUUECKUX MPOLETYp, KaK
CIIMHHOMO3TOBasi MyHKIUs, MyHKIUS apTEPUH, SHIOCKOMTMYECKOE UCCIIEIOBAHUE
¢ Ouoricueil, BeieHre NallMeHTa TaKoe Ke, Kak MPU XUPYPrudecKOM JICUCHHUU.

1) meab npoBeaeHHs NpoUeIYPhl WK BMeIIATEIbCTBA: YCTPAHEHUE
OCJI0O)KHEHHI OCHOBHOTO 3a00sieBaHus, JIMOO APYTOM MaTOJIOTUN
TpeOyolel XUpyprudeckoro BMEIaTeabCTBA.

2) NpOTHBONOKA3aHUA K NMpoLeaype WM BMeIIATeIbCTBY:
- [TpoTrBONIOKa3aHUs K MPOBEAEHUIO MPOLETYPBI COIVIACHO MPOTOKOJIaM TOTO
npoduiIs Mo KOTOPOMY IIJIAHUPYETCS BMEIIATEIbCTBO
- He pexkoMeHI0BaHO NpPUMEHEHHE MpenaparoB, YXyAIIAOMUX (YyHKIHIO
TpOMOOLIMTOB WJIM CBEPTHIBaHUS KpOBU. [IpuMeHeHNEe TakuX MpenapaToB MOKET
IPUBECTH K PA3BUTHUIO TSKEJBIX KPOBOTEUECHMM, KOTOPhIE HE KOHTPOJIUPYIOTCSA
BBEJICHUEM (AKTOPOB CBEPTHIBAHMUS KpoBU. OJHAKO, pa3BUBIIUIKCA TPOMOO3
MOXXET  [OTpeOoBaTh  IMPUMEHEHUs AHTUTPOMOOTHUECKUX CPEACTB
(antuxoarynsatoB, BOIA mo ATX kmaccudukauun). [Ipeamourenue Hamo
OTJaBaTh IpemnaparaM KpaTKOBPEMEHHOTO nercTBus. Kaxaplil pa3 Heo0Xoaumo
aHaJIU3UpPOBATh  COOTHOILIEHHE TMOJIb3bI M  PUCKA OT  MNPHUMEHEHHUSA
AHTUTPOMOOTHYECKUX CPEJCTB (aHTHKOATYJISHTOB U MHTUOUTOPOB arperaruu
TPOMOOITUTOB).

3) noka3aHus K Npoueaype Ui BMEaTeJIbCTBY

— pa3BUBILEECS OCI0KHEHUE TPEOyIoIee He3aMeNIUTENBHOTO UIN TUIAaHOBOTO
XUPYPru4ecKoro BMEaTeIbCTBa,

- CTOMATOJIOTMYeCcKas MOMOIIb

- circum cizi

- TICEBA0OMYXO0JHU
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- IF0OBIC IPYTHE BUABI BMENIATEIHCTBA (AMMNEHIECKTOMHSI, SI3BBI JKeITyaKa u 12
/K ¥ Jp.)

4) TpeGoOBaHMS K CIIEMAJIHUCTY, POBOASIEMY NPOLEXYPY UM
BMeIIATEeIbCTBO;

Cnemuanuct gokeH oOnagate jgumiomoM BOII u  cnenmanu3zanuei 1o
HanpaBJICHUIO, 1o KOTOPOMY IIJITAaHUPYETCS BMEIIATEIbCTBO.
XUpypruyeckoe jJe4eHrue IMalMeHTOB C reMouiane T0IKHO ITPOBOAUTHCS
BpauyaMH, HUMECIOIIUMHU OTNBIT JICUCHHUS IMAIMeHTOB C reModuimeit, maubo
OCYIIECTBUTH KOHCYJITAIIMIO C BpAYOM IeMaTOJI0TOM Mepe] MPOLeaypOil.

5) nmnepeyeHb OCHOBHBIX M  JIONOJHUTEJbHBIX JAUATHOCTHYECKHX
MepONpUATHI B MOATOTOBKE K NMPoLeaype UM BMeIIATEIbCTBY:
—OOuuit aHaIu3 KPOBH.
— Omnpenenenue rpymnmbsl KPOBU U pe3yc pakTopa
— OOuruit aHaIU3 MOYHU.
— bruoxumuueckuil ananus KpoBH.
— Koarynorpamma.
— Omnpenenenne uaru6burtopa k VIII unu IX dakropam.
— Mapxkepsl renaTuTos.
— OOcnenoBanue Ha BUY undexnuio, RW.

Heo6xoauM cTporuii MOHUTOPUHT KOAryJaorpaMMbl, aKTUBHOCTH (akTopa
U CKpMHHMHI Ha Hajdu4yue MHruouTopa. [[03bl M MPOAOIKUTEIBHOCTh TEpaIluu
KOHLIEHTPATOM (paKTOpa CBEPTHIBAaHUS KPOBHU 3aBUCAT OT THUMA ONEPATUBHOIO
BMeEIIATEJIbCTBA

6) TpedoBaHMSA K NPOBEACHUIO NMPOLEAYPbl HJIH BMeIIATelbCTBA: IPOLEIYPa
J0JKHA MTPOBOJUTCS B CIICUATU3UPOBAHHOM YUPEXKICHUNU/ MHOTONPO(OUIEHOM
CTAI[MOHAPE/TEMATOJIOTHYECKOM  I[EHTPE B  CIEUUAIBHO  BBIACICHHOM
MOMEIICHUH, TPEAHA3HAYECHHOM JIJIsl IPOBEICHUA MOAOOHBIX MPOLIETYD.

7) TpeOoBaHMsI K MOArOTOBKEe MAalHeHTa (ONUCcaHUE Tpollecca
MOJITOTOBKY MallMEeHTa K MPOBEACHUIO MPOIIEAYPHI HIIM BMEIIATEILCTBO), & TAKKE
HETNOCPEICTBEHHAS METOAMKA MTPOBEACHUSI MPOIEAYPHI (BMEIIATEIHCTBA);

[TarmenTam, MIOJTY JaFOIIIAM npoduiakTHIEeCKOe JICUCHHE
AMUIIU3YMaOOM™*,  pEeKOMEHJ0BaHO  MPOBOAUTH  JIIOOOE  OMEpaTUBHOE
BMEIIATEIHCTBO WJIM HMHBA3MBHYIO MpOIEAypy O€3 OTMEHBl mpemapara cC
IpUMEHEHHUEM CTaHJApTHBIX 703 (pakTopa cBepThiBanus kpoBu VIII**/dakTopa
ceepthiBanuss  kpoBu VIII  +  dakrop BumnebGpanma**/  okrokora
anbda**/mMopokTokora anbda**/ cumokrokora ambdpa (paxkTop CBEpPTHIBAHUS
KPOBH VIII YeJIOBEYECKUM pekoMOUHAHTHBIN ) **[49]/moHOKTOKOTA
anbda/TypokTokora anbda/spmopokrokora ambha**/pypuoxktokora anbda
MATOJ.

Jlns marmentoB ¢ ['A, OCIOKHEHHOW WHTHOWMTOpPAMHU W TOTYYarOIIHX
SMUIIM3YMa0**,  mpemapatoM  BbpIOOpa  SBJISETCS  SOTakor  anbda
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(axTUBHpOBAHHBIN)** B cTangapTHHIX H03axX. [Ipm HEOOXOAUMOCTH Ha3HAUYECHHUS
AHTUMHTHOUTOPHOTO KOAryJsSsHTHOTO KOMIUIEKca™™* HayanbHas 1032 HE JOJDKHA
npesbimath 50 Ex/kr, u cyrounas nosa He qoypkHa npessimath 100 Ex/kr [50].

CromaToJiornyeckasi IOMOIIb.

MecTHasi aHecTe3usi y MAlMEHTOB C THKEIOW M CpeAHeTspKenoil dopmamu
reMoQHINKA MOKET IIPOBOJUTHCS TOJBKO MOCIE BBEACHUS (PaKTOpa CBEPThIBAaHUS
kpoBu [60,62]. i OonbHBIX TeMO(uiIuMeld BaXHO COOJIOJCHUE TUTUCHBI
[IOJIOCTH PTa, YTO MOMOTaeT NPEeAOTBPAaTUTh pa3BUTHE MApOJOHTO3a U Kapueca.
JUiss 4yucTKH 3yO00B HEOOXOAMMO MCHOJB30BaTh MATKYH 3YOHYIO IIETKY.
IImaHOBBIE CTOMATOJIOTUYECKUE OCMOTPBI JOJKHBI IPOBOAUTHCA HE MEHEE 2 pa3s
B roA. OOblYHBIE OCMOTpPHI Bpaya-CTOMATOJOra M YHUCTKA 3y0OB MOTIyT
OPOBOAUTECS 0€3 3aMeCTUTENbHON Tepanuu (paktopamMu. OHAKO HEOOXOIUMO
UMETh B CBOOOJHOM JIOCTYN€ TE€MOCTAaTUYECKHUE cpeacTtBa ((pakTopbl
ceepThiBanus kpou VIII/IX, antndubpuHOIUTHYECKHE CPEICTBA).

IIpy  oOKazaHMM  CTOMATOJIOTMYECKOW  IMOMOIIM  BaXHO  TECHOE
B3aUMOJICICTBHE Bpaya- CTOMATOJIOTa U Bpaya-remMarojora. Y aanenue 3y0a uimu
XUPYPrU4YECKHE MPOLEAYPHl BBIIOJHATH MOJ CTPOTHMM KOHTPOJIEM T'eéMOCTa3a H
MOCJI€ KOHCYJIbTAalUH Bpadya-remaroJiora. IIpu npoBeaeHnu cToMaToa0rudecKux
IpOLENYp BO3MOYXHO NMPUMEHEHHE TPAHEKCAMOBOW KHMCIIOTHI (32 UCKIIOUEHHEM
aeteil muauie 1 rona) wim Apyrux aHTU(GUOPUHOIUTUUECKUE CPEICTBA C LIEJIBIO
YMEHBIIEHUS] HEOOXOJMMOCTH B 3aMECTUTEIBHOM Tepanuu (akTopamu
CBEpPTHIBaHHUS KpPOBH. BO3MOXKHO HCIIOIB30BAHME TI'€MOCTATHYECKHX CPEICTBA
JUIsl MECTHOTO NpUMEHEHHMs mocie yzaaneHus 3yO0oB. Ilpu oOmumpHBIX
CTOMATOJIOTMYECKUX  Ipoleaypax (HaJIOXKEHUE IIBOB, MHOYKECTBEHHAs
IKCTpaKLMs 3yO0B) MOXKET TMOHAAOOUThCA TOCHUTAIM3AlMs MalnUueHTa B
craunoHap. Ciuenyer Bo3aepxarbcsa oT npumeHenus HIIBII, ocobenHo
aleTUICAIMIUIOBONU KUCIOThI. Oco0oro BHUMaHus TpeOyeT npoduiakTuka BO

BpeMs CTOMATOJIOTUUECKHX MPOLIEAYpP Y MALKUEHTOB C MHTUOUTOpaMu K (pakTopy
VIIIV/IX.

8) HHAUKATOPBI 3G PEeKTUBHOCTH NPOUEeAYPHI HJIN BMEIIATEIbCTBO:
- YCTPAHEHHE OCIIOKHEHUS, MPUBEAIIETO K XUPYyPruueckoil npouenype uin
XUPYPru4eCKOMY BMEIIATENbCTRY.

du3uoTepaneBTHYECKOE JIeUeHH e

dwusunorepanus, BKJTFOYAIOIITAs THJIPOKHMHE30TEPaIHIo,
KOPOTKOMMITYJLCHYIO  3JIEKTPOaHAJbIe3WI0,  YJIbTpa3ByKoBas  Tepamus,
UHIYKTOTEpMUS, d1eKTpodoHodopes. (Vposens yoeoumenvHocmu pekomenoayutl
C (yposenv 0ocmosepHocmu 0oKazamenbcms — J)
JlaHHBIA BHJ JICUEHUS TPUMEHSETCS B KA4eCTBE peaOWIMTAIlMM IIOCTe
reMapTpo30B, XUPYPIHMUECKHUX BMEIIATENIbCTB HA OMNOPHO — JBHUraTEIbHON
CHCTEME.

IIporuBoBupycHasi Tepanus renatura B u C
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[IpotuBoBUpycHast Tepanusi rematuta B u  C  (merwjiMpoBaHHBIN
uatepbepon, pubaBupuH). Bce mnamueHTsl ¢ reModuIMedl JAOKHBI  OBITH
BAKIIMHUPOBAHBI NPOTUB T'€NATUTOB B JIETCKOM BO3PAacTEe W MPHU OTPULATEIbHBIX
pesyabTaTax J1abopatopHbix TecToB BO B3pocioMm (MDA, TIIP) ma remaTuTsl.
Bakmunsl npeAnoYTUTETbHO BBOAUTD MOJKOXKHO. bonbHbie ¢ remoduueit 1 BUY
JIOJKHBI MTOJTy4aTh MHEBMOKOKKOBYIO BaKIIUHY U €KETOJHO MPOTUBOTPUIIIO3HYIO
BaKI[MHAIHIO.

Yposeno yoeoumenvnocmu pexomenoayuiti C  (yposenb 0ocmogepHocmu
odoxazamenbcmes — 5)

Baknunanusa

[TanieHnTsl ¢ remoduineit MOryT ObITh BaKIMHUPOBaHbl. OCOOEHHO BaKHO
MIPOBEJCHUE BaKUMHAIMK OT remnarura B. Ilpu BakuuHanuu npearnodyTeHUe
OTJIaeTCA OPAJTLHOMY WJIM TMOJIKOKHOMY BBEIEHUIO Ipenapara, o CPaBHEHHIO C
BHYTPUMBILIEYHBIM WJIM BHYTPUKOXKHBIM. ECIIM 711 JaHHOM BaKUMHBI JOCTYIICH
TOJIbKO BHYTPUMBILICYHBIA IyTh BBEACHHUSA, HEOOXOAMMA 3aMECTHTENIbHas
Tepanusi s [PEJOTBPAILEHUS PpAa3BUTHA TeMaToMbl. B 3TOM  ciyuae
3aMECTUTENIBHYI0 TEpamuio NPOBOAIT HAKaHyHE BakKUWMHaUMU. B 1eHb
BaKIMHALIMM BBEJICHHE IIpernapara He peKkoMeHayerca. Henp3s mpoBOIWTH
BAKI[MHALMIO BO BPEMs KPOBOTEUYEHHUSI.

4) Xupypruueckoe BMelIaTeIbCTBO, 0Ka3bIBaeMoO€e B CTALIMOHAPHBIX
yCJIOBHSAX:

[TnanoBoe XUPYpPrudecKoe BMEIIATEILCTBO BO3MOKHO B
MHOTOIPO(UIBHBIX JICUSOHBIX YUPEKICHUSIX, UMEIOMINX JIA0OPATOPHYIO CITyXOY,
KOTOpasg 00JIaJaeT TEXHUYECKUM U KaJpOBBbIM MOTEHIIMAIOM HCCIEI0BaHUs
CUCTEMBbI TE€MOCTa3a C OINpeJeTICHUEM AaKTUBHOCTU (HaKTOPOB CBEPTHIBAHMUS,
MHTUOUPYIOLIUX aHTUTETT;
aHECTE3MO0JIOTa, HWMEIOIIETO OMbIT JIeYeHUS OOJIbHBIX C  HapYIICHUSAMHU
CBEPTHIBaHUS KPOBH; rematoiiora [2] (yposensv dokazamenvrocmu C).

Xupypru-opronebl JOJKHBI TMOJYYUTh CIEUHUaTbHOE OOy4YeHue MJis
MPOBEJICHUS] XUPYPIUUECKOTO JIeUeHHsI O0JIbHBIX ¢ TeModunueii [9].

CHHOBIKTOMHS

CHHOBAIKTOMHUIO CIEAYET NPEeTyCMATPUBATh, €CIIU XPOHUUECKUN CUHOBUT
MPOIOJIKAET MPOSIBIATHCS C YACTHIMU MOBTOPSIIOIIUMUCS KPOBOUZIUSHUSIMU,
HEKOHTPOJUPYEMBIMU  JIPyTUMHU  CpPEACTBaMHU. BapuaHThl CHHOBIKTOMHUU
BKJIIOYAIOT XMMHUYECKUN U paIMOU30TOMHBIN CUHOBHOPTE3 U aPTPOCKOMUYECKYIO
WIM  OTKPBITYIO  XUPYPrHYECKyH0  CHHOBIKTOMHIO.  Hexupypruueckas
CHHOBIKTOMHUS — ATO MPEANOYTUTEILHBIA METO]T JICUCHHUS.
XWUMUYECKUM  CHUHOBHOpPTE3 ¢  pUPaMIUIMHOM  SBJISIETCS  aJCKBaTHOM
albTEpHATUBOU. XUMUUYECKUH CHHOBHOPTE3 BKIIIOYACT €XKEHEIeTbHbIE UHbEKIIUN
JI0 T€X IOp, MOKa CHHOBUT HE OYJET B3ST O] KOHTPOJIb.
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Ot OOJIe3HCHHBIC HWHBEKIUH TPEOYIOT BBEICHUS BHYTPUCYCTABHOTO
KCUJIOKaMHA 33 HECKOJIBKO MHUHYT JIO0 HMHBEKLUWH CKIEPO3UPYIOIIETO areHTa,
OOJIEYTOJISIONMIUX CPEICTB JUTsl MpuéMa BHYTPh (KOMOMHUPOBAHHBIN TIpenapar ¢
areTaMuHO(GEHOM / IMapareTaMoioM W ONMMOUIOM) B J103bl KOHIIEHTpaTa (pakTopa
JI0 Ka)KJI0M UHBEKIIUH.

XUpyprudeckasi CHHOBIKTOMHS, OTKpBITasi WM aAPTPOCKOIHAYECKAS,
TpeOyeT Oosblnoro 3amaca ¢akTopa CBEPTHIBAHUS KakK JJIsi XUPYPTrHUECKOM
omepalnuu, TakK W IS TNPOJAODKUTEILHOIO Iepuoja peadWIuTaiuu. OTy
IpoIeAYpy JMAOJKHA BBITIOJHATH OIBITHAS Opuraga B CHEHHATU3UPOBAHHOM
IEHTpe Mo JieueHuto remodunun. OHa paccMaTpUBaeTCs TOJIBKO TOT/a, KOTaa
MEHEe MHBa3UBHbBIC U PaBHO A(D(PEKTUBHBIE TPOLICAYPhI O€3yCIEITHBI.
XUpYypruuecKkie BMEIIATEIbCTBA BKJIIOUAIOT B ce0s TakKe apTPOCKOIIHIO,
apTpojie3, OCTEOTOMUIO, MPOTE3UPOBAHUE CYCTABOB.

Jleyenue ncesaoonyxonu [1]

JleyeHne 3aBUCHUT OT MeCTa, pa3Mepa, TEMIIOB POCTa W BIHUSHHUS Ha
MIPWIETAIONINE CTPYKTYPhl. BapruaHThI IeUeHHs BKITIOYAIOT 3aMelieHne (hakTopa u
HaOMIOZICHUE, AaCHUpalWi0 W XUpyprudeckyr aOmsmwio. HeoOxommma
MyJIbTHANCIMIUIMHAPHAS Opuraza reMarojoroB, XHPYproB, OPTOIEIOB,
TPaBMATOJIOTOB, COCYUCTHIX U MHTEPBEHIIMOHHBIX XHPYPTOB, HEBPOIIATOJIOTOB,
HEHPOXUPYProOB, YPOIOTOB, p€aHUMATOJIOTOB. Best Opuraga 10mKHA UMETh 3HAHHMS
M JKeJIaTeNbHO OMBIT paboThl ¢ MOAOOHBIMU OonbHBIMU. [IpeamodrurenbHEH
pecyOIMKaHCKUI YPOBEHb OKa3aHUS MO00HON TTOMOIIIH.

PexoMeHnyercs mecTuHeAeIbHBIN KypC JIedeHUs (PaKTOPOM € TOCIIEAYOIUMHU
MOBTOPEHHEM  MAarHUTHO-PE30HAHCHOTO  HccienoBaHus. Ecim  omyxonb
YMEHBIIIAETCS, MPOJOJDKATh JiedeHHe (AKTOPOM M TMEPHOIUYECKH IOBTOPSTH
MarHUTHO- PE30HAHCHOE MCCIICIOBaHUE.

Ecnm HEeoOxomammo, MpoBECTH XUPYPTUUYECKYIO OIEpaIyio; OHa MPONACT
HAaMHOTO JIET4Ye, €CJIA OyXO0JIb COKPAaTHJIaCh B pa3Mepax.

OdeHb BaXXHO WCKIIOYUTH BO3MOXHYK) HWHTHOMTOPHYIO (GopMy TMIpU
MOJOOHBIX COCTOSHHSIX W 00eCleunBaTh TeMOCTa3 TPH XUPYPrHUIECKOM
BMEIIIATEIILCTBE C HCMOJB30BAHUEM IIYHTUPYIOMINX TeMOCTATUYECKUX CPEJICTB
(anTakor anb(ha, aAHTUMHTUOUTOPHBIN KOATyJISTHTHBIN KOMILIEKC).

5) JanabHeiinee BeaeHue:
Hao6aroaenue reMaroJiora ¢ uejbio JUcCNaHCepU3aluu:
* TANMUEHTHhl C TsDKeIoW (opMOM M TAIlMEHTHI, IOJydYarolue IMOCTOSHHOE
npoduIaKTHIECKOE JIeUeHUE — He MeHee 4 pa3 B Iof;
* ocTajbHbIe 1 —2 pasa B roj.

Ha6aronenue opronena:
[ manueHThl 6€3 HapyIIEHUH OMIOPHO-IBUTATEIHHOTO anmapara — 1 pa3 B ToJ;
] ocTalibHbIE — HE MEHEE 2 pa3 B roJ.

Hao0aonenue cromaroJiora:
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] 2 pa3a B roJ, Mpu HEOOXOAUMOCTH Yallle;
] ocrampHble creuuanucTtel (Bpad JIOK, mcuxonor) AOMKHBI OCMaTpuBaTh
naiueHTa He pexe 1 pasa B roa. Ilpu HeoOxoaumocTH vaile.

KonTponb ypoBHA (hakTOpa u onpeaeneHne THruouTopa:

* iepBbie 20 nHEW BBEACHHS KOHIICHTpaTa (hakTopa CBEPTHIBAHUS — KAKIbIE S5 —
JIHEH BBEJICHUS;

* ocse 20, 1o 50 nueli BBenenus 1 pas B 10 nHel BBeaeHUS;

* 1asiee — He pexke 1 pasa B TO/I.

O6bem nabopaTOpHON JTUArHOCTUKM Ha amOyJaTOPHOM YpOBHE OMNHUCAaH B
COOTBETCTBYIOLIEM pa3Jiesie HaCTOAIIETO NPOTOKOJIA.
TepaneBtsl u/unu Bpaun BOII ocmaTpuBaroT nanyeHTa 1o rnoBojy oOparieHui,
HaIIPaBJISIOT COMVIACHO PEKOMEHIALMIM I'€MaToJI0ra Ha TOCIUTAIN3alNI0 WK
nucnaHcepuzanno.  CaMOCTOSITENBHO HE  ONPEAENSIOT  WHIAMBHUIYAIbHYIO
[porpamMmy JIEYEHUS MALMEHTa, a TOJBKO CIEAYIOT YKa3aHHUSM Ie€MaToJIOrOB H
KOHTPOJHUPYIOT 3(pPEeKTUBHOCTH CBOMX JCHCTBHIA.

6) Unaukaropsl 3¢pPekTuBHOCTH Jieyenus [3]:

Tepamnusi moMKHA KOHTPOJIUPOBATHCS KIMHUYECKH M Jaboparopno. Ilpu
KJIMHUYECKOM  KOHTpPOJE, pEHIeHWe O HeJAOCTaTOYHOM 3(P(HEKTUBHOCTH
npoPHUIAKTUYECKON 3aMECTUTENBHOM Tepauu MPUHUMAETCS B CITyYasx:

* 0oJiee 2 3MU30/10B CIIOHTAHHBIX FEMApTPO30B B IOJI;

* MOSIBJIEHUS MPU3HAKOB XPOHUYECKOTO CUHOBUTA WA apTPONIATUH;

* BBIPA)KEHHBIX CIIOHTAHHBIX TEMOPPATNYECKUX MPOSABICHUAX APYTOi
JOKaJIN3aluu;

JIabGopaTOpHBIil KOHTPOJIb 3aKJIIOUAETCSA B aHAJIM3€ OCTATOYHON aKTUBHOCTHU
dakTopa mepes ciemyromuM BBeaeHHeM (He Hike 1%), aHanmm3a HaIMaus
MHTHOUTOpA, ¥ TO-BO3MOXKHOCTH TOCTPOEHUS (hapMaKOKMHETHUECKONH KPUBOM B
TeyeHue 3 — 5 THEN.

Kpurepuu orBera Ha Tepanuio:

] nocTMKEeHNEe UHIUKATOPOB 3(PPEKTUBHOCTH TEPATTHH.
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HAILIMOHAJIbHBIA KJIMHUYECKUK MPOTOKOJI
MO MEJJULIUHCKOM MPO®UJIAKTUKE WU

PEABUWJINTALUU ITPU TEMOOUJIUU A U B

55



Pacnipoctpanennocts remoduiuu B obmeM mnomyssinuu coctaBiser 1:10 000
Hacenenusi. ['emodmmms A (I'A) Bctpeuaetcs yarmie, uem remopunus B (I'B), u
coctaBimsier 80-85% oOmero uymcma caydaeB. [lomammistomiee OOTBITMHCTBO
O0JBHBIX TeMOGUITNEN — MY>KYUHBI. VI3BECTHBI €IMHUYHBIC CITydan TeMOBUITNH Y
’KEHIIMH TTPU HACTIeOBaHUH T'€HA OJHOBPEMEHHO OT OTIIa (00JIbHOM reModuneii)
U OT Marepu (HOCUTENb TeHa), JUO0 y KEHIIMHBI C MyTaludel reHa Ha OJHOM
XpPOMOCOME, KOT/Ia I'eH Ha Jpyroi He akTuBeH (0one3npb lepemeBckoro-Tépuepa
U 1p.). Y HEKOTOPBIX >KEHIIWH, SBJISIONIMXCS HOCUTEIbHUIIAMH MYTalMil T€HOB
FVIII unu FIX, Taxke MOTYT ObITh KIIMHUYECKHE MPOsiBIICHU Temoduauu [1].

2) [Ilpodunakrtuyeckass Tepanusi — HEOOXOIMMOE YCIOBHE COXPAaHEHHUS
(U3MYECKOT0 W TCHXOJIOTHYECKOTO 3/0pPOBbSl MAIMEHTOB C TSKEIOW H
cpeanetTsbkenot remodmimeit A u B, Ilpodunaktuka 3akiarouaercs B
CUCTEMATUYECKOM MMPUMEHEHNUHU (PaKTOPOB CBEPTHIBAHUS KPOBH HIIA SMHUIH3yMada
(mocnenHui TONBKO NI MAIMEHTOB C TSDKENo popMoil reMmopuianu A) ¢ 1EIbio
MPEIOTBPAIICHUSI KPOBOTCUEHUN W Pa3BUTHSI TeMOPUIMYECKOW apTpONaTHH.
[Tpodunaktudeckas Tepamnus, KOTopas HAYMHACTCS MPU OTCYTCTBUH MPU3HAKOB
MOBPEXKICHUS CYCTaBOB, J0 TPEXJIETHETO BO3pacTa M, XOTS ObI, 10 BTOPOTO
ANU30/1a TEMApPTPO3a HA3bIBAETCS MEPBUYHOM.

[Ipodpunakruueckoe BBeleHHE IOOOro mpemnapara Jiydlle MNPOBOAUThH
yTPOM, 4TOOBI MaKCMMallbHasi aKTUBHOCTb (paKTOpa B KpOBH OblIa B MEPUO
HanOoJbIe akTuBHOCTU. [IpoTOKOJ TpoBeAeHUSI TPOPUIAKTUUECKON Tepanuu
JOJKEH OBITh MHAMBUAYaIbHBIM, HACKOJIBKO 3TO BO3MOKHO, B 3aBUCUMOCTU OT
BO3pacTa, BEHO3HOrO JI0CTyna, (eHOTUIIa KPOBOTEUEHUH, aKTUBHOCTH (hakTopa,
KOMOPOUIHOCTH, COI[MAJbHOM AaKTUBHOCTH TMallMeHTa U OCOOEHHOCTEH
(hapMaKOKHHETUYECKON KPUBOIA.

IMpopuiakTuyeckoe BBeJACHUE

[TepBuuHas MmeauITMHCKAs MPOPUITAKTHKA TeMODUITNH Y TIAIMEHTOB B BO3PACTE OT
1 no 18 neT ocymiecTBIAETCS MO CIEAYIOIIUM MEIUIIMHCKAM MOKa3aHUsIM: 6a30Bast
aktuBHOCTh DCK VIII (IX) HE 6011€e 0,02 ME/™M1 (2,0%), OTCYyTCTBHE B aHAMHE3E
AMK30/I10B BHYTPUCYCTABHOTO KPOBOM3IUSHUS WM UMEIOIIHUECS B aHaMHe3e | - 2
AMU30/1a BHYTPHUCYCTABHOTO KPOBOM3NMHSIHUS U He Oosiee 5 maei BBeaenuss KOCK.
Bo wuzbexxaHue pa3BUTHS WHTHOUTOPHOW (Popmbl reMODWIMKM Yy MAIMEHTOB B
BOo3pacTe 10 | rojga Ha3HA4YalOT MEIUIUHCKYIO MPO(HUIAKTUKY WHTHOUTOPHOU
(dbopmbl reMouIu € 11eIbI0 GOPMUPOBAHUS UMMYHOJIOIMYECKON TOJIEPAHTHOCTH
k BBoguMomy KOCK nyTem ayurenbHoro (He MeHee 50 Helenb) BBECHUS MaJIbIX
103 (25 - 30 ME/kr) KOCK c¢ kpaTtHOCTBIO 1 pa3 B HEEMIO.

MenuuuHCKre NpOTUBONOKA3aHUS:

nosiBjieHue B nepuoa npodunakrudeckoro BeeaeHuss KOCK uarnburopa k GCK
VIII (IX) B xommuectBe >0,6 BE/Mi;

BO3HUKHOBEHUE TsKeNoM aiueprudeckoi peakunu Ha BBegenue KOCK VIII (IX);
TpaBMa WJIH HEOOXOJAMMOCTb BBHITIOJHEHUS OKCTPEHHOTO XUPYPrHUYECKOTO
BMENIATENbCTBA, MEJAUIIMHCKUE MTOKA3aHUSI K KOTOPOMY BO3HHUKJIM TOCJIE Hayasa
MPO(IITAKTUIECKOTO BBEIACHUS (PEKUM MEAUIMHCKON MPOPUIAKTUKH MOKET
OBITb BO30OHOBIIEH TIOCJIE BBIMIOJIHEHHUS XUPYPTHUECKOTO BMEIIATEIhCTBA, a
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MMEBIIIME MECTO JITHA BBEICHHS IMOJJICKAT YUETy B OOIIEM KOJWYECTBE JTHEH
BBesieHuss KOCK).

B Teuenue mepBrix 100 gaeit mpodunaktuyeckoro BBeaenus KOCK VIII (I1X)
MalUEeHTy MPOTUBOINOKA3aHO:

BBITIOJTHEHHE TPOPUITAKTUYECKUX TTPUBUBOK;

IJIJAHOBOE XUPYPrUYECKOE BMENIATEILCTBO;

BHYTpHUMBIILIEYHOE BBeAeHHE J1t00bIX JIC.

Ha 5, 10, 20, 30 u 50 nensr npodunakruueckoro seeaeHuss KOCK onpenenstor
nokaszarenu koarysorpammbl, aktuBHOCTh DCK VIII (IX), ypoBeHb (THUTp)
uaruoutopoB Kk GCK VIII (IX).

[Tocne 3aBepuieHus 3Tana MEAUIIMHCKON NMPO(UIAKTUKH UHTUOUTOPHOU (POPMBI
remodunun, BrIrouaromero nepsbie 50 mHeit BBeneHus KDOCK, npomomxkaroT
NEPBUYHYI0 MEIUIMHCKYIO MPOPWIAKTUKY TIe€MOPPArH4eCKUX OCIIOKHEHUH,
ocymectBisis nanbHeiee Benenue KOCK B noze 25 - 30 ME/kr 1 pa3 B Heneno.
[Tocne 100 mueit mpodunaktudeckoro BBenenus KOCK, manuenty paspemieHo
BBITIOJIHCHHE  NPO(UIAKTHYECKHX TMPUBHBOK, B TOM 4YHUCE, TIyTEM
BHYTPUMBIIIICYHbIX WHBEKIUNA, KOTOPHIE OCYLIECTBISIIOTCS B JICHb BBEIICHHS
ouepenHoi mpodmraktuaeckoit 10361 KOCK (25 - 30 ME/kr).

[Ipy BO3HUKHOBEHHH T€MapTPO3a UM UHOTO KPOBOTEUEHHUSI HA ATale NePBUYHOMN
MeauuuHckor npodunaktuky nanuenty BBoaaT KOCK VIII B noze 30 - 50 ME/kr
2 pa3za B cytku wim KOCK IX B no3e 50 - 80 ME/kr kaxapie 18 yacoB B TeueHHE
3 - 5 nmHeWl 10 UCUE3HOBEHUSI CUMIITOMOB KPOBOTEUYEHHUSI.

[Tocne nukBUanuu OCTpbIX siBIeHUH npojoipkaoT BBeaeHue KOCK B pexume
METUIMHCKOM npoduiiakTuku u3 pacdeta 25 - 30 ME/kr 1 pa3 B 5 - 6 queti (mepBoe
KpoBoTeuenue) wid 1 pa3 B 3 - 4 gus (mMOBTOpHOE KpoBoTeueHue). [[Hu, Ha
NPOTSXKEHUU KOTOPBIX OBbUIM JIMKBUAMPOBAHBI TEMOPPATHUYECKUE MPOSIBICHMUS,
3aCUUTHIBAIOT B OOIIEE YMCIIO THEH BBEICHUS.

[Ipu Bo3HMKHOBeHHH Ha »Tane npodunakrudeckoro BeeneHuss KOCK tpetwero
reMapTpo3a WM HMHOIO0 KPOBOTEYEHUS MAIMEHTY C IEJIbI0 IeMOCTa3a BBOMST
K®CK VIII B komnuectBe 30 - 50 ME/kr 2 paza B cytku wiu KOCK IX B
komuuectBe 50 - 80 ME/kr kaxnaesie 18 wacoB B Teuenue 3 - 5 gHedl 1o
MCUYE3HOBEHUSI CAMIITOMOB KPOBOTEUEHHSI.

[Tocne nukBUAanuu OCTpbIX siBIeHUN npoaoipkaoT BBeaeHue KOCK B pexume
BTOPUYHOUN MEIUITMHCKOM npodunakTuky Ha ocHoBe DKU.

Brenenue nogoOpannoit no pesynbratam ®KU no3et KOCK BeimonsstoT 1 - 3

pasa B HEACIIIO.

B ciydae BbIsSiBIICHUSI HHTUOUTOPOB B KoJmdecTBe >=(0,6 BE/MII BBIIOTHSAIOT IOBTOPHOE OTIpENeICHUE
TUTpa HHTHOUTOPOB Yepe3 1 Henento. [Ipu MOBTOPHOM BEISIBIICHH HHTHOUTOPOB JIOTIOJHUTEIHHO
npoBoasT @KU, HecooTBeTCTBUE MEKIY OXKUITAEMBIM U TIOJTYUYSHHBIM KOATYJISITHOHHBIM OTBETOM B
CBSI3U C TIOSIBJICHHEM MHTHOUTOPOB K BBoguMoMy KOCK sBiisieTcst MEIMITMHCKUM TTOKa3aHUEM JIJIS
npekparnieHus npoduinaktuaeckoro BBeaenus KOCK VIII (IX).

BropnuHas MeAUIIMHCKASA NPOPHIAKTHKA KPOBOTEYCHUI:

KpaTKOBPEMEHHAss BTOPUYHAs MEIUIMHCKas NPOPHUIAKTUKA - MEPUOIUYECKU
IIPOBOJMMOE JIEYEHUE TIPU HAIMYUH CJIETYIONIUX MEIULIIMHCKUX ITOKA3aHU:
IIOBTOPHOE, HE CBS3aHHOE C TPABMOW KPOBOTCYECHHME, WIH KPOBOM3IMSIHHUE B
CyCTaB, B MATKHE TKaHU (T€MaTOMBbI), HE3aBUCUMO OT JIOKanu3auui (4 - 8 Hesenb);
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mo0bIe XUPYPTUYECKHME BMENIATeNbCTBA (KpoMe opromeaudeckux) (4 - 12
HEJICJb);

COCTOSIHHE TIOCJIe DHAOMPOTE3UpOBaHMs cycTaBa (6 - 12 mecsies, Oonee - mpH
HaJMYUHA MEIUIIMHCKUX MMOKa3aHUHN TI0 PEIICHUI0 BpaueOHOT0 KOHCHIINYMA);
COCTOSIHUE TIOCIIE CHHOBHOpTE3a (M0 6 MecsIeB MO PEIICHHUI0 BpadyeOHOTO
KOHCUJINYMA);

POBEICHUE PeaOUIUTAIMOHHOTO JICUEHHUsI OMOPHO-BUraTEIbHOIO anmnapara (Ha
epuo MEAUITMHCKON peabuIuTaium);

JOJITOBpeMEHHas ([JIMTenbHas) BTOPUYHAs MEIULMHCKAas MNpoduiIakTUKa -
pEryJsipHOE JieueHue, Ha3Hayarolleecs: naMeHTaM crapuie 1 - 2 JeT KU3HU 1o
MEIUIIMHCKUM TOKA3aHUSIM:

nociie 0oJiee 4YeM JIByX BHYTPHUCYCTAaBHBIX KPOBOUBIIUSIHHUM;

nanueHTam crapiuie 18 net, nmoydaBmumM npoduIakTHIecKoe JedeHue 10 18 net
(Ha OCHOBAHMY MIEPEBOHOTO SITUKPHU3A) - TIO PEIICHUIO BPAa4eOHOTO KOHCHUITNYMA;

naueHTaM ¢ PEHUAMBHUPYIOIMIMMH,  CIOHTAHHBIMH  KPOBOTEUEHHUSIMHU,
HeA((HEKTUBHOCTHIO MPOBOAUMOIO JIEYEHHUS - 10 PEIIEHUI0 BpadyeOHOTo
KOHCUJINYMa;

no3upoBKa U pexxuM BBesienuss KOCK ajist qomaniHero ge4eHus onpeaensroTes Ha
ocuoBe OKU, wucxoas wu3 HEOOXOAMMOCTH TOJACPXKAHHUS OCTATOYHOM
koaryysiuoHHol aktTuBHOCTH AedunmtHoro @CK VIII (IX) B ma3me kpoBu He
<2,1% (0,021 ME/mn) nepen ouepeHbiM BBeieHreM. [lepe HayainoM BTOpUYHOM
MEIUIIMHCKON TMPOQUIAKTUKN OIICHUBAIOT CTENEHb TKECTU 3a00JIeBaHMUS,
CTENEHb TMOPAXKEHUS CYCTAaBOB (aMIUIUTyJa JBIKEHUW  crudaTesbHas,
pasrubarenbHasi, aTpodus MbIIII, PUKCUPOBaHHAS KOHTPAKTYPA), Ta00paTOpPHbIE
nokasareiu, QyHKIHOHAJIbHbIE METOIbI UCCIEAOBAHUIA:

oO1IMi aHAU3 KPOBHU;

OMOXMMHUYECKOE UCCIIeNOBaHNE KpOBH (BKIIIOYAsi OOMIMiI OENoK, TIIOKO3Y,
KpEaTHHUH, MOYEBUHY, OWIMPYOUH M ero (pakuuu, aJsaHUHAMHHOTpaHchepasy
(manee - AJIT), acnaparunamunoTtpandepasy (nanee - ACT);

OTIpe/IeNIEHUE MapKePOB MapeHTepaIbHBIX BUPYCHBIX renaTutoB B u C;
Koaryjorpamma (aKTHBHpPOBaHHOE 4aCTUYHOE (mapuuansbHOE)
TpoMOormnacTuHoBoe Bpemsa (mamee - AUYTB), nporpomOuHoBOE Bpewms,
MEXIyHapOIHOE HOpMain3oBaHHOe oTHomieHue, ¢pudpunoreH, ®CK VIII (IX),
uaruoutop k ®CK VIII (IX), D-numepsl, antutpomou I11);

oO1Iui aHAIU3 MOYH;

anekTpokapauorpamma (aanee - OKI);

PEHTI€HOJOTUYECKOE UCCIIEI0BAHNE CYCTAaBOB, B KOTOPHIX ObUIH KPOBOUBIUSHMUS;
WHAUBUIYAJIbHBIN pacyeT 103bl U KpaTHOCTH BBeAeHUss KOCK npousBoauTcs Ha
ocHoBanun ®KU. Pacuer nmpoduiakTuyeckoi 103kl OCYIIECTBISIOT C y4ETOM
dacosku JIC, okpyriisisi €e BeTUYMHY B CTOPOHY YBEITUUCHUS;

nanbHenmnid MOHUTOPUHT DKUY BEITONMHAIOT HAa IPOTSHKEHUU IEPBOTO TOJIA YEPE3

6 MecsIeB MPOPUITAKTUIECKOTO BBEACHHS, a B TTOCIICIYIOIIEM - Kaxable 12 mecAues B
AeHb o4yepeaHoro BeeAeHMA NPOPUNAKTUYECKOM A03bl.
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B HekoTopblx  ciy4asx  (OpH  TMOBBILIEHHOM  TpaBMaTHU3Me,
WHIMBUIYaIbHBIX OCOOCHHOCTSAX (PApMaKOKMHETHUKHU B OTCYTCTBUE MHTHOUTOpA
k FVIII) Bo3MoxHO mpuMeHeHHe 0ojiee BBICOKUX 703 (PaKTOPOB CBEPTHIBAHUS
kpoBu (B02BD no ATX knaccudukanun) aj1st npopuIakTHIECKOTO JICUSHHUS.

3) BuABI NPOPUIAKTHKHN WIH PeaduInuTaAlUN:

e MeauKo-reHeTHYECKOe KOHCYJIbTUPOBAHUE

e [IpodunakTrka reMapTpo30B U APYTHUX KPOBOTCUCHUI

e Xupypruueckas U U30TOIHAsI CHHOB3KTOMUS (MCCEUEHHE CUHOBUAIIbHOM
000JIOYKH CyCTaBOB)

e OpraHusanus paHHETO BBEJICHUS aHTUTEMOPUIMUECKUX [TpenapaToB Ha
I0MY

e B Haubosee TsKEbIX CilydasiX MOKa3aHO CUCTEMAaTHYECKOE
npo(dUIAKTUUECKOE BBEACHUE KOHIIEHTpaTa (DaKTOPOB CBEPThIBAHUS

e [lpu XupypruyeckoM BMEIIATEIbCTBE JKEJIATEIbHA KOHCYIbTALUs
remMaToJIoTa U BBEICHHE HEJOCTAIOUINX (DAKTOPOB CBEPTHIBAHUS KPOBH /10
pPa3BUTHS KPOBOTEUEHHUS.

e Qdusnorepanus

4) IlpuHUMNIBI TPOBeeHUs] 00EeCTBEHHBIX MPOPUIAKTHYECKUX
MEpPONPUATHH U HAUBUAYAJIHHON NPOPUIAKTUKH:

Bcem mnammentam ¢ Tsbkenodl GopMod reMopuiIMH W/MIKA C TSKENIbIM
KIMHAYECKUM  (EHOTUIIOM  3a00JIeBaHUS  PEKOMEHJIOBAHO  IPOBEICHUE
MEePBUYHON  TPOPUIAKTHKKA  C  IEJIbI0  NPEJAOTBPAIICHHUS  Pa3BUTHS
reMoQHINYECKO apTponaTud U MHBaIMAU3aluu nauueHtoB [4,11]. Vposens
ybeoumenvrnocmu pekomenoayuti C (ypogeHvb 0ocmogepHocmu 00KaA3amebCme —
4)

[TarmenTam ¢ 4aCTHIMU TOBTOPSIOMIUMHUCS KPOBOUBIIHMSIHUSIMH B CyCTaBbI
(0cOOEHHO  MalKMeHTaM, HMEIOIMM CYCTaBbI-MUIIEHH) PEKOMEHI0BaHO
POBEJICHUE BTOPUYHOM WM TpeTuuHo mnpodunaktuku [20,27]. Vposens
ybeoumenbHocmu pexomernoayuil B (yposenv 0ocmosepnocmu 00KkazameibCcmae —
2)

PexoMmenayemMbIM pexxuMoM MpodHIIakTUKu siBisierces [7,20,22,24,28-32]:
nanpesTaM ¢ ['A — wuHdy3us dakropa cBepThiBaHus kpoBu VIII**
(mna3matuueckoro ¢gakrtopa ceepThiBanusi kpoBu VIII) / mopokTokor ambda**,
cuMOKTOKOT anbda (Ppakrtop cBepthiBanus KpoBu VIII yenoBeueckuii
PEKOMOMHAHTHBIN)**, TypokTOoKOT anbda B 103e 25-40 ME/kr 1 pa3 B 2 nusa unu
3 pa3a B Henemto; nHG Y3 OKTOKora anbha** y nereit mnaame 6 jet B 1o3e 20-
50 ME/kr 3-4 pa3a B Henento, U1l mariueHToB 6 net u crapie 25-40 ME/xr 1 pa3
B 2 1Hs wiu 3 pasza B HeAeN0, MH(PY3Us JOHOKTOKOra anbda y neteit muaame 12
net B no3e 30-50 ME/kr 2-3 pa3a B Heeno, A nanueHToB 12 net u crapiie 20-
50 ME/kr 2-3 pa3a B Heaemto; uHdy3us admopokTokora anmbda** B moze 50
ME/kr ¢ 3-5 nHEBHBIM MHTEPBAJIOM, /1032 U KPATHOCTb BBEJCHUS MOXKET OBIThH
CKOPpPEKTHpOBaHA Ha OCHOBE OTBETA MaIlMeHTa B Auamnas3oHe ot 25 g0 65 ME/kr;
uH(]y3us pypruokTOKOra ajnbda maro y aetei miasme 12 et B no3e 55 ME/kr 2

59



pasa B Hezento, i nanueHToB 12 et u crapiie 40-50 ME/kr 2 pasa B Henento.
Yposenv ybeoumenvnocmu pexomenoayuu C (yposenvb 0ocmogepHOCMU
dokazamenbcme — )

[Tarmentam ¢ I'B — undy3us paxropa cBeproiBanus kpoBu [X** B noze 25-
40 ME/xr 1 pa3 B 3 nust win 2 pasa B HeAeno; nH(Py3us HoHakor anbda** 40-50
ME/kr 1 pa3 B 3-4 nus (HoHakor anbda i aereid 10 6 ner — 2 uHpy3uHn B
Henento, 33-87 ME/kr [32]), undy3us anOyTpeneHoHakor ainbda B g03¢ 35-50
ME/kr omuH pa3 B Henemw. Yposeuwv ybedumenvrocmu pexkomenoayuti C
(yposenv 0ocmogepHocmu dokazamenbcms — )

3.1. Memoowt u npoyedypvt npopuiakmuxu:

Ilpoghunaxmuueckana mepanusa ne ycmpaunsaem yiice pazeusuieecs
noepesicoenue cycmaed, Ho yMeHvuiaem Yacmonty Kpo8omeueHull u MOdcem
3amMeO0Iums nPOZpeccuposanue apmponamuu U Yayyuiums Kauecmeo HcusHu.
1) Llenbto sieueHus B «IPOPUIAKTHIECKOM PEKUME» SBIISIETCS MOIICPKAHIE
ypoBHs dakropa VIII m IX B mmasme Oonee 2%, yMEHbIIEHHWE YacCTOTHI
KPOBOTEUYCHHI ¥ KPOBOWBJIMSIHHUM, TMPEJOTBPAIICHWE WM YMCHBIICHHE
MPOrpecCUpOBaAHUSA

apTporaTui, yJydlleHHe KadecTBa >XKuU3HH [2]. Vposenmv ybeoumenvnocmu
pexomendayuii B (yposenv docmoseprocmu dokazamenbcme — 2)

2) IlepBuuyHasi NPoPUIAKTHKA — PETYJSIPHO TMPOJAOJDKAIONIEECs JICUECHHUE
NpUMEHSIETCSL Y JieTe ¢ Tspkenod (gopmoit remodunuu A u B. OntumanbHoe
BO3pacT MalMeHTa I Hayaida npoduiakTuueckoro seudeHus 1-2 ropa: 1o
NPOSBJICHUS] KIIMHUYECKUX CUMIITOMOB 3a00seBaHus (MepBUYHas MPopuiIaKkTUKa,
JETEPMUHUPOBAHHASI BO3PACTOM) WJIM HE3aBUCMMO OT BO3pacta y OOJIbHBIX,
UMEIOIIUX He Oojiee YeM OJHO CYCTaBHOE KpOBOTEYEHHE (TIepBUYHAS
npoduiakTKa, JAETEPMHUHUPOBAHHAsI TMEpPBbIM KpoBoTedeHHeM). IlepBuunas
npoduIakTUKa Ha3HA4yaeTcs Ha CPOK HE MeHee 6 MeC. ¢ BO3MOXKHOCTBIO
MOCTEAYIOIIEN MPOJIOHTAllUU 0€3 OTPaHUYEHUM.

3) CKpPHHHUHT - Tak xak 3a0oneBaHue SIBISETCS TE€HETUYECKU
JIETEPMUHUPOBAHHBIM, TO KOCBEHHO, MPOPUIAKTUIECKUM MEPOIIPUATHEM MOKHO
CUUTATh OCBEIOMJICHHOCTH MAallMEHTa O BO3MOXXHOM Pa3BUTHUU 3a00JEBaHUS Yy
Hero win ero motoMctBa. C 3TOM IeNbl0 peam3yeTcsi COOTBETCTBYIOIIAS
JIMArHOCTUKA.

[IpenaTanbHasi OUAarHOCTHKa OOBIYHO TMpEAJIaraeTcsi TOr/a, KOrja B cliydae
uAeHTUUKAIMKY Tulofa ¢ remoduiuen, OyneT paccMaTpUBAThCS MPEPbIBAHUE
o6epemenHoctu. OHAKO, €€ MOTYT IPOBOJIUTH U JUIsl TOTO, YTOOBI IOMOYb CEMbE
NOJTOTOBUTHCS U CIUIAHUPOBATh pojibl. [Ipu pomax mioga ¢ remoduineit ayyrie
nu3zberath poaopaspemiaronieit oneparuu. [20]

[Ton mmoga MOXHO ONPENEIUTb, HCHONB3YS JUArHOCTUKY METOJIOM
nonumepasHoit nenHot peakiuu (I1LP), xapaktepHoil mns xpomocoMbl Y Ha
miasMe / ChIBOPOTKE KPOBH Matepu mocie 7-9 Heneiab OEpeMEHHOCTH WU
yJIBTPa3ByKOBOE HCCieI0BaHue, HauuHas ¢ 11 Hegenu 6epeMeHHOCTH.

Ananmu3 nipo6 xopuoHmdeckux BOpcHHOK (CVS) mmm Oworicus sBiseTcs
OCHOBHBIM METOJIOM MPEHATATLHON IMATHOCTUKH, U JYUIIIe BCErO €ro MPOBOJINUTH
Mexay 9 u 14 nenemsimu 6epemennoctu. buorncus, npoBogumas B 0osee paHHue
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CPOKH, TIOBBIIIAET PHUCK OCJIOXHEHWH, BKJIIOYas HEHOPMAJIbHOE pPa3BUTHE
KOHEUHOCTEeH mioaa. (Yposenv dokazamenvcmea A)

4) BTopuYHas NPOPUIAKTHKA - PETYJIIPHOE MTPOI0JDKAIOIICECS JICUCHUE,
Ha3HayaeMoe OOJBHBIM B BO3pacTe Mocie 2X JIeT WM mocie 2X u Ooiee
KPOBOM3IUSHUNA B CYCTaB, 1O Hadaja 3aJ0KyMEHTHPOBAHHOTO TMOPAKECHUS
CycTaBoB. BTopuunyio mpodHIaKTHKy MPOBOIAT B aMOYJIaTOPHBIX YCIOBHSX
MHOTONIPOWIBHON  KIMHWKH, WIA B TOJUKIMHUYECKHX  yCIIOBHUSX
reMaToJI0TUYECKOTO IIeHTpa (Vposensv doxazamenvcmea A)

5) Tpernunass mnpoduIaKTHKA PETryJIpHOE MPOJOJDKAIOIICECS JICUCHUE,
Ha3HA4aeMoe 1ocJe JIOKYMEHTUPOBAHHOTO (puznueckwmit OCMOTp,
peHTreHorpagus CycTaBoB) MOPaKEHUs CyCTaBOB.

JletssM Muajiiero BoO3pacTa HMHULIMALMS MNPO(UIAKTHYECKOTO peKuMa
JedeHus npoBoautcs gakrtopamu ceepThiBanus kpoBu VIII wmm IX B moze/xr 50
ME 1 pa3 B Hememo. B nmanmbHenmeMm, B Ciaydae OTCYTCTBUS KOHTPOJIS Hal
KPOBOTEUYEHHSIMH, (POPMUPOBAHUSI XOPOIIEr0 COCYIUCTOrO JOCTyIa MEPexo] Ha
BBenieHue npenaparoB 1o 30 ME/kr 2 pa3a B Heaemnto. C nociaeayonuM pexxuMomM
BBeJICHM, TIpU HeoOxoaumocTH, o 25 ME/kr 3 pasza B menento [10] (yposenw
odokazamenvHocmu D).

[IpoBeaenne  MpopuUIAKTUYECKOTO  pEeXKUMa  Tepanmuu  Tpedyer
7a00paTOPHOTO KOHTPOJISL HA MpeIMeT MHrHOuTopa K (pakropam CBEPTHIBAHMSL:
nepseie 20 BBeneHMI MpenapaTa- Ja0OpPaTOPHBIM KOHTPOJIb MOCHE KAXKIBIX S5
BBeJIeHU, ocneaytomue 21-50 BBe1eHuii- KOHTPOIb MHTUOMTOPA MOCTIE KaXKIbIX
10 BBenenwmii, nanee- oauH pa3 B 6 mecsaueB A0 150 BBeaeHuUid mpenapaTtoB
daxTopos cBepThiBanus VII/IX(yposens doxazamenvnocmu D).

@daxropsl cBepTbiBaHus KpoBy VIII mim [X B3poCabM manueHTam BBOAATCS
B no3e 15-40 ME/kr maccel Tema, nisi MOAACp)KaHUS YPOBHS JCPHUITUTHOTO
dakropa He menee 2 %. KpatHocTh BBeieHUs -2- 3 pa3a B HEIEIO0 PU TeMOUITHH
A u 2 paza B Hegemo npu reModpunuu B. Tlogbop no3we1 npemapatoB (HakTopoB
CBEPTHIBAHUS 3aBUCUT OT BO3pacTa MAIMEHTa, BEHO3HOrO JOCTyMa, (eHoTumna
KPOBOTEUYEHH, aKTUBHOCTH, UHIUBUAYaJIbHOU (hapMaKOKUHETHKHU.

[Tpu ocy1iecTBIEHUN CAMOCTOSTEILHOTO BBEICHNUS (PaKTOPOB CBEPTHIBAHMUS
KpPOBH MAallMEHTaMH B aMOyJIaTOPHOM KapTe AENar0TCsl COOTBETCTBYIOIIUE 3aMUCH
U OTMETKM W MpukKperusiercs JucT «lIpoTokosia BHYTPUBEHHOIO BBEICHUS
(aKTOpPOB CBEPTHIBAHUS KPOBUY.

[IpodunakTuyeckoe JedyeHHEe y TMAIMEHTOB C HHTUOUTOPHOM (QopMoit
reMo(puINK, BBICOKOPEArupyIOIIUX, KOTOPbIM HEBO3MOXHO  IPOBEACHHE
UHAYKIMM HMMYHHOM TOJIGPAaHTHOCTH, HUMEIOIIUM Oojee 4X CHOHTAaHHBIX
reMapTpo30B B TOJ WIM JPYIMX CHOHTAaHHBIX KPOBOW3IUSAHUM, JOJKHO
OCYLIECTBIATHCSA OJHUM M3 CIEAYIOIIMX NPENapaToB IUIYHTUPYIOIIETO AEUCTBUS:
-3nTakor anbga B g03e 90-120 MKI/KT Beca KaXKIblii JeHb TU00 Yepes3 ACHb;
-aHTUMHTUOUTOPHBIN KOAryJISHTHBIN KOMIUIEKC (aKTUBUPOBaHHBIN KomIuiekc 11,
VII, IX, X) 50-85 ME/xr Beca 3 pasa B Henernto. [3-5]

Bo3moxHO mpoBeieHre KpaTKOCPOUHOM MPO(YUIAKTUKY JUISI IPEPhIBAHUS
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reMOpparuuecKux peruanBoB. [MUTeTbHOCTh JaHHOW Tepanuu cocTaBiseT 4 — 8
HEJIEeTb (YposeHb dokazamenvHocmu D).

[TpuunHamu HEJOCTAaTOYHO 3¢ deKTUBHOIM 3aMECTUTENIbHOU
npoHIIaKTUUECKOM Tepanmuu MOTYT OBbITh: pa3BUTHE HMHTHOUTOpa K (pakTopy
CBEpTHIBaHHUS KPOBH, Ha3HAYEHUE HEAOCTATOYHOW J03bl W/ WU KPATHOCTH
BBEJICHMSI, HECOONIOACHHE peXMMa BBEACHHS M JO3HPOBOK MAIMEHTOM U
pONUTENSIMH, WHIWBHIyaldbHbIE OCOOCHHOCTM  TaIlMeHTa, TpeOyromme
npuMeHEeHHS 00Jiee BRICOKHMX 103 WK 00Jiee YaCTOTO BBECHUS Mpernapara.

Pemenue o MOBBIIEHUH 036l WJIM KPATHOCTH BBEJEHUS Ipemnapara mnpu
NpoQUIAKTHUECKOW TEepamuu JOJDKHO OBITh TMPUHATO, €CIA  HUMEITCS
00bEKTUBHBIC KIMHUYECKHUE WU JIAOOpaTOpHBIE JaHHbBIE O €€ Hed(P(HEKTUBHOCTH.

Tabauua 1.
Buabl npopuiIakTUKY NPHU reMoQpuInm
Bun Onucanue
IepBuyHast PeryinsipHoe npoBeneHre 3aMeCTUTEIIBHON TEPAInH.

Hauunaercs IIpH OTCYTCTBHUH IIPU3HAKOB ITOBPCKACHUA

CyCTaBOB, JI0 TPEXJIETHETO
BO3pAcTa M XOTs OBl JIO BTOPOT'O AIIM30/1a TeMapTpo3a

Bropuunas PerynsapHoe npoBeaeHre 3aMECTUTENIBHON TEPAIUH.
Hauwnnaercs mocne aByx uiau 6osee reMapTpo30B 110

IMMOABJICHUA IIPU3HAKOB ITOBPCIKACHUA
CyCTaBOB

Tpetnunas PerynsipHoe npoBeeHne 3aMECTUTEBHON TEPATUH.
Hauunaercs npu

MOJITBEPKICHUH ITOBPEIKICHUS CYyCTaBOB. MOXKET OBITH
HA4yaTo B JJIOOOM BO3pacCTe

KpOBOTEUEHHU He Ooiee 45 Heeb B Toj

[lepuonuyeckast | BBenenne KOHIIEHTPATOB (haKTOPOB C LIENBIO MPEIOTBPALLICHHS

3.2. Memoowt u npouedyput peadurumanuu:

[TanenTam ¢ remModuiineil ¢ MOPa)KEHUEM DJIEMEHTOB OMOPHO-JIBUTATEIHHOTO
amnmnapara peKOMEHJOBAaHO JOJTOCPOYHOE J€UEHUE MOBPEXKICHUN CyCTaBOB U
MBI, ¥ (YHKIMOHANIbHAS peaOuiuTalus, a TaKKe CaHATOPHO-KYpOPTHOE
JI€YEHUE C LEIbI0 MPEJOTBPAIleHUsI MPOrpPEeCCUPOBaHUs HAPYIIEHU OMOPHO-
JBUTaTEJIbHOIO amnmnapara U YJIy4YlIeHHs WX OPTONEIHYECKOro craryca [24].
Yposenv ybeoumenvnocmu pexomenoayuu C (yposenvb 0ocmosepHOCMU
dokazamenbcme — )

Heab peadbuanranuu:

- MOJTHOE WJIM YaCTHYHOE BOCCTAHOBJICHHE HAPYIICHHBIX W (WJIM) KOMIICHCAIUS
yTpaueHHBIX (PYHKIIUN MOPAKEHHOTO OpPTaHa WJIH CUCTEMBI;
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- mojAepkanue GyHKIUNA OpraHn3Ma B IpoLEecce 3aBEPILIEHUs OCTPO
Pa3BUBILErOCs MaTOJIOTUYECKOT0 MPOLIECCa;

- IPEAYNPEXKICHNE, PAHHSAS AMATHOCTUKA U KOPPEKLIMA BO3MOXKHBIX HApyLIEHUU
GbyHKUIMN TOBPEXKICHHBIX OPTAHOB UM CUCTEM OpPraHU3Ma;

- IPEAYNPEXKICHUE U CHUKEHUE CTENIEHN BO3MOKHOW MHBAIIMIHOCTH;

- YJIy4lIEHHE Ka4eCTBA KU3HU;

- COXpaHEeHHE pabOTOCIIOCOOHOCTH MALMEHTA;

- coOLMaJbHasl MHTErpalys MalueHTa B O0IIECTBO.

4. Ilokazanusa Kk nposedenuro 3-x 6u006 nPoPuiaKkmuku u K peadouiumayuu
(KonKpemu3upyrwmcsa coomeemcmeeHno npoghuio).

[TpodunakTuueckass Tepamusi HE yCTPaHAET YyXe€  pa3BUBILIEECS
MOBPEXJEHUE CYCTaBa, HO YMEHBIIAET YacTOTYy KpPOBOTEUEHHH H MOXKET
3aMEUINTh MPOrPECCUPOBAHUE APTPONATHM W YJIYYIIUTh KA4ye€CTBO IKU3HHU.
ITokazanusamu 1A IIPOBEACHUSA IIOCTOSTHHOM npodurakTHIecKOn
3aMeCTHTENIbHON Tepanuu (aktopamu cBepTbiBanus kpoBu (BO2BD mo ATX
KiIaccuukanuu) SBISIOTCA: Tsbkenas ¢opma TeMOPWINM, CpeIHeTsKemas
dbopma remMopuINHM MPU Pa3BUTUU XOTH Obl OJHOTO 3MHU30/1a TeMapTpo3a WM
BBIP@)KEHHBIX F€eMOpparuuecKux MposiBiIeHUH 1pyroil sokanu3anuu. [lanuenram
C AaKTUBHOCTBIO  (akTtopa >= 5% MOCTOSSHHOE WM  JJIUTEIBHOE
Npo(UIAKTHUECKOE JIEYEHUE HEOOXOAMMO MPU MOBTOPHBIX KPOBOUBIUSHUSX B
CyCTaBbl, IOSIBJIEHUU INPU3HAKOB CUHOBUMTA WJIH apTPOIATUH, BBIPAKEHHBIX
reMOpparuyeckux IpOsIBICHUIX, TPEOYIOIIMX YAacThIX BBEJEHUN (HaKTOPOB
CBEPThIBaHUS KPOBHU.

Jlnst onieHKH 3 (HEKTUBHOCTH U PELICHUS] O HEOOXOAUMMOCTH KOPPEKLUU
pexkuMa TPOPHIAKTUKA PEKOMEHIOBAHO KOHTPOJIMPOBATh KIMHUYECKH U
71a60paTOPHO MPOBOAUMYIO MPOPUIAKTHUECKYIO Tepanuio. [Ipu kKmuHUYecKkoM
KOHTPOJIE, pPEIIeHHe O HEJOCTaTOYHOW 3(PPEeKTUBHOCTH NPOPUIAKTUUECKON
3aMECTHTEJIbHOM Tepanuu NpUHUMAaeTcsl B ciydasx: Ooyiee 2-X 3IMU300B
CIIOHTAaHHBIX T[E€MAapTPO30B B TOJ, MOABJIEHUS MPU3HAKOB XPOHUYECKOIO
CMHOBHHMTAa  WJIM  NPOTPECCUPOBAHMM  apTPONATHUH,  BO3HUKHOBEHHUS
KU3ZHEYTPOXKAIOIINX KPOBOTCUEHHH.

5.1. Kpumepuu o0Onsa onpeoeieHus npoeedeHus 6u008 npoPuIaKmuKu
(cocnacno  mexucOynHapoOHvlm  cmanoapmam,  OAHHBIM  OCHOBAHHBIX
00Ka3ameibHOU MEeOUUUHDbL);

- Bcem mnamumentam ¢ Tspkenod ¢Gopmoil reMOGUIUU W/WIM € TSXKEIbIM
KJIMHAYECKUM  (PEHOTUIIOM  3a00JieBaHUS  PEKOMEHJOBAHO  MPOBEJICHUE
MEePBUYHONM  TPOPUIAKTHKKA  C  IEJIbI0  NPEJAOTBPAIICHHUS  Pa3BUTHS
reMopHINYeCKO apTPONaTUd UM WHBAIMAU3ALMK nanueHToB [4, 11]. Vposens
yoedumenvrnocmu pekomenoayuti C (ypogeHvb 0ocmogepHocmu 00KaA3ameibCme —
4)

- TlarmeHTamM C YacTBIMH TOBTOPSIONIUMUCS KPOBOUBIUSHUSMH B CYCTaBBI
(0ocOOEHHO MamWeHTaM, WMEIONMM  CYCTaBbI-MUIIIEHU) PEKOMEHIOBAHO
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NPOBEICHHE BTOPUYHOM WKW TpeTuuHoil mnpodwunaktuku [20, 27]. Vposens
ybedumenvHocmu pekomenoayuti B (yposenv docmoseprocmu 0oxazamenbcme —

2)

5.2. Kpumepuu ona onpedenenus mana u o0vema peaduIUmMauuOHHbHIX
npoueoyp (MexTyHaApOIHBIE HIKAJIbI COIJIaCHO MexayHapoIHOU
kiaccupukanuu  GyHKIMOHUPOBAHUS, OTPAaHUYEHUU KU3HENESITEIBHOCTH H
3I0POBB).

Kaxnpie 6-12 mecs1eB y NaliueHTOB CJIEAYET OLICHUBATD:

* CocTosiHHE KOCTHO-MBIIIEYHON CUCTEMBI: KIMHUYECKUE MMOKA3aTeIH U3MEPATh
€XKEroJIHO, a PaJAMOJIOTHYECKUE MT0Ka3aTeln, KaK YKa3aHo;

* lcnonb3oBaHne KOHIEHTPATOB (PAKTOPOB CBEPTHIBAEMOCTH KPOBHU;

* Pa3BuTtrie MHrHMOUTOPOB: BBHIMOJHITH CKPUHUHT-TECTHl HA MHTHOUTOPHI, Kak
YKa3aHO BBIIIE;

* Undexnuu, cBs3aHHBIE C TEpPEIUBAHHEM KpPOBH (€CIM OTO MPUMEHHMO):
ouenuBaTh Hannure BUY, BupycoB renatuta C u B, u npyrux undexnuii, eciu
OHH OOHApPYKEHHBI,

» KauecTBO *KH3HMU.

ITAIIBI H OB bEMBbI PEABU/TUTALIUH

[TanmeHTsl ¢ reModuInen T0MKHBI HAOMIOAAThCS TPYIION CHEIMaIUCTOB
paziuuHoro mnpoduiis, BKIIOYAIOUIEH Bpada-reMarosiora, Bpaya-leauarpa,
Bpaya-TpaBMaTojora-opTonena, Bpada CTOMATOJIOra, Bpauda-(hu3noTeparneBTa,
Bpaya JIOK, MeIUIIMHCKOrO MCUXO0JIOra, UMEIOIIHUX OMBIT paboThl ¢ OOJIbLHBIMU
reMounuerr [1,24]. OcmoTp NalNKMEHTOB BpPauyOM-IeMaToJIOTOM, BpadoOM-
TPaBMOTOJIOTOM-OPTOIEIOM U BPayoOM CTOMATOJIOIOM JIOJDKEH MPOBOJUTHCS HE
MEHee 2-X pa3 B TOJ; OCTaJbHBIMU CIENUAINCTAMHU - IO HEOOXOJIMMOCTH.
[{emecoobpa3Ho TpoOBEeACHUE MUCIAHCEPHU3alMM TAIMEeHTOB | pa3 B TOO B
CIEIMATM3UPOBAHHOM LIEHTPE HApYIIEHUH Te€MOCTa3a, €CJIM LIEHTP pacloJiaraet
JOCTAaTOYHOW KIIMHUKO-1abopaTopHOii 6a3oii [1,6].

JucnancepHoe HaOJIOJEHUE 3a MAMEHTAMU C reMO(UIIUEH BKIIOYAeT:
JInHAMUYECKUd MOHUTOPHUHI COCTOSIHHASI TAlUEHTA C OLEHKOW Halln4us
HEXeJaTeAbHbIX SIBJICHUWA TMpPU MPOBEICHUH 3aMECTUTEIbHON Teparuu:
NOSIBJICHHUE HWHTUOUTOpa K (DaKTOpy CBEPTHIBAHUS KPOBM, WHIAUMBHyaJbHas
HEMEePEHOCUMOCTh  NpernapaTra, BHpPYCHas  KOHTAMUHALUS, W3MEHEHUS
MICUXOJIOTUYECKOTO0 WJIM COLIMAIIBHOTO CTaTyca MalMeHTa, OLIEHKAa COCTOSHUS
neprudepudeckoil BEHO3HOU CUCTEMBI.

JleyeHue OCHOXHEHUH TeMOpUIUU: KOppeKius neduimra xemesa,
UHTUOUTOPOB.  BhIsABIEHHWE  COMYTCTBYIOIIMX  3a0o0JieBaHUM, OCOOEHHO
3aboneBanuit 3yooB, monoctu pra, KKT, JIOP-opranos, marojgoruu cepiedHo-
COCYIMCTOM CUCTEMBI  JIp. U HAIlpaBJIeHHEe K MPOoGUIBLHBIM crieruanucTam. Beex
MalUeHTOB C TeMOpWINEH PEKOMEHJIOBAHO PETUCTPUPOBAThH W HAOIIOJATh B
CIEUAIM3UPOBAHHOM IIEHTPE JMOO B TeMaTOJIOTHYECKOM CTaIlMOHAPE TpH
MHOronpodmmibeoir  kauHuUKe (o Bo3moxkHoct) [1,3].  Vposews
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ybeoumenvrnocmu pekomenoayuti C (ypogeHvb 0ocmogepHocmu 00KaA3ameibCme —

KoMMeHTapuu: y mDanuMeHTOB WM Bpadel, K KOTOPHIM OHH oOpamarTcs,
KpPYTJIOCYTOYHO JOJDKHA OBITh BO3MOYKHOCTH KOHTaKTa C BPayOM-I€MAaTOJIOrOM, MMEHOILUM
OTIBIT JICYCHUSI OOJBHBIX C HAPYLICHUSIMH IeMOCTa3a.

JAUATHOCTHYECKHE MEPOIIPUATHA C YKA3BAHHEM YPOBHA
MEJTHIIMHCKOH ITPO®HIIAKTUKH HIIH PEABUJTHTAIIUH:

[TammenTaM ¢ MOMO3peHWEM Ha TeMOPUINIO, a TakKXKe MaIlUeHTaM C
BepuuIMpoBaHHONW reMo(PrIMel Mpu KaXJO0M BH3UTE K Bpady-TreMaToJIoTy
PEKOMEH]I0BaHO BBITIOJIHEHUE KOaryJorpamMMbl (OpUEHTUPOBOYHOTO
UCCIIEOBAHUS CUCTEMBI T€MOCTAa3a), ¢ 00s13aTeIbHBIM BKIIOUEHUEM CIIEIYOITUX
napaMeTpoB: aKTUBUPOBAHHOE YacTUYHOE TpoMOoruiactTuHoBoe Bpems (AUTB),
ornpeiesieHne TPOTPOMOMHOBOIO (TPOMOOIIIIACTUHOBOI0) BPEMEHU B KPOBU HIIU
B IJIa3Me, ONpeiesieHne TPOMOMHOBOTO BPEMEHHU B KPOBHU, UCCIIEAOBAHUE YPOBHS
(¢budpuHOreHa B KpOBHU JJIsl KOHTPOJISI COCTOSIHUSI CBEPTHIBAIOIIEH CUCTEMBI KPOBH
[1,3,6]. ¥posenv yoeoumenvnocmu pexomenoayuu C (yposernvb docmosepnocmu
dokazamenbcme — 35 ) KommenTtapun: ans reMoQuiing XapakTepHO H30JIUPOBAaHHOE yBEJIUYCHUE

AUTB, npu COXpaHEHHH APYrHX IOKa3aTeleil B IpeienaXx HOpMalbHbIX 3HaueHuid. HeoOxommmo
MMETh B BUJY, YTO MPU MPOBEICHUH CKPUHUHTA Y MAIIMEHTOB C JIETKOH (opMoii reModuiiuu
BO3MOKHBI HOpMasbHbie 3HaUeHuss AUTB.

Jlist  3KCTPEHHOTo KOHTPOJIA S(PPEKTUBHOCTU TEpanuu HEOOXOIUMO
ucrnonb3oBanue Ttecta AUTB (He00X0auMO MOMYYUTh HOPMAaJIbHBIE WIIU
cyOHOpMaJIbHbIE  3HAYEHHs), OJHAKO JTH  JaHHblE HE  IO3BOJIAIOT
mnddepennupoBath 3HaueHUs akTuBHOCTH Bbime 30-50% u HE OTpaxkaroT
IpSIMOM KOppesIuK ¢ akTUBHOCTHIO (pakTopoB VIII u [X.

[TanimenTam ¢ Mogo3peHueM Ha TeMOPUIINIO, PEKOMEHI0BAHO BHITTOJIHEHUE
oO1iero (KJIMHUYECKOTO) aHAIM3a KPOBU U UCCIEAOBAaHUE YPOBHS TPOMOOILIUTOB
B KPOBHU JIJISI KOHTPOJIs Mokaszareneit kposu [1,3,6]. Vposensv yoeoumenvnocmu
pexomendayuii C (yposeHb 0ocmosepHocmu 00Ka3amenibcmes — 5)

1) OCHOBHBIE TUATHOCTUYECKUE MEPOTIPUSITHSL:
camkenne aktuBHOoCcTH FVIII/FIX mmke 50%:;
HaJIMIue MHTUOUTOpa

Yposenv ybeoumenvnocmu pexomenoayuii B (yposenv oocmoseprocmu

odokazamenbcme — 2)

2) NOTIOTHUTEIBHBIE TUATHOCTUYECKUE MEPOTIPUSITHUS
OTCYTCTBHUE NMTPUOOPETCHHBIX KOATYJIOMATHIA;
Hanmuue myTtanui renoB FVIII wim FIX.
Yposenv ybeoumenvnocmu pexomenoayuii B (ypoeenv oocmoseprnocmu
odoxazamenbcme — 2)

TAKTHKA MEJHIIHHCKOH ITPO®HTIAKTHKH HITH
PEABU/TUTAIIHH C YKA3AHHUEM YPOBHA:
1) ocHOBHbIE MPOPUIAKTUYECKUE WM PEAOMIUTAMOHHBIE MEPONPUSITHUS C
yKa3aHUEeM YPOBHS JOKA3aTeIbHOCTH;
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Jlis manmeHToB € TskKenod Qopmoil remoduiuu A peKOMEHIOBAaHO
MpoBeeHNE MTPODUIAKTHIECKOTO JISYSHHSI IMUIIM3yMa0oM™**: Harpy3ouHas 103a
3 Mr/kr maccel Tena - 4 BBEIEHHUS C MHTEPBAJIOM B 7 AHEH, ¢ MOCIEAYIOLIUM
pETyJISIpHBIM BBEACHUEM IpenapaTa B 103e 1,5 mr/kr 1 pa3 B Henemto unu 3 mMr/kr
Maccel Tena 1 pa3 B 2 venenu [34]. Vpogenwv yoeoumenonocmu pexomenoayuii B

(Yyposenb 0ocmosepnocmu 00Ka3amenbcms — 2)

KoMMmenTapuu: smunuzymad** mpencrtaBiser coOoi OucrnenupuyHoe T'yMaHU3HPOBAHHOE
MOHOKJIOHAJIbHOGE aHTHTENO, CBs3bIBatomiee akrupupoBanHbii FIX ¢ FX u Bocnomustoniee GpyHKInn
aktusupoBanHoro FVIII. Ha pgeiictBue smummsymaba** ne Bmmser konmentparus FVII u manmuane
WHTHOWTOpPA K HeMy. Pemmenue Borpoca 0 MpuMEeHEHUH dYMUITH3yMada™** mpruHUMAaeTCs JISUaIliM BpadoM
C YYETOM JIOTIOJHHUTEIBHBIX (DAKTOPOB (BEHO3HOTO JIOCTyNa, KIMHUYECKOTO TEUeHUs 3a0o0JieBaHUs,
HAJIMYUsl apTPOIATHH, KOMIUIACHTHOCTH M KOMOPOHMIHOCTH mManueHTa). BO3MOXXHO TpUMEHEHHE Y
MAlACHTOB JIIO00T0 BoO3pacTa. DMHIM3YMa0** BBOAMTCS TOIKOXXHO, BRIOOp MecTa Il WHBEKIIHH
CJIEyeT OrPaHUYHUTh PEKOMCHIOBAHHBIMU YYaCTKaMHU: OOJIACTh JKMBOTA, BEPXHSS 4YacCTh HAPYKHOH
MOBEPXHOCTH Tieua U Oeapo. [Ipy BOSHUKHOBEHUM KPOBOTCUEHUS IMPHU MPOBEICHUM MPO(HIAKTUKU
SMUNIM3YMa0OM** HEe0OXOAMMO TOTIOJHUTEIBHOE BBeACHHE (akTopa CBEpThIBaHUS KpoBH VIII**
(IpeAnOYTUTENBHO )/OKTOKOT ajib(ha**/MOPOKTOKOTr abha**/CUMOKTOKOT aibba ((pakTop CBEPTHIBAHUS
kpoBu VIII uenoBedeckuii pekOMOMHAHTHBIN)**/TypOKTOKOT anb(a B CTAHAAPTHBIX 103MPOBKAX.

2)  [ONMOJHUTEJbHbIE NPOPUIAKTHUUECKHE U  peaOUIIMTallMOHHbIE
MEpPOTIPUATHUS C yKa3aHUEM YPOBHS JOKa3aT€IbHOCTH.

Peabuwmuranmonnsie Mepompusitus u JIOK memecoobpazHo HaymHATH
nocJie mpeKpamieHus: 00J1eBOro CHHAPOMA, YIUTHIBAs JIOKAJIBHBIM CTaTyC MecTa
NOBpeXJeHusA. Ecnu manumeHT He MoJydyaeT MOCTOSIHHOE MpOQUIaKTUYECKOe
JeYeHHe, IMOCJIe KYMHUPOBAaHUS KPOBOTEUEHHUS I[OKa3aHa KpaTKOBpEeMEHHas
npoduiakTuka, oco0eHHO Ha Bpems peaOunurtanuu. [lyHkimum cycraBa c
acmupalmeil coepKUMOro MoKa3aHbl MPU: TeMapTPO3€ C OOJIEBBIM CUHIPOMOM,
Opu HaJWyuu OONBIIOTO O00BbEMa KPOBU B MOJIOCTH CyCTaBa, NMpU MpU3HAKAX
Pa3BUTHSI THOMHOTO apTpUTa, pa3BUTUHU Ha (hOHE TeMapTPO3a HEPBHO-MBIIICUHBIX
HAPYIICHUH.

Yposenv yoeoumenvnocmu pexomenoayuti C (yposenv 0ocmosepHocmu
ooxazamenbcmes — J)

[Tanmentam ¢ remoduive ¢ MOpPaKEHUEM OBJIEMEHTOB OMOPHO-
JBUTATEJILHOTO annapara peKOMEHI0BaHO JOJTOCPOYHOE JICUCHHE TOBPEKICHUIN
CyCTaBOB W MBIIII, U (PyHKIIMOHAJIbHAS peaOuiuTanus, a TaKKe CaHaTOPHO-
KYpPOPTHOE JICUEHHE C LEbI0 MPEeIOTBPAIlCHHs TPOTPECCUPOBAHUS HAPYILICHUI
OTOPHO-JBUTATEIBHOTO ammapaTa ¥ yIy4lIeHHs WX OPTONEAHYECKOro cTaTyca
[24]. Vposenv ybeoumenvnocmu pexomenoayuti C (yposenb 0ocmosepHOCmu

dokazamenbcme — )

KOMMCHTapI/II/I: OCHOBHBIM KJIMHHYCCKHM IIPOSABIICHUCM FeMO(l)I/IJ'H/II/I SIBJIIAIOTCS
PEeUMINBUPYIONINE KPOBOWBJIHMSHUS B CYCTaBbl, YTO HEOOPATHMO TMPUBOJHUT K PA3BUTHIO
nedopMUpYIONIEH apTPONaTHU U XPOHUYECKOTO CHHOBHUTA Y ATUX MAIEHTOB.

ITopakeHue ONOPHO-ABUIaTEIBLHOIO allapaTa CyLEeCTBEHHO JUMUTUPYET
COLMAJIBHYIO0 aJallTUPOBAHHOCTh NMAlMEHTOB, YXYAIIAET UX KayeCTBO >KU3HH.
JleyeHne MOKHO TIPOBOJWTH B CAHATOPHO-KYPOPTHBIX OpraHU3alUsIX B
KJIMMaTUYECKON 30HE MPOKUBAHUS MAI[MEHTA, a TaKKe Ha OaJIbHEOJOTUYECKUX
KypopTax. PazpaboTka peabuIUTalluOHHBIX MEPOTIPUATUN JOJIKHA MPOBOIUTHCS
COBMECTHO CIELHUAJUCTaMH MO0 peadWIuTalMK, KypOpPTOJOTMH U BpayaMu-
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reMaToJOraMy, HWMEIIIMMHU OIBIT JICUEHUS NAIlUMEeHTOB C HapyLICHUAMU
CBEPTHIBAHUS KPOBHU.

Bo03MOXHBI Takue BUIBI TEPANIUN KAK:

- IKOJAa TICUXOJIOTMYECKOW MpOMUIAKTUKH ISl  TAIUCHTOB U
POJICTBEHHUKOB;

- BO3JICIICTBUE yJIBTPA3BYKOM MpPU 3a00JI€BaHUSIX CYyCTABOB;

- JIEKapCTBEHHbIN yibTpadoHodOpe3 MpHu 3a00JEBAHUSIX CYyCTaBOB;

- aneKTpodope3 JIEKapCTBEHHBIX MPENapaToB MpH 3a00J€BaAHUSIX CYCTABOB;

- BO3JEHWCTBUE BBICOKOYACTOTHBIMU D3JIEKTPOMAarHUTHBIMU  TOJSIMH
(MHIYKTOTEPMUSA ),

- BO3JCHCTBHE DJEKTPUUECKUM IOJEM YJIbTPaBbICOKOM yacToThl (DI
YBUY);

- BO3JICMCTBHE TTIepeMEHHBIM MarHuTHbIM noJiem (ITeMIT).

HH/TUKATOPBI DODPEKTHBHOCTH IIPOOUHIIAKTHYECKHX H
PEABUJTHTAIIMOHHBIX MEPOITPHATHH
[TpodunakTrueckas Tepanusi AOKHA KOHTPOJIUPOBATHCS KIMHUYECKH U
naboparopHo. [lpum KIMHUYECKOM KOHTPOJE, pEIIeHHe O HEeIOCTaTOYHON
s dexTuBHOCTH TIPODUIAKTHYECKON 3aMECTUTEIBHONW TEparuy MPUHUMAETCS B
CITyJasix:
* OoJiee 2 AMU30/10B CIOHTAHHBIX TEeMapTPO30B B TOJI;
* MTOSIBJICHHSI PU3HAKOB XPOHUYECKOTO CHHOBHUTA WIJIH apTPOTIATHH;
* BBIPOKEHHBIX CTIOHTAHHBIX TEMOPPArnYECKUX MPOSIBICHUSAX IPYTOM
JIOKQJIA3AIIHH;
JIabopaTOopHBI KOHTPOJIb 3aKIIOYAeTCsl B aHajM3€ OCTATOYHOW aKTHMBHOCTH
dakTopa mepes crienyroolmdM BBeaeHUeM (He Hike 1%), aHanM3za HamU4us
MHTHOUTOpA, ¥ TIO-BO3MOXKHOCTH MOCTPOEHUS (hapMaKOKMHETHUECKON KPUBOH B
TeyeHue 3 — 5 THEN.
Kpurepuu orBera Ha Tepanuio:
] nocTMKEeHNEe UHIUKATOPOB 3(PPEKTUBHOCTH TEPATTHH.
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HALIMOHAJIbHBIA KJIMHUYECKUU MIPOTOKO.I
NAJVIMATUBHOHN MEJIUIIMHCKOHN ITOMOIIHA

NAIIMEHTAM C TEMO®UJIUEHN A u B
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ILEJTH OKA3AHHSA IMATHATHBHOV MEJHIITHHCKOH ITIOMOILH:
OO6neryenrie CTpaJaHuUi TAlUEHTa, YMEHbIIEHHE OO0JIEBOr0 CHHApPOMA,
IMoAACPIKKaA IICUXOCOMATUICCKOI'O COCTOSHMA.

TAKTHKA OKA3AHUA ITAJVIHATHBHOH MEJJUIIHHCKOH
romoiiu:
1) HeMeAMKaMEHTO3HOE JIeUeHUE: 00IIEOXPAHUTETIbHBIN PEKUM,
JueTa: Ha3HayaeTcs jeueOHbIi ctoi NolS (KoppekTupyercs npu HaIuduu
OCJIOKHEHUW U/WIM COMYyTCTBYIOLIEH naronoruun). Cienyer 0COOEHHO
BHUMATEIHLHO OTHOCHUTCS K MOJIJIEP>KaHUI0 HOPMAJILHOTO Beca, n30erarth
0’KUPEHUSI, KOPPEKTUPOBATH AUETY PU HAJTMUUKU COMYTCTBYIOUIEN MMATOJIOTUH,
OCOOEHHO IMPHU BUPYCHOM MOPAKEHUU MEUEHHU.
- OCHOBHBIE JieueOHbIe MEPONIPHUATHSA C YKA3aAHUEM YPOBHS
nokaszarejJbHOCTH: CyIIECTBYET J1BA OCHOBHBIX TEPANEBTUYECKUX PEKUMA,
KOTOpPbI€ HaA3HAYAIOTCS
MaueHTaM ¢ TeMopUIueH:
[ Jleuenue mo TpeOOBAHUIO
] TIpodunaktuueckoe JieueHue.
(yposenv ooxazamenvrocmu A)
- IOTOJIHUTEIbHbIE Je4eOHble MEPONPUSATHS — IIPOBOJISATCS U JieUaTcs B
reMaToJIOTHYECKOM CTAl[MOHAPE MO MECTY >KUTEJIbCTBA UM B LICHTPE
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naJuUTHaTUBHON moMoIy. JIedeHne Ha3HAYaeTCsl yUUTHIBAsT Pa3BBIBIIINECS
OCJIOKHEHHSI COTJIACHO MPOTOKOJIaM BEJEHUS, TOTO 3a00JIeBaHUS
CUMITTOMATHKa KOTOPOTO BBIXOJIUT HA MEPBBIN TUIaH. YpogeHs
yoeoumenvnocmu pexomenoayuii C (yposerwb 00cmogepHocmu
dokazamenbcme — )

2) MeAMKaMEHTO3HOE JeueHHe (yKa3bIBaloTCa (GapMaKkoJIOrHueCKUe TPYIIbI,
JIEKapCTBEHHBIE CPEJCTBA, 3aperucTpupoBaHHbie B PecnyOnnke Y30ekucTaH,
MHH, xypcoBbie Ui CyTO4YHbIE J103bl, C YKa3aHuEM (POPMBI BHINTYCKA:

Bcem nmanuenTam ¢ remoguianell peKoMeHayeTcsl IpoBeAeHue crnerupuyecKkoi
3aMeCTUTENbHOU Tepanuu (akTopamu cBepTbiBaHus kpoBu [1,3]. Vposens
yoedumenvrocmu pexomenoayuii C (YyposeHb 00Cmo8epHoCcmu 00KaA3ameibCme —

5) KommenTapuu: mposeneHue crienuduIecKoil 3aMeCTHTENBHOI Teparmi GaKTOPaMH CBEPTHIBAHHAS
KpPOBHM IIOKa3aHO IMaIleHTaM C JI000# TsoKecThio 3abosieBaHusA. BeIOOp pexkmma JjedeHus (Imo
TpeOOBaHMIO WM NPOQUIAKTUYCCKH) 3aBUCUT OT KIMHHUYECKOro (eHOTHIA 3a0ojieBaHus. DPaKkTOphI
CBEPTHIBaHUS KPOBH BBOAATCS BHYTpUBEHHO. CoBpeMeHHas Tepamusi reModwminu Oa3upyeTcs Ha
MPUHITUIE «JOMAIITHEr0 JICUYCHUs» (MPOPUIAKTHICCKOM WU 10 TpeOoBaHuio). OOs3aTEIBHBIMU
YCIOBUSIMH JUISI TIPOBEJICHHSI «JIOMAIITHETO JICUCHHS» SBJISIOTCS: HAIMYUE Y TMAIMCHTa IMpernapaToB
(hakTOpPOB CBEPTHIBAaHUS KPOBH (TIpermapaT HaXOAUTCS TaM Ke, T/Ie MAIUEHT), peIICHUE O MPUMCHCHUH
npenapara MpUHUMACT MallUeHT WIH €r0 POJCTBEHHUKH B COOTBETCTBUU C PEKOMEHIAITUSIMU Bpada-
reMaroliora, MalUeHT W/ ero POJICTBEHHHKH OOydYeHBI MpaBWIIaM XPAaHEHUS U HCIIOJIb30BaHUS
Mpernaparos.

Heobxoaumo wucmonb30BaTh OYMILNEHHBIE, BHPYCHHAKTUBHUPOBAHHbBIE
npenaparbl, W3TOTOBIICHHbIE W3 JOHOPCKOM IUIa3Mbl 4YelOBEKa, M3 TPYIIIbI
«®axTopsl cBepThiBanus kpoBu» (B02BD no ATX knaccudukanmn)

[Inazmatuyeckue (daxkrop cBepThiBanus kpoBu VIII**,  dakrop
cBepThiBaHUs KpoBu [X**, dakTtop cBepreiBanuss kpoBu VIII + dakrtop
Bunnebpanga**, aHTUUHTHOWTOPHBIM KOAryJIsSHTHBIM KOMILIEKC™*, hakTop
cBepThIBaHUS KpoBHu VII**),

PexomOunanTHbie (OKTOKOT anbda**, mopokTokor anabda**, HOHaKOr
anpda**, snrakor anbda (aKTHUBUPOBAHHBIN)**, cUMOKTOKOT anb(da (dhakTop
cBepThiBanus kpoBu VIII denoBeueckuii pekoMOWHAHTHBIN)**, JTOHOKTOKOT
anb(a, TYpOKTOKOT anb(da), Wi PEeKOMOMHAHTHBIE KOHIEHTPAaThl (PAaKTOPOB
ceepThiBanus kpoBu VIII/IX ¢ mposoHrupoBaHHBIM MEPHOIOM MOTYBBIBEICHUS
(apmopoxToKor anbdha™*, pypruoKTOKOT anb(a n3roi, adyTperneHoHaKor aibga)
[1,3].

Yposenv yboeoumenvnocmu pexomenoayuti C (ypogenb 00CcmosepHOCmuU
dokazamenbcme — )

- Hepequb JAOMOJHHUTEJIBbHBIX JIECKAPCTBCHHBIX CPEICTB

Taoauna 2
dapmakorepanesrnueckass MHH Cnoco06 YpoBeHb
rpynmna JIEKapCTBEHHOTO MPUMEHEHUS J10Ka3aTEeIbHOCTH
CpeAcTBa
CBexe3aMOpOoXKEeHHAs B/B Vposenw
niazma ybeoumenvHocmu
Kpuonpeuunurat B/B pexomenoayuu C
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['emocTaTuTHKH TpanekcamoBas B/B, Ta0 (yposenn
KHCJIOTa docmosepHocmu
Oram3unar 00Ka3amenbCcme —
AHTUGUOPUHOTUTUKH E-amunokanpoHoBasi B/B 3)
Kucnora 5%,100Mn
AHTHOAKTEpUATIbHBIC JISE070005800%0503 B/B, Ta0
cpencTna Makponuablt
CynbhanunaMuisl
DOTOPXUHOIOHBI
['moxokopTukocTepouabl  ['MaApoKOpTU30H Hapy>KHOE
[Ipeauuzonon BHYTpHUCYCTa
JlexcameTazon BHOE
Hecrepounnbie napareTamodn PactBopsI
MIPOTUBOBOCTIAJIUTEIBHBIC  IEJICKOKCHO TUTSI B/B
npernapaTbl MEJIOKCHKaM Tab
HUMECYJIIU Kanc
[Topomoxk
[IpotuBOTYOCpKYIE3HBIE  pUPAMIULINH BHYTpHUCYCTa
JICKapCTBEHHBIE CPENICTBA  JTHO(MIA3AT IS BHOE
MIPUTOTOBJICHUS
pacTBopa JIst
WUHBEKIINN.
OnuonmHpIe aHATBTETUKN  Tpamamon B/B
Mopdun
[Tpomenon
CnazMouTHYeCcKue JlpotaBepuH B/B, Ta0
JIeKapcTBEHHbIE cpencTBa  Cria3zMoiIroH
PactBopbl, mNpuMeHseMble HaTpUs XJIOPUJ PacTBOP AJIs
TS koppexkuuu 0,9%; uHpy3Un
HapyILIEHUH BOAHOTO, KaJusi XJIOPUI; —pacTBOp IS
AIEKTPOJIUTHOTO U nekcrposa 5% — WHBEKIINH B
KHCIIOTHO-OCHOBHOTO Kanus xyaopua 7,5%  ammynax;
Oamanca nekctposa 10%
AHTHCENTUKHU xnoprekcuaud 0,05; — pactBop
sTaHos pactBop 70, s
90 %; Hapy>KHOTO
MOBUJIOH — HOJT; MPUMEHEHUS

IIEPCKUChH BOJOpOAa

pactBop 3 %;
nox
crnupToBoH 5 %.

pacTBoOp

- Bo3morxHOo IIPUMCHCHUEC TOJIBKO OAHOI'0O INPEACTABUTEIIA I'PYIIIBI TN UX KOM6I/IHaHI/I}I
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- B pnaHHOM mpoTOKOJIE MpPEACTaBIEHBI HE BCE MCUEPIIBIBAIOLINE JIEKAPCTBEHHBIE
CpencTBa, TaK Kak MpH HaJIWYUM TATOJOTMHM COIYTCTBYIOUIEH, HamIpUMep,
MHQEKIIMOHHBIX OCIIOKHEHWH Ha3HA4YaloTCsd Te IpenapaThl, KOTOpbIE YyKa3aHbl B
COOTBETCTBYIOIIMX pekoMeHaauuax. [lo ycmoTpeHuro Jiewamiero Bpadya H IO
KOHCYJIbTAIlUU Y3KUX CIICUATNCTOB MOTYT OBITh HAa3HAYEHBI CHHIpOMAJbHAS WU
CUMIITOMAaTUYECKasl Tepamnus.

BxiroueHne B KJIIMHMYECKUU MPOTOKOJ HE3apErMCTPUPOBaHHBIX B PecrmyOnuke
VY30eKkucTaH JeKapCTBEHHBIX CPEJICTB HE SBISECTCA OCHOBAHUEM JJI BO3MEIICHUS
B paMKax rapaHTUPOBAaHHOTO 0O0beMa OecIIaTHON MEIUIMHCKOW MOMOIIM U B
cUCTEME 00A3aTENBHOTO COLMATBHOTO MEAUIIMHCKOTO CTPaXOBaHUS.
Xupypeuueckoe eémeuwiamenpbcmeo JOHKHO TPOBOAUTCS OOOCHOBAHO,
YUHUTHIBAsE UMEIOIIEECs OCI0KHEHHUE C YUETOM I0JIb3a/PUCK KUZHU MAIUEHTA.
Jlanvueiimee gedenue NpOBOAUTCS HA CTAIIMOHAPHOM MJIM Ha aMOyJIaTOPHOM
YpOBHE B MHOTONPO(HUIBHON KIMHUKE MO MECTY >KUTEJIbCTBA.
Hnoukamopwt y¢hghekmusnocmu nanruamuenozo ie4eHusl.
- YCTpaHEHHE KUZHEYTPOKAKIIETO KPOBOTECUEHUS;
- YCTpaHEHHE OCJIOKHEHU;
- BO3BpALCHHUE NALMEHTA B COUAIIBHYIO CPENY;

- Chnmcok MCHOJb30BAHHON JHTepaTypbl (HEOOXOAUMBI CCBUIKM Ha
MEePEUNCICHHbIE HCTOUHUKH B TEKCTE MPOTOKOJIA).
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Hacnencreennsie 6ose3nu yenoBeka http://www3.ncbi.hlm.nih.gov/omim

baza TaHHBIX T'€HHBIX MyTalui 4eJoBeKa
http://www.cf.ac.uk/uwcm/mg/hgmdO.html
EBponeiickuii UHCTUTYT OououHpopMaTUKU
http://www2.ebi.ac.uk/mutations/integration
MenbOypHCKas 6a3za JTAHHBIX

http://www.ariel.ucs.unimelb.edu.au:80/~cotton/mdi/htm
®opym o remoduiuu http:// www.haemophilia-forum.org
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[Touck NCBI PubMed http://www.ncbi.nlm.nih.gov

Opranuszauuu

Bcepoccuiickoe obmectBo remodummn http://www.hemophilia.ru

Poccuiickas acconmanmst Tpancdysuonoros http://www.transfusion.ru

Hayunoe obmectBo «Knunnueckast remoctasuonorus» http://www. hemostas.ru
I'emaronornueckuyi HayyHbli LEeHTp Mun3npaB compassutus Poccum
http://www.blood.ru

denepanbHbIil HAYYHO-KIMHUYECKUI LEHTP IE€TCKOM FeMaToJI0TUH, OHKOJIOTUU U
uMMyHoJiorud  uM. Jlmutpus PoraueBa Mun3snpasconpassutus Poccun
http://www.fnkc.ru

Canxrt-IlepOyprckuit HUU rematonoruu u tpancdysuonorun ®PMBA Poccun
http://www. blood science.ru

*BrimtoyeHre B KIMHUYECKUH TPOTOKOJ  HE3apETUCTPUPOBAHHBIX B
PecniyOnuke Y30ekucTaH JIEKapCTBEHHBIX CPENICTB* MOIMYyCKACTCS B CIAEAYIOITUX
CITy4asx:

- BKJIIOYEHUE — JIOJDKHO MMETh CBOE 0OOCHOBaHHWE, TO €CTh — IpemapaT UMeeT
BBICOKHI YPOBEHb JIOKA3aHHOCTH MCIIOJIH30BAHMS B JICYCHUU JJAHHOW MAaTOJIOTUH
(omuIIUTE KaKoi);

- mpemnapat 3¢ ¢deKTHBHEE B CPAaBHEHUH CYIIECTBYIOIIETO MpernapaTa U3 CIMcKa B
JICYCHUH TaHHOH OOJIE3HHU.

* - maHHBIC MpemnapaThl moMedaroTcs (*) B TeKCcTe KIMHUYECKOTO MPOTOKOJIA U
yKaszpiBaeTcsi uHpopmamnus 00 OTCYTCTBUM PETUCTPAIMH JICKAPCTBEHHOTO
npemapara B PecnyOmukm VY30ekuctan, a aui  opdaHHBIX MpenapaToB
o003HayvaeTcs cTaTyc oppaHHOTO.

IIpunoxenue 1

OcHoBHBbIE 0C/10)kHeHus: remoduanu [1, 6, 8, 9].
1.0c/107kHEeHUs CO CTOPOHBI KOCTHO — CYCTABHOM CHCTEMBI:

Haubonee  BeposATHbIMM  y4acTKaMH  KPOBOUBIUSHHUI  SIBISIIOTCS
KPOBOMBIIUSAHUSA B CYCTaBbl M MBIIIIBI KOHEUYHOCTEH. Y peOHKa ¢ TaKENON
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reMo(uaueii, mepBpli TeMapTpo3, Kak MPaBHIIO, MPOUCXOIUT, KOrjaa peOEHOK
HAYMHAET I0JI3aTh U XOJIUTh; OOBIYHO B BO3pacTe JI0 JIBYX JIET, HO HHOTJA MO3Ke.
IIpy HeanexkBaTHOM JICYEHUH, MOBTOPSAIOIIMECS KPOBOU3JIMSIHUSA NPUBOAAT K
IIPOTPECCUPYIOLIEMY YXYIALIEHNUIO COCTOSHUS CYCTABOB U MBIIIILI, K PE3KOU ITOTEPE
(GYHKIIMOHATBHOCTU M3-32 MOTEPH MOJABMKHOCTH, MBIIICYHOU aTpoduu, 6011 U
aedopMai CyCTaBOB, U KOHTPAaKTyp B TEUECHHE MEPBBIX-BTOPBIX AECITHU JIET
KU3HH.
CuHOBUT 00YCJIOBJIEH OCTOSIHHBIM BOCIIAJIUTENIBHBIM IIPOLIECCOM MOCTE

reMapTpo30B B 00JaCTH CHHOBUAJIBHON 000JI0YKH, KOTOpasi B OCJIEICTBUN

runeptpodupyercs.

Xponunueckasi reMopuInIecKas apTponaTus:

XpoHuueckasi reMouiInyeckas apTponaTusi MOXKET Pa3BUThCS B JH00OOE
BpeMs, HauWHas CO BTOPOrO JECATHIICTUS KU3HU (M HMHOIIA paHblle), B
3aBHCHUMOCTH OT TSDKECTH KPOBOMBIHUSAHUA M ero JedeHus. OOycioBieH
MOMaJlaHueM KpPOBH Ha XpAIIEBYI0 TKaHb CycTaBa BO BpeMsl TeMapTpo3a u
YCWJIMBAETCS MPU HE MPOXOIAIIEM XPOHUYECKOM CHHOBHUTE U MOBTOPSIOLIEMCS
reMapTpose, TMpHUBOJASL K HeEoOpaTuMOoMy TMOpaxkeHuio cycraBa. llpu
IIPONOJDKAIOIIEUCS TOTEPU XPSALIEBOM TKAaHU PAa3BUBACTCA IPOTPECCUBHBIN
apTPUT, KOTOPHBIH, BKIIOYAET: BTOPUYHBIE KOHTPAKTYPhI MITKUX TKaHEH aTtpoduto
MBIIIILL aHTYJIIpHBIE eopmaluu.

Jedopmaliust MOXKET TakKe yCyryoJIaThCsl KOHTPAKTYpOHl, Cleayromieit 3a
MBIIIEYHBIMU  KPOBOMBIIUSAHUAMU WM HeBpomatue. Craauum apTponaThu
ONPENENSAIOTCS PEHTTEHOJIOTHYECKU (CM. TaOIMILy PEHTT€HOJIOTHYECKUE CTaAuU
reMo(UINYECKON apTpOIaThn).

VY GosbHBIX reModuiueil mepesioMbl BCTPEUAIOTCSl HE YaCTO, BO3MOXKHO U3-
3a 0oJIee HU3KOM CITOCOOHOCTH K MEPEBUKEHUIO U 00JIee HU3KON HHTEHCUBHOCTH
¢bu3mdeckol akTUBHOCTH. OmHAKO OOJBHOW C TreMOMUIMYECKON apTpomaTHeu
MOKET PHCKOBATh TMOJYYHTh IEPEIIOMbl BOKPYT CYCTAaBOB CO 3HAUUTEIHHON
noTepel aMILTUTY/IbI MOJABIKHOCTH U B KOCTSIX C OCTEOTIOPO30M.

2. IlceBpoonyxoJin:
[IceBmoomyxonp — 3TO TNOTEHIMAJIBHO YIpoOXKalollee >KU3HU COCTOSHHE,
YHUKaJIbHOE JJIs1 TeMO(HINHT, KOTOPOE MPOUCXOAUT B Pe3yiIbTaTe HEaJeKBATHOTO
JeueHHs] KPOBOM3IIUSHUM B MATKUE TKAaHHW, OOBIYHO B MBIIIIBI, TIPUJIETAIOIINE K
KOCTH, KOTOpbIE€ MOTYT OBITh HEMOCPEICTBEHHO MopaxkeHbl. OHM Yalle BCETOo
HaOJro1al0TCs B IIMHHOM TpyOUaToit koctu win taszy. [Ipu oTCyTCTBHM JIeUeHns
[IceBmoomyxonp MOXET JOCTHYb OTPOMHBIX Pa3MepoB, OKa3blBas JaBJIEHUE Ha
HEPBHO-COCY/IUCTBIE CTPYKTYPHI M NPHUBOJS K MATOJOTMYECKHM IeperomaM. B
KOXe MOXET 00pa30BaThCsl CBUII, Pa3BUBAETCA W3 T'€MaTOM, MaTOTHOMOHHUYHA
TOJIBKO IS TSXKENI0M (POopMbI reMOpHIny.

npouecce pa3sutus [IceBnoomnyxonu BeIAETAIOT TpU (Pasbi:

l-HayanpHass WM oOpaTuMas, XapakTepU3yromascs Q(OPMUPOBAHUEM
BOKPYT' T€éMaTOMbI TPaHyJISIIMOHHOTO Bajla, MPOJOJDKAETCS B CPEAHEM OKOJIO 6
MmecsieB. Ha 3Tom 3Tane BO3MOXKHO CIIOHTAHHOE CaMOM3JICYEHHE (IETCKUN TUI
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[IceBnoonyxonu) u perpecc Ha OHE HMIECTUHEEIBHOTO Kypca 3aMeCTUTEIbHON
Tepanuu npemnapaTamu paKToOpoB CBEPTHIBAHHUS.

2-(paza HEOOPATUMBIX U3MEHEHUM, XapaKTePU3yeTCs MOTHBIM 3aMEIEHUEM
rpaHyJIIUMOHHON (a3bl 3penoit (uOpPO3HOM, MpeAcTaBisieT CO0O0WM JIOXKHYIO
reMOppParuuecKyro KUCTY, 3al0JTHEHHYO KPOBSIHBIM JIETPUTOM U HEKPOTUYECKUMU
MacCcaMHu.

3-¢aza oCIOKHEHUH 3aBUCUT OT JIOKAJIM3AIMH MaTOJIOTHYECKOTO Ipoliecca
(HampuMep, IUCIIOKAIMs MarucTpajbHBIX COCYAOB, MOYEK, OPraHOB OPIOLIHOMN
MOJIOCTH, pa3pylleHHe KpblUla TOJB3JOLUIHON KOCTH, MPOPBIB HAPYXKy Uepe3
HEKPOTH3UPOBAHHYIO KAICyJly M MATKUE TKaHU U T.1.)

3.AuruduropHas ¢popma:

«arubutopb»  mpu  reMOPUIMM  OTHOCATCA K  aHTUTEIaM
ummyHornooynnna (IgG), koTopeie HEHTpanu3yOT (QakTopsl CBEPTHIBaHUA. B
HACTOAIIEE BpeMs, KOrJa KOHIEHTPAThl ()aKTOPOB CBEPTHIBAHUS IMOABEPralOTCS
COOTBETCTBYIOIIEH BUPYCHON MHAKTUBaLWHU, HHTHOUTOpH! paktopo FVIII u FIX
CUMTAIOTCA CaMbIMH CHJIBHBIMH OCJOXHEHHSIMU TpU JICYEHUU TeMO(DUIUH.
Pa3sButre mHruOuTOpa 3aBUCUT OT HAJIWYMS T€HETHMYECKUX M HETEHETHYECKUX
(bakTopoB (BO3pacT Havaja 3aMECTUTENIbHON Tepanuy, MHTEHCUBHOCTD JI€UCHUS,
TSDKEJIbIe KpOBOTEUEHUSI, OTIepaTUBHBIC BMelaTenbeTra) [10].

[IpucyrcTBre HOBOrO MWHIHOMTOpa CIEIYyET MOJ03pEBAaTh Y JIOOOTO
OOJLHOTO, KOTOPHIM KIMHMYECKM HE OTBEYaeT Ha JiedyeHue (pakropamu
CBEPTHIBaHUS, OCOOCHHO, €CJIM OH MpPEXkAe OTBEYall Ha Takoe JedyeHue. B arToii
CUTyalll{, IIaHChl HAa BO3BpaT K HOPME M MEPHO] MOJIYBBIBEACHUS NEPETUTOTO
(dakTopa CBEPTHIBAHUSI CWIIBHO CHIDKAIOTCS. IHTMOUTOpPHI Yallle BCTPEYaroTCs Yy
OOJIBHBIX C TSDKEJBIMH (OpMaMHU TeMO(PWINK 10 CPaBHEHHUIO C OOJBHBIMHU C
YMEPEHHOM uin aerkoi popmamu remopunun. KymynsatuBHas yactora (T.€. pUCK
B TEUCHHUE XHU3HU) PA3BUTHUS HMHTHOUTOpA MpPH TKENIOW remMopmianu tuma A
Haxoautcst B auanazone 20-30% u npubnusurensHo 5-10% mpu ymepeHHOU U
nerkoi ¢opme 3a0oneBanus [11].

B pa3Buthix cTpanax npu Tsokenon Gpopme remoduianu thna A HHTHOUTOP
B CPEIHEM pa3BUBAETCS K 3 rojiaM KU3HH U paHblie. [Ipu ymepeHHO! U Jerkoi
remopuinKu Tuna A, MHrUOuUTOp pa3BuBaercs Omke K 30 romam, U 4acro
HaOmoaeTcsi Tpu  WMHTEHCUBHOM JiedeHun ¢aktopom FVIII Bo Bpewms
xupyprudeckoir omeparuu  [1,10,11,12,13]. Ilpu Tskemodt  remoduianu
UHTUOUTOPHI HE MEHSIOT JIOKAIM3ALUI0, YaCTOTY WM TSAXKECTh KPOBOU3IUSHHUS.
[Ipu ymepeHHOU WM JerKod reModuiiid UHTUOUTOPHI MOTYT HEWTpaIu30BaTh
sHJ0TeHHO cuHTe3upyemblid pakrop FVIII, npu stom daktuuecku npeodpaszys
(dheHoTun 00JILHOTO B TSHKEIIBIH.

[TposiBneHus: KpOBOMBIUSHUN MpPH YMEPEHHOW / Jerkod remodunumy,
OCJIO)KHEHHBIX HHTMOMTOPAMH, Yalle HallOMUHAIOT IPOSBIICHUS HAOIIOAaEMbIE Y
00JBHBIX ¢ MpUOOpeTeHHON remModuinel Tumna A (u3-3a ayroaHTturen (paktopa
FVIII ¢ Gonpuium mpeoOnagaHueM KPOBOM3IUSHUN TMOAKOXKHBIX, B CIU3UCTYIO
000JI0UKY, YpOT€HUTANbHBIX M JKENIyI04YHO-KUIIeUHBbIX. CemnoBaTenbHO, PHUCK
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CUJIBHBIX OCJIOKHEHUH WK 1a5K€ CMEPTEILHOI0 UCX0/1a OT KPOBOUBJIUSHUS Y ITUX
OOJLHBIX MOXKET OBITh 3HAYNTEITHHBIM.

NHrnbuTopsl HAMHOTO peXe BCTpEUaroTCs nmpu reMopuinnu B u umeror Mecto y
MeHee 5% TopaKeHHBIX OOJIbHBIX.

Bo Bcex ciydasx, HMHTHOUTOpPHI 3aTPyAHSIOT JIEYCHHE TeMODWInu
3aMECTHUTEIIbHBIMU KOHIIEHTpaTaMu (GpakTopoB. [TosTomy OonbHBIE, HAXOASIIUECS
Ha Tepanuu (GaKTOpOM CBEPTHIBAHUS, JOJKHBI TPOXOJAUTh CKPUHUHTOBBIE TECTHI
Ha pa3BuTHe UHruouropa [19].

JleTsiM CKpUHUHT Ha UHTUOUTOPBI CJIETyeT MPOBOJUTEH OJUH pa3 Kaxibie 5
nHer nedeHust dakropom g0 20 gHed sedeHus, Kaxaple 10 aHEH JedeHUs
dhaxTopom Mexay 21 u 50 nHEM neyeHus, U, 1O KpalHel Mepe, 1Ba pa3a B ro/l B
teuenne 150 nueit neuenus. J{nsa B3pocnbix ¢ 6ojsee yeM 150 mHAMU JIeUeHHS
dbakTopoMm, nMoMuMo 6-12 MecsilYHOM OILIEHKH, JIF00O€ OTCYTCTBHE PEaKIMHU Ha
3aMECTUTEIIbHYI0 TEepalui0 KOHIIGHTPATOB aJeKBaTHOro ¢akropa y paHee
pearupyromux OOJMBHBIX SBISIETCS TIOKa3aHWEM ISl OICHKH Ha Halu4ue
uHruouTopa [15].

W3mepenne WHTHOMTOpA CIEAyeT TaKXKe MPOBOAUTH Y BCEX OOJBHBIX,
KOTOPbI€ MHTEHCHUBHO JICYWJIMCh B TEUCHHUE 00JIeE MSITH THEH, B TEUCHUE YEThIPEX
HEJeNh C MOMEHTa IIOCJIENHETO BIWBAaHUA. VIHTHOWUTOpPHI CIEAyeT TaKxKe
OLICHUBATh NEPE] XUPYPTHUECKON ONEpalMeld U €CIIM TECThI Ha BO3BpALIEHUE K
HOpPME HE TaKHe€ KaK OXKHMIAKTCA, U KOrJa B MOCICONEPAUUOHHBIA NEPUON
KJIMHUYECKas pEaKUUs HA JICUEHUE KPOBOU3JIUSHHS HUKE ONTUMAIIBHOU. [ 16]

Huskopearupyronuii ”THTHOUTOP ONpeAeNaeTcsl Kak YpOBEHb HHTMOUTOPA,
KOTOPBIM TOCTOSIHHO — yAepxkuBaercss < S5 Eb/min, B To BpemMs Kak
BBICOKOPEArupyromi HHruOuTOpa onpesessercs no yposHto > 5 Eb/mi.
Bricokopearupyroniue (cM MOHSATHE B pa3jiesie 1a0opaTopHOU JUArHOCTUKH )
WHTUOUTOPHI MMEET TEHJCHIIMI0O HE HMcuYe3aTh. ECIM UMX HE JICYUTh B TCUCHHE
JIOJITOTO BPEMEHU, TO YPOBHU TUTPOB MOTYT yHacTh M JlaXK€ CTaThb HE
0OHapyXKHUBAEMBIMH, HO TIPH 3TOM ITOBTOPHOE JICYCHHUE OTACIHHBIMU MPOTYKTAMH
dakTopa Yepe3 TPU-TISTh JTHEW MOXKET JaTh IMOBTOPHYI) aHAMHECTUYECKYIO
peakuuto. [17]

Hexotopsie HHTHOUTOPHI C HU3KUM TUTPOM HMEIOT TPAH3UTOPHYIO (OpMYy,
ucyezass B TEUCHHE IIECTH MECSIEB IMEPBOHAYAIBHOTO JOKYMEHTHPOBAHMS,
HECMOTpPS Ha HEJJABHUE aHTUTEHHOE JICYEHUE KOHIEHTpAaTaMH (pakTopa.
NHrubuTopsl ¢ 04eHb HU3KUMHU TUTPAMU MOTYT HE OOHApYKUBAThCSl TECTOM Ha
uHruoutopsl berezna, HO MOryT ObITh OOHApY)XEHBbI BBUIY HU3KOTO YpPOBHS
BO3BpaTa K HOpME M / WJIM YKOpOYEHHOTO Teproa noiysbiBeneHus (T-1/2) mocne
BBeJICHUs (PaKTOpa CBEPTHIBAHUS.

Y nouru 50% OonpHBIX ¢ remoduiueir B ¢ uHruOutopamu Moryt
pPa3BUBATHCA CHUJIBHBIC QJIEPTUUECKHE PEaKIuH, BKIIOUYas aHa(WIaKCUIO, Ha
BBenenue ¢akropa FIX. Takme peakumu MOryT ObITH HEPBBIM CHMITOMOM
pa3BUTHS UHTHOUTOPA.

4. OcJ105)kHeHNs], BOSHUKAKIIHNE 3-32 MHPEKIHil, epeJarouuxcs npu
NnepeJMBAHUAX KPOBHU, M IPYrUX HHPEKIUM:
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[TosiBnenue u nepenaya uHdpexkuuit BUY, Bupyca rematuta B u Bupyca
rematuta C uepe3 NPOAYKTHl (HDaKTOPOB CBEPTHIBAHMUS TMPUBEIO K BBICOKOH
cMepTHOCTU 00JBHBIX TeModureit B 1980-bie Toas! u B Havane 1990-x romos [1].
MHorue uccienoBaHus, IPOBEAEHHBIE BO BCEM MHUPE, YKa3bIBAIOT HAa TO, YTO
nepenada uHpexknuit BUY, Bupyca rematura B u Bupyca rematuta C uepe3
KOHIEHTPATHI (PaKTOpa MOYTH MOJHOCTHIO YCTPAHEHA.

B Hacrosimiee Bpemsi, Npu NMPOBEICHUM AJCKBATHOM 3aMECTUTEIIbHOW TEeparuu
npenaparaMu (pakTopaMy CBEPTHIBAHUS KPOBU MMEETCS BO3MOXKHOCTb TEPAMHHU
JaHHBIX WH(QEKIUH, KOTOpbIE PAacCMOTPEHbl B COOTBETCTBYIOLIMX pasielax
HACTOSIIIEro NpOoTOoKoa.[21]

IHpuiaoxenue 2
Jpyrue Buabl Jie4yeHusl, OKa3bIBaeMble NIPH BO3SHUKHOBEHUH HEKOTOPBIX
PaCNpOCTPAHEHHBIX BUAOB KPOBOTe4YeHmii [2,3]:
OcTpsblii remapTpos.
L{enpro 1€YEHUsI OCTPOrO TEMAPTPO3a SBISAETCS OCTAHOBKA KPOBOU3IUSHUSA B
KpaTJaiiime cpoku. JKenaTenbpHo 3TO CAenaTh, Cpasy ke MOocie TOro, Kak 00IbHON
OLIYTUT «aypy», YEM IMOCJE HACTYIJICHUS SIBHOTO OTEKa U 00yn
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B caydae pa3BUTHSL OCTPOro reMaprpo3a Heo0X0AMMO MpeINPUHATH
cJieayroume JecTBUSA:

- Beectu npemnapar ¢dakropa ceptbiBanus kposu VIINX (B 3aBucuMOCTH OT THIA
remodunnn) B fo3e 20-30 ME/kr Beca 6oipHOTO. B cilydae 0TCyTCTBUS TOTHOTO
perpecca MaToJIOrM4eckoil CHMIOTOMATHKY 4epe3 12 4acoB MOBTOPHUTH BBEJACHUE
npenapara

-3alIUTUTh TOPAKEHHBIN CyCTaB OT CTATUYECKON HArpy3KH Macchl T€JIa HE MEHEE
yeM Ha 2448 4, B TOM 4YHnclie TOoAIepKKa KOCTBUISIMU U (PUKCATOpaMH.

- IlopaxeHHast KOHEYHOCTh JIOJKHA OBITh MOJTHOCTHIO pacciiadiieHa B Hanbosee
KOM(DOPTHOM J1J1s1 HEE MOJI0KEHUH, YTO CIIOCOOCTBYET YCKOPEHHUIO PACCACHIBAHMS
OTEKA.

- XoJnoa crnocoOCTBYeT YMEHBIICHUIO OTEKa, IPEIyNpekIaeT JaibHeiiee
KpOBOTEUCHHE U 00sierdaeT 00y1b. HeoOX0ammMo HCTIOIh30BaTh KPUOTIAKETHI CPa3y
K€ TOCJIE MOSBJIEHUS NTEPBBIX CHMIITOMOB KpoBOTeUeHUs. Kpuorepamnuro cienyet
npuMeHsATh o 10—15 MuH kaxaple 2 yaca U He JOIyCKaTh KOHTAKTA XJIaJareHTa C
KOXel BO n30exaHne TEpMUUYECKON TPABMBI.

- Komrmipeccust cHU»aeT 0T€4HOCTb, CeI0BaTeNbHO, 1 001k, Llenecoobpaszno
MPUMEHSThH 3JaCTUYHbIE OMHTHI WK (PUKCATOPBI, OAHAKO CIEAYET IOMHUTH, YTO
CIMIIKOM Tyras JaBdAlllasg TMOBSI3Ka MOXET BbI3BATh JOIOJHUTEIbHBIC
NOBpPEXACHUA TKaHW. JKenaTeapbHO HE [OIMyCKaTh CKIAJAO0K IPU HAJIOKEHUH
NOBSA30K U HE OCTaBJIATh UX HA HOYb.

- Bo3BbIllIeHHOE MMOJI0’KEHNE KOHEYHOCTH CHUYKAET MPUTOK KPOBH U CIIOCOOCTBYET
OTTOKY KPOBH M3 MOBPEXKIEHHON oOnactu. [IpunoqHuMarh KOHEYHOCTh CIEAYET
BBIIIIE YPOBHSI Cepilia, OCBOOOJIMB €€ OT CIIaBJIMBAIOIICH MOBSI3KHU, HA 20 MUHYT,
BO3Bpallas B UCXOAHOE MoJiokeHue Ha 20.

MpblmeyHble KPOBOU3JIUSIHUS: MOTYT IPOU30UTH B JIF000 MBIIIIIE TeJia, 00BIYHO
13- 32 IPSIMOTO y/apa UM BHE3AITHOTO PACTsHKEHHUS.

Mplie4HOe KpOBOU3IUSHUE OMPEIEAETCS KaK AMHU30,] KPOBOU3IHMSIHUS B MBIIIIILY,
OnpefenéHHOe KIMHUYECKH ¢ / WIM C TOMOUIbI0 BH3yaTU3UPYIOIINUX
HCCIIeIOBaHM, OOBIYHO CBSI3aHHBIN C OOJBIO U / WIIM OMyXaHUEM U YXYAIICHUEM
(GYHKIMOHAIIBHOCTHU, HAIPUMEP, XPOMOTOM U3-3a KPOBOU3JIUSHUSA B 33JHIOIO YaCTh
roienu [1].

PanHee pacrmo3HaHue W COOTBETCTBYIOIIEE JICYEHHWE  MBIILIECYHbBIX
KPOBOUBJIUSHUN Ba)KHO NJIs1 NPENYNPEXKACHUS CTOMKOM KOHTPAKTypbl MBIIILI,
HOBTOPHOI'O KPOBOU3JIUSAHUSA U 00pa30BaHMsI ICEBIOOITYXOJIEH.

MecTa MbIIIEUHBIX KPOBOU3IUSIHUI, KOTOPBIE CBSI3aHbI C IOBPEXKAEHUEM HEPBHO-
COCYAMCTOTO IlyyKa, TaKuUX KakK TIJIyOOKHE TpyIIbl MBbIII-CTHOaTeneil B
KOHEYHOCTSIX, MOTPEOYIOT HEMEUIEHHOTO JIeYeHHsI, YTOOBbl MpEeayNnpeauTh
CTOMKOE TIOBPEXICHNE U MOTEPIO (PYHKIIMOHATBHOCTH.

ITH rpynnbl BKJIKNYAKT:

M0/IB3/I0ITHO-TIOSICHUYHYIO MBI (pUCK (heMOpaTbHO-KOXKHOTO,

O6enpeHHoro u GeMOPaATLHOTO Mapaanya)

BEpXHE-3aJHUE U INIyOOKHE 3a/IHUE OTEINIbl HU3a HOTH (PUCK MOBPEXKICHUS
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3aJIHETO 0OJBIIEOEPIIOBOTO U TITyOOKOTO MaI00epIIOBOTO HEPBA)

TPYIITY MBIIII-CTHOaTeNeH Ipeariedbs (PUCK HIIEeMUIEeCKOU KOHTPAKTYPhI
donpKMaHa)

KpoBouznusiHue MOXET TaK)K€ UMETh MECTO B IMOBEPXHOCTHBIX MBIIIIAX, TAKUX
KaK JBYTJIaBasl MBIIIIA, 3aJHUE MBIIIILI Oenpa (TPUIIETIC TOJICHH), UKPOHOKHAS
MBIIIITIA, YETHIPEXTIIABASI MBIIIIA U SITOUYHBIC MBIIIIIIHI.

CHMIITOMBI MBIIIIEYHOTO KPOBOU3IUSHUS:

Hotomiast 60116 B MbIIIIe

Y aepxuBaHUE KOHEYHOCTHU B TIOJIOKEHUU KOM(OopTa

CunbHas 60JIb IPU PACTATHBAHUH MBIIIIIIBI

Bonb npu akTHBHOM COKPAIIEHUH MBIIIIIBI

Hanpspkenne u 00J1€3HEHHOCTh MPH MANIbIIAIMU, H BO3MOXXHOE OITyXaHHe

[TomHATh ¢akTop OOJBLHOTO KaK MOXKHO CKOpee, »KelaTeiabHO, KOoTraa
00JLHOM MOYYBCTBYET MEPBHIE MPU3HAKK JUCKOM(OpTa min nociie TpaBmbl. Ecim
€CTh TTOBPEXKICHUE HEPBHO-COCYIUCTOTO MyYKa, MOJICPKUBATH YPOBEHB OT IISITH
J0 CEeMM JHEW WM JOJblIe, KaK MOKAa3bIBAlOT CUMNTOMBI. JlaTh NOKOH
MOBPESXKIEHHON YacTH W TPUIOMHATh KOHEYHOCTh. Ha MBIy B TOJOXKCHHUH
kKoMpopTa HAIOKUTh IMUHY © JOBECTH KOHEYHOCTh JIO0 TIOJOKCHHS
(GYHKIIMOHATBHOCTH, HACKOJIBKO TTO3BOJIUT 00b.

Ecnu 3T0 momoraet, BOKpyT MbIIIB Ha 15-20 MUHYT KaXKIbIi1 9aC MOXKHO
NPUKIJIAIBIBATh XOJOAHBIE MAKETHl / MaKeThl cO JbA0M. JIEM He MoKeH OBITh B
NpsIMOM KOHTaKTe C KOXKel. B ciyuae KpOBOMBIUSHUI B KPUTHUECKHE MECTa,
BBI3BIBAIOIINE CHHIPOM CHABIMBAHHUS, W €CIM TpedyeTcs JUIUTEIhHAs
peabunuTanms, 4acTo HEOOXOAMMBbI HEOTHOKPATHBIC BIIMBAHUS B TEUCHHE JIBYX-
TpEX AHEH WM HAMHOTO JOJbIIe. BoMbHOTO clieqyeT HenmpephIBHO HAOIIOAATh Ha
Clly4ail TIOBPEXICHUS HEPBHO-COCYIHCTOTO MydYKa, B TAKUX CIy4asX MOXKET
notpeboBaTbes (HacuuoTOMHUS.

[TockoMbKy MBIIIEYHBIE KPOBOM3IUSIHUS MOTYT MPUBECTH K 3HAYUTEIILHON
MOTEPE KPOBH, €CITM HEOOXOAMMO, CIICTyeT IPOBEPATHh U KOPPEKTUPOBATH YPOBEHD
remMorjao0OuHa.

duznoTepanuio cieAyeT HAaYMHATh KaK MOXHO CKOPEe NP yMEHBIIICHUH
00J1 ¥ IPOBOAUTH €€ MOCTENEHHO /I BOCCTAHOBJICHUS TIOJTHOM JIJTMHBI, CHITBI U
(GYHKIIMOHATTLHOCTH MBIIIIIBL.

Bo Bpewmst aTOr0 mporiecca pa3zyMHO JieueHre (pakTopom, KpoMe TeX CIydaes,
KorJa (U3MOTEparieBT UMEET OMBIT B JieueHUH remodumuu. s 3T0or0 MOXKeT
noTpeOOBaThCS TMEPUOJUYECKOE HAOKEHHWE Tumnca win ImmH. Ecam  ObLd
MOBPEXAEH HEPB, TO MOTPeOyeTCsl MOMICPKUBAIOIIAs TOBS3KA. Y CHIIMBAIOIIAS
007p BO BpeMsi (pu3MOTEpanmuu MOKET O3Ha4yaTh IMOBTOPHOE KPOBOUZIUSHHUE H
JOJDKHA PETYIISPHO MOIBEPTaThCsl OIICHKE.

KpoBousinsinue B oAB310IIHYIO-NIOSICHUYHYIO 00J1aCTh.

Y 3TOro THUMa MBIIIEYHOTO KPOBOUBIUSHHUS YHUKAJIbHOE MPOSIBICHHUE.
[Ipu3Hnaku MOTyT BKJIIOYaTh OOJIb BHU3Y KUBOTA, B MaxXy, U / WIHA B MOSICHULIE U
00Jb TpU pacTATMBAHUU, HO HE MPU BPAILIEHUH, Taz00eApeHHoro cycrasa. [lpu
3TOM B CpeIHEH yacTu Oejpa MOXKEeT HaOII0AaThCs MAPECTE3Us U IPYTUE TPU3HAKU
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chHaBiIMBaHus (HEMOPAIBHOTO HEPBA, TAKUE KaK IMOTEPS] KOJIEHHOTO peduiekca u
c1ab0CTh B YETHIPEXTIIABOU MBIIIIIIE.
CuMOTOMBI MOTYT OBITH TIOXOXKMMH Ha OCTPBIA aNMEHIUIUT, BKIIOYAs
MOJIOXKUTENbHBIE cuMIITOMBI [1leTknHa-birombepra.

CpouHo moAHATH YpoBeHB (hakTopa O6ompHOTO. [lomgnepxuBaTh ypoBeHBb OT
ISATH IO CEMH JTHEW WM JTOJIBIIE B 3aBUCUMOCTH OT CHMITTOMOB
['ocniuranu3upoBaTth  OOJBHOTO  JJisi  HAOMIOAEHMST M KOHTpOJA  OOJu.
[IpuaepkuBaTbCcsi CTPOro IMOCTENBHOIO pexuMa. Xoab0a € KOCTBUISIMH He
paspeniaeTcsi, MOCKOJbKY JUIsl XOAbObI TpeOYEeTCsl COKpAIllEHUE MBIIIII]
OrpaHuyuTh AaKTUBHOCTh OOJBHOTO JO HCUE3HOBEHHS OOMU U YIyYIICHUS
pasrubanus 6eapa. [IporpamMmma ¢usznorepanuu ¢ TIIATEILHBIM HAOMIOICHUEM —
KJIIOY K BOCCTAaHOBJIICHHIO TOJHOM aKTUBHOCTH M (DYHKIIMOHAJIBLHOCTH H
NpenynpexkIeHUI0 TOBTOPHOTO KpoBousniusHus. Jlo Bo3BpaTa K TMOJHOU
AKTUBHOCTU PEKOMEHYETCsI BOCCTAHOBIIEHHE TIOJIHOTO pa3rudanus oempa.
[Ipu coxpaHEeHWHM OCTaTOYHOTO HEPBHOMBIIIEYHOTO Je(UIINTA  MOXKET
MOTPeOOBATHCS OTIOTHUTEIbHAS OPTOTICAMYECKAas TIOIIIEPIKKA.

IToyeyHoe KpoBOTEYECHHE.

Cnenyer Ha3HAUUTH MOJHBIN MOCTENbHBIA PEKUM, UHTEHCUBHYIO THUApAaTaIUIO
(3000 mit Bogel Ha 1 KB. MeTp IUIOHIAAU Teia) B TedeHue 48 4acoB, BBECTH
npenapaTthl (HaKTOpOB CBEpThIBaHUS KpoBU B j03¢ 20-25 ME/kr Beca 60JIbHOTO.
He ucnosib3oBaTh aHTHGPUOPUHOITUTUKH.

[Ipr OTCYTCTBMM KJIMHHUYECKOTO YJYYIIEHHUS B TeYeHUE 2X CYTOK, JIHOO
PELIUIUBUPYIOIIETO XapakTepa KpOBOTEUEHUs]I HEOO0XOJMMa KOHCYJIbTaIlMs
ypoJiora i UCKIIOUEHUS MaTOJIOTUU MOYEBBIBOSIINX Ty TEH.

muHyT. [2] [3] [4] [5] [6] [7]

KpoBousinsinue B OpIOIIHYIO N0JIOCTh:

OcTpoe KpOBOU3IUSHUE B OPIOIIHYIO MOJIOCTh, BKIIOYasi KPOBOUBIHUSHUS B
3a0pIOMIMHHOE MIPOCTPAHCTBO, MOXKET MPOSBIATHCS OOJBIO B )KMUBOTE U B3AYTHEM
’KHBOTA U MOXET OIMIMOOYHO MPUHATO 32 MH(EKIIMOHHBIE U IpyTHe 3a00JIeBaHus,
TpeOyIolIe XUPypPrudeckoro BMenareabcTa. OHO MOXKET TaKKe MPOSBISATHCS B
BUJE MAPAIUTUYECKOW HEMPOXOJUMOCTU KHLIEYHHKA. MoryTr mnortpebGoBaThCs
COOTBETCTBYIOIIME PEHTTEHOJIOTHYECKUE HccienoBaHus. HemenneHHo MoaHsATh
ypoBeHb (pakTopa nanuenta. [lognepxuBath ypoBHH (hakTopa, 10 TEX MOp, NOKa
He OyJeT BbIICHEHAa JTHOJIOTMM, 3aTéM JICYUTh IPU KOHCYJIbTALMU CO
CHELMATUCTOM.

KpoBousinsinue B ro10BHO# MO3I M IEHTPAJIBbHYI0 HEPBHYIO CHCTEMY.

OTO COCTOsIHUME, MPEACTABISIONIEE OMACHOCTh JJI JKU3HU U Tpelyroliee
CPOYHOM MeIUUMHCKON noMoru. CHavyaia mpoBECTH JICYCHHE, 3aTEM OLICHKY.
Bce nmoctrpaBMaTHuecKkre YepernHo-MO3TroBbIe TPABMBbl, TOATBEPKAEHHbBIE HITU
M0JI03peBacMbIe, KaK U CEpPhE3HBIE TOJIOBHbIE OOJN TOJKHBI PACCMATPUBATHCS KaK
BHyTpUYEpEIIHbIE KpOBOM3NMsAHUA. He xgaTh TOSBICHUS MOCIETYIOMINX
CUMITOMOB, JJAOOPATOPHON WIJIM PEHTTEHOJIOTUYECKON OLICHKH.
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Korna mpoucxoaut 3HauuTedbHAs TpaBMa WM HUMEIOT MECTO MOJ00HBIE
CUMITOMBI, HEMEJJICHHO TMOJHATh YypOoBeHb (pakTopa OombpHOrO. [lanbHeimne
7036l OyAyT 3aBUCETh OT pe3yJbTaTOB BHU3YAIM3UPYIOMIUX HCCIEAOBAHUM.
VYpoBeHb (akTopa MOAACPXKUBATH 10 TEX IMOp, MOKa He OyAeT ompeaencHa
strosnorus. Ecinu KpoBoW3NuUsSHUE MOATBEPKACHO, MOAJNEPKUBATH aJ€KBATHBIN
ypoBeHb (akropa B Teuenue 10-14 gueii.

BHyTpuuepenHble KpOBOMBNMHUSHHS MOTYT OBITh IOKa3aHWEM IS
JIOJNTOCPOYHON BTOPUYHON MNPOPUIAKTHKH (OT TpEX MO0 IIECTH MECAIEB),
0COOCHHO, €CJIi HAOIII0JAeTCsl OTHOCUTEHHO BBICOKHMN PUCK TTIOBTOPHOTO 33012
(marmpumep, B mpucyrctBue BUY  wunbexuuu). Tpebyercs HeMeIaeHHas
MEIUIIMHCKAS OI[EHKA M TOCTTMTATN3AIHSI.

CrnemyeT BBITIOJHUTh KOMIBIOTEPHYIO TOMOTpadui0 WJIA MarHUTHO-
pPE30HAHCHOE HCCienoBaHMe Mo3ra. Ha paHHUX CTaausx cleayeT MpOUTH
KOHCYJIbTAIli0 HeBposiora. CHIIbHBIE TOJOBHBIE OOJIM MOTYT TakKXke OBbITh
MPU3HAKOM MEHUHTUTA Y OOJBHBIX C OCIA0JICHHBIM UMMYHUTETOM.

KpoBousnusHus B ropJjio u mexo.

CocTosiHue, yrposkaroliee XKH3HU U TpeOyroliee CpOYHONH METUIIMHCKOM
MOMOIIHM, TOCKOJbKY MOXET TMPUBECTH K HaAPYUICHHIO MPOXOAUMOCTH
JbIXaTEJbHBIX IyTEH.

CHayasla TpoBECTH JIEUEHHE, 3aTeM OLEHKY. B ciyuyae 3HauMTENnbHOU
TpaBMbl WM MOSIBJIEHHUS] CHUMIITOMOB HEMEIJIEHHO IOJHATH YpOBEHb (haKkTopa
6onbHOro. IlonnepxuBaiite ypoBHM (pakTOopa 10 HCUE3HOBEHUS CHUMIITOMOB.
PaHHssg rocnuTanusanys B XUPYpPruyeckoe WIM IeMaToJIOrMuecKoe OTIEIICHUS.
JUid mpenynpexIeHnuss KPOBOU3IUSHUS Y OONBHBIX C CHJIBHBIM TOH3WIIUTOM,
[OKa3aHO JieyeHHe (HAKTOPOM B JOINOJHEHUE K JIEUEHUIO OaKTepHabHBIMU
KyJbTYpPaMH U COOTBETCTBYIOIIUMH aHTUOUOTHKAMHU.

Octpsbie kpoBonznusauus B ZKKT.

Hemenyienno monHsATe ypoBeHb (akrtopa OoibpHOrO, IlogmepxkuBaTh ypOBEHBb
dakTopa MO0 OCTAaHOBKM KPOBOMBIHMSHHUS U OmpeneneHus stuosioruu. Octpeie
KEITYJOUYHO-KUIIECYHbIE  KPOBOM3JIMSHUS  MOTYT  MpPOSIBIATBCA B BHJE
remaromesnca (KpoBaBOi pBOThI), KPOBABOI'O MJIM JErTEOOPA3HOIO CTYyJIa.

[Tpu npusnakax kpoBomsnusHus B JKKT u /Mam ocTporo KpoBOW3IUSHUS B
OpIOLIHYIO IOJIOCTb NOTPEOyeTCs MEOUIMHCKAas OLEHKAa M  BO3MOXKHO
TOCTIATAIIN3ALIMS.

Crnenyet perysspHoO HabI04aTh ypoBeHb remorinoouna. I1o mepe Heo6xoaumocTu
JICYUTH LIOK UM aHEMUIO, JICUUTh UCTOYHUK KPOBOUBIIUSHUSA:

B kadecTBe BCIIOMOraTeabHOM Teparuyu MOKHO UCIIONb30BaTh DAK mim
TPaHEKCaAaMOBYIO KUCJIOTY JUJIsl 00J1bHBIX ¢ AedunuroM (aktopa FVII u 6ompHbIx
¢ nepunurom daxropa FIX, koTOphie HE MOTYUAIOT JICUEHHUS] KOHIIEHTPaTaMU
IPOTPOMOMHOBOTO KOMILIEKCA.

HocoBble KpoBoTEYeHUSA:
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Haknouuts rosoBy 00JpHOTO BHEpEH, YTOOBI OH HE IVIOTaJ KPOBb M MOMPOCUTH
€ro MSIKO BbIIBIXaTh MeJkue cryctku. B tedenme 10-20 MuHYT cheayet
IIPUJABIIMBATh MAPJII0, CMOYECHHYIO B JIEASHOU BOJE, K NEPEAHEN MSTKOM 4acTH
HOCa. AHTHIMCTaMUHHBIE TMpEnapaTbl U JEKAapCTBa OT 3aJI0KEHHOCTH HOCA
MOJIE3HBI JIJIs1 KPOBOTEUEHUH, XapaKTepHBIX JUIsS ajiepruid, MHYEKIil BepXHUX
IbIXaTEIbHBIX NYyTEW MW  CE30HHBIX M3MEHEHUU. Eciaum  KpOBOTECUECHMS
IPOJIOJKUTEIBHBIE WU MIPOUCXOAST YaCTO, IPOBECTU OLICHKY HAa HAIMYUE aHEMUH
U NPUMEHUTHh COOTBETCTBYIOUIEE JieueHHe. [10Ie3H0 MeCTHOe NpPUKJIIAIbIBAHHE
Mapiu, cMmoueHHOM DAK nunu TpaHnekcaMoBOM KUCIOTOU. Eciu kpoBoTeUeHHE HE
OPOXOAUT WA MOBTOPSIETCS, NPOKOHCYJBTHUPYWUTECH C OTOJAPUHIOJOroM. s
KOHTPOJIS KPOBOTEUEHHE MOMKET MOTPEOOBATHCS MEPEAHssl U 3a/HSsl TaMIIOHA/1a
Hoca. HocoBble KpOBOTEYEHUE YACTO MOKHO IPEAYIPEANTD, OBBIIIAS BIAKHOCTD
B OKPYXAaIOIIEH Cpejie, HAHOCS Teln

(Hampumep, Ba3edMH WM KaIUld COJEBOTO pPAcTBOpa /Tefib) Ha CIU3UCTYIO
000JI04Ky HOCA JUIsl COXPAHEHHsI BIIAXKHOCTH, HJIM TIPUMEHSIS COJIEBOH CTIpeH.

Oco0eHHOCTH J1e4eOHON TAKTUKH y OepeMeHHBbIX [9]

B cBoem OombIIMHCTBE cpeAHM YpPOBEHb (HaKTOpa CBEPTHIBAHUS KPOBU Yy
HocHuTene remounnu coctabisier 50% ypoBHS 3I0POBOTO YEJIOBEKA.

Bo BTOpOM 1 TpeTheM TpumecTpax ypoBeHb (akTopa cBépThiBanus FVIII 06b1uHO
NOBBIIIAETCS 10 HOPMAJILHOTO Iana3oHa. B CBsA3M ¢ UeM y HOCUTENEN aKTUBHOCTD
(dakTopa cienyeT U3MEpATh BO BpPEMsl TPEThEro TPUMECTpa [JIsi TOro, YTOOBI
OPUHATH PEIICHHUS] 0 HEOOXOAMMOCTU BBEJICHUU (PAaKTOpa CBEPTHIBAHUS KPOBU BO
BpeMsi poAoB (yposenv oOokazamenvrHocmu C). B cioydae akTUBHOCTH
nepuuutHoro Qakropa Hmwke 50%, HeoOXoaAUMO B poAax MPOBOAMTH
3aMECTUTENIbHYI0 Tepamnuio IMpenapatoM (akrtopa CBEPThIBAHUA (YPOoBeHb
ooxazamenvrocmu C)

[IyTe pomopaspelieHHus y HOCUTENEH C HOPMalbHBIM IUIOJOM CJEAYET
BBIOMpATh COIVIACHO AaKYyNIEPCKUM TOKa3zaHusM. Bo wu3bexaHue pucka
KPOBOTEUYEHHI, pOJIbI MJIQICHLIEB C U3BECTHOM WJIM MOJ03peBaeMOi remodunueit
JOJDKHBI TIPOXOJUTh aTPAaBMATHYHO HE3aBUCUMO OT TOrO, MPOUCXOJAT JIU POJIbI
Yyepe3 eCTECTBEHHBIE ITyTH WK KECAPEBBIM CEUEHUEM (YPOBeHb O0OKA3AMENbHOCU
C).

[Ipu BiaraduIIHBIX poAax cieayeT U30erarb UCMOJIb30BAHUS aKYIIEPCKUX
IIMIOB U BAKYYMHOW 3KCTPAKIMU, & TAKXKE APYTMX MHBA3UBHBIX MPOLEAYDP IO
OTHOLIEHUIO K IUIONY (B3sATHE MPOO KPOBMU C Uepera M YyCTAaHOBKA CKAJIbIIOBBIX
AJIEKTPOJIOB HAa KOXKY 4epera IJ10/1a BHYTPUYTPOOHO).

Jleuenne HHrHOMTOPHOI (popMBI:

OcTaHoBKa KPOBOTEUEHUS IPU UHTUOUTOPHOI Popme:

[Tpu remoduinu, OCI0KHEHHON Pa3BUTHEM UHTUOUPYIOIINX aHTUTET,
HU3KOpEarupymoIuM, pacueT pa3oBOd M03bl mpemnapara (hakTopa CBEpTHIBAaHUS
KPOBU TIPOU3ZBOAMUTCS MO HopMmyJie:
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Y=MxLx05)+40xMxT)

rae

Y - no3a pakTopa cBepThIBaHUS KpOBHU JIsl 0 HOKpaTHOTO BBeneHus (ME);

M - macca tena 00JBLHOIO, KT

L - mpoueHT xenaemMoro ypoBHs (akTopa B Iuia3Me naiuenta (cM tabnuity 5)
«IIpoueHT xemaeMoro ypoBHA (akTopa U  JAIUTENBHOCTh  TEpaluH
reMopparuuecKoro 3Mu30/1ax);

P - ucxomusliit ypoBeHb akTopa y 60JbHOTO J0 BBEACHUS Mpenapara.

T- TuTp aHTUTEHA

KynupoBaHnue KpoBOTEUEHHUSI UM KPOBOU3IUSHUS Yy NAIMEHTOB C UHTUOUTOPHOM
dbopmoii remousiii A BBICOKOPEArHPYIOMIMM MPOU3BOJUTCS IMOCPEICTBOM
BBEJICHUSI OJHOTO U3 MPENnapaToB UIYHTUPYIOIIETO ACHCTBUS:
-aHTUMHTUOUTOPHBIN KOAryJIsTHTHBIM KOMIUIEKC (aKTMBHUPOBaHHBIA KoMIuiekc II,
VII, IX, X) 50-100 ME/kr Beca xaxapie 8-12 gacoB (ue 6onee 200 ME/ cyTkn).
Knunnueckas 3 PpexTHBHOCTh 000MX MpenapaToB NPAKTUYECKU OJIMHAKOBA,
coctaBisier okoino 80% [2]. OngHako wuMeeT MECTO WHAUBHyaIbHas
3¢ PeKTUBHOCTH OTHOTO U3 mpernapaToB y 1/3 manuenTos|[3,4].

KynupoBanue kpoBoTeUYeHHs Y AIUEHTOB C MHTMOUTOPHOUM opmoii remodunuu
B nmpousBoauTCs mocpencTBOM BBEACHHUS

Jleyenne MHrUOUTOPHOI POpPMBI

Y nanueHToB € MHrHOUTOpPHON (opmoil remopunanu A >IUMUHALUSA
UHTUOUTOpPa BO3MOXKHA TMPU MPOBEJACHUU TEPANUU HWHIYKIUW UMMYHHOU
tonepantHoctu (MUT) (yposenv oOoxazamenvnocmu Ookazamenvcms B).
OnTtumanesubie cpoku Havana MUT — cpasy mocine BbIsIBIEHUS MHTUOUTOpA, B
ciy4ae TuTpa uaruoutopa mexay 5 u 10 BE.

Opnnaxko CPOKH JTUMUTHPYIOTCS CJIe Iy OLUMU bakTopamu:
KOMIJTAEHTHOCTBIO ~NAIMEHTA, COCTOSSHUEM BEHO3HOI'O JOCTyla, THUTPOM
MHTHOUTOpA, JJaOOPAaTOPHBIM KOHTPOJIEM Tepamnuu (JOCTYMHOCTHIO JTUATHOCTHKHU
BBIIIICTIEPEUNCICHHBIX TAOOPATOPHBIX TECTOB).

SddextuBnocts UUT y manmentoB ¢ remoduinueit A cocrasusier 70%, c
remopunneit B-30% [3]. Ilpeauxtopamu sddexkruBHoctn MUT sBusrorcs:
MOJIOJION BO3pacT, TUTp wuHruomTopa Ha Hadano WUT wmenee 10 BE,
MakCUMaJIbHbI TuK uHruoutopa Menee 200 BE, menee 5 ner wmexmy
JTMarHoctTupoBanveM uHruouropa u Hadaniom MUT, renernueckue myrtanuu. B
CIy4ae €CIM TUTP BBIIIE YKA3aHHOTO 3HAYEHUs, PEKOMEHIYETCS NPEKPATUTH
uHpy3un daxropa VIII U KOHTpOIUPOBATH TUTP MHTHOUTOpPA JI0 MOMEHTA €ro
cHKeHus. (Vposenwv ookazamenvhocmu B). CoxpaHeHHE BBICOKOTO THTpa
uHrHOUTOpa, HE CMOTps Ha saumuHanuio ¢akropa VII, He sBusercs
nporuBonokazannem Kk UUT. I1pu nposenennn MUT npennourenne otnaercs
MJ1a3MEeHHBIM KoHIleHTpaTaM ¢aktopa VIII, comepxamum daxrop Bunmedbpanna.
(Yposenv ooxkazamenvnocmu C).
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JlJis MalMeHToB ¢ BBICOKOPEArHPYIOIMIMM HHTHOMTOPOM, HE 3aBUCHUMO OT THUTpa
uHrnOutopa Ha MomeHT Hauana WUT pexomennoBana HauyanbHas cxema 100 —
150 ME/kr kaxzpie 12 gacos. [5]

Jlis ManuMeHTOB C HHU3KOPEArupyroluM HHTHOUTOPOM PEKOMEHIO0BAHO
HaunHath MUT mo cxeme 50 — 100 ME/kr kaxnprii BTopoit neHsb. Ecnu moce
Hayana MUT tutp unruburopa moguumercs Boime 5 — 7 BE Heobxoanmo
IIEPEBECTU TIAI[MEHTAa HA JICYEHUE II0 CcXeMme, pekomeHaoBanHou mius UUT y
NAIMEHTOB C BHICOKOPEArupyommM HHrHouTopoM. CHUKEHUE 03Bl U KPATHOCTH
BBEJICHUS IIpernapara HauMHAETCs MOCJe MOJydYeHHs J1a00paTOPHBIX JaHHBIX 00
AIMMUHAIUU UHTHOUTOpa (TUTp MHruOuTopa - meHee 0,6 BE, HopMmanu3zanus Tecta
BOCCTaHOBJICHHSI U TIEPUO/IA MOJTYBBIBEICHHUS ).

CHIXKeHHe TPOBOJUTCSA TIOCTETIEHHO C TMOCTOSHHBIM J1Ta0OpaTOPHBIM
KoHTpoJsieM. [Ipn 3ToM Kaka0e CHU)KEHUE 103bl UJIU KPATHOCTH BO3MOYKHO TOJIBKO
noclie MojyuyeHus: 1a00paToOpHbIX JaHHBIX 00 oTcyTcTBMM MHrHOUTOpa. Ilocme
noctuxenust 1036l B 30 — 50 ME/kr 1 pa3 B 2 qHs HEOOXOAMMO MPOAOIKUTH
TEPAINIO 110 3TOU CXEME MOCTOSTHHO.

OTMmeHa NPOPUIAKTUYECKOTO JICUEHUS YacTO MPHUBOIUT K PEUUIUBY
uarubutopa. Ilpu mnposegennun WUT ©He pomyctuMo MeHSATH Mpemnapar
koHrentpata ¢. VIII, mockosibKy, 3TO 3HAUUTEILHO YXYAIIAET IPOTHO3 TEPATTHH.

[Ipu mnpoBenenun mnpoueaypel MUT Heobxomumo wu3berath JHOOBIX
BO3JICMCTBUN U TPENAPATOB, CTUMYJIUPYIOLIIMX UIMMYHHBIE PEAKI[MU, B TOM YHUCIIE
BaKI[MHAI[MU, [PUMEHEHUs TNpenaparoB HHTephepoHA U JAPYTUX BHUJOB
MMMYHOTEpanuu. PennanBel KpOBOU3IUAHUN yXyamatoT nporao3 MUT, nosromy
y MAIMEHTOB C YAaCTbIMM I€éMAapTPO3aMH U MACCUBHBIMHU I'€MaTOMaMH MSTKUX
Tkaned B kypce MUT mnokazano mnposeneHne NPoPUIAKTHUECKOTO JICUCHHS
IIYHTUPYIOUIMMU TIpernapataMyd 0 CHIKEHHsI TUTpa mHruoutopa menee 1 BE.
Ecnu B Teyenue 8 — 12 mecsieB HE MPOUCXOAUT CHIXKEHUS TUTPAa MHTHOUTOPA,
pekomennoBaHo npekpatute HWMUT, mnepeBecTm mamueHTta Ha  TEparuro
IIYHTUPYIOLIMMH IIpenapataMu. B nanpHenmieM, IIOCHE CHMXKEHUS TUTpa
MHTHOUTOpa BO3MOXXKHO ToBTOpUTh UUT € ncmonp3oBaHueM Apyroro mpemnapara
[3-6] B coueTaHnn ¢ UMMYHHOCYIIPECCUBHOM TEPANMEN.

Tabmuna 14. IlpyHOMOBI JeYeHUS OCTPOro reMaprpo3a y NalueHTOB C
remouineit A

3amecturenbHas | 25-40 ME/kr dakropa cBépThiBanus kpoBu VIII
Teparus 50 ME/Kr nipu TsSKEJIOM WJIM MOCTTPAaBMaTHYECKOM
reMapTpose

OO6b1yHO TpeOyeTcs 2-3 UHBEKUUHU Kaxiple 12 yacoB
Nmvmobunm3zanus | (remodunus A) wim 18 gacoB (remodumnus B)

be3 konpLeBOro niacTeIps

OcBoOoxaenne | Heo6xomuma B ocTpoii daze

OT BECOBOU
Harpy3Ku
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Jlen/ Jlen npukiageiBaeTcs TOJBKO Ha 5-15 MuHYT B
KpUOTEpAUs Te4eHHe NepBbIX 6 yacoB. M30erars 11006010 npsamoro
KOHTAKTa C KOXKEU

Pentreno-
JIOTUYECKHE Penko, 3a uckiroueHreM ciiy4aeB TpaBM
UCCJIeI0BAHUSI
O6e36onmuBanue | [Taparneramon (¢ ocTopoxkHOCTBIO Tipu rematute C),
ormouibl, cenektuBHbie HITBIT I1OI-2

Tsokenmpld W HANPSDKEHHBIA  TEMApTPO3  MOCIHE

Acnupanus KOppeKlun naeduuuTa KOaryjsiiud, B YCJIOBUAX

cycTaBa CTporoi Ae3uH(EKIrU U TOJIBKO B MepBble 24 yaca.
[Ipu nerkoM reMaprpos3e He IPOBOAUTCS

Peabunuranus PanHuil cpox Hayasa B LEIAX NPEIOTBPALLICHUS

yTpaThl GyHKIIUOHATIHHOCTH
«Cokpamenust: FVIII — ¢pakrop cBepreiBanus kpoBu VIII; LIOI' — nmuknookcurenasa; HIIBC —
HCCTCPOUAHBIC TPOTUBOBOCHAJIUTCIILHBIC IPCIIaApaThI.

[Tpunoxenue 3
[TPUOBPETEHHA I TEMO®UIINA
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JuddepeHunanbHas Jad0paTopHas IMATHOCTHKA NPHOOPETEHHOM

IHaTosoruyeckoe
COCTOSIHME,
Pathological
therapy

[Tpuobperennas
reMopuiIus
Acquired hemophilia

HacnencrBennas
reMouiIus
Hereditary hemophilia A

Tepanus
condition,

A

reMopuinu
HN3menenue
J1a00pPATOPHBIX
nokasarejen
Changes of laboratory
parameters
VY nunenue AYTB
CHMKeHUe aKTUBHOCTH
FVIII
Tect CMEIITUBAHHUSI
mo AUTB — HET
xoppexkunu (MIA > 15 %)
Nurudurop FVIII >
0,6 BE/mn
CHuxeHue AKTUBHOCTH
FIX, FXI

u FXIlin vitro (npun
BBICOKOM TUTPE UHTHOUTOpA
FVIII)

Prolongation of Aptt
Reduced  FVIII  activity
APTT mixing test— no
correction (ICA > 15 %)
FVII inhibitor > 0.6 BU/mL
Reduced FIX, FXI, FXII
activity in vitro (with a high
duration of action of the

FVIII inhibitor)

VY nnunenue AYTB
CHkxeHne aKTUBHOCTH
FVIII

Tect CMENTNBaHUI
mo AYTB — eCTb

koppekuust (MLA < 15 %)
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JlonmosTHUTEIBHBIE
JabopaTopHbie
HCCJIeIOBAHUS

U IUATHOCTHYECKHUE
KpHUTEepUU

Additional laboratory tests
and diagnostic criteria

CemenHbIN aHaMHE3
HE OTATOIICH

Bbosnerot MYXYUHBI
1 JKCHIITUHEBI

HenmurennHbI aHaMHe3
10 KPOBOTOYMBOCTH
XpOMOTEeHHBIN METOJT
onpeeaeHus AKTUBHOCTH

FVIII w Tutpa wunruburopa
K Hemy (cHmxkaeT 3ddexkr BA

Ha pPe3yJIbTaThl TECTOB)
JlaGopatopHas METOJIMKA
C TpeBapUTEIHHBIM
pa3BeicHuEM TUIa3MBbI
0OJILHOTO O0ydepHbIM
pacTBOpoM (cHM)KEHUE
NEHCTBUSL  BBICOKOTO TUTpa
UHruoHUTOpa FVIII
Ha aktuBHOCTE  FIX, FXI
u FXII)

Non-burdened familial history
Affects both men and women
Not a long history of bleeding
Chromogenic  method  for
determining the activity of
FVIII and the titer of an
inhibitor to it (reduces the
effect of LA on test scores)
Laboratory technique with
preliminary dilution of the
patient’s plasma with a buffer
solution (reducing the effect of
a high titer of a FVIII inhibitor
on the activity of FIX, FXI and
FXII)

CeMeHbIM aHamMHe3
OTSTOIICH

Yame 00N€IOT  MYXYHHBI
JmaTenpHbBIN aHaMHe3

10 KpOBOTOYHNBOCTH



HacnencrBennas
reMouiIus A,
WHTUOUTOpHAS dhopma
Hereditary hemophilia A,
inhibitory form

Bbonesnb boH
Bunnebpanna

WIN IPpUOOpETEHHBIN
CHHIIPOM
Bunnebpanna

von Willebrand disease or
acquired von Willebrand
syndrome

bon

ADC
APS

OtcyTtcTBYET
FIII < 0,6 BE/mn

UHTHOUTOP

Prolongation  of  aPIT
Reduced  FVIII  activity
APTT mixing test —

correction (ICA < 15%)
FVII inhibitor > 0.6 BU/mL

VY nunenue AYTB
CHIKEHHE aKTUBHOCTU
FVIII

Tect CMEIIIMBaHUS
mo AUTB — HET
xoppexkuuu (MIA > 15 %)
Nurudurop FVIII >
0,6 BE/mn

Prolongation  of  aPIT
Reduced  FVIII  activity

APTT mixing test— no
correction (ICA > 15 %)
FVII inhibitor > 0.6 BU/mL

VY anuHeHnune AUYTB
CHuxeHue AKTUBHOCTH
FVIII,

CHuxeHue AKTUBHOCTH
vWF:Ag u vWF:Rco

(3aBuCcHT OT TUTa OO0JE3HU
¢on Bunnebpanna)

Prolongation  of  aPIT
Reduced  FVIII  activity
Reduced VvWF:Ag  and
vWF:Rco activity

(depending on the type of
von Willebrand disease)

VY nunenue AYTB

Tecr CMEILIUBAHUS
no AYTB — HET
xoppexkuuu (MIIA > 15 %)
BA «TOJIOKUTEIIbHBIN» :
MOJKET MCKaXaTh Pe3yJbTaT
onpefieNieHusT  aKTUBHOCTHU
FVIII B KJIOTTUHTOBBIX
TecTax

Prolongation  of  aPIT
APTT mixing test— no
correction (ICA > 15 %)
LA “positive”: distorts the
result of determining the
activity of FVIII in clotting
tests
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Burdened  familial  history
Men get sick more often

Long history of bleeding
CemenHbIi aHaMHe3
OTSTOLICH

Yame OoJIelOT  MY>KUYHHBI
JlnmarenbHbINI aHaMHE3
0 KPOBOTOYHBOCTHU
Knunnueckoe YXYALICHUE

1 HeR(h(PEKTUBHOCTH
3aMECTUTENIBHOU Teparuu
Burdened  familial  history
Men get sick more often
Long history of bleeding

Clinical deterioration and
failure of replacement therapy
RIPA — PUCTOLIETUH-
WHIYIIUPOBAHHAS arperamus
TPOMOOIIUTOB

vWF:FVIIIB — FVIII
CBS3BIBAIONIAS  AKTHMBHOCTH
vWF

vWF:CB —
KOJIJIAar€HCBSI3bIBAIOIIAS
aKTUBHOCTD vWF

MynsTumepHsbiil ananus vWF

RIPA —  ristocetin-induced
platelet aggregation
vWF:FVIIIB— vWF: FVIII
binding activity

vWF:CB — vWF: collagen-
binding activity
vWF multimeric analysis
AUYTB-pearenr,
YYBCTBUTENBHBIA K 3PPeKTy
BA

TecThl ¢ pa30aBICHHBIM S0M
ragtokn  Paccema (dRVVT
Screen / dRVVT Confirm)
¥ KBaplEBbIM  aKTHBATOPOM
(SCT Screen / SCT Confirm)

AnTtrdOoChOIUIHUTHbIE
aHTUTENa K KapIUOIUIHHY
IgM / IgG  wu06era-2-

rnukonporeuny I IgM / I1gG
aPPT-reagent sensitive to the

effect of LA

The dilute Russell viper venom
tests (dARVVT Screen / dRVVT



Hedunur (bakTopoB
BHYTPCHHETO MyTH:
Hedunur FIX
Hedumur FXI
Hedbunut FXII

Deficiency of intrinsic
pathway factors:
FIX deficiency
FXI deficiency
FXII deficiency

Henpsimsle
AHTHUKOATYJISTHTHI
(aHTaroHWCTHl BUTAMHUHA
K)

Indirect anticoagulant

(vitamin K antagonists)

HedpakunonupoBanHbIN
rernapyuH
Unfractionated heparin

HuskoMonexysapHbIi
rernapyuH

Low  molecular weight
heparin

[Tpsimbie narndutops FXa
Direct FXa inhibitors

N3onnpoBaHHOE YJTMHEHUE
AYTB

CHmxenne aktuBHocTH FIX
CHumxkenne aktuBHocTu FXI
CHuxeHue AKTUBHOCTH
FXII

Isolated aPTT prolongation

Reduced  FIX  activity
Reduced  FXI  activity
Reduced FXII activity

Brmusaune wallB (MHO)

BBIPQ)KEHO CHIJIbHEE, YeM
Ha AUTB (ormeuaercs npu
nepe03upOBKE Mpernapara)
Effect on PT (INR) often
stronger than on aPTT (in
case of drug overdose)

VY niuHeHue AUYTB
HetlictByeT Kak
«OBICTPOICHCTBYIOIIHIN

HHTUOUTOP B TeCTax

cmemmBanus 1o AUTB —
Her koppekuun (MIIA >
15 %)

Prolongation  of  aPIT
Acts as «fast acting»
inhibitor in APTT mixing
test — no correction (ICA >
15 %)

VY nnuuenue AUYTB
(oTMeuaeTcst npu
NEPE03UPOBKE IIperapara)
Prolongation of aPTT

VY nnuuenue AUYTB
Prolongation of aPTT
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Confirm) and quartz activator
tests (SCT Screen / SCT
Confirm)

Antiphospholipid — antibodies
to anti-cardiolipin antibodies
IgM / IgG and anti-B2 -

glycoprotein I IgM / IgG
OtmMmeuaeTcs CHIDKCHHE
aKTUBHOCTH FIX, FXI

u FXII in vitro (mpu BBICOKOM
tutpe uaruouropa FVIII)
Reduced FIX, FXI, FXII
activity in vitro (with a high
duration of action of the FVIII
inhibitor)

Ompenenenne IIB  (MHO)
Onpenenenne  aKTUBHOCTH
BUTAMHH K-3aBucumbIx

¢daxTopos (FII, FVII,
u FX)

Determination of PT (INR)
Determination of the activity
of Vitamin K dependent
factors (FII, FVII, FIX u FX)
Omnpenenenue TPOMOMHOBOTO
BpEMEHU

FIX

Ornpenenenue antu-FXa
AKTUBHOCTH TSt
MOATBCPIKACHUSA

WIN UCKJTIOUCHHST  JCUCTBUS
AHTHUKOAryJIIHTOB

Determination of thrombin
time
Anti-FXa assay to confirm or
exclude anticoagulant drug
action

Ornpenenenue antu-FXa
AKTUBHOCTH TUISt
MOATBCPKACHUSA

WIH UCKITIOYEHUST  JIeUCTBUS
AHTHUKOAryJIssHTOB

OTMEHUTH npemnapar

U TIOBTOPHUTDH UCCIICOBAHKE
Anti-FXa assay to confirm or
exclude anticoagulant drug
action
Withdraw drug and repeat
testing

Onpenenenue autu-FXa
AKTUBHOCTH JJIs
MTOATBEPKICHUSI



WM UCKITIOUEHUS  JIeUCTBUS
AQHTHKOAryJIIHTOB

Bnusaune HaIIB BbeIpakeHO
cunpHee, yem Ha AUTB
OTMEHUTH npenapar
Y TIOBTOPUTD UCCIIEIOBaHUE
Anti-FXa assay to confirm or
exclude anticoagulant drug

action
Effect on PT often stronger
than on aPTT
Withdraw drug and repeat
testing
Bnusanaue Ha AYTB
BBIPQXXCHO  CUJIbHEE, YeM
Ha [IB
Omnpenenenue TPOMOMHOBOTO
BpPEMEHHU
IIpsimMblie UHTUOUTOPBI | Y IJIMHEHUE AYTB | OrmeHuTh npemnapar
TpoMOHMHa Prolongation of aPTT (in | v OBTOPUTH UCCIICIOBAaHUE
Direct thrombin inhibitors | case of drug overdose) Effect on aPTT often stronger

than on prothrombin time
Determination of thrombin
time
Withdraw drug and repeat
testing
IIpumeyanune: MHO — MmexayHapogHOE HOpManu3oBaHHOE oTHoleHue, vVWF:Ag — anturen
¢daktopa ¢pon Bumnedpanma, vVWF:Rco — pucronernn-kodakTopHast akTHBHOCTE (akTopa (oH

Bumnebpanna, RIPA —  pucToneTMH-MHIyUMpOBaHHas  arperanys  TPOMOOLIUTOB,
vWEF:FVIIIB — d¢axkrop VIII-cBsa3piBatoniass akTUBHOCTH (hakTopa ¢GoH Bunebpanna,
VWF:CB — konnareHcBsi3pIBaomasi akTHUBHOCTh (akropa ¢on Bumnebpanma, dRVVT

Screen/dRVVT Confirm — Bpemsi cBepThIBaHHs C pa30aBIICHHBIM sI0M Taaokud Paccena
Cxpununr/Iloarsepxxaenue, SCT Screen/SCT Confirm — BpeMsi cBepThIBaHHS C KBAPIIEBBHIM
aktuBatopoM  CkpunmHr/IlonTtBepxaeane, BA —  BOJIYaHOYHBIM  AHTUKOATYJISHT.
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IIpunoxenne 4

Oo0pa3sen npoToKo.Jia NPOBEAEHUS 3AMeCTHTEILHOM /TeMOCTATHYEeCKOM
Tepanuu (paKTOpamMy CBEPTHLIBAHUA KPOBH B IOMAIIHUX YCJI0BUAX

NaymenT © BepUdHLMPOBAHMEIM HATHDI0OM

remodunus

3aMECTUTENLHAR TEPANWUA KOHUEHTPaTaMu
FVIF*/8FIX**, naumenTam ¢ Taxenon dopmoi
remodiunmM A BOIMOKHO Ha4ano Tepanum
MUKy maBom™

A F Bonee 4 3nu3onos ™ HET
[ KpOBOTE4EHWI 8 rog
MK TEPANMKA KOHUEHTPATAMIA |
PV 8FIX**

MpodmnakTHieckni pexmumM BESAEHWA 3aMECTUTENLHOR
Tepanii koHueHTpatamid FVIIF*/#FXC* wnn nazHadedmne
3MrLMyMaba*™ Ana naunenTos ¢ TAxenol GopMoR
remodunn A

3amecTuTensHan Tepanua
woHUeHTpaTanmn FVIIP*/#FX*
no GakTy KPOBOTEUEHWA

oA < Ecrs wnruburop k FVIUFIX > HET

AuHamuyeckose HabawpeHie/ kOPPEKLWA pexnMa
i A0a BEefeHMd KoHUeHTpatoa FVIP*/@FIX**, tepanun
conycTayrowel NaTonorim

WWT/repanua npenapatamn
WYHTHPYIOWero aeRcrans

nA _/-J

4

HET

Ecti oteer Ha Tepanuia

yepes 12 mecrues

Mpogonxwite Tepanno MAT/

npenapatamMi WyHTWRYIoWers
AeRCTEMA

CMeHa WyHTURYIOLWEro npenapata/sscoxne
Aoas koMUeHTparos FVII*/#FIX* no dakry
KPOBOTEHEHMA AW TEPANKA IMULNIYMaBom*
Ana nauwenTos c remodmnuen A

HocTiriyra uMmyHHas
TONEPAHTHOCTE

" HET

Mpodrnaktuka KOHUEHTRATaMK
FVHI*/#FIX** wnum Tepanidn
smuUnzyMaBom™ Ans nauneHTos
¢ remodmninen A

Tepanua npenapatamm
LYHTUPYIOLLEro AERCTBAR Wk
MMMy MaBom™ ans nayuentos
€ remodinien A
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