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Bnazooaprnocmo

ITorckoM muTepaTyphl 1 Knaccuukanyern foKasaTeTbHOCTI 3aHMMAIOCh IpodeccroHanbHOe areHTCTBO. Kpome
TOTO, IPMHMMAs BO BHUMAaHNE, YTO MHOTYE PEKOMEHIALIVV OCHOBBIBAIOTCSA HA MHEHUAX 9KCIEPTOB, IPOEKT 3TOr0
PYKOBOJCTBA OBbI/T paCIIPOCTPAHEH Cpefyl MHOTMX JIPYTUX CIEIMalNCTOB, 3aHMMAOIUXCS TedeHIeM TeMOQUINN
3a IpefienIaMu pabodeli IpyIbl. ABTOPBI BBIP@XAIOT 0/1ar0fapHOCTDb BCEM TeM, KTO IPeJOCTaBIII CBOU IIOAPOOHbIe
KoMMeHTapun. HakoHell, HaM X0Tenoch 6bI BBIPa3uTh CBOE pusHaHue paborurkam BOT [xenundep /lamubepra, a
TaioKe Jmusabet Mailic, 3a MCK/IIOYNTE/IbHbII BKIaJ B 3aBeplieHe 9Toll pabotsl. BOT 6narogapurt a-pa Bragumupa
3Ma4YMHCKOTO 32 IIPOBEPKY 3TOTO IIEPEBOJA.

3asenenue 06 omxase om omeemcmeeHHOCHU

Bcemupnas ®epeparys Temodumnm He peKOMeHAYeT KOHKpeTHbIe JieueOHO-IIPODIIAKTIYeCKIe CPEICTBA WM IIPOU3-
BOJUTeJIelt; II060e YIIOMIHAHNe Ha3BaHMII Te4e0HO-IIPOPUIAKTUYECKIX CPEICTB He IPEACTAB/IT 0601t 0B00peHns
BOT. Bcemupnas Oepepariyst [emobumun He 3aHMMaeTCs] MEIUIIMHCKOI IIPAKTUKON U HU MIPU KaKUX 00CTOSITE/IbCTBAX
He pPeKOMEH/[yeT KOHKPETHBIX KypCOB JIeUeHNs [T OTHENbHBIX JIIofeil. PeXXVIMbI JO3MPOBKY U IPYTUe PEXXMBI Tede-
HUS TIOCTOSIHHO TI€PeCMaTPUBAIOTCS IPY 9TOM BBIABIIAIOTCS HOBBIE T0O04YHbIe 3¢ deKThI. Llenb 3TOro pyKoBoAcTBa
- IIOMOYb B pPa3paboTKe OCHOBHBIX CTAHAAPTOB edeHns remoumn. OTHAKO, OHO He 3aMeHsIeT peKOMeHAIiT BpaJa
u / vy nHpOpManMy BKIAbIIIA, COIPOBOXKAAOLEro mpenapar. J/Iroboe nedeHne ciefyeT INIAHUPOBATh B COOTBET-
CTBUE C I/IH,T_[I/IBI/I,Hya}IbeIMI/I Hy)KI[aMI/I 6OHIJHOI‘O n ,T_[OCTyHHbIMI/I pecypcaMI/I.
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PYKOBOACTBO MO JIEYEHUIO TEMOOUNTNN

KpaTKoe n3noxxeHne

Temodunus — 9T0 pefKoe HapylIeHMe KPOBY, KOTOPOe
TPYLHO MOJaeTcsA TUATHOCTUKE U JIeYeHUI0. DTO PYKO-
BOJICTBO IO JIeUeHNI0, OCHOBAaHHOE Ha I0Ka3aTe/lbCTBAX,
npefcTaBasgeT coO0it MPaKTUIeCKIe peKOMEH AN
IO AMATHOCTUKeE ¥ 00IleMy JTe4eHNIo reMopuanm, a
TaKKe JIEYEHNIO OC/TOKHEHUII, BK/I0Yasl OCTIOKHEHNA B
KOCTHO-MBIIIEYHON CHCTeMe, MHIMOuTOpaM U MHpeK-
MM, KOTOPbIe ITepeflaloTCs NMpU MepenBaHUM KPOBIL.

BBeJeHMne

CocTaBnsasA 3TO pyKoBOACTBO, Bcemuphnas Depepanusa
Temoduny CTAaBUT CBOEII LIe/IbI0 TOMOYb OCTABILIMKAM
MeIMUIMHCKUX YCIYT (Jledalnym BpadaM), KOTOpbIe IbITa-
I0TCS IPUCTYNIUTD U / WY TIOAAEpP>KaTh IPOTPaMMBbI 110
NIe9eHMI0 TeMOpUINN, CIIOCOOCTBOBATH TAPMOHM3AIN
METOJIOB JIeYeHNsI B MUPOBOM MaclITabe, I CTUMYIUPO-
BaTb COOTBETCTBYIONIVIE HAYYHbIE UCC/IEOBAHIA TaM, ITie
I peKOMEH/JAIIT He XBaTaeT aJleKBaTHbIX JOKa3aTeNbCTB.

ITepBoe M3aHMe 9TOrO PyKOBOACTBA, OIIYO/INKOBAHHOE
Bcemupmnoit ®egepauneit lemopumn (BOT) B 2005 roxy,
HOCITY>KMJIO CBOE IIe/ U CTAJIO IIO/Ie3HBIM JJOKYMEHTOM
IUIA TeX, KTO VICKaJI 6a30BYI0 MH(OPMALIUIO O BCeOObeMIIIO-
meM edeHuy remopuany. Heo6xonuMocTh B pegakium
IEePBOTO M3AaHNUsA BO3HMUK/IA IO HECKOIBKUM IIPUUIMHAM.
Haunb6ormee 3HaunTeIpHas 13 TAKUX MPUYMH COCTOSI/IA B
TOM, YTOODI BK/IIOUUTD HAWIYYIII/e CYIeCTBYIOLIIe JOKa-
3aTe/IbCTBA, Ha KOTOPBIX OBUTM OCHOBAHBI PEKOMEH/IAIINIL.
CyluecTBYIOT HeflaBHE BBICOKOKAaUeCTBEHHbIE IaHHbIE
PaHZOMU3MPOBAHHBIX KOHTPOIMPYEMBIX MCIBITAHN,
KOTOpbIe TOKa3bIBalOT 9 eKTUBHOCTD U IIPEBOCXON -
CTBO Tepamuy NpodUIaKTIIECKOTr0 3aMelteHns Gakropa
HaJl SNM30YeCKIM JIeueHeM — XOTs MCIIO/Ib30BaHe
OIITVIMAJIbHBIX O3 U IpadyKOB IIpOBefeHus Ipodu-
JTAKTUMKY IIPOJOJDKAIOT OBITh IIpefMeTaMy JaIbHeIIX
uccnenoBanuii. Kpome Toro, Bce 60mbiie ocosHaércs
HeOOXOMMOCTD B JTyHLIIell OLleHKe Pe3y/IbTaTOB IeUeHNUs
reMOQUINN YTBEP>KAEHHBIMIL 1 HETABHO Pa3pabOTaHHbIMM
IJIs1 KOHKPETHBIX 3a00/IeBaHNIT KITMHIMETPUIECKUMI
nHCTpyMeHTaMu. IlepecMoTpeHHOe u3faHMe 06CyXK/aeT
9TY BOIIPOCHI 1 BKJTIOYaeT B ce0s1 0OHOBIEHHOE COflepKa-
HJe BCeX PasfieoB.

JlaHHOE PYKOBOICTBO COTEPXKUT HECKOIBKO PeKOMEH-
HaLuil OTHOCUTEIPHO KIMHUYECKOTO TeueH s 6OMbHBIX
reMo¢unel (IpakTUYecKye peKOMeHIALNN, )KUPHBIM
mpudgrom). Bce Takme pekomeHgan My TOATBEPXK/a-
I0TCsI HaWIY4IIMMM JOKa3aTeIbCTBAMU B JINTEPAType,
knaccuunuposanubiMu Oxcdopackum LlenTpom
Joxasarenmproit Meguuuubl B 2011 roxy (cm. Ilpunosxenue
I). Ime BO3MOXHO, B 06aBOK KO BCeMY CIOfja BK/IIOUEH
CIIPaBOYHBIIT MaTepyasl [0 PEKOMEH/IAIMAM, He BXOIAIIM
B KPYT IIPaKTMYECKNX peKOMeHALMil. DTOT CIPABOYHBII
MaTepuas KraccubuimpoBaH He ObL.

ITpn paspaboTke TAKOr0 PyKOBOACTBA YaCTO MOJHI-
MaIOTCs1 BOIIPOCHI €T0 YHUBEPCAIbHOTO IIPUMEHEH NS,

yUUTBIBast pasHOOOpasye yCIyr 34paBOOXpaHeHN U
9KOHOMMYECKNX CUCTeM B Mupe. MblI cTporo npusep-
KMBaeMCsl MHEHMS O TOM, YTO IPUHIIUIIBL JIeYCHN
reMOQUIMN OffIHAKOBBIE BO BCeM Mupe. PasHuia cocronr,
B OCHOBHOM, JIMIIb B JO3MPOBKE KOHIIEHTPATOB (haKTOpa
ceéproeiBanysA Kposu (KOCK), ncrnonpsyembIx s nede-
HUA WIN OpeRyIpeXHAeHNA KpOBOTeUEH!IA, IIOCKONIbKY
LleHa IPOJyKTOB 3aMelleHNs COCTAB/IAeT OCHOBHYIO
JacTh 3aTpaT MpOTpaMM IO JIeYeHU0 reModuinm.
[TpnsuaBas aToT PaKT, JaHHOE PYKOBOJCTBO IPOMIOTI-
»KaeT BK/II0YATh [IBA BUJjA PEKOMEH/IAINII 1O [JO3MPOBKe
nna saMecTuTenpHoit Tepamyy KOCK. Onu ocHoBbIBaIOTCA
Ha OIyO/IMKOBAHHOII INTEPAType ¥ METOAAX JIeYeHNUA B
KPYIIHBIX IleHTpax Myupa. OgHaKo, C/iefiyeT IOHMMATD, 4TO
PeKOMeHyeMble CHVYKEHHBIE JO3bI MOTYT He JOCTUTATh
HAWTYYIIYX BO3MOXXHBIX PE3y/IbTaTOB Y II03TOMY IO/IKHBI
CITY>KMTD TMIIb OTIPABHON TOYKON IIPM Havyajie IedeHns
B CUTYaLMAX C OTPAHMYCHHBIMY PeCYpPCaMM C Le/IbI0
IIOCTENIEHHOTO Nlepexofia K 6o/ee ONTYMAaIbHbIM 103aM,
Ha OCHOBe JJaHHBIX 1 6onbureit focrynHoctn KOCK.
OnHOJ 13 IPUYMH MVPOKOTO IPUHATUSA IEPBOTO M3TAHNA
3TOTr'0 PYKOBOJCTBA OBLI €ro JIerKo 4nuTabebHblil popMart.
Pacupus copepxanne n 00b€M JOKYMEHTa, MBI T103a-
OOTHUICH O TOM, YTOOBI HOPMAT OCTANICS IPEXXHNUM. MbI
HaJleeMCsl, YTO 9TO PYKOBOJICTBO IPOIO/DKUT OBITH IIOTIe3-
HBIM /ISl T€X, KTO Ha4MHAEeT M IOfIiep>KMBaeT IIPOrpaMMbl
neyenns remodunun. bornee Toro, paccMoTpeHne Impo-
KOTO KpyTa IMTepaTyphl U IIMPOKasA COINMACOBAaHHOCTD
TOKa3aTeNnbCTB, HA KOTOPBIX OCHOBAHBI TPAKTUYECKNe
pPeKOMeHJaLMN, MOTYT CIIOCOOCTBOBATb TapMOHM3ALINN
MeTOZOB JIedeHN: 110 BceMy MUpY. BaskHee Bcero, Mbl
HaJleeMcs, YTO 3TOT IOKYMEeHT CTUMYIUPYeT IpoBefe-
HJIe COOTBETCTBYIOIVX VCCIENOBaHNIL B TeX cepax, Iue
/IS IPAKTUYeCKMX PEeKOMEH/IAIuil He XBaTaeT afleKBarT-
HBIX JJOKa3aTeIbCTB.



'I ObLWWK yXO04 U NEYEHWE TEMOOUNTNN

1.1

Yto Takoe remodpunnmna?

Temounms — 3T0 BpOXKJEHHOE HapyIleH1e CBep-
TBIBaHMS KPOBH, CIIeIVIEHHOE ¢ XpoMocomoit “X n
HPOSIBIIAIONIEECs] HEOCTATKOM (aKTopa CBEpThIBA-
Hust kpou VIII (FVIII) (mpu remodunuu tuna A)
wint dpaxropa IX (FIX) (mpu remodumuu Tuma B). toT
HEJIOCTAaTOK fABJISIETCS Pe3y/IbTaTOM MYTAlLlMU COOT-
BETCTBYIOLINX I'€HOB (PaKTOpa CBEPTHIBAHMS KPOBIL.

Temodumist BcTpedaeTcst IpUOIM3UTENBHO Y OJHOTO
n3 10 000 HOBOPOXX/IEHHBIX.

CorlacHoO OljeHKe, OCHOBAHHOM Ha e€XeroJHOM
r7106a7IbHOM OMpOCe, TPOBOAUMOM BceMupHOIii
Depepanyeit lTemodnmmu (BOT), uncno mogest ¢ remo-
dunuert B Mupe cocrasnset npubnusurensHo 400 000
yesoBex [1].

Temodmausa A BcTpedaeTcs vaie, yeM reMopuns
B, 1 cocrasiseT 80-85% oT 0011€r0 Ynmciaa agein ¢
remoduinet.

OO6bIYHO reMO(UIIA OPaXKaeT JIVL, MY>KCKOTO I107Ia CO
cTopoHbl MaTepy. OpHako, kak redsl FVIII, Tak 1 reHsl
FIX nopBep>keHbl MyTaLuy de novo u B OZHOI TPeTH
BCeX CTy4aeB reMOMUINA ABIAETCA Pe3yIbTaToOM
CIIOHTAHHOV MyTaluu B OTCYTCTBUM F€HETUYECKOII
IPeApacIoIOKeHHOCT K 3a00/IeBaHMIO.

TouHBIIT AYarHO3 reMO(U/INY CYIIeCTBEHHO BaKeH

I/ COOTBETCTBYIOILIET0 KOHTPOA 3a00/1eBaHMA.

Temodunuio cienyer mogo3peBarb y 6ONbHBIX C

VICTOPMEIL:

®» JIETKOTO IOSIBJICHNS CHHAKOB B PAaHHEM JIeTCTBE

» “CIIOHTAHHBIX KpOBOTe4YeHMI (KpOBOTedeHMII He3
OYeBV/IHOT/M3BECTHOI IPUYNHBI), 0COOEHHO B
CYCTaBbI, MBIIIIIBI ¥ MATKNE TKaHN

= Ype3MepPHBIX KPOBOTE€YEHUI IIPYU TPABMaxX MU BO
BpeMsA XUPYPIrUIeCKUX BMELIATe/IbCTB

[TpumepHO fiBe TpeTy BCeX OOBHBIX IMEIOT FeHeTH -
YeCKYIO NPeJIpacloNoKeHHOCTb K KPOBOTEUEHUAM.

OKOHYaTebHBIIT AMArHO3 3aBYCUT OT aHa/m3a BpakTopa
CBEepPTBHIBAHUA C L[e/IbI0 0OHAPYI)KEHMSI HELOCTATKA
¢dakropos FVIII wan FIX.

IIposenenusa kposomeuenuii

1.

XapakTepHbIM GEeHOTUIIOM IreMOGUINY ABJIAETCA
TEH/IEHIVIA K KPOBOTEUEHNUAM.

XoTst KpOBOTeUYEHMsI OOBIYHO COMTPOBOXK/IAIT OOJIb-
HOTO B Te4YeHIe BCell ero >KM3HM, Y HEKOTOPBIX fIeTell
¢ reMouIMelt TSKETON CTeNeHN CYMIITOMBI KPOBO-
TeJYeHMIT MOTYT He Hab/MIOaThCs 0 TeX MOp, I0Ka OHU
HE Ha‘-IHyT XOOUTDb NN 6eI‘aTb.

BosnbHbIe ¢ reModuInet CpefHeit TSXeCTH MOTYT
HE VICIIBITBIBATh YPE3MEPHBIX KPOBOTEYEHMIT IO T€X
IIOPITIOKA, OHY He ITOJTy4aT TPaBMY MM He IIePEHeCy T
XMPYPIUYECKOII Ollepalym.

CreneHb TsKeCTU KPOBOTEUEHNIT TPy reMOobIInm
0OBIYHO COOTHOCUTCA C YPOBHEM (paKkTOpa CBEpThI-
BaHMA KPOBM, KaK IokasaHo B Tabimmue 1-1.

KpoBoTeueHnus B 6O/IBIINHCTBE CTy4aeB BO3HIKAIOT
B cycTaBax miy Mbimax (cm. Tabmmiy 1-2 u Tabmumy
1-3).

HeKOTOpre KpOBOTEUEHNA MOI‘yT yrpo>1<aTb JKN3HU
60/IbHOTO U TPeOYIOT CPOYHOTO edeHyst (cM. Pasgern 5).



8 PYKO

BOACTBO NO NEYEHUIO TEMOOUNUN

TABNNUA 1-1 OTHOLWEHWE CTENEHW TAXKECTU KPOBOTEYEHWA K YPOBHIO ®AKTOPA CBEPTbIBAHUA KPOBU [62]

CTEMEHb YPOBEHb ®AKTOPA

TAXKECTU CBEPTbIBAHWA KPOBU

Taxkenan < 1ME/gn (< 0.01 ME/mn)
mnu < 1 % ot Hopmbl

CpepHas 1-5 ME/nn (0.01-0.05 ME/mn)
nnu 1-5% oT HopMbl

Jlerkas 5-40 ME/gn (0.05-0.40 ME/mn)

nnu 5-<40% oT HopMbl

TABJIMLA 1-2 YYACTKU KPOBOU3JTUAHUI NPU

CNYYAU KPOBOTEYEHUN
CnoHTaHHOe KpoBoTeyeHne B CyCTaBbl WA MblLLLbI, 0Cob6eHHo B OTCYTCTBUW
OI'Ipe,EIEHEHHOVI NPUYNHbI

CnoHTaHHble KpOBOTEYEHNA BO3HNKAIOT BPEMA OT BPEMEHW; NPOAOJIXKNTENIbHbIE
KpOBOTEYEHUA NMPn He60sbLINX TpaBMaX N XNPypruyecknx BMeLaTenbCTBax

CunbHble KPOBOTEUYEHMs MPU TPABMaX Wi XMPYPrmvecknx BMeLlaTesibCTBax.
CnoHTaHHble KPOBOTEUYEeHNA peaKu

TABJIMLUA 1-3 YACTOTA BCTPEYAEMOCTHU
KPOBOU3NMUAHUN B PA3NTUYHbIX YYACTKAX TEJIA

FTEMOOWITNN [63]
YACTOTA
YUYACTKM TENIA BCTPEYAEMOCTU
CepbesHble CycTaBbl (remapTpo3)
[emapTpo3 70%-80%
MbILLLibl, 0COGEHHO FY6OKME MbiLLLbI » Ualle B LIAPHMPHBIX CyCTaBax:
(NOB3AOLIHO-MOACHNYHAA MbiLYLa, MbILILibI rONEHOCTOMHOM, KOJIEHHOM 1 JIOKTEBOM
roneHn 1 npeanneybs) = pexe B MHOTOOCHbIX CyCTaBax:
MeYeBoM, 3aMATCTHOM 1
CIN3UCTbIE PTa, AECeH, Hoca 1 Ta306enpeHHOM
MOYEOJOBOro TPaKTa
[/ 0,
Yrpoxaioue  BuytpuuepenHoe IS UEellad
KU3HM
wes/ropno [pyrue KpyrnHble KpOBOU3NUAHNA 5%-10%
XKeJTy[OYHO-KMLIEYHbIV TPAKT LleHTpanbHas HepeHas cucTema (LIHC) <5%
1.2 [MpuHUNNbI MegULINHCKOro O6C11y)KI/IBaHI/|ﬂ
1. OcHoBHas Ije/Ib MEULIMHCKOTO 00CayKMuBanus — 7. IIpu anmsomax CUIbHBIX KPOBOTEUEHMIL, KOTOpbIE
9TO MpefynpeXxpeHne 1 jedyeHe KpOBOTeUeHUIt ¥ HOTEHIMAIBHO YTPOXKAIOT XXM3HY O0IBHOT0, 0COOEHHO
HAIMEeHTOoB ¢ febuntTom GakKTOPOB CBEPTHIBAHNIS IIpM KPOBOM3/IVSAHIAX B TOJIOBY, 1IEI0, TPYAHYIO KJIETKY
KPOBIL. U XKeTyIOYHO-KIIIEUHBbII TPAKT, IedeHye PaKTOpOB
HeOXOIMMO IIPOBOANUTH He3aMeIJIUTENIbHO JJaXe 10
2. Korpma 910 BO3MOXKHO, HEOCTATOK OTHENBHOTO (haKkTopa a poBoz 1en o o
IPOBeIEHNS AMAarHOCTIYECKON OLIEHKI.
CTIeflyeT JIeYUTb KOHIJEHTPATOM 3TOro akTopa. poBen a 1
. 8. Insa roro 4ro6nI 06/IerYnTh NedeHue reMmoPpu-
3. MVpeanpHO mauyeHThI ¢ reModuImest JOMKHBI TPOXO- n > p b
MY B YPe3BbIYAIIHBIX CTYYasaX, 00TbHbIE JO/LKHBI
IUTD JICYCHYIE B YUPEKIEHUAX KOMIEKCHOTO JIeUeHMSA U P . yHaax, A
« » HOCHUTB € 00011 B TeTKOTOCTYITHOM MeCTe KapTOUKY
yxoza (Cwm. pasgen “KommnnexkcHoe nedenne” Ha cTp. 8) .
c uHopMaeii o guarHose, TKecTH 3a00meBaHus,
4. OcTpble KPOBOTEYEHU CIEAYET IEINTH B Kpat- COCTOSTHUY MHTUOUTOPA, TUIIE TeKaPCTBa, VICIO/Ib-
Janume CpoKu, NpefnOITUTEIbHO B TEICHNE IBYX 3yeMOro IS leYeH 1, Ha4a/IbHOI J03e /I TeYeHN s
yacoB. Ecii comHeBaeTech 1e4NTh MM He IeYUTbh, TSKENOT0, CPEIHEro WIN IErKOT0 KPOBOTEeHIsI
TO HY>XHO 71euutb (Yposens 4) [2] ¥ KOHTAaKTHYIO MH(OPMALNIO Teyaliero Bpaya/
5. OGBIYHO 6O/IbHbIE YYBCTBYIOT PAHHIE CYMIITOMBbI KIMHUKK. (YpoBens 5) [3]
KPOBOMS/IMAHNS AaXKe [0 NPOSABIEHNS PUBHIECKUX g BBenmenne necmonpeccuna (DDAVP) MoskeT afiek-
npusHakoB. Takoe ouryuieHne OHM YaCTO OMMCHI- BaTHO MOBBICUTH YpoBeHb ¢paxTopa FVIII (o1 Tpex
BalOT KaK TOKA/IPIBAIOIIEE OIYINEHIE IPENTyBCTBIA [I0 IEeCTU Pa3 OT MCXOTHOTO YPOBH:A) P KOHTpPOTIe
IIPUCTYIIa WA « aypy>. KPOBOTeYeH: y O0/IbHBIX CO CPefHell, ¥ BO3MOYKHO
6. Bo Bpems snm3ofa 0CTPOro KpOBOU3NMUAHNUA HY>KHO YMepeHHOIA, cTenenbio remodummi A. Vicnprranus

OIIpeie/INTh Y4aCTOK KPOBOM3NIUAHMSA (€C/IM 3TO
K/IMHUYECKI He OYeBIIHO) 1 BBECTI OOJIBHOMY COOT-
BETCTBYIOLINIT (aKTOP CBEPTHIBAHNUA KPOBIL.

peakIuu HEKOTOPBIX GOTBHBIX HA IPUMEHEHMe
DDAVP cootBetcTByet 0;kupanusm (YposeHs 3) [4-6]



10.

11.

12.

13.

14.

1.3

C BeHaMy 6O/IBHOTO HY>KHO 00paIaThcs ¢ 0coboii

OCTOPOXKHOCTBIO, IIOCKOJIbKY OHY SIBJIAIOTCSA “IHOPO-

raMy KM3HI [ TeMO(UINKOB.

» [ToaTOoMy pekOMeH/[yeTcs UCIIO0Nb30BaThb UITIbI-
6a6ouku pasmepom 23G umu 25G.

» Hu B koeM ciydaeM He Bpe3aTbCsl B BeHY KpoMe
YPEe3BhIYAIHBIX CUTYALVIL.

» ITocne mpokomna BeHbI HY>)KHO Yiep>KIBaTh ee IOf
laBJIeHNEM B TedeHMe 3-5 MUHYT.

» [To BO3MOXKHOCTU crlefiyeT u3beraTb yCTPOIICTB
KaTepM3aliy BeHbI, HO OHU MOTYT IOTPeO0BaTbCs
[l HEKOTOPBIX JIETEIA.

JI/151 KOHTPOJISI KPOBOTEUEHNMS MOYXKHO JICIIONIb30BATD
IOTIO/THUTE/IbHYIO TePaINIo, 0COOEHHO IIPU OTCYT-
CTBUY KOHLIEHTPATOB (paKTOPOB CBEPTHIBAHNA KPOBY;
OHa MOYXET COKPATUTb IOTPEOHOCTD B KOHIIEHTpATax
(cm. pasgen “JlononHMUTETbHbIE TedeOHbIe MEPOIIPH-
Atus” Ha CTp. 12).

Ecu kpoBOTeueHMe He OCTAHAB/IMBACTCS, HECMOTPS
He aJleKBaTHOe JIeYeHe, HY>KHO VI3MEPUTb YPOBEHb
¢axropa cBeprbiBaHyst KpoBu. Ecim ypoBeHb OKa3bl-
BAeTCs HEOXKUJAHHO HU3KMUM, IPOBOAUTCA TECT Ha
IpUCyTCTBUE MHIKbMTOpA (CM. paszens! “VcnbiTanme
VIHTMOUTOPOB™ Ha CTp. 32 1 “VIHrnéuropsr” Ha cTp. 59).

IIpegoTBpaleHne KPOBOTEYEHMSI MOKHO JOCTUYD
IyTeM 3aMeleHNsi TpopUIaKTIIecKoro pakropa
(cMm. paspen “Tepamnyst TpodUIaKTNYECKOTO 3aMellie-
Hus dakropa” Ha cTp.12).

Jna nedeHnsa cpefHUX /yMePEHHBIX KPOBOTEUEHMIA
MOYKHO JICIIOTTb30BATh TEPANNIO B JOMAIIHUX YC/IO-
BusaxX (cM. Paspen «Tepanys B JOMaIIHMX YCTIOBYAX»
Ha cTp. 14).

15.

16.

17.

18.

19.

20.

OBLNI YXOA W NEYEHUE TEMOOUANN

H}'IH preHHeHI/IH MBI, pa3BUTNA paBHOBECUA U
KOOpJMHALY M YIy4IleHNs 001ero Gpu3nieckoro
COCTOSIHUSA HY)XHO IOOLIPATD perynspHble Ppusm-
J4ecKye YIPaKHEHNs U APYyTyie Mepbl CTUMY/IALUN
IICUXOMOTOPHOTro pasBuTusA (cM. pasgen “Xoporee
COCTOsIHIIE 3[I0POBbs 1 (pU3MUeCKast aKTUBHOCTD Ha
crp. 11)

BonbHbIM criepyet u3berarhb OIpefie/ieHHbIX BUOB Gusi-
4eCKOJ1 aKTUBHOCTH, KOTOPBIE BEPOATHEE BCETO MOTYT
IpUBECTY K TpaBMaM (cM. pasgen “Xopolliee cOCTOsI-
HIte 3[0POBbsI 1 pM3MIecKast aKTUBHOCTD Ha CTp. 11).

PerynsipHoe HaO/IIOfieHIE 32 COCTOSIHIIEM 30POBBS
VI OLIEHKA €T0 Pe3y/IbTATOB ABJIIOTCS KII0YeBbIMI
COCTaBIISIIOLUIMMU JIedeHust U yxona (cM. pasjen
“HabrofieHne 3a COCTOSIHMEM 3[J0POBbsI 11 €T0 Pe3y/ib-
TaThl Ha CTp. 14).

BonpHBIM HEO6XOAMMO M30€eraTh TeKapCTB, KOTO-
pble BAUAIOT Ha QYHKIUIO TPOMOOLIMTOB, 0COOEHHO
anermncanuiuaosas kucnora (ASA - acnupus) u
HecTepOoy/{HbIe IPOTUBOBOCIIA/INTEIbHbIE IIPENapaThl
(HIIBII), 3a MCK/II0YeHeM OIpefie/leHHbIX IHTMONTO-
poB LIOT-2. [Tapareromorn / arjeraMnHOMEH SIBSIOTCS
6e30M1acHOII abTePHATUBON /st 06e300mMBaHMs (CM.
paspen “O6e3bonmBanue” Ha cTp. 15)

o npoBeneHMs 100071 MHBA3UBHON IPOLELYPLI
HeoOXOIMMO IOBBIIIATb YPOBHU (paKkTOpa B0 COOT-
BeTCTBYIOIIEr0 YPOBHA (cM. pasgen “Xupyprudeckue
oIepaly ¥ MTHBAa3UBHbIE IPOLeAYPbl” Ha CTP. 16).

Jns npepynpesxeHus MepruogoHTaNIbHBIX 3a00-
JleBaHuII 11 3yOHOTO Kapyueca, KOTOPble IOBBIIIAIOT
CKJIOHHOCTb K KPOBOTEUEHMIO [IeCEeH, CYLIeCTBEHHO
Ba)KHa XOpOLIasi TUTMeHa POTOBOI MOMOCTH (CM.
pasgen “JledeHne u yxof 3a 3ybamu” Ha cTp. 17).

KomnnekcHoe meguumnHcKkoe obcnykmnBaHmne

KoMmnekckHOe MegUIIMHCKOe 00CTyKMBaHIe
Ccoco6CTByeT X0poueMy GpU3nIecKoMy U IICUXO0-
JTOTMYECKOMY 3{OPOBBIO, MOBBIIIAET KAYECTBO
JKI3HM U COKpamniaeT 3a601eBaeMoOCTh U CMePT-
HocTh. (YpoBens 3) [7-9]

TemMoIVst — OTHOCUTENBHO PEfKOe HApYILIEeHNE, KOTO-
poe, OTHAKO, IIPEACTABIISIET COOOI CIOKHYIO IIPOobIEMy
IUIsL AMArHOCTUKY 1 TedeHst. ONITUMabHOe TedeHe
TAKIX MAIMEHTOB, 0COOEHHO TeX, KTO CTPA/IaeT TsKe-
7ot popmoit 3abosieBaHus TpebyeT 60rIee CepbesHbIX
Mep, 4eM OObIUHAs TeParusl.

Knro4yeBbIMM acrieKTaMM yIy4LIEHUSA COCTOSAHUA
3[I0pPOBbs U IIOBBIIIEHN I KaueCTBa )KMU3HU JIIofiell C
reMouIMeil SIBJISIOTCA:
= [IpemoTBpaienne KpOBOTEYEHNI I TOBpEXe-
HMUII CYyCTaBOB
= BesoTnararenbHoe edeHNe KpOBOTEYEHMIA
= KOHTpO/b 3a BOZHUKAIOIIVMI OCIOXKHEHUAMMA
BKJIIOYaeT B cebs:
o KOHTPOJIb ITOBPEXIEHUI CyCTaBOB, MbILIL] I
IOPYIUX OC/IOXKHEHNIT KPOBOTEYEH I
o KOHTPOJIb Pa3BUTHS UHTMOUTOPOB
o KOHTPOJIb BUPYCHBIX MH(QEKINIL, ITlepefjaBaeMbIX
4yepes MPON3BOJIHbIE KPOBY
= BHUMaHMe K IICMXONOTMYeCKOMY 3/10pPOBBIO
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Bpuzada komniexcHozo MeOUUUHCKO20
o0cynueanus

1.

ITupoxwuit srana3oH NOTpe6GHOCTEN MAIVIEHTOB
c reModunumeit 1 UX ceMeit MOXKeT OBITH YIOBIIET-
BOPEH NyTeM CKOOPAVHUPOBAHHOIO TeYeHU U
yxopma 6puragoii KOMIIEKCHOTO MeTUIIHCKOTO
00cTyK1BaHNs, BKIIOYAOLIeil B ce6s1 paboTHN-
KOB 3J]paBOOXpaHeHNs PasIIYHbIX CIIeNaTbHOCTEI,
C MICTIOIb30BaHNEM YTBEP>K/eHHBIX IIPOTOKO/IOB,
KOTOpbIE MOTYT OBITh NPaKTUYECKIMU M FOCYap-
CTBEHHBIMM PYKOBOACTBAaMM IO JIeYE€HNIO, €CIIN
takoBble nmerwTcs (Yposeus 5) [10-12]

Bpurajia KOMIUTEKCHOTO MEUIITHCKOTO OOCTy KMBaHIs
TIO CYLIECTBY CBOEMY JJO/DKHA ObITb MHOTOIIPOMIILHO 11
O6}IaHaTb 3HAaHMAMUI U OIIBITOM B JICUCHUI (I)I/ISI/I‘ICCKOI‘O
U TICXOJIOTMYECKOT'O 3I0POBbA 6OHbeIX U UX ceMein.

KocTsk Takoit 6purajsl JO/DKEH BKIIOYATh B ce0s1
CTIeAYIOIIUX CIIeLNaINCTOB:
= MeguuuHCKOTOo AupeKTopa (IIpeanoYTUTebHO
reMaTosIora o ETCKUM U B3POC/IBIM 3a00/eBa-
HUSIM WIK Bpada C OIBITOM PaboThI C CUCTEMON
reMocrasa)
= MezcecTpy-KOOPAMHATOPA, KOTOpast 6yzeT:
o KoopauunpoBars mpoBefieHue iedeHns
o I[IpoBOAUTH pas3bACHUTENbHYIO PaboTy C
OONBbHBIMI U X CEMbSAMU
o BeicTynarp B KauecTBe [1epBOr0 KOHTAKTHOTO
nuua st 60/IbHBIX C OCTPBIMM IPOOIEMaMu
WM TPeOYIOLIIMI ITOCTIEAYIOIIEro HaOMoeHS
o Mo)xeT MPOBOAUTH OL[eHKY COCTOSHUS
60JIBHOTO U KOTHa HEOOXOMMO OKa3bIBaTh
IIePBYIO IIOMOIIIb
s Crienmanucra o CKeJIETHO-MBbIIIEeYHbBIM 3200-
neBaHusAM (¢pu3morepaneBTa, TepaneBTa Mo
npodeccroHanbHBIM 3a60/I€BaHNSIM, OPTOIENA,
peBMaTosI0ra), KOTOpble MOTYT IIPEAYIPEKAATh
KpOBOTe‘-IeHI/IH n HPOBOHI/ITI) UX JICYCHIE
= JTabopaHTa
= Tlcuxocomnumornora (MpemoYTUTENHHO COI[UATBHOTO
PabOTHMKA MM TICUXOJIOTa) 3HAKOMOTO C MMEIOTIN -
MICSI MECTHBIMU PeCYPCaMit COLMATbHOI TOMOLIY.

Ponu, BbInonHAemMble YieHaMy OpUTafibl, MOTYT OBITH
Pa3sIMYHBIMA B 3aBUCUMOCTY OT Ha/IM4YUA U OIbITa
06y4eHHOT0 IepCOHAIA U OPTaHU3ALN YCIIYT BHYTPU
LIEHTpaA.

Bce ocHOBHBIE YIeHBI OpUTABI TOHKHBI 00TaaTh
3HAHMAMM VM VIMETD OIIBIT B JICYEHNUI HAaPYILIEHMII
reMOCTasa 1 JO/DKHBI OBITh HOCTYIHBI 151 OOJIbHBIX
CBOEBPEMEHHO U B yEOOHOM MecTe. AfleKBaTHas CKopast
IIOMOLIb JO/DKHA OBITH JOCTYIIHA B II000€ BpeMs.

10.

JI71s1 9TOTO HEOOXOAMMBI C/IeAyIOle peCypPCh

MOJIEPIKKUL:

= JlocTyn K m1abopaTopuy CBepTHIBAHKS KPOBY,
MMeIOIell BOSMOXKHOCTb IIPOBOJUTH TOUHBIE U
6e3ouM604HbIe aHAIN3BI PAKTOPA CBEPTHIBAHNSA
U TECTHI HAa MHTUOUTOPBIL.

= ObecredyeHne COOTBETCTBYOIUX KOHIIEHTPATOB
(bakropa cBepTHIBaHMS, KOTOPbIE OBUIN OBI TPOU3-
BOJIHBIMYI II/Ia3MBI M/IV PEKOMOVHAHTHBIMY, @ TAKXKe
BCIIOMOTATe/TbHBIX KPOBOOCTAHAB/IMBAIOIIIX [Ipera-
paroB, Takux Kak gecmorpeccu (DDAVP) u rme
BO3MOYKHO TpaHEKCaMOBasi KICIOTA.

= Korja HeT B Hanmu4uun KOHIEHTPATOB aKTOpa CBEp-
TBIBaHYA, JOCTYI K 0€30IIaCHBIM IIPOU3BOSHBIM
KPOBHU, TAaKMM KaK CBeXXe3aMOPOXKeHHas I1a3Ma
(FFP) wiay KpMonpennnTar.

= JlocTyI K TMIICY W/VWIN IVHAM I MMMOOWIM3aLyn
VUL IPYTUM TIPUCIIOCOOIEHNSIM A1t 0OecriedeHust
MOOMIBHOCTH TI0 Mepe HEOOXOUMOCTI.

Bpurajia KOMIUIEKCHOTO MEAMIITHCKOTO O0CTyX1Ba-
HIA KPOMe BBIIIEYKa3aHHbBIX CIEIVIa/IICTOB TaKKe
JIO/DKHA BKJTIOYATh B Ce0s NIV MMETD JOCTYII K CIIey-
IOIVIM CTIeI[Va/TICTaM:

® CIIEIVA/INCTY IO XPOHMYECKMM 60IAM

= CTOMATOJIOTY

®* TEHEeTHUKY

® TEIaToNory

® CHEIMAINCTY 110 MH(EKIMOHHBIM 3a00/IeBaHNAM
* UMMYHOJIOTY

®* TMHEKOJIOTYy/aKyliepy

» KOHCY/IBTAHTY IO BBIOOPY Ipodeccuii

YT06BI 06eCIeYnTh HEIPEPbIBHOCTD JIEYEeHUA,
HEeCMOTPS Ha CMeHY IlepCOHasa, TpebyeTcs BecTn
IVCbMEHHBIE TPOTOKOJIBI JIeYEeHMA.

Bpuraja KOMIUIEKCHOTO MeAVILIMHCKOTO 00CTy>KIBa-

HIA JO/DKHA NMeTb PeCypChl /11 HOAAEPYKKI YIEHOB

ceMeit 6ObHBIX. ITO paboTa MOXKET BK/IIOYATh B CeO

OIIpefieIeHNe PeCcypCcoB 1 CTPATeruii, KOTOpble IOMO-

IyT YI€HAM CeMel CIIPaBIAThCA C:

= TloBcemHeBBIMM pUCKaMU ¥ IIpOOIeMaMu, 0COOEHHO
C KOHTPOJIEM KpOBOTEUYEHMI

» VI3MeHeHVAMI, CBA3aHHBIMU C Pa3HBIMU CTaIMNAMMI
pocTa 1 pasBuTHA 60IBLHOro (0COOEHHO B IOLPOCT-
KOBOM BO3pacTe U IIpYU CTapeHNN)

» BompocaMu MmMKOJABHOTO OOy4YeHUS u
TPYAOYCTPOMCTBA

= Puckom nosiBeHus pebeHKa ¢ TaKuM ke 3abore-
BaHIeM I MIMeIOIIVecsl BAPMAHTBI BbIOOpa

YcTaHOBIIEHME JONMTOCPOYHBIX OTHOIIEHMIT MEXY
OO/IBHBIMY / CEMBSIMU Y YWIEHAMY OPUTa bl KOMITIEKC-
HOTO Me[JUIIMTHCKOTO 00CTy>KMBaHMe obeclednBaeT
CNTaKEHHOCTD JIeMICTBUIA.



DyHKUUU NPOPAMMBI KOMNTIEKCHO20
MeOUUUHCKO20 00CTyHUBAHUS

1.

ObecrreunBaTh MM KOOPAMHNPOBATH CTAI[MOHAP-
Hoe (T.e. BO BpeMsi TpeObIBaHMs B OObHMIIE) NN
aMOyaTopHOe JiedeHe 1 o0cmyxuBanue (Bo BpeMs
MOCeIeHNsT KIMHUKY VTA [0 SPYTUM IPUIMHAM)
OONIBHBIM U X CEMBSIM.
= BonpHbIe [OHKHBI 00CT€T0BATHCA BCEMI WIEHAMM
OCHOBHOI1 Opurajbl, 0 KpaifHeil Mepe OMH pa3
B rop, (et Ka>Kable IeCTh MeCALEB) I BHIIIO-
HEeHIsI TeMaTOIOTYeCKOr0, KOCTHO-MbIIIEYHOTO
Y ICUXOTIOTNYeCKOT0 00CTeoBaHNA U I paspa-
60TKM, IPOBEPKM M YCOBEPLUIEHCTBOBAHM S
KOMIUIEKCHOTO IIaHa TeYeHnst. Bo Bpems takux
MOCEI[eHNIT MOTYT TaK)Ke BBIIaBaThCsI HAIIPaBITe-
HIIA HA OKasaHue Apyrux youyr (Yposens 5) [13,14]
= IIjaH edeHnst JOMKeH pa3pabaThIBaTbCsl BMECTe
¢ 6O/IbHBIM U TIepefaBaThCsl BCeM CIeLUanucTaM
U yIpeXK/ICHUAM, YYaCTBYIOIIVIM B JIe4€HUN ITOTO
6ormpHOr0. O6MeH nHpOpMaLVell MeX Y NeqaluMu
CrlenMaINCTaMy U YIPEeX/eHUSIMU O4eHb BaKeH.
= He6ornblue 1eHTpbI 1 IepCOHAIBHBIE BPa4y MOTYT
OKa3bIBaTh IEPBUYHYIO IIOMOILIb U IIPOBOJUTH
JledeHNe HeKOTOPBIX OCTOXKHEHMIA, 4aCTO KOHCY/Ib-
TUPYSICH C IIeHTPOM KOMIITIEKCHOTO METUIINHCKOTO
o6cmyxnBanus (0COOEHHO 9TO KacaeTcsi OOIbHBIX,
MPOXXMBAIOIINX JATEKO OT OMVKANIIIEro eHTpa
nedyeHust remobuinn).

2. VHunumposatb 1 IpOBOAKUTH 0OydeHye U HabIIO-

[aThb IIpOBENEHNE TEPpAIVIN B JOMAIIHNX YC/IOBUAX C
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MIOMOIIIbI0 KOHILIEHTpaTa (haKTopa CBePTHIBAHNS, ITie
TaKOBOI IMEeTCsI.

O6y4aTb 6O/NBHBIX, YWICHOB X CeMell U IPYIUX JINI,
00CTY>KUBAOIX OOBHBIX, YTOOBI 00EIIeYNTH YIOB-
JIeTBOPEHME HY>KJ, 60/IbHOTO.

CobupaTb FaHHBIE O TOKAIN3ALNY KPOBOTEUEHNI],
BeCTM 3alVICh BUIOB U 103 IPUMeHsIeMbIX Me/IKaMeH-
TOB, IIPOBOJUTD OLIEHKY JOITOCPOYHBIX Pe3y/IbTaTOB
(ocobeHHO B OTHOLIEHNY QYHKIVIOHVMPOBAHNS KOCTHO-
MBIIIEYHO CUCTEMBI), OCIOKHEHMII OT JIeYeHU U
XMPYprudecKux mpouexnyp. Jlydiie Bcero, eciu ata
nHpopmauys OyfeT perucTpupoBaThCs B KOMIIbTE-
PM3VMPOBAHHBII )KYPHAJI U PEry/IAPHO OOHOBIATHCA
Ha3HAYEHHBIM JTUIIOM I COfIEPXKATHCS B COOTBETCTBIIE
C 3aKOHaMI O KOH(UIHIIATBHOCTY 1 APYTYIMIU TOCY-
mapcTBeHHBIMU aKkTamu. CucTeMaTndecKuit c6op
IaHHBIX OyfeT:
= O67eryaTh MPOBEPKY YCIAYT, 0becredrBaeMbIX
LEHTPOM JIedeH s TeMObUINI, U CTOCOOCTBOBATD
YIY4ILIEHNIO IIPeIOCTaB/IIEMBbIX YCIYT.
= [Tomorars momydeHnio nHpopmannu o pacrpene-
JIeHUY PeCypPCOB.
= Crioco6CTBOBATH COTPYAHNYECTBY MEXY LIEHTPaMu
B 0OMeHe 1 MyOIMKaLNM JaHHBIX.

[me 9TO BO3MOXKHO IIPOBOAUTH 6a30BbIe U KIMHUYe-
ckue uccefoBany. [I0CKONbKy Ka>KIblil LIEHTP UMeeT
JIMIIb OTPAaHNIEHHOE YCTIO MAIVIEHTOB, KIMHIYECKIe
MICCTIelOBAHNA Ty 4IlIe BCETO IIPOBOAUTD B COTPYAHU-
YecTBe C APYTMMIU LeHTPaMI [0 JIEYeHUI0 TeMOpUINIA.

1.4 Xopolee cOCTOsiHME 340POBbA N pU3nNUYecKaa akTUBHOCTb

st TOro, 4ToOBI yIyYaTh pusnvecKkoe COCTosM-
HIE I HOPMA/TbHOE Pa3BUTIE KOCTHO-MbIIIEYHOI
CHCTEMBI, C 0COGBIM aKIIEHTOM Ha CH/IOBBIE yIPa)kHe-
HUA, KOOPAMHALMIO, 001ee pusnyeckoe pa3BuTHe,
dusnyeckyro GpyHKIMOHATBHOCTD, 3[OPOBBIII BeC
¥ CaMOyBa)kKeHye HY>KHO MOOLIPATh PU3NIECKYIO
AKTUBHOCTH. (YpoBeHsb 2) [15]

Y miopeii ¢ remodueit MOXKeT CHIDKAThCS TFIOTHOCTD
Kocrei [16, 17].

Cpenn 60TBbHBIX CO 3HAYUTENHHO HUCHYHKIIEI
KOCTHO-MBbILIEYHOI CICTEMBI HY>KHO IOOMIPSThH
BU/IBI aKTUBHOCTY C HOLIEHMEM TSDKECTell, KOTO-
pble CHOCOGCTBYIOT PAa3BUTHIO U MO E€P>KAHIIO
Xopolieii IITOTHOCTU KOCTeIi, K0 CTemeH!, KOTO-
PYIO IO3BO/IAAET COCTOSTHIE UX CYCTAaBOB. (YpoBeHb
3) [16]

Bpibop dbusmyeckoit akTMBHOCTY [ODKEH OTpa-
JKaTh MHAVBUAYAIbHOE [IPEIIOYTEeHNE OOIBHOTO,

ero MHTepecsl, prsndeckre BOSMOXXHOCTY, Ppusnde-
CKO€ COCTOsIHUE, MECTHBIE TPAJVIIN U JOCTYIIHbIE

pecypchl.

CrenyeT MOOWPSATh HEKOHTAKTHBIE BUJbI CIIOPTA,
TaKye Kak IlaBaHue, Xxonboa, ronbd, 6agMIHTOH,
cTpenbba U3 JIyKa, e3fja Ha Be/IoCuIiefie, Tped/is, mapyc-
HBIJ CIIOPT ¥ HACTOJ/IbHBIN TEHHMUC.

BBICOKOKOHTAKTHBIE BUJIBI CIIOPTA U BU/BI CLIOPTA CO
CTO/IKHOBEHUSAMM TaK1e Kak GpyTOo1, XOKKelt, perou,
60kc 1 60ppba, a TaK)Ke BHICOKOCKOPOCTHBIE BUJIBI
CIIOpTa TaKye KaK MOTOKPOCC ¥ KaTaHue Ha JTbDKax
clenyet u3beraTb, IIOCKOIbKY OHU IIOTEHLIMATBHO
MOTYT HaHECTY TPaBMbI, yITPOXKAIOLINe )KI3HY, eC/IN
00/IbHOIT He HAXOAUTCS Ha IPODIIAKTIIECKOM JIede-
HUM JJIS1 TAKOTO BU/IA aKTVBHOCTH.

ITpenmodTnTENBHO NOOUWIPATH TPOIPAMMBbI OPTaHM-
30BaHHOTO CIIOPTa, Y€M HEOPTaHU30BaHHbIE BUJIbI

11
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AKTUBHOCTU, I'I€ MOXET OTCYTCTBOBaTb 3allIUTHOE
CHapsDKeHMe 1 HabJTofIeHue.

Jlo y4acTusa B Takoro posia G13NIecKoil aKTMBHOCTH
0O0BbHOII IOTKEH KOHCY/IBTUPOBATHCSA CO CIIeIMaI-
CTOM II0 KOCTHO-MBILIEYHOII CHCTeMe, YTOOBI 00CYUTD
VIX COOTBETCTBIE, 3ALIUTHOE CHApsDKeHNe, IPOpIIaK-
THKY (pakTop 1 fpyrue Mepsl) 1 GM3NIECKIE HABBIKIL,
HeoOXOoAMMbIe 10 HavyajIa TAaKOl aKTUBHOCTU. JTO

10.

0c06eHHO BaXKHO, KOT/Ia Y O0/IBHOTO eCThb pobieM-
Hble / TTopakeHHble CycTaBbl [18].

ITopaskeHHbIE CYCTaBbI BO BPEMS aKTHBHOCTI MOXKHO
3aIMIATh OaHIa)KaMy MM IIMHaMM, 0COOEHHO
KOTJIa PeIBapPUTETbHO He BBeeH (paKkTop cBep-
toiBaHus (YpoBens 4) [19,20]

[l1s1 TOrO, 4TOOBI CHU3UTD BEPOSATHOCTD IIOBTOPHOTO
KpOBOTE€YEHNA, aKTUBHOCTD I10C/I€ KPOBOTEYECHIA
HY>KHO BO30OHOB/ISITH IIOCTEIIEHHO.

1.5 [JdononHuTtenbHble neyebHble MeponNpuATUA

JlonomHMTEbHBIE /IeTeOHbIE MEPOTIPUATISI OCOOEHHO
Ba)KHBI, KOT/Ja KOHIIEHTPATbl paKTopa CBEPTHIBAHMS
OTpaHMYEHBI VIU He MEIOTCSI B HAIMYNUM, Y MOTYT
CHM3UTH KOMMYECTBO JIEKAPCTBEHHOTO CPEICTBA, HE0O-
XOJVIMOTO [IJIs1 JIeYeH .

Mepb! nepBoii noMomu: B fononnenne K ysenmye-
HUIO YPOBH:A (aKTOPa C MOMOIBIO KOHI[EHTPATOB
dbakropa cBepThIBaHMA (MU leCMOIIpeCCHHA TIPU
remModunun A cpefHeit TSHKeCTH), B Ka4eCTBe JJOIOT-
HITETbHOTO JIeYeHNA MOKHO MCIIO/Ib30BATh 3aIVITHBIE
npucrocobenns (IMHBI), ITOKOIL, J1efl, KOMIIPECCUIO
U BO3BBIlIEHHOE TTo10KeHue Koneunoctu (PRICE)
IIpY KPOBOTEUEHNUAX B MBIIIIAX I CYCTaBaX.

Ina ynydnienus (byHKur/IOHaJIbHOCTM U BBI3IOPOB-
JIEHVIA TIOCTIEe KPOBOTEYEHMI B KOCTHO-CKEIETHOM

cucTeMe U Jyis 6O/IBHBIX C YCTAHOB/IEHHOII FeMO(UIIN-
yecKoil aTpoueil 0cO6eHHO Ba>KHBI QpusroTepanms /
MeauIMHCKas peabummranyst. (cM. Paspen “TIpuHimiist
¢busnotepamnyy / GpyusNUeCcKIIMe METOLBI JIEYeHIsI TeMO-
¢buwmn” Ha cTp. 57).

B xauecTBe JONOTHUTETBHOTO JIEYEHNS KPOBOTEYe-

HIII B CIMBKCTBIE 1 IIPK Ya/ieHny 3y60B 3¢ ek THBHBI

aHTU(UOPMHOIUTIUYECKYE TIpelaparsl (Hapumep,

TPaHeKCaMoBas KUCTIOTA, SICU/IOH-aMMHOKAIIPOHOBAs

kncnota) (cm. paspen “TpaHekcamoBast KncmoTa” Ha
<« »

cTp. 42 1 “AMMHOKAIIpOHOBas KUCI0Ta” Ha CTP. 43).

IIpu BocmaseHnM CycTaBoOB IIOCTIE OCTPOrO KPOBO-

Te4eHUA U NMPU XPOHUYECKOM apTPUTE MOTYT

VICIIOTIb30BATbCS OIpefie/leHHble NHI16uTops! LIOI-2
<« b2

(cm. pasgen “O6es6onmBanue” Ha CTp.15).

1.6 Tepanusa npodunakTnyeckoro sameleHns pakropa

[TpodwmakTiiKa — 3TO IeUeHNe ITyTeM BHYTPVMBEHHOI
VHBEKIVN KOHIIEHTpaTa GaKTopa /I IpefyIpexie-
HIA 0XKUJJAa€MOTO KPOBOTEYEHN .

[TpodumakTrika OCHOBBIBAETCA Ha HAOMIONEHUM O TOM,
4TO OOJIbHBIE C YMEPEHHOI reMo(uINeli C ypoBHEM
¢axropa cBeprhiBanHuA KpoBy >1 ME/n penko ncmbl-
THIBAIOT CIIOHTAHHBIE KPOBOTEUEHNA 11 UMEIOT Horee
BBICOKJE IIAaHChI Ha COXpaHeHMe QyHKINNU CyCTaBa
[21-24].

ITpodpmnakTuka npeygnpexgaer KPOBOTeYEHUT
U pa3pylIeHye CyCTaBOB M JO/IKHA OBITH IIeTbI0
TepaNuN I COXpPaHEHN A HOPMAIbHOTO (PYyHKIINO-
HUPOBAaHUA KOCTHO-MBIIIEYHOI cHcTeMBI. (YpOBeHDb
2) [24-29]

[Mpodunakruyeckoe 3amenieHue paxropa cBepTHI-
BaHWsI KPOBY OKAa3bIBAETCS IIO/IE3HBIM Jla)kKe KOz
ypOBHI (HaKTOPOB IMOCTOSIHHO He yIAeP>KUBAIOTCS
soire 1 ME/gn. [26,29,30]

5.

IToka He sICHO BCe IV MAIMEeHTbI JO/DKHBI OCTaBAThCS
Ha IpoQUIaKTHKe B TedeHe HeOTIPefieNleHHOTO epu-
Ofia BpeMeH! 0 Mepe B3poc/ieHNs. XOTs HEKOTOpbIe
IaHHBIe TOKA3BIBAIOT, YTO YACTh MOJIOLBIX JTIOTEl
MOTYT 9yBCTBOBATb Ce0s1 XOPOLIO MOC/Ie IIpeKpalile-
Hust ipodmmaktuky [31], mast 4eTKux peKoMeH it
HOTpeOyeTCst IPOBECTH JajIbHeIINe CCTIe[OBAHIS
[32].

JI7ist MagMeHTOB C MOBTOPSIOUINMIUCS KPOBOTeYe-
HUSMM, 0COOEHHO B TOPayKeHHbIE CYCTaBbI, MOXKHO
KCIIONIB30BATh KPATKOBPEMEHHYIO MPOQUIAKTUKY B
TeYeHIe YeThIPEX-BOCbMI HENEb /IS TOTO, YTOOBI
CcOMTPH UK KPOBOTEYEHUIT. ITOT METOJ, MOKHO
CKOMOVHIPOBATH C MHTEHCUBHOIT pU3MOTEepanmeit
win cuHoBuoptesom (YposeHs 3) [33,34]

[TpodumakTuka He oOpalaeT MpoLece y>Ke CIy4NBIIIe-
rocs IOBPEX/EHUs CYCTaBOB; OJHAKO, OHA COKPAIL[aeT
YacTOTY KPOBOTEUEHNIT ¥ MOXKET 3aMeJ/INTDb IIPOTe-
KaHJe CyCTaBHOI OOJIe3HM U YIYYIIUTh Ka4eCTBO
JKU3HIL.
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TABJILA 1-4 ONPEQENEHUE MPOTOKOJIOB MPO®UIIAKTUYECKOW TEPAMUN 3SAMELLEHUA GAKTOPA [64]

n

dnusoamnyecKoe (“no notpebHocTn")

n

POTOKOJN OMPEAENEHUE

eyeHune

MocTtosHHaa npodpunakTuka

MepBryHasa npodurnakTrka

B

TpeTnyHaa npodpunakTnka

MpodurnakTrka c nepepbiBamu
(“nepuognueckan”)

JleyeHne, npnmMmeHAemMoe BO BpemMAa KIInHn4yeCckn o4eBnaHoro KposotevyeHnaA

PerynﬂpHoe NOCTOAHHOE® fleyeHre, HauyMHaemMoe B OTCYTCTBME 3aJOKYMEHTNPOBAHHOIO

OCTEOXOHAPO3a CYCTaBOB, YCTAHOB/IEHHOTO NP GU3NYECKOM OCMOTPE 1 / NN
BU3Yyann3npyoLLyx UCCef0BaHNAX, U HAUMHAEMOE LO MOBTOPHOIO KIMHUYECKN
OUYEBUAHOTO KPYMHOro KPOBOTEUEHNS B CYCTaBbl 11 A0 3-X IETHOrO BO3pacTta**

TOopUYHasA NpodunakTnka

PerynsapHoe noctosiHHoe* neyeHune, HauMHaemoe rnocre 2-ro Uy 6osnee NO3gHEro

KPOBOTEUEHVs B KPYMHble CYCTaBbl** 11 1o Hayana nopakeHuisi CyCTaBoB,
33J0KyMEHTVIPOBAHHOIO NPy GU3NUYECKOM OCMOTPE 1 BU3YaNn3npyoLmnx

ncanenoBaHnAxX

PerynﬂpHoe NOCTOAHHOE* fleyeHne, HauMHaemMoe nocse HaCTynaeHnA NnopakeHnA

CYCTaBOB, 3aJ0KYMEHTUPOBAHHOIO NPy GpU3NYECKOM OCMOTPE I PEHTreHorpadum

CyCTaBOB

JleyeHue, npumeHaeTCA Ana npegynpexaeHna KpoBoTeYeHma C nepruogamm, He
npesbiWwaowmmm 45 Hepenb B rog

* HenpepbIBHOE NleyeHne onpeaensaeTca Kak HaMepeHne NPOBOAUTL Tepanuio 60bHOro B TeueHne 52 Hefienb B rofA 1 nostlyyeHun 60nbHbIM UHOY3Mi

no

KpaiiHel mepe B TeueHune 45 Hefienb (85%) B paccMaTpuBaemom rogy

**KpYMHble CyCTaBbl = FOIEHOCTOMHbIN, KONIEHHbI, Ta300eAPEHHbI, TOKTEBOW NNPeANIeYHbI CyCTaBbl

10.

[TpodunakTuka, B TOM Bijie, B KAKOM OHa IIPAKTHKY-
€TCA B HEKOTOPBIX CTPaHax, I7je HeT 3HaYMTENbHBIX
OTpaHNYEHUII PECYPCOB, ABIAETCA JOPOTUM JIeye-
HIEM ¥ BO3MOYKHA TOJIbKO TOTZIA, KOTJa [/ Te4eHNs
reMOQWINN BBIE/AI0TCS 3HAYUTEIbHbIE PECYPCHL.
OpHako, B JOITOCPOYHOM IVIAHE OHA SKOHOMIYHA,
IIOCKOJIBKY OHA YCTPaHsAET BbICOKNE 3aTPAThI, CBA3aH-
HbIe C ITOC/IEAYIOIIM KOHTPOJIEM ITOBPEX/€HHbIX
CYCTaBOB J y/Iy4IllaeT KaueCTBO >KU3H.

B cTpaHax co 3HAUNTE/IbHBIMI PECYpPCHBIMY OTPAHU-
YeHMsMY, B/IMBaHVe IOHVDKEHHBIX 103 IPOQUIAKTUKY
¢ 607blIIel YaCTOTOM MOXKeT OBITh 9 PeKTUBHBIM
BapMaHTOM JIEYE€EHUA.

Jl71s1 TOrO, 9TO6BI OIIPEIENNTh MUHUMATbHBIE TO3BI,
KOTOPBIe Ha/my OB JOCTYII K IIPOQUIaKTHKe elile 00/Ib-
IIeMy YMCTy CTPaH HEOOXOAMMO IIPOBECTY OLIEHKY
3aTpar Ha HPOQUIAKTHUKY.

Ipagux enusanuii u 0o3uposxa

1. B Hacrosmlee BpeMs CyLIeCTBYeT ABa IPOTOKO/IA
IpOMUIAKTKY, /I ICHOTb30BaHN KOTOPBIX
€CTb JJO/ITOCPOYHbIE JAHHBIE:

= [Tporoxon Manbmo: 25-40 ME/kr Ha BBefieHue Tpu
pasa B Hefe/o 1yisi 60MbHBIX ¢ TeModuaneit A n
fiBa pasa B Hefe/o Jyisi 0ObHBIX ¢ reModuueit B.

= [Tporoxon Yrpexra: 15-30 ME/Kr Ha BBefieHUe TpU
pasa B HefleMIo /I 6ONbHBIX ¢ reModuIneit A u
fiBa pa3a B Hele/II0 /1A 6O/IbHBIX ¢ reModuneit B.
OnHaxo, Ipy IedeHnr TeMo QUK
UCIIO/Ib3YeTCSl MHOTO IPYTUX IIPOTOKOJIOB,
JaXke B TOVI JKe CaMOIl CTPaHe, B TO BpeMs KaK
OIITMMAJIbHBII PEXUM OCTAETCS CTAHAAPTHDBIM.
ITpoTOKOT JO/KeH ObITh KaK MOXHO OOJIblIIe
VH/IIBU/IyaTN3MPOBAHHBIM V1 OCHOBBIBATbCS
Ha BO3pacTe, BEHO3HOM JOCTYIIe, PeHOTuIe
KpOBOT€UEHN:, AKTUBHOCTY Y HAJIMIUU
KOHIIEHTPAaTOB ()aKTOPOB CBEPTHIBAHNUSA KPOBH.
OpuH 13 BapMaHTOB JIeYeHNsI IeTell PaHHETO
BO3pacTa — 3TO HAYA/IO MPOMUIAKTUKI C OFHOTO
pasa B HeJIEIIO, A 3aTeM yBe/lINYeHle YacTOThI B
3aBJMCYMOCTY OT KPOBOTEUEHMIT ¥ BEHO3HOTO
[OCTYTIA.
JIyuie Bcero Aenath NpOPUIAKTUKY YTPOM,
4TOOBI OXBATUTh EPUOJBI AKTUBHOCTH.
IIpodunakTyeckoe mpuMeHeHNe
KOHIIEHTPATOB (paKTOpa CBePTHIBAHUA KPOBI
PeKOMeHyeTCs {0 Hayasla BUKOB aKTUBHOCTH
C IOBBIIIEHHBIM PUCKOM TPAaBMIPOBAaHUA
(Yposens 4) [18,34,35]

13
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1.7 Tepanusa B gOMaLIHUX YCIIOBUAX

Ite yMeCTHO 11 BO3MO>KHO, TAIJVIEHTOB C reModuei
cllefyeT IeUNUTDb B JOMALIHUX YCTIOBMAX.

Tepanusa B JOMAIIHUX YCIOBUAX MO3BONAET
MMeTh OBICTPBII JOCTYN K (aKTOPy CBepThIBa-
HUA U I03TOMY IIPOBOAYUTD ONTHMATbHO CPOYHOE
JieYeHNne, B pe3yabTaTe Yero yMeHbIIAITCs 60/,
COKPALIAIOTCA CTyday AUMCHYHKIUN U JONTOCPOY-
HOJI MHBA/TNIHOCTH ¥ 3HAYUTETHHO CHVDKAIOTCS
cryyanu oOpanjeHns B 6ONbHIIY U3-32 OCIIOXKHe-
uuii (Yposens 3) [36,37]

[lanpHeitiye yryqine st Ka4eCTBa XM3HN BKTIOYAIOT
B ce0s1 cBOOOMy ITyTellIeCTBOBATb U Y4aCTBOBATH B
bu3NUECcKOIT AKTMBHOCTH, COKPAILIlEHIIE€ HEBBIXO/IOB
Ha pa60Ty, B IHKOHY U T.O. I TIOBBIIIICHVIE CTa6]/UIbHO-
CTU TpypoycTpoiicTsa [38].

TepamyaA B JOMANIHYX YC/IOBUAX MIea/IBHO JJOCTUTAETCA
C IOMOIIIbI0 KOHLIEHTPAaTOB (haKTOpa CBEPThIBAHVIA I/IN
APYTUX Mo(UIN3NPOBAaHHBIX IPOM3BOHBIX KPOBI,
KOTOpBIe 6€30IIaCHBI, MOTYT XPaHUTHCS B TJOMAIITHEM
XOJIOAVIIBHUKE U CHOBA JIETKO PaCTBOPATHCA.

Tepanus B JOMaIIHUX YCIOBUSAX JOLKHA IPOBO-
IUTHCS O[T, HaGmIomeHneM Opuragbl KOMIUIEKCHOTO
METUIMHCKOTO 00CTY>KMBAHNS I HAYMHATHCSA
TO/IBKO ITOC/TE A/[eKBATHOTO Pa3’bsICHEHN U 06y de-
uus (Yposens 3) [36,37]

O6yueHne KomKHO GOKYCHPOBATHCA HA 0OMINUX
3HAHUAX O TeMOIINY; ITIOHNMAHNU IPUYUH KPOBO-
TEYeHMI 1 OOIIMX OCTIOXKHEHNI; 3HAHMUSAX 110 OKA3aHIIO
IIepPBOIT IOMOLIY; pacyeTe JO3UPOBKY; IIOATOTOBKI,
XpaHEeHNM U BBeIeHNY KOHI[eHTPaToB (aKTopa cBep-
TBIBAHUA; COOMIONEHNN CTePUIbHOCTY; BBIIIOTTHEHUN
IIPOKOJIOB BEHBI (WM JOCTYTIA K LIeHTPaIbHOMY BEHO3-
HOMY KaTeTepy); BefIeHIM XyPHa/la; COOTBETCTBYIOIEM

10.

11.

12.

XPaHEHNM U y/Ja/leHII UCTIO/Ib30BAHHBIX UITI / OCTPBIX
HpeaMeTOB; U 0OpaleHNN C IPOIUBAMU KPOBH.
[TpoxoxaeHne cepTudGUIUPOBAHHON TPOrPAMMBI
6bLI0 OBI IIIIOCOM.

BonbHBIM MM VX POJUTENAM HY>KHO BECTH XKy PHAJIbI
KpoBOTedyeHuit (Ha Gymare M1 B 37IeKTPOHHOM BU/JIe),
KOTOPBbIE JO/DKHBI BKIIOYATh B ce0s JaTy M MeCTO
KPOBOTEUEHN, JO3UPOBKY U KOJ| TAPTUY UCIIONIb30-
BaHHOTO IIpenapara U o6o4YHble 9 PeKThI.

TexHnka nHQY3Mit 11 )KypHATIBI KPOBOTEYEHWI! JOTDKHBI
HaOJTIOfIATbCA M PAaCCMATPUBATBCSA BO BpeMs IIOCTIEAY-
IOLIVX ITOCeI eI KIVMHUKH.

Tepanuio B fOMalIHUX YCIOBMAX MOYKHO HAYMHATD C
TEeTbMM PaHHETO BO3PacTa C a/IeKBaTHbIM BEHO3HBIM
TOCTYIIOM U T7i€ €CTb YIEHbI CEMbJ, IPOLIE/ILINE COOT-
BeTCTBYyIollee oOyueHne. [leTu cTapiuero Bo3pacra
IOZPOCTKY MOTYT HAy4IUTbCA AeaTh MHPY3UM CaMUM
cebe 11 IIpU CeMEITHOI TOTIEPKKe.

VIMnmaHTHpOBaHHOE YCTPOIICTBO BEHO3HOTO
moctyna (tuma Ilopr-a-KaT) MoXXeT HaMHOTO
00/1erYnTh NpOBeIeHNe MHBEKIUIT M MOXKET IOTpe-
60BaThCA A1 POBeeHNs NPOPUIAKTUKH Y JeTeil
panHero Bospacta (YpoBens 2) [39,40]

Tem He MeHee, PUCK XMPYPTUYECKOTO BMelIaTeb-
CTBa, MeCTHBIX NHPeKuit 1 TpoM6006pa3oBaHmMil,
CBSI3aHHBIX C TAKUMMU YCTPOMCTBAMU, HY)KHO
COM3MEPATH € MPeNMYIecCTBaMI PaHHETro Havasa
uHTeHCUBHOI npoduraktuku. (YpoBens 2) [41,42]

YcTpoiiCTBO BEeHO3HOTO JOCTYIIA HY>KHO COfIep>KaTh B
CKYPITy/Ie3HOJ YMCTOTE 1 a[IeKBaTHO IIPOMBIBATH I10CTIE
Ka>KIOT0 BIIVBAaHNA, YTOOBI IPeRyNIpenuTh 006pasopa-
HJIe CTYCTKOB U 3aneKaHus Kposu [41].

1.8 Ha6mop,eH|/|e 3a COCTOAHUEM 300pPOBbA N €ro pe3ynbTaTbl

PerynapHbplit cTAaHAApPTU3NPOBAHHBIN OCMOTP,
IO KpaliHel Mepe, Kaxaple 12 Mecsa1eB MO3BO-
AseT MPOBOAUTD JONTOBPEMEHHBI aHATN3 1A
OTAENbHBIX 0OTBHBIX ¥ MO>KET IOMOYb YCTAHOBUTD
HOBbI€ WM NOTeHIMa/IbHbIe IPO6IeMbl Ha pAaHHUX
CTapuAX U pa3padoTaTh IWIaH 1edeHus. (YpoBeHb
3) [14,26,43]

bonbHbIe JO/KHBI TOCEIATh MHOTOIIPO(UIbHYIO
O6puragy MegULIMHCKOIO 00CIy>XMBaHU IIOCTIe
KQ)KJJOTO CUJIbHOTO KPOBOTEUEHMA.

Bo Bpewmst moceltieHst He06XOAMMO IPOBOIUTD OLIEHKY

1 06y4eHue 1o C/IERYIOLIMM BOIPOCAM:

» OTHOCAIMMCS K BEHO3HOMY JTOCTYILY

®» OTHOCSIIMMCS K TeMOCTa3y ()KypHa/ KpOBOTeUeHI1i)

® JICIIO/Ib30BAHMS [IPENAPATOB /IS TEPAIINN 3aMellle-
HVSL Y peaKM Ha HUX

" COCTOSIHVS KOCTHO-MbIIIEYHOI CUCTEMBIL: TIOpa-
KeHUs U QYHKLMOHANBHOCTI Iy TeM IIPOBELeHNUS
KJIMHUYIECKON OLleHKM CYCTaBOB M MBILIL], U
€>KEroffHOr0 PEHTTeHKOHTPOJIS TN KaK Ipe-
mucato (cM. “OcnoXKHEHNA KOCTHO-MbIIIEYHOI
CUCTEMBI , Ha CTP. 55)



= Ha/IM4V MHPEKIVOHHBIX OCTIOXHEHWI B pe3y/IbTaTe
MHBEKLMI WIN TPaHC(y31il KOMIIOHEHTOB KPOBM:
06190 B/Y, BIC 1 BI'b n IPYTUX, €CIIN €CTD IIOJO0-
3penns (cM. pasgen «OCoKHeHNsI, BO3HIUKAOLIee
u3-3a MHEKUNIt, HepefarolXcs IpY MepenBa-
HVSI KPOBY, U1 APYTUX MHDEKIMiT», Ha CTP. 62)

» Hajnuust MHIU6uTopoB (cMm. “VIHrmbuTopsr’, Ha
cTp. 59)

= 06111ero ICUXONTOTNYECKOTO COCTOSHIS

* 370pOBbs 3y60B / POTOBOII IIOJIOCTN

Pa3paboTaHO HECKONBKO OII€HOUYHBIX JIMCTOB,
OpPMEHTMPOBAHHBIX Ha TeMODUINIO, KOTOPbIE JAIOT
BO3MOYXHOCTD U3MEPATD OPaKeHVe ¥ PYHKIMOHA Ib-
HOCTb CyCTaBOB, BK/II0YasA VX aKTMBHOCTD I Y9acTHe
B akTuUBHOCTI. OHI BK/IIOYAIOT B CeO:
= [lopaxxeHue:
o Knuanmyeckas omeHka: OeHOYHbIE JTMCTHI
¢usnyeckoro coctossHusa BcemupHoit
®enepanuu lemodunun (11m OLeHOYHBIN

1.9 O6e3b6o0nuBaHue
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nuct [unpbepra), OLLEHOUHBIN TUCT COCTOSHMS
370pOBbs cycTaBoB 1pu remo¢unuu (HJHS)

o PeHTreHoornyeckas orjeHKa: OlleHOYHbII
muct IleTTepcona, MarHUTHO-pe3OHAHCHAS
ToMorpaduisi, OLleHOYHBII JIVCT M3MePeHNs

0 aKTMBHOCTM YIbTPa3BYKOM : IepedyeHb
BIUJOB aKTMBHOCTY Iipu remoduuu (HAL),
T1iepeyeHb AKTYBHOCTY TPV TeMO(UINA y feTeil
(PedHAL), o1jeHOYHBIIT TUCT PYHKIMOHAIBHO
He3aBucuMmocTy npu remo¢ummn (FISH)

» KayecTBO >XM3HM C TOYKY 3peHUs COCTOSHUS
3popoBbs: HaemoQol, Kanagckuit cipaBoyHMK
pesynbraToB reModuny: VIHCTpyMeHT OLleHK!
kauecTBa xusHu gereit [CHO-KLAT])

JlomoTHUTENbHYI0 NHGOPMAIIMIO O MMEIOINXCA
OLIEHOYHBIX UCTaX QYHKIMOHAIBHOI 1 PU3nMIecKoi
IIPOBEPKI, CM. B KpaTkoM pyKOBOLICTBE MHCTPYMeEH-
ToB onjeHkM BOI' Ha Be6-cTpanune: www.wfh.org/
assessment_tools.

J1s1 6071bHBIX reModuIMelt XapaKTepHBI OCTpPbIe 1
XpoHnueckye 60mu. I KOHTPOJIA U yCTPaHEeHUs
Oor1eri CylecTBEHHO Ba)KHA a/leKBaTHAsA OLIEHKA MX
IPUYVH.

Bonv u3-3a 6xoda 6 éeny

1.

OOBIYHO HMKAKOTO 0O0JIeY TOMAIOIETO CPECTBA He
Jaercs

HexoToppIM fieTAM MOXKeT IIOMOYb IIPYMEHEHNE Ha
MecTe BXOJla B BEHY MECTHOTO 06e360/11BaoeNero
CIIpes UM Kpema.

Bonv om kposomeuenuii 6 cycmaeol unu
Mblybl

1.

XOTs [/Is1 OCTAHOBKM KPOBOTEUEHMIT KOHIIEHTPAThI
daxTopa cBepThIBaHMA ClIeAyeT IPUMEHATb B KpaT-
Jayiiie CPOKY, 4acTo s 06e36onmBanms Tpedyercs
IpUMeHEeHMe IOTIOTHUTEeIbHBIX MeMKaMEeHTOB. (CM.
Ta6mymy 1-5)

Jpyrue Mepbl BK/IIOYAIOT B ceOe IMaKeThl CO JIbJOM,
MMMOOUIN3AINIO, HaJIOXKEH e IIMH U UCIIONb30Ba-
HMe KOoCTble [44].

TABJINLUA 1-5 CTPATErMW OBE3BOJIMBAHUA Y BOJIbHbIX C TEMO®UIIUEN

lMapayemomon / auemamuHogpeH
Ecnn He 3¢ deKTUBHDI

NHrnbutop LIOT-2 (Hanpumep: Lienekokcr6, MenoKcnkam 1 HUMecynua n opyrue;

uwnn

wnn

napaieTomMor / aueTaMuHodeH nic KogeuH (3-4 pasa B eHb)

MapaveTomon / aueTamrHodeH nitoc Tpamagon (3-4 pasa B AeHb)

MOpd)I/IHZ MCMNoJib30BaTb NpenapaTt NPOJIOHTIMPOBAHHOIO OeNCcTBMA C AONONHUTENbHbBIM npenapatom 6bICTpOFO

OencTBuA. YBeNMUnTb npenapat NnpoJIOHrMPOBaHHOIO [encTBusA, ecnu npenapar 6bICTpOF0 OencrTemA ncnosibdyeTca

6onee 4 pasa B fieHb

MpumeyaHne:
= Ecnv no Kakoin-To nprunHe npuem MefjMKaMeHTOB MpeKpalleH B TeYeHre Kakoro-To nepuopa BpemMeHH, To 60sibHble, KOTOPble NPUHMANN 1

nepeHoCnNn BbiICOKME A03bl HAPKOTUYECKUX NpernapaTos, A0/TXHbl BO306HOBNATb NX npuem c MOHWKEHHOM A03bl N C HaMeHee CUNbHOTro
6oneyTonmou.lero npenapata noa Ha6J'|IOAeHVIeM Bpayva.

L] |/|HFI/I6I/ITOpr LlOF—2 AOJTXHbl OCTOPOXHO NCMONb30BaTbCA 60JIbHbIMU C BBICOKUM apTepuanbHbIM AaBNEHUM U peHaan0|7| ,D,I/ICdJyHKLl,I/IeIZ.
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Bonv nocne xupypzuueckoii onepavuu

1.

C}IenyeT I/I36eraTI) BHyTp]/IMI)IHIe‘-IHOI‘O BBEOCHUA
06e300/IMBaOIIETO.

ITocneonepaloHHble 60N CTIeAyeT KOHTPOIMPOBATH
B KOOPJVHALIMI C aHECTU3NOTIOTOM.

CHauajia BHyTPUMBEHHO MOXKHO BBORUTb MOP(UH WK
IPYToit HApKOTHYIeCKMII 06e360/IMBatOLMII IIperapar,
3aTeM OpaJIbHbIe IIperapaThl ONMs TaKMe KaK TpaMa-
T,071, KOfIeVH, TUIPOKOIOH U IpyTHe.

Korza 607111 yMeHbLIATHCSI, MOXKHO MCIIONb30BATh
mapaneToMorn / aleTaMuHobeH.

Bonv u3-3a xponuueckoii zemodpunuuecxoii
apmponamuu

1.

Xpounyeckas reMoumnuecKkas apTponaTus pa3BuBa-
eTCs1 y OO/IbHBIX, KOTOPbIE He ITOTy4YaloT aleKBaTHOTO

JIedeHIs1 KOHLIeHTpaTaMyt (paKTopa CBepThIBAHNSA IIPU
KPOBOTEYEHMAX B CYCTABDI.

Jleyenne BKII04Yaet B ce0s1 PyHKIMOHATBHYIO TPEHN-
POBKY, aganTanuIo ¥ afleKBaTHOe 00e300MuBaHue
Kak ykasaHo B Ta6mmue 1-5. (Yposens 2) [15,45]

B rakoit curyauun naru6uropsi IJOT-2 urpaior
OCHOBHYIO ponb. (YpoBeHb 2) [46,47]

Jpyrux HeCTepOMIHBIX IPOTHBOBOCHATNTETbHBIX
npenaparos (HIIBII) cregyer ns6erars (YpoBeHb
2) [48]

Korpma 60116 cTaHOBUTCSA NIPUYMHOI MHBATUAM3A-
U MOYKET Ha3HAYATHCA OPTOIETIYECKAsT OePAIst
(YpoBens 5) [49]

BobHBIX ¢ HETPOXOAAIIMY OOIAMY CIIeAyeT HaIlpaB-
JIATD B CIIeLMAIM3NPOBAHHYIO OpUrajly KympOBaHIA
6071eBOrO CUHAPOMA.

1.10 Xupypruyeckas onepauuvs u MUHBasMBHble Npoueaypbl

ITo mpyunHe reMOPUINIECKUX OCTOXKHEHNI U/IN He
OTHOCSAIINXCA K Heil 3a00/1eBaHUIT MOXeT IOTpe-
60BaTbCA XMPYypruieckoe BMelaTeIbCTBO. [Ipn
IPOBeJeHNI XMPYPrUUeCKOII Ollepaluy 60IbHOMY C
reModunert, 0c06eHHO BBDKHBI CTIEYIOLIE BOIIPOCHI:

Xupyprideckas orepanys yis HalieHTOB ¢ reMogu-
nmet HoTpebyeT HOMOMTHNUTETBHOTO ITAHNPOBAHIS 1
B3aMMOJIENICTBIUSA C OpUTrafioit MEIUKOB, 60TIee 4eM 9TO
HeOoOXORMMO ISl [PYTUX OOTIbHBIX.

Omnepanio 601bHOTO ¢ reModuINelt Tydiie BCero
NMPOBOAUTH B I[EHTPe KOMIITIEKCHOTO MEUIIVIH-
CKOT0 00CTY>KMBAaHNA WIN KOHCYIBTHPYSCH C HUIM
(Yposens 3) [50,51]

AHaCTe30JIOr TO/KEH METD OIIBIT JIedeHUs OOJIb-
HBIX C HAPYLIEHUAMY CBEPThIBAHNA KPOBIL.

JIns1 Hae)XHOro MOHUTOPYHTA (PaKTOpa CBepTHIBa-
HIIS1 M KOHTPOJIA MHIMOUTOpa TpebyeTcs afieKBaTHasI
nMabopaTopHas MOAJEePKKa.

IIpegonepanioHHad OLleHKa JO/DKHA BKIIOYATh B
ce0s1 CKpMHMHT MHTUOMTOpPA M TeCT MHTUOUTOPA,
0c00EHHO, eC/IM BOCCTAHOB/IEHE 3aMellleHHOTO
(axTopa 3HaUMTETHHO HIDKE OXKUTaeMoro (YpoBeHb
4) [52,53]

Onepaumo HYJ)XHO IUVTaHMPOBATb B Ha4Yajl€ HEAEIN U B
Havasie THA [JI IIOTyIeHNA OITUMAaIbHON TNIOAIEP>KKN
na60paTop1/H/[ n ecinn HeO6XO,[[I/IMO CTaHIIMN IIEPEIN-
BaHNs KPpOBU.

Jnst camoit onepanuy U 1A MOAIepKKU aleKBaTHOTO
reMOCTa3a B [IOCIeONePalVIOHHBII IIePUOJ, Ha BpeMs,

10.

11.

12.

13.

14.

H€O6XOJII/IMO€ OJ14 3aKUBJICHUA 1 / iy BOCCTaHOB-
JIEHVUA 3J0pOBbsA HY)XXHO IMETDH a,[[eKBaTHbe;[ 06beM
KOHLIEHTPAaTOB d)aKTopa CBE€pTbIBAaHNA.

Ecnu KOHI[eHTpaToB paKTOpa CBEepTHIBAHS B HAMN-
4yye HeT, TO ISl IOCTAaBKM COCTABJISIONIMX TI/Ia3Mbl
KpOBM NTOTPebyeTcst MOAAepKKa CTAHIUM [TepeuBa-
HIS KPOBUL.

Tlo3MpoBKa 11 AJINTETbHOCTD AeJICTBIUA KOHLIEHTpaTa
dakTopa cBepTHIBAHNA 3aBUCUT OT TUIIA BBIIO/IHSE-
Moit oneparuy (cM. Tabmuibl Ha cTp. 71 u 72).

IddexTUBHOCTD reMoOcTasa AJisi XUPYPrUIECKOIT
omepaunyu OleHNBAEeTCs 110 KPUTEPUSIM, OTIpefe-
JICHHBIM KOMUTETOM Ha HayKe n CTaHHaPTM3aHI/II/I
MeXXYHapOJHOTrO coob1iecTBa TpoMO03a U reMo-
crasa (cm. Tabmuny 1-6)

BonbHble co cpenHeil creneHbIo reModunnn A,
a Tak>Ke 00O/NbHBIE, B IEPBBIil pa3 MOMTy4Yalouiye
VHTEHCUBHBII 3aMelfarunit pakTop, 0coO6eHHO
MOJBEePIKEeHbI PUCKY Pa3BUTHI MHTUOUTOpA U
JO/LKHBI IPOXOAVTH NOBTOPHBII CKPMHUHT B Tede-
Hue 4-12 Hefens mocie onepanyu. (Yposens 4) [54]

TiaTe/1bHBI MOHUTOPYHT MHIMOMTOPOB TAKXKe PeKo-
MEHyeTCs 1S OOIBHBIX C JIETKOI U CPeIHel! CTeNeHbI0
reModumuy A, IOyYaloUVIX MHTEHCUBHOE BBEEHNE
IIpenapaTtoB KpOBU IT0C/Ie omepanun [55].

BinBanue KoHIeHTPaToOB (haKTOpPA / TEMOCTATIUYECKIX
CpencTB HeOOXOMMO [0 IPOBEeeHNsI MHBA3UBHBIX
ONATHOCTNYECKUX Hpoue)lyp TAaKMX KaK CIIMHHOMO3TIO-
Basi IIYHKI[VS, aHA/IM3 KPOBY Ha KMCTIOTHO-OCHOBHOE
COCTOSIHME U JIIOObIE BUbI SHLOCKOIMM C OMOIICHEIL.
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TABJINLUA 1-6 ONPEOENIEHUE AQEKBATHOCTM FEMOCTA3A AN XUPYPITMYECKUX OMEPALUN [64]

OyeHb
xopowunii

Xopowuin

Hennoxon

Mnoxoun nunn

oTCyTCTBYeT

MoTepwn KpoBY BO BpeMs vy nocsie onepauun (B npegenax 10%) Kak y 6onbHoro 6e3 remobunmu.
= He nprMeHATb fJononHuTeNnbHble (BHennaHoBble) fo3bl dakTopos FVIII/FIX/ wyHTupytowme cpeactsa v
= [TpousBoAHble KPOBU ANA NepenvBaHna HEOOXOANMbI B TAKOM e KONMYeCTBe, Kak 1 AnA nauneHTa 6e3 remodpunuu

MoTepu KpoBM BO BPEMA UM MOC/E onepaLym cyierka Bbllle oxuaaeMoi ana 6onbHoro 6e3 remodunun (B npegenax 10-
25% OT OXXMAAEMOr0), HO pa3HuLIa ONpPefensieTcs XMPYProM / aHeCTU3NON0roM Kak KIMHNYECKN HE3HAUUTESIbHO.

= He npriMeHATb fJononHuTeNbHble (BHEMNaHOBbIE) fo3bl dakTopoB FVIII/FIX/ wyHTupylowme cpeactsa v

= [1pon3BoAHblE KPOBM AJ1A NEPesiBaHNsA, HEOOXOAMMbIE B TAKOM »Ke KONMUeCTBe, Kak 1 Afis 6o5bHOro 6e3 remodunuim

MoTepu KpoBM BO BpeMaA 1iv MNocie onepauym Bbille oxuaaemoin (25-25%) yem ana 6onbHoro 6e3 remopunuu un
TpebyeTcA JOMONHUTENbHOE JIeYeHe.

= TpebytoTca fononHuTenbHasA (BHennaHoBas) fo3a paktopos FVIII/FIX/ wyHTupylowme cpeacTsa unm

= YBenunyeHvie NPoM3BOAHOrO KPOBY (B Mpeaenax 2 pa3) npegnosnaraeMori NoTpebHOCTU nepenvBaHua

3HaunTesNIbHblE MOTEPU KPOBM BO BPeMs U /Ui Mocsie onepaLmu, CyLeCTBEHHO Bbille oXugaembix (>50%) ana 6onbHoro

6e3 remodunmu, Npu 3Tom TpebyeTcA BMeLIaTeNIbCTBO U 3TO 06bACHUETCA XUPYPramv Uan MearKaMmn HUKaK MHaye yem

remoounms.

= HeoXnpaaHHOE CHXKEHWE JaBeHUA NN HEOXKULAHHDIN NEPEXO K UHTEHCBHOW Tepanuy BBUAY KPOBOTEUEHNA U

= CyLlecTBEHHOE MOBbILWEHWE NOTPEGNEHNA MPOM3BOAHbIX KPOBM (> 2 pa3a) npeanosiaraemMmon noTpebHocTy B
nepesnvBaHum

MpumeyaHme:

= [1nA onpefeneHns XMpypruyeckimnx notepb KPOBM KPOME OLIEHKIN NOTEPU KPOBU BO BPeMaA orepaLi MOryT UCMONIb30BaTbCA AaHHbIE MO YPOBHAM
remorsiobuHa 1 0 KOnMYecTse eAUHUL SPUTPOLIMTAPHON MacChl MepeA 1 Noc/e onepauuy, eciy 3To OTHOCKTCA K Aeny.

= XMpypruyecknin remoctas fO/MmKeH OLeHBATbCA XMPYPIroM 1 / U aHAaCTe3nOosIoroM, y4acTByoLWMMI B orlepaLuu. [pun 3TOM 3Tu AaHHble HYXHO
perncTprpoBathb B Te4eHue 72 4acoB Nocse onepauuu.

= Xnpypruyeckre BMeLLaTeIbCTBa MOXHO KNaccMprLMpoBaThb Kak KpyrHble 1 Mesikne. KpynHble Xmpypruyeckne BMeLLaTeIbCTBa ONpenenaoTca Tem,
YTO remocTaTUyecKas noafepka ana HUX TpebyeTcs Ha Neprog, MPeBbILIALWMIA 5 nocnenyowmnx qHei.

1.11 JleueHne n yxop 3a 3ybamm

[lis1 mpenynpexaeHns IeprofOHTAIbHBIX 3ab0meBa- 7.  [IJist pefoCcTaB/IeH st XOPOLIETro KOMIITIEKCHOTO CTOMa-
HUIT ¥ 3yOHOTO Kapyeca, KOTOpble MOTYT IIPUBECTH TOJIOTMYECKOTO JIeYeH VST CYIeCTBEHHO HEOOXOMMO
K KPOBOTEUEHNSM JIeCeH, /ISl MAL[IEHTOB C reMou- TEeCHOE B3aMMOJIENICTBIIE MEX/Y XUPYPrOM-CTOMOTO-
JINelt, CYlLeCTBeHHA Ba)KHA XOPOIIIasi TUTYeHa POTOBOI JIOTOM U OpUTafOil IedeHNsT TeMODUITNIL.

o/IoCTH [56].

[>6] 8. JleyeHMe MOKHO 6e30IaCHO MPOBOANUTH MOJ,
ITpoBepka 3y60B [O/DKHA IPOBOANUTECS PETYISAPHO, MeCTHOJ aHecTe3Mell, UCIO/Nb3Ys MOTHbII Habop
Ha4ylHasl CO BpeMeH IIpope3aHusi 3y00B y MyIafieHIIa. MeTOOB, JOCTYIHBIX J/Is1 XUPYProOB-CTOMATONO-

ros. VinpunsTpanus, BHyTpuaabBeoasipHbIe U
[/t ymaneHus HaleToB 3yObl C/IeAyeT YUCTUTD IBa b panusi, BHyTp p

. . BHYTPHCBA30YHbI€ NHBEKINI YACTO IPOBOAATCS

pasa B JleHb LIETKOI CpPefjHell XeCTKOCT. yrp 1t poBoz

npu foBegeHnu ¢paxropa go 20-40%, XOTs crenya-
Korza BO3MOXHO cefyeT MCIonb30BaTh 3yOHYI0 HUTD JIMCTBI C aIeKBaTHBIM OIIBITOM MOTYT IPOBOJAVITH 3TN
VT MEXK3yOHbIE ePIIKIL. MHKeKIuu 6e3 ucnonb3opanns pakropa (Yposenn
B mecrax, re B MCTOYHMKAX BOJBI OTCYTCTBYET 4) [57,58]
IPUPOAHBLIL GTOP, HYXKHO UCTIONB30BATH 3YOHYI0 g ITepen npoBeneHyeM 6/10Ka HIDKHETYHOYHOTO HepBa
macry ¢ cogepxanuem gropa. Korpa a1o Heobxopmmmo WV MHOUIBTPAINY S3bIKA MOXKET TIOTPEOOBATHCS
MOTYT Ha3HaYaTbCA J00aBKM PTOpA. NedeHe O6purajoit CreramiucToB 10 reMoOGUINN.
Anst Bcex 6onbHBIX B Bo3pacte ot 10 o 14 meT peA- 10, Vgamenne 3y00B WIN XUPypPrudecKie onepaniu,

yCMaTpMBaeTCs OPTOJOHTHYECKAs OlleHKa. Ee 1enb
OIIpeie/INTDb Ham4yie pobJieM CKy4eHHOCTH 3y0O0B,
KOTOpas 0e3 JIedeH s, MOKET IIPUBECTH K IePHOIOH-
Ta/IbHOMY 3a00/IeBaHNIO 3y0OB.

NPOBOJAVIMbIE BHYTPY POTOBOIL IOTOCTH, CTIEAYET
MPOBOJUTH, UMeS IIAH KOHTPO/IA FEMOCTa3a Mpu
KOHCYyIbTanuu ¢ remaronorom. (Yposens 3) [51]
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11. TpanekcamMoBas KMCIOTA WIN STICHIOH-aMUHOKAIPO- IIPOROJIKATh B T€UEHME IIATU — CeMU JHEI WM O
HoBas kucnora (EACA) yacTo ncrnonp3yroTcs nocie 3Q)KMBJIEHUS POTOBOJ IIOJIOCTH.
CTOMATONOTIMECKOM IMPOTEAYPBI [V yMEHDIIEHIA 5 - IPOJO/DKITETbBHOM KpPOBOTEUeHIe U / VIV TPYHO-
noTpe6GHOCTH B Tepanuu 3amMenenns. (YpoBeHs 4)

CTAX IIPY PasroBOpe, TVIOTAHUU VI IBIXaHUY ITOCTIe
[59,60] CTOMATOJIOTMYECKOl MAaHUITY/IALIMN CTIeflyeT CPOYHO
Y YET €p

12. OpanbHble aHTUOMOTUKY TIPEFIUCHIBAIOTCS TOBKO, €Oo061IaTh TeMaToJIOTy /XUPYPry-CTOMATOJIOTY.
€CIII1 OHM KTHEMECKH HEOBXOMIMEL 16. Crnenyer usberaTb HeCTepOUIHBIX IIPOTHBOBOCIIATIN-

13. Ilocne yganeHus 3y60B, KOIIa 3TO BO3SMO>KHO, MOXHO TenbHbIX TpenapatoB (HIIBIT) u acnupuHa.
VICTIONb30BATh MECTHBIE FEMOCTATUYECKIE CPECTBA. | TIpy GOMAX TOCTE YHATEHIS 3y6OB MOXKeET IOMO4b
Kak npaswuiio, n};enapaTquBKm(“)anOT OKIC/IEHHYIO COOTBETCTBYIOIIas 03a MIAPALETAMONA / ALIETOMI-
M0y ¥ pubPIHOBEL Kite. Ho(deHa KaXKzble IIeCTh YacoB B TeYEHUE IByX-TPeX

14. Tlocne ypaneHus 3y6a, 60MbHOMY HY>KHO PEKOMEH/0- THEIL.

BaTD M36erars MOTpebLATH roI}zﬂquo eay n HaHMT6KM 18. Hamuune undeKIuil, epeqalonuxcs ¢ IpofyKTaMu
AiO MICIESHOBEHIIA OHEMEHITA. RypEHIE HYHO M3He- KPOBH, He IO/DKHO MPENATCTBOBATD JIEYeHNIO 3y00B.
I'aTh, TAK KaK OHO MOXKET OTPA3UTHCA HA 3AKUBICHNUL.

Pery/spHOe OTOCKAHIE PTa TerIolt coneroi Bogoir 19 [Ipenynpeskienye KpoBoTeueH s BO BpeMs edeHns
(cTONMOBasA TOKKa COMYM HAa CTAaKaH TEIION BOJbI) 3y60B y 6071bHBIX ¢ uHrMONTOpamu paxropos FVIII
CllefyeT HauMHATh Yepe3 [AeHb MOC/Ie IeYeHN U wn FIX tpeGyer TijarenbHOro nianuposanus [61].
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2.1

BOMPOCblI OCOBOIO 3HAYEHUA

MNP NTEYEHUW

Hocutenn

Temoduus — 970 HapylleHye CBEPTHIBAHNSA KPOBH,
ClenIeHHO€e ¢ XpOMOCOMOIt “X”, KOTOpOoe 0OBIYHO
HopakaeT JINI[ MY>KCKOTO I10J1a, B TO BpeMsI KaK
€€ HOCUTE/SIMU BBICTYIAIOT IPeNCTaBUTENbHIUIIBI
YKEHCKOTO II07Ia.

O6nuraTHble HOCUTENN — 9TO:

= J[o4yepu MuIa ¢ reModunnen

= MaTepy OFHOTO CbIHA ¢ reMOIINeIl I Te, y KOTO
€CTb, 110 KpaliHel Mepe, OIVH [JPYTOil YWIEH CEMbU
¢ reModumen

= MaTepy OFHOTO CbIHA C reModuIMei 1 Te, y KOTo
€CTb OfIVIH WIEH CEMbM, KOTOPDIil ABJISIETCA M3BECT-
HBIM HOCHUTEJIEeM I'eHa TeMOpUINIL.

= Marepyu ABYX May Oojiee CBIHOBeII ¢ reModumeit

OsxmpaeMblil CpeHMIT YpOBEHDb PaKkTopa CBEPTHIBA-
HIISI KpOBU Y HOcuTenell reModumn coctasseT 50%
YPOBHe1, HAXOMMBIX Y 3[l0pOBOro Hacenenus [1,2].

MHorue HOCUTENN HEe UMEIOT CUMIITOMOB.

Hocurem ¢ ypoBHAMM daxropa cBépThiBaHusA 0T 40%
10 60% OT HOPMa/IbHOTO YPOBHA MOTYT MMETH IIOBbI-
IIEHHYIO TeH/ICHINIO K KpOBOTeYeHMAM [3].

Y HeMHOTMX HOCUTeJIell ypOBHI (HPAKTOPOB CBEP-
TBIBAHVSI KPOBY MOTYT OBITh B [jUalla30He yPOBHeI!
reModuny — B 6O/IbILeIT YaCTU B KATETOPUY JIETKO
CTEIEeHN TAXKECTU — HO B PEIKUX CTy4Yasax, HOCUTENN
MOTYT HaXOJUTbCA B IVANIa30HE MEXXY CPEIHEN U/
TSDKENION CTENEHAMN TSAXKECTU U3-3a KpaiiHell J1aifo-
uusauuu (cm. TABJIMITY 1-1)

10.

11.

12.

Hocurenn ¢ ypoBHAMY ¢akTOopa CBEPTHIBAHMS B
IVanasoHe reMo@uIny MOTyT ObITh CUMITOMATH -
YeCKMMY HOCUTESIMIU, KOTZIA CITy4ay KPOBOTEUeHNMI
COMBMEPSIIOTCS C UX CTeleHbio Jeduunra GpakTopa
CBEPTBIBAHM, 0COOEHHO BO BpeMs TPaBM U XUPYP-
IMYECKMX BMeIIaTe/IbCTB [3].

MeHopparuiu 1 KpOBOTeUeHMsI IIOCTIe XUPYPIUIeCcKIX
BMeIIaTe/IbCTB ABISIOTCS Yallle BCEro BCTpeva-
OMVMICS TIPOSBIEHUSAMN CPel HOCUTENEN CO
3HAYNTENbHO HU3KVMU YPOBHAMU (aKTOpa CBEPTHI-
BaHVsI KpoBH [3].

Hocureneit ¢ HuskuMu ypoBHAMHU daKTOpa CBEP-
TBIBaHVA KPOBU CJIeAyeT KIacCuPUUMPOBATDh KaK
VIMEIOLIVIMM FeMOMIJINIO COOTBETCTBYIOLEN CTeIeHN
TSDKECTU U JIEYUTD UCXOJA UX 3TOTO.

H}'IH KOHTPOJ/IA CMMIITOMOB MEHOPppPAarmm Iojae€3Hbl
KOHTpAl[eNTHBHbIE TabnmeTKn 1 aHTUGUOPUHONMNTH -
JecKyie Ipenaparsl.

Yposun daxropa FVIII sHaUNMTETbHO NOBBIIAIOTCA
BO BpeMs OepeMeHHOCTH. YpoBHM ke (pakTopa FIX
0OBbIYHO 3HAYNTE/IHHO HE MEHAIOTCA [4].

HemnocpencTBeHHBIM POJCTBEHHIKAM >KEHCKOTO
nona (MaTepu, cecTpe U J04epy) YeTOBeKa C reMo-
dunueii cregyeT IPOXORUTH MPOBEPKY HA YPOBHMU
¢daxTopsI cBEPTHIBaHIS, 0COOEHHO 0 IPOBEIEHMS
MI00BIX MHBAa3MBHBIX POLEAYP, POAOB VN €CTIN Y
HHUX HaOTIOIAIOTCS TF00bIe CMMITOMBI TeMO(UINN
(Yposens 3) [3,5]
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2.2

BOACTBO NO NEYEHUIO TEMOOUNUN

leHeTUYecKoe TecTnpoBaHume / KOHCYJNbTaUN M NpeHaTaJ/iIbHAaA ANAarHOCTUKa

2.3

I'te BOCTYIHO ¥ BO3MOXXHO, YWIEHAM CEMbM KEHCKOTO
1on1a 60IbHBIX reModyIMeli, HAXONALMCA B TPyIIIe
PUICKa, CllefyeT IpeIaraTb reHeTUIecKoe TeCT-
POBaHIe Ha CTATYC HOCUTEILA, YTOOBI 06/1erynTh
reHeTIYeCKye KOHCY/IbTALUIL, U, IT0 KETAHIIO CEMbH,
NpeHATANbHYIO IMArHOCTUKY (YpoBeHb 4) [6]

Amnanns myrtanuit Ha ocHose JJHK nns onpenenennsa
crienypMYecKyx MyTalyii, OTBEYAIOIMX 3a reModu-
JIVIO B OIpeeNIéHHON ceMbe, CTAHOBUTCS TeXHIIECKIM
nerde 1 Bce 60see MIMPOKO JOCTYMHBIM. ITO 061€r-
JaeT NAeHTU(PUKALMIO HOCUTENEN 1 IIPeHaTaTbHYIO
IVATHOCTMKY IS IVIOJ0B MY>KCKOTO II07Ia.

TeHeTIYeCKOE KOHCY/IBTUPOBAHNE ABJIICTCS KITIOYeBbIM
METOJIOM TIOMOIIM OOBbHBIM reModuneit, HOCUTe-
JIIM U X CEMbSIM B IPUHATUK 60JIee 0CO3HAHHOTO
peLIeHs.

[TpeHaTanbHas IMArHOCTUKA OOBIYHO IIpefIara-
eTCs1 TOTZIA, KOI/ja B CIydae uaeHTH(UKAIY IJIOfA C
reModuneit, 6yeT paccMaTpUBaTbCs NpepbIBaHUE
6epemenHoCTH. OHAKO, €€ MOTYT IIPOBOLUTD 1 JIs
TOTO, YTOOBI IIOMOYb CEMbe ITOATOTOBUTHCS 1 CIIA-
HUpoBaTh poppl. IIpn poxax miopa ¢ remoduiuein
nyudie M36eraTb pogopaspelIaoleli Oonepamnnn.

ITon myoma MOYXXKHO ONIpeNeNnnTh, UCIONb3YsI JUarHO-
CTUKY METOZOM IOIMMEPA3HOII LIEITHON peaKI{nn
(TILIP), xapaKTepHOIT A/s1 XpOMOCOMBI Y Ha I/1a3me
/ cbIBOpOTKEe KpOBM MaTepu Iocie 7-9 Hemenb

10.

11.

OepeMeHHOCTI V/IN Y/IbTPa3BYKOBOE MCCIEOBAHIIE,
HaumHasi ¢ 11 Hepenu 6epemeHHOCTH [9].

Ananus npo6 xopronmieckux Bopcuuok (CVS) mm
OMOIICHA SIBIAETCS OCHOBHBIM METOJIOM MPEHATANIb-
HOJI IMAarHOCTVIKY Y JIyYIlIe BCero ero IpOBOgUTH
Mexny 9 u 14 Hepensamu 6epemennoctu. buoncns,
MPOBOJMMas paHee, MOXKeT MPUBECTH K MOBbILIEH-
HOMY PUCKY OCTTO>KHEHUII, BKII0Yasi HCHOPMAaTbHOe
pasButue KoHeuHocTeit mroga. (Yposens 1) [10-13]

AMHMIOILIEHTe3 MOXHO IIPOBOAUTD Ha 15-17 Hemenu
6epemenHocT [11].

Baxxno 3HaTH U C/1ef0BaTb COOTBETCTBYIOIIVIM 3aKO-
HaM, OIIPpEICSTAIOINM TaKle IIPOLENYPhl B CTPpaHe, I'i€
TaKaA yCayra IIpefoCTaB/IAE€TCA.

[ mpepynpexieHyst KpOBOTEYEHNI y MaTepy BO
BpeMsI IPOLIeAYpP IpeHaTaIbHOI AUATHOCTUKY HOCH-
TeJAIM C HU3KUMU YPOBHAMMU (HaKTOpa CBEPTHIBAHMA
kpoBu (< 50 ME/nn.) MoxeT moTpe6oBaTbcs reMo-
cTaTM4ecKas MOJep)KKa.

Bce nHBa3MBHbBIE METOABI, NCIOTb3yeMbIe P
MpeHaTaTbHOI IMATHOCTUKE, MOTYT IPUBECTU K
KPOBOM3TISTHUAM y I1oga u Matepu. Ecin y Mmatepn
oTpuuaTenbHbi pesyc-pakrop (RhD), eit ciegyer
matp anTi-D nmMmyHorno6us. (Yposens 3) [14]

[MpequMIIaHTAIIMOHHASI TeHETHYIECKAS TUATHOCTIKA
II03BOJISIET BHIOPAT [Is1 MIMIUTAHTALIMI B MATKY 3apO-
moium 6e3 crenmdudeckoit mytaunn [15].

Poabl mnageHues ¢ 3BeCTHOW nnn nogo3peBaemon remodunuen

Bo BTOpOM 11 TpeTheM TpUMecTpax ypoBHU ¢aKTOopa
ceéproiBanuA FVIII 06bI1YHO MOBBIMIAIOTCA [0
HOPMa/JIbHOIO JUANa30HA U MI0O3TOMY y HOCUTENeN
MX C/IeflyeT U3MEPATh BO BpeMsA TPeThero TpMMecTpa
IJI TOTO, YTOOBI HOCUTEN MOIIV IIPUHATH 0CO3-
HaHHbIE pelIeHNs 0 BBegeHnn ¢paKkTopa Bo BpeMs
ponos (Yposeuns 3) [4]

Jns XMpyprudecKux ¥Ii NHBa3UBHBIX IpoOLe-
RYP, BKIIOYAs POABL. HOCUTEIAM CO 3HAYNTETbHO
HU3KUMU ypoBHAMHU dakTopa (< 50 ME/m1. ) Heo6-
XOMMO IPOBOAVTD TEPANNIO 3aMelleHN:A paKkTopa
ceéproiBanus (YpoBens 3) [4]

HeobxomumocTs B 3amerennn hakTopa CBEPTHIBA-
HISI KPOBMU CJIeflyeT IVIAHWPOBATh B IPEHATA/IbHbII
HePUO,.

4.

PopoBoii kaHa1 y HOCUTe/IEel C HOPMaJIbHbBIM IIJIOLOM
C/IefiyeT BBIOVMPATh COIIACHO YKa3aHNUAM aKyIIepa.

YT0O6BI yMEHBIINTD PUCK KPOBOTEYESHNIT, POAbI
MIafieHIIeB ¢ U3BECTHOI UM MOJ03peBaeMoii
reModunneit FOKHBI MPOXOAUTH ATPABMATUYHO
He3aBJCHMO OT TOT0, POKAAETC:A TN PeOEHOK yepes
B/IATA/INIIE WV Yepe3 KecapeBo cedeHe, (YpoBeHb
3) [4]

ITpy B1ara/luIIHBIX POfiaX CIeAyeT U3beraThb UCIONb-
30BaHNSA aKyUIEPCKMUX LIUIILOB U BaKYyMHOI
9KCTPAKILINM, A TAKXKE APYTMie MHBAa3sUBHBIE IIpolie-
ZypbI IT0 OTHOIIEHMIO K IUIORY, TaK/e KaK B3ATHe
IPO6 KPOBYU C Yeperna 1 yCTAaHOBKA CKa/IbIIOBBIX J/TeK-
TPOZOB Ha KOXKY Yepella IJI0fia, KOTZla OH HaXOJMUTCA
BHYTpU Martepu[16].
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BakuyuHauun

BOMPOCHI OCOBOIro 3HAYEHWA MPU NEYEHUN

2.5

BonbHBIX ¢ HapylIeHUAMY CBEPTHIBAHUA KPOBU
He00XOAMMO BaKIIMHUPOBATh, HO BaKI[MHBI
NPEJIIOYTUTETHHO BBOANUTD IIOAKO)KHO, 2 He BHYTPH-
MBIIIEYHO MM BHYTPUKOKHO, KpOMe TeX CITy4Yaes,
Korpa 001bHOIT MOTy4YaeT KOHIIEHTPAThI (paKkTopa
cBéproiBanus (Yposens 4) [17]

Ecnn Heo6X0AMMO cieaThb BHY TPUMBIIIEYHYIO

VHDEKIINIO:

» E@ nyuiie Bcero fienath mocje BBEIEHNS FO3BI Tepa-
oy 3aMenteHns Gpakropa.

» 3a ATh MMHYT 10 MHBEKLIMY Ha MECTO MIHbEKIINU
MOYKHO TIOIOXKUTb TAKET CO JIHJOM.

L] ,HH}I VHDBEKIUN CHe,ILyeT JICIIO/Ib30BaTh Uiy C CaMbIM
MaJileHbKMM Kanubpom (06br4HO Kanmubpom 25-27).

= MecTO UHBEKIUY C/IefyeT IPYDKUMATD TAMIIOHOM,

NMcnxonornyeckne Bonpochbl

II0 KpajlHeil Mepe, B TeYeHue AT MUHYT [18].

BaxkIijuHsl ¢ >KMBBIM BUPYCOM (TaKye KaK opajabHas
IPOTMBOIIONMOMIENTNTHAS BaKIIHa, TPMBAKIIHA
IPOTUB KOPYU, SMUEMIIECKOTO TAPOTHUTA ¥ KOPEBOIT
KPaCHYXI1) MOTYT OBITb IIPOTUBOIIOKA3aHBbI /I 60/Ib-
HbIX ¢ BVIY nndeximeit.

BonbubiM remo¢unueit ¢ BUY undekuneit cnegyer
[aBaTh THEBMOKOKKOBBIE BAKLMHBI I €XKETOIHbIE
IPOTMBOIPUIIIIO3HbIE BAKI[MHBL.

BakuyHanusa npoTus renatutos A 1 B BaykHa s
BceX 60NbHBIX reModuneii. OTU BaKIMHBI MOTYT
0b1TH Hea pexTuBHBI 151 60MbHBIX ¢ BUY nHpek-
nueii (Yposensb 4) [19,20]

BO/IbHBIM U MIX CEMBSIM CIEyeT OKa3bIBATh IICUXOTIO-
TUYECKYIO ¥ COLMANbHYIO MOAREPXKKY [21,22]

TemModunnsa Takxe MOXeT OBITb GMHAHCOBBIM
OpeMeHeM, KOTOpOe HaK/IaJblBaeT OrPaHNYeHN Ha
HEKOTOpBIe aCIIeKThl HOPMaJIbHOI >KM3HU [23].

CounanbHplll pabOTHUK U / MM JPYyTrue YIeHbI

Opuragsl KOMIIEKCHOTO MEAMIIMHCKOTO 00CTY>XI-

BAaHUA JNO/DKHBIL:

» [IPeJOCTaBUTH KaK MOXKHO 6071bIiie MHGOPMALINY O
(OUBNIECKUX, TICHXOTIOTMYECKIX, IMOLMOHATBHBIX
M 9KOHOMMYECKUX aCIeKTaX reMOGUINm TepMu-
HaMU, KOTOpbIe 60/IbHOIT / 60/IbHBIE MOTYT IIOHATD.

= OBITb OTKPBITBIMMU U Y€CTHBIMM 110 ITIOBOAY BCEX
ACIIEKTOB JIeYeH VIS U YXOfia.

= [103BOJIATH OONMBHOMY / OOIBHBIM MIEPEKUTH CBOU
9MOLIMH U 3a[aBaTh BOIPOCHI. Teprenuso obecre-
4MBATb YXOJ U IOAJEPXKKY.

= pasroBapmBaTh C OOMBHBIMU IE€THMI, & HE TOTHKO
¢ ux popurensimu. YacTo geTy MOTyT IOHMMATh
MHOTO€ 0 CBOéM 3a00/IeBaHMM ¥ MOTYT PaboTaTh

2.6 CeKcyanbHOCTb

CO CBOMM BpA4OM, €C/IU Y HUX €CTh COOTBETCTBY-
fomas nHpopManysa u obydeHme.

" HAalOMUHATb OOIBHBIM HE UTHOPUPOBATH CBOUX
3IIOPOBBIX OPATHEB I CECTED.

= yMeTb OCO3HABATh IPeAYIpPeAUTeIbHbIe CUTHAIBI
ucroueHns: GU3NIECKUX U YXOBHBIX CUIT U
JleTIpeccuu, KOTOPble OOBIYHBI [IsI XPOHNYIECKOTO
3a00/1eBaHNA, 1 TaBaTh PeKOMEHJANN KaK C HUMU
CIIPaBJIATBCA.

» IPU3HABaTh, YTO KYJIbTYPHOE IIPOMUCXOXK/ e-
HJe MOXKeT BJIMATDH Ha B3I/ISIABI 6OTBHOrO Ha
3aboneBaHue.

» BOOJYLIEB/IATH OOMBHBIX YI4aCTBOBATh B paboTe
IO IOMY U 3aHATHAX Ha JOCYyTe JoMa 1 Ha pabo-
yeM MecTe.

= paboTaTh B MAPTHEPCTBE C OPraHMU3aIEN 6OMTBHOTO
110 [IpOTIaTaH/ie YXOfa U JIeYeHNs pu reMopuanm
n obecrieunBaTh 0OyUeHMe IJIsI CEeMell M YWICHOB
061IH

= IIPOCUTH IOMOILY ¥ MECTHBIX TPYIII ¥ OpraHm3a-
LWL, TTle HET COLMaIbHBIX PAOOTHNKOB.

BonbHble reModuaneit MOTyT MMeTb HOPMaIbHBIN
IIOJIOBOII aKT [24].

MHOI‘,T_La B pe€3yabTaTe I10/IOBOTO CHOIIEHNA MOy T
VIMETDb ME€CTO MbIII€YHbIE KPOBOTECYEHNA (HaanMep,
B ITOB3JOIITHO-IIOACHUYHbIC MbImubI).

Ocno>xHeHMA reMO(UINI MOTYT COIPOBOXKAATHCS
CeKCya/IbHON AUCPYHKIMEN, KOTOpas MOXKeT BKIIIO-
4aTb OTCYTCTBUE TMONUIO VIM IMIOTEHIINIO.

Bonb mm ctpax 60/ MOTYT IOBIMATD HA CEKCYalbHOE
KeJIaHe, KpOMe TOTro, reModuIdeckas apTporarTys
MOYXeT HaJIOKWUTb OTPaHNYEHMsI Ha II0/IOBOJ aKT.

23
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PYKOBOACTBO MO JIEYEHUIO TEMOOUNTNN

Ha cexcyanbHOCTb MOTYT TaK)Ke OTPUIIATENBHO CKa3bl-
BaTbCs XpOHMYecKye MHGeKuyy Bupyca renatura C
n B4 MHg’peKLU/I}I, BO3pacTHBIE 6071e3HI, TaKye KaK
TUIIEPTOHNSA U CaXapHble A1abeT, 1 onpee/iéHHbIe
JIeKapCTBEHHbIE IIPelapaThl.

2.7 Crapetowue 60onbHble c remodunnen

B HEKOTOPbIX cnyqaﬂx MOI'YT 6bITb TI0J/IE3HBIMM OpaJlb-
Hble MHTOUTOPBI hocdhomuacTpuassi-5 (cunpenadmrn,
taganadu). ITr TeKapCcTBEHHbIE Iperaparsl CIerka
3aMeUISIIOT arperanuio TpoMOOLUTOB in vitro (8
npobupxe) M MOTYT BBI3BATb HOCOBOE KPOBOTEUEHIE
13-3a 3a/I0)KEHHOCTI HOCA.

Craperoniye 601bHbIe ¢ TeModueii 6yayT Heus-
6€XXHO CTpajiaTh cTapueckuMu 6onesusmu [24,25].

ComyrcTByloiue 3aboneBanns y 601bHbIX reMou-
JMeit ClefyeT IEYUTh COOTBETCTBYIOWIMM 00pa3oM,
IIOCKOJIbKY OHJ MOTYT YXYALIATb IIPOO/IEMBI, CBA3aH-
Hble ¢ TeMOdu/neil 1 OKa3blBaTb HeraTUBHOE
BO3JIeliCTBME Ha PU3NIECKOe U NICUXOMIOTMYecKoe
370pOBbe OONBHBIX 1 TAKMM 0OPa3oM Ha KaueCTBO
"X JKMU3HN.

Ocmeonopos

1.

Y 6onpHBIX reModuneil MUHepanbHas INIOTHOCTD
koctHo TKauu (MIIK) nmonmxkena [26,27].

C nmoumxkennoin MIIK cBsg3aHO MOBBINIEHHOE
KOJIMYECTBO apTPONATUYECKUX CYCTaBOB, IIOTEPS
HOJBVDKHOCTY CYCTaBOB ¥ aTpO(UsI MBIIIII, Bey-
Iye K OTCyTCTBUIO aKTUBHOCTH [27].

Ecnu 210 M03BOMIAET COCTOSIHME CYCTABOB, TO CIEeyeT
MOOWIPATDH BUJbI AKTMBHOCTH, CBA3aHHBIE C HOILE-
HIIeM IPY30B (afileKBaTHbIE BUJbI CIIOPTa), KOTOPBIE
CIIOCOOCTBYIOT Pa3BUTHIO Y TOAEP>KAHNIO XOPOLIel
IVIOTHOCTY KOCTHOJ TKaHMU.

IInineBsle fO6ABKM Kaablys ¥ BUTaMuHa D Takxe
BaXKHBI, IIPU 9TOM MOXKeT moTpeboBaThcst 6modoc-
¢donarHas tepanus. JJo Havana KOATOCPOUHOI
6nodochoHaTHOI Tepanuy peKOMEH/IyeTCs IpoBe-
CTM OLIEHKY COCTOsIHMSA 3y60B [28,29].

Osxcupenue

1.

IIpeobnamanme nofei ¢ M36BITOYHBIM BECOM
(MMT(nupexc maccer Tena) 25-30 kr/m*) u oxxupe-
HueM (MIMT> 30xr/m?) pactér [30].

HemocTaToK aKTMBHOCTY MOXET CIIOCOOCTBOBATh
noBbimennio nHgekca VIMT u Beca Terna.

Borcoknit nanpekc VIMT cBsasbiBaeTcs co:

® 3HAYNTE/TbHBIMU OIPAaHNYEHNAMMN OJBIDKHOCTYI
(ROM) [31]

= BO3pacTaHMeM apTPOMaTUIeCKOiT 60m

® IIOBBILIEHHBIM PYCKOM 00pa3oBaHMs HOPKEHHbIX
cycraBos [32]

" MOBBIIIEHHBIM PUCKOM guabera, aTepoCKaepo3a
U CepAEYHO-COCYAYICTOrO 3a00IeBaHMsl, KOTOpbIe
MOTYT NIPUBECTH K ajIbHEIIeMY IIOBPEXEHIIO
apTPOIATUYECKUX CYCTABOB.

CrefyeT IpeIIChIBaTh PETYIAPHYIO PU3NUECKYIO
aKTUMBHOCTb.

Ecnu dyHKUIMOHAIbHBIE OTPAaHMYEHMS OTPaHNYN-
BAIOT ©KeJHEeBHYI0 aKTVBHOCTD, TO (PM3MOTEPAIIeBT,
3HAKOMBIII C TeMO(uINel, CMOXKeT IIOPEeKOMEH/[0-
BaTb COOTBETCTBYIOIINE a/IbTEPHATVIBHbBIC B bl
aKTUBHOCTI.

B HeKOTOPBIX CTy4asx MOKeT ObITh II0Ka3aHO HaIpaB-
JIeHMe K JUETOOTY.

Tunepmonus

1.

BonbHble reModuineit UMEIOT MOBBILIIEHHOE CPefi-
Hee KPOBsIHOe IaB/eHIe. BeposaTHOCTD 3ab0neBanmst
TUIIePTOHMEN y TeMO(UINKOB U B IBa pasa BBILIIE.
OHI MCTIO/IB3YIOT GOIbIIE IPOTHBOIMIIEPTOHIIECKIIX
IIPeIapaToB 10 CPABHEHMIO C OCTA/IBHOI YacThIO Hace-
nenus [33,34].

BB1ly NOBBIIIEHHOTO PYCKA KPOBOTEUEHMIA, GObHbIX
reMOQUIMeN C TUIIEPTOHMEN C/IeAyeT IeYUTD afleK-
BATHO Y PETYIAPHO IIPOBEPATD MX KPOBAHOE JIABJIEHNE.

B orcyrcTBUM ApYyrux GaKTOPOB pUCKa CEpPAeYHO-
COCYAMCTBIX 3a00/IeBaHMII CHCTONIMYECKOE JIaB/IeHIe
CIIelyeT MOAJEPKNBATh Ha ypoBHe <140 MM.pT.CT., a
OMACcTONMNYeCcKOe IaB/eHNe Ha ypoBHe <90 MM.pT.CT.

Caxapnuiii ouabem (CI)

1.

CiydaeB caxapHoro auabeTa IIpu reMopuIny He 3a710-
KYMEHTVPOBAHO, HO eCTh HAO/MIOfIeHN, YTO UX YacTOTa
BBIIIIE Y TPYIIIbI OOTBHBIX C JIETKOiT popMoit remodu-
i [35].

Y craperonyx 601bHBIX, 0COOEHHO Cpeny OONbHBIX €
M30bITOYHBIM BECOM, CTIEYeT €XKETOLHO IPOBEPSITH
YPOBHU I/IIOKO3BI.

Ecnu mokasaHo eyeHye MHCYTMHOM, TO MOXKHO 0e3
OC/IO>KHEHUIT KPOBOTEYEHMIT e/IaTh MOTKO>KHBIE
unbekun. (Yposeus 5) [24]



Tunepxonecmeponemus

1. 3aMedeHO, YTO CpefjHIE YPOBHMU X0/IeCTepoa y 60/b-
HBIX reModunell HI>Ke, Y4eM y OCTanbHOI JacTu
HacesneHus [36].

2. Y crapemouux 60TbHBIX C PUCKOM CEpPAIeYHO-COCY-
AMCTOrO 3a60/IeBAHMS C/IEyeT U3MEPSATb YPOBHMI
xozecteporia (061t X0IecTeporL, JOMM X0/IeCTepoIa
JITIBIT u xonecteposna JITTHIT).

3. Ecmm ypoBHU X0/ecTeporna BbICOKH, TO C/IeflyeT Ha3Ha-
vaTh nevdeHne. Kak mpaBmio, COOTHOIIEHE 00111eTo
xorectepora k xonecreporny JIIIBIT He Zo/KHO OBITH
BBIIIIE 8 emHNII.

Cepoeuno-cocyoucmoe 3abonesanue

1. Tloxoxe, 9TO y 60IBHBIX reMOQUINeil HU30K PUCK
CMEPTHOCTY OT MILIEMIYECKOTO CepfIeuHO-COCY M-
cTOro 3ab0/1eBaHMs, OJHAKO, KOJIMYECTBO CMepTeil
OT 9TOV IpUYUHBI pacTéT [34,37,38].

2. 3aMedeHa BO3MOXKHAsI CBSI3b MEXX/Y C/Ty4asmu MHpap-
KTa MMOKapja 1 IpeJIecTBYONIell MHbEeKIMeNn
KOHIIEHTPaToB (haKTopa CBEpThIBaHMA KpoBU [39,40].

3. BonbHble reModunMeil ¢ cepaeaHO-COCYRUCTBIM
3abormeBaHMeM JO/DKHBI IONTy4YaTh OOBIYHBIN YXOF 1
JiedeHle C afjaliTalyell K KaXK[oll OT/Ie/IbHOM CUTYa-
LUV IIpY KOHCY/IbTAlMH C Kappyuonorom [41,42].

4. TIpu ocTpOM KOpPOHApHOM CUHJpPOMe, TpebyroleM
MOIKOYKHOTO KopoHapHoro BMeriatenbcTsa (ITKB):
= Ilepen ITKB u uepes 48 yacos nmocrne IIKB tpebyercs

afleKBaTHas1 KOPPeKLM: C IOMOIIbIO KOHIIEHTPa-

TOB (aKTOpa cBEpTHIBaHNA. (YpoBeHb 4) [40,41,43]

» JIns TOoro, YTOOBI IpenynpefuTb o6pasoBaHme

OKKJTIO3VIBHBIX TPOMOOB, BBICOKIX YPOBHei (hakTopa

crepyet usberarb. Bo BpeMst HOTHOM KOPPeKIVIL:

o [emapuH cnepyeT faBaTh B COOTBETCTBUE

CO CTaHJAPTHBIMU IIPOTOKOJIAMU JTeUeHN
KapMONIOTNIeCKOro 3a00/meBaHmsI.

BOMPOCHI OCOBOI0 3HAYEHWA NP NEYEHNN

o [Ipu IIKB co cTeHTMpOBaHMEM MOXXHO
IPUMEHATh MHIMOUTOPBI ITIMKonpoTenHa [Ib/
IITa (abumkcumad, Tupodubdan).
= Ecnu 3T0 TeXHIIYecK1 BO3MOKHO, TO TOCTYII Yepe3
Ty4eBYIO apTepHIO MPEANOYTUTENIeH JOCTYIY
yepe3 OepeHHYIO apTepuI0. ITO MAKCMMATBHO
COKpATHUT 3a0pIONINHHbIE MM TAXOBbIe KPOBO-
teuenns. (Yposens 4) [40,41,43]
= B TedeHMe Bcero nepuopa NpyMeEHEHN IBOHON
AHTUTPOMOOTUIECKOIL Tepanny 0ObIYHO B Teve-
HIe JBYX Hefle/Ib C/IefiyeT BBOAUTb KOHIIEHTPaThl
(bakTopa cBEpPTHIBaHMSA, CTAPASCh IPUAEPKIBATHCS
MMHMMa/NbHBIX ypoBHelt 30 ME/mn [41].
= ITpu Ts1x€1071 TeMOPUINU IPOIOIKUTENBHOE
JCIO/Nb30BaHNe acIIpIHA He peKoMeHayeTcs. Ero
UCIO/Ib30BaHIe OOMTBHBIMIL Ha TPOTPaMMe PerysLsip-
HOJ1 MHTEHCYBHOI TPOQMIAKTIIKE BO3MOXHO, XOTS
MMEIOIIECS JaHHbIE He afleKBaTHbI [41].

Icuxocouuanvroe 8o3oeiicmaue

1. Y craperomnx 60IbHBIX IPUCYTCTBYE
napanusyiolieil 6071e3HeHHOI apTPOIATUN
MOYKET HETaTVBHO B/IMATH Ha KAYECTBO YKU3HU
¥ BECTH K ITOTepe He3aBUCUMOCTH [44].

2. bonbHbBIE MOTYT CTa/IKMBATbCA C
HEOXXUJTAHHBIMIU 3MOIVIOHA/TbHBIMMI
npo6reMaMu 13-3a OTPULIATE/IbHBIX
BOCIIOMMHAHNI, CBA3aHHBIX C I‘€MO(1)I/UII/I€I7[
(TakMX Kak rocrmTanmsanys) Bo BpeMs ux
MOJIOZIOCTH.

3. [na ymyuiieHus kadecTBa XU3HU U
COXpaHeHUA He3aBUCUMOCTH NPeANIChIBAETCA
ajlanTalys JoMa Y Ha paboTe 1 afjeKBaTHBIN
rpaduk neveHns 60mn.

4. CornyanbHblil pabOTHNK, MefiCeCTpa, Bpad
¥ / WIN TICYIXOJIOT TI0 TeMO(MINM OMKHBI
OKa3bIBAaTb AKTUBHYIO IICUXOJIOTMYECKYIO
MOJIEPIKKY.

2.8 bone3Hb ¢oH BuUnnebpaHpa v peakne HapyLweHnA KpoBu

1. BOTI npunumaer Ha cebst 00513aTeNBCTBO 00€ECIIEUNBAT
HOJIEP>KKY OOTIBHBIM, ¥IX CEMbSIM 1 IIPAKTHUKYIOLUM
BpavaM I10 TOBOAY HAC/Ie[CTBEHHBIX HAPYIIEHNI]
KPOBM 11 JIe4eHe MHOTYIX TaKUX OO/IbHBIX B LIeHTPax
IO JIEYEHUIO TeMO(IIINIL.

2. llenbo 3TOr0 pyKOBOACTBA SB/IAETCS JIedeHme reModu-
mu. HepaBHye my0Omikanuim, B KOTOPBIX 00CYXXIAI0TCS
MPUHIATIBI IUATHOCTUKY U JledeHns 6onesHn GoH
Bunnebpanpa (b®B) u penkue HapylieHUs KPOBH,
BKJIIOYAIOT B CeOst:

s Jleuenue 6one3Hu ¢oH Bunnebpanpga: pyko-
BOACTBO OT Accconuanuy Bpadeii bpuranckux
LIEHTPOB 110 edeHuo remodunun: femopunms
2004;10(3):218.231.

» JIMarHOCTHUKa, OLleHKa U yeveHne 6ome3un Gpox
Bunne6panna [Ty6mykarmess Ne 08-5832 MunmcTepcTa
3[paBOOXpaHeHus 1 counanbHbIx cnyxo6 CIIIA,
HanunonanbHoro MucturyTa Ceppaua, JIErkux n
Kposu 1 Haunonansnoro ViHcTutyTa 350pOBbs
CIIIA (HIM3), nexabpb 2007. www.nhlbi.nih.gov
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» Bonesub ¢ou Bunnebpanma: BBogHoe moco-
6ue 11 Bpaya nepBOil MEAUIIMHCKON TTOMOIIN.
Hesup JInnmmkpan u Ilayna [Ixermc, Bcemupnas
Depepanys Iemodpunun. Monorpadus mo nede-
HuIo reModumu Ne 47, auBapb 2009. www.wth.org

= Penkue Hapymenus kposu, @. IleitBangnu, P.
Kaydmas, 0. Cenurcon u gpyrue lemodunus 2006
niwb; 12 JlomonHeHHOe u3ganue: 137-42.

s Penxue Hapymennus cBéprbiBanusd Kposu. ITayma
Bonron Marrc, Bcemupnas ®enepauns Temodumm,
Jleuenne remodunu Ne 39, anpenn 2006. www.

wth.org
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3 JIABOPATOPHAA OUATHOCTUKA

3.1

151 TOrO, 4TOOBI OONIBHOI ONTYYaI COOTBETCTBYIOLIEE
JiedeHyie Ba)KeH IIPaBIIbHBII AMArHo3. PasmrdHble Hapy-
IIeHVsT CBEPTHIBAEMOCTY KPOBJ MOTYT VIMETb OY€Hb
IIOXOX}i€ CYMIITOMBIL.

TouHbIIT f1aTHO3 MOXKET OBITH IIOCTaB/IEH TOJIBKO Ha

OCHOBaHMM BCECTOPOHHMX U TOUHBIX IAOOPAaTOPHBIX

aHanu3oB. OH 3aBUCUT OT TOTO, CTPOTO /iU Tabopa-

TOpMA CIEAyeT IPOTOKOIAM U IIPOLIeAypaM, KOTOpbIe

TpeOyIoT:

» 3HAHMII Y OIIBITA B IPOBE/IEHNM Tab0PaTOPHOTO
TeCTUPOBAHNA KOATY/IALINN

= JICIIO/Ib3OBAaHVA COOTBETCTBYIOIIETO o60py,u03a—
HUA W pEAKTUBOB
= obeclieyeHns KadyecTBa

Bbl MoykeTe HaiiTV ORPOOHYI0 MHPOPMALINIO O TEXHM-
4eCKMX aCleKTax I OIpefe/éHHble MHCTPYKINHA 110
CKPVHMHIOBBIM TeCTaM ¥ aHa/M3y (paKTOPOB B M3/jaH-
HoM BOT nocobun Juaznocmuka cemopunuu u opyaux
Hapywenuil kposu: JlabopamopHoe nocobue, smopoe
usdarue [1].

3HaHWUA N ONbIT B nposepeHNn na6opaTopHoro TECTUPOBaAaHNA KOoarynaumm

IIpunyunvi ouazHocmuxu

1.

ITornmMaHMe KTMHNYIECKUX ITpM3HAKOB I‘eMO(bI/UII/H/I n
IIPpaBMIIPHOCTY KIMHMYECKOI'O IMarHo3a.

Vcnonb3oBanue CKPI/IHI/IHI‘OBI)IX TE€CTOB JIA OHpe—
OeneHMA IMMOTEHIMAa/IbHbIX HpI/I‘II/IH KPOBOTC‘ICHMﬁ[,
HalmpuMmep, MOACIET KOMMIECTBA TPOMOOI[UTOB,
muTenbHOCTb kpoBoTedenus (JK); B oTmepHbIX
CUTYALVISIX), M APYTUe CKPMHMHIOBBbIE TeCThI QYHKIIU-
OHAJIBHOCTY TPOMOOLIUTOB, IPOTPOMOMHOBOE BPEMSI
(IITB) u akKTMBMPOBAaHHOE YACTUIHOE TPOMOOIIIA-
ctuHoBoe Bpemsi (AYTB)

[TonTBeprkeHNe AMarHo3a Iy TéM aHanmsa paxropa u
IPYTUX COOTBETCTBYIOIVX CIIEL[V/IbHbIX VICC/IEIOBAHMIA

Texnuueckue acnexmol

Ilodzomoska 6onvHO020 K 3a60py NpobvL KPOBU

1.

ITepen 3a60poM KpOBM Ha OIpefie/ieHIie BO3MOXK-
HBIX HApYLIEHNIT KPOBY OOBIYHO HET HEOOXOAMMOCTI
B BO3JIep)KaHUU OT NMpMUEMA NMUILK, XOTA U3TULIHEe
cofiep>KaHMe TUNNUJOB B IJIa3Me KPOBM MOKET Hera-
TUBHO OTPasUTbHCA Ha pe3y/lbTaTax, I0y4aeMbIX Ha
aBTOMAaTM3MPOBAHHbBIX AHA/IN3ATOPAX.

BosbHbIe JO/DKHBI M30€raTh IeKapCTB, KOTOPbIE MOTYT
HOB/IMATD Ha pe3y/IbTaThl TECTA, TAKUX KaK aCIIMPYH,
KOTOPBII MOXKET CYJIBHO IIOB/IVIATD Ha QYHKLMOHNPO-
BaHJe TPOMOOLINMTOB ¥ IPOJJIUTD BpeMs / 3aKpbITHE
KPOBOTEUEHU.
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HemocpepcTBeHHO nepes BeHENYHKIME! 00/b-
HBIM C/IefiyeT M36eraTb MHTEHCHBHBIX QU3MYeCcKNX
YIpa>KHEHMIL.

Ecu 6071bHOIT TofiBepraeTcst 0c060My CTpeccy us-3a
HpoLenypsl 3a60pa mpob KPoBH, TO YPOBHU pakTopa
FVIII u ¢akropa ¢pon Bunnebpanga MoryT 6bITH
BPEMEHHO IOBBIIIECHBI.

Basamue npo6 kposu

1.

[Tpo6bI KpoOBU CregyeT coOUpPaThb B COOTBETCTBUE CO
CTAQH/IAPTHBIMY METORMYECKIMM YKa3aHUAMM [2].

[Ipo6bl mpeamoYTUTENBHO cOOUpaTh BOMM3N
nmaboparopun, 4To6bl 06eCIeYnTh UX OBICTPYIO
TPAHCIIOPTUPOBKY.

ITpo6bI HY>)KHO TeCTUPOBATH B TeYEHNE YETBIPEX YaCOB
¢ MOMeHTa cbopa.

PesynbraThl TECTOB MOTYT MSMEHATDCA B 3aBUCYMOCTI
OT ycmoBuii XxpaHeHyst Ipo6. [ToBbIIeHHBIE TeMITepa-
TypsI (>25°C) MOTYT CO BpeMeHeM IIPUBECTH K ITOTepe
akTuBHOCTK dakTopa FVIIL, B To BpeMs Kak XpaHe-
Hute B xomofie (2-8°C) BeméT K XOMOOBO aKTUBAIMIA.
IToaTomy mpo06bI CrIefyeT Aep>KaTh [Py TeMIlepaTypax
mexnay 20°C u 25°C rie 3T0 BO3MOXHO, HO B Te4€HNe
He 607Iee YeThIPEX YacoB.

BeHenyHKIVs FO/DKHA OBITH YMCTON, IPUYEM ITpoOa
IOJ/DKHA OTOMPAThCA B TeYeHNUe OHOI MUHYTHI IOCTIe
YCTQHOBKM JKI'yTa 6e3 JINTENbHOTO 3aCTOS KPOBU B
BEHax.

KpoBb crefyeT 3a06uparh B IJIaCTMACCOBBII LITTPHIL
WIM BaKyyM-COfiep>Kalljyie CCTeMbI 0T6opa npob
KpoBu. Vrna momkHa 61t 19-21 kanubpa s B3poc-
NBIX U 22-23 Kanubpa Ayt ManeHbKux feteit. OT6op
npob depes nepudepudeckiie BEHO3HbIE KaTeTePbl
WIN HeTellapMHU3MPOBaHHbIE [IeHTPa/IbHbIE BEHO3-
HbIe KaTeTepbl MOXKeT ObITh YCIEIIHBIM /1T MHOTHX
TECTOB IeMOCTa3a.

151 TeCTOB 110 CBEPTHIBAEMOCTY KPOBU CIIeRyeT n13be-
raTh B3ATUA IPOO KPOBY U3 IIOCTOSTHHOTO KaTeTepa.

Crenyert Taxoke u3beraTb BCIIeHUBAHYS IPOO KPOBL.
3avacTyio GpIBaeT IO/IE3HO OTKA3aThCs OT MEPBBIX 2
MJI B3ATOJM KPOBM.

[Ipo6bl cemyeT cobMparh B IUTPaTHbIE IPOOMUPKI,
copepxamye ot 0,105 moreit o 0,109 moreit (¢3.2%)
BOJIHOTO PAacTBOPA JUTUAPATa TPUHATPUIILIUTPATA,
IIOAIIeP>KMBasd COOTHOIIEHE KPOBU K nuTpary 9:1.
Ecnu mpobupka conepxut Meree 80% HeoOXO[MMOTO
06b€Ma, TO 3TO MOXKET OTPUIATETBHO OTPA3UThCS Ha
pesynbraTax. bosnee BbicoKMe KoHLeHTpauuu 3,8%
TPUHATPUILIUTPATA yrKe OO0/IbIlIe He PeKOMEHIYIOTCA.

10. BpicTpoe 1 mpaBMIbHOE IEpeMELIVBAHNE C PACTBOPOM
LquUTpaTa ClaefyeT IPOU3BOIUTD Iy TEM OCTOPOXKHOTO
HIepeBOpa4YMBaHIA IPOOVPKIL.

11. Ecny nmpo6sl KpoBM HEBO3MOXKHO 06paboTaTh B Teye-
HJIe YeTBIPEX YacoB CO BpeMeHM cbopa, To OeTHyI0
TpoMOOLMTAMI IJIA3MY MOXKHO 3aMOPO3UTD IIpK
Temnepatype -30°C 1 XpaHUTD B TeYeHMe HeCKO/b-
KVX HeJie/Ib, VIV JIO LIeCTV MeCSLEB, eCIIM UX XPAaHNUTb
npu Temueparype -70°C [3]. XpaHeHne npu TeMmIre-
parype -20°C 06bIYHO He aeKBaTHO.

12. 3amopoyxeHHbIE IPOOBI CIEAyeT OBICTPO OTTAUBATD B
TedeHe YeTHIPEX-ILITU MUHYT Ipu Temieparype 37°C,
4TOOBI 30€KaTh 00pa30BaHMsI KPUOIIPEIUITNTATA.

IToozomoska 6edHoti mpomboyumamu nnasmol (BTII)

1. DBTII cnemyeT roTOBUTD B COOTBETCTBIE CO CTAHAAPT-
ubiMu MeTogukamu. (CLSI 2008a)

2. BTII roToBsT HeHTpUdyrupoBanmneM Npobsl pazme-
poMm kak MyuHUMYM 1700 rpamm, 110 MEHbLIEN MEPE, B
TeyeHye 10 MUHYT Ipy KOMHATHOJ TeMIiepatype (To
€CTb He B 3aMOPOXXEHHOM BIJIE).

3. o nposemennsa tectoB bTII Mo>XHO XpaHUTD TIpK
KOMHAaTHOJ TeMIeparype (20°C-25°C).

4. Ilnasmy, KOTOpas reMONM3NPOBaIa BO BpeMs cbopa
1 00pabOTKY, aHAMN3UPOBATD HEMb3sl.

Onpedenenue KoOHeuHO020 3Mana c6EPMbI6AHUST KPOBU

1. Bo mHorux naboparopusix Terepb eCTb CBOEro pojia
MI0JIyaBTOMAaTU3MPOBaHHbIE VM MIOJTHOCTBIO aBTO-
MaTH3MPOBaHHbIE aHATN3ATOPbI CBEPTHIBAEMOCT.
TounHoe ompeienieHNIe KOHEUHOTO 3TaIa CBEPTHIBA-
HUA C UCIIO/Ib30BaHNEM PYy4YHBIX METOJOB Tpebyer
3HAYUTENBHOTO OMbITA, 0COOEHHO, €C/IV BPEMsT CBEPTHI-
BaHIs1 YBEIMYEHO M/IN eCTIN KOHIIeHTpauus gpubporena
HI3Kas, a CTYCTOK KPOBY KUK M TOHKMIL.

2. Bo Bpems HaOmIofeHVs IPY PYYHOM TeCTUPOBAHNU
HPOOUPKY CIeRyeT Clerka HaKJIOHUTb 1o yriaa 90°
Ka)k/[ple IIATh CEKYHT TPU pa3a. Mexy HaK/IOHaMI
IPOOMPKY HYXKHO IOTPY)KaTh B BOAAHYIO OaHIO TeMIIe-
parypoii 37°C.

CKPMHMHZOBble mecmol

1. [Ins ckpuHuHra 60IBHBIX € TIOLO3PEHNEM Ha Hapylie-
HIMe CBePThIBAHVA KPOBH [4], MOIYT MCIIO/IB30BAThCA
TaKue TeCThl KaK MOJCYET TPOMOOIIMTOB, TECT Ha
mnTenbHOCTH KpoBotedenus (JIK), mporpombmHOBOE
Bpemst (IITB) u akTMBUpOBaHHOE YaCTUYHOE TPOM-
6omnmactuHoBOe BpeMms (AUYTB)



TABJIMLUA 3-1 - UHTEPNPETALUA CKPUHUHTOBbIX TECTOB

JNTABOPATOPHAA ANATHOCTUKA

B noAcUET
BO3MOHbIN ANATHO3 nTe AYTB* K TPOMBOLIUTOB
3a6oneBaHuA HeT HopmanbHoe HopmanbHoe HopmanbHasa HopmanbHbin
Femopunusa A unn B** HopmanbHoe YBenuyeHHoe* HopmanbHas HopmanbHbin
BO®B HopmasnbHoe HopmasnbHoe nnu HopmanbHaa nnu HopmasnbHbin nnu

yBennyeHHoe* yBenMyeHHas CHU>KEHHbI
HedeKT Tpom6oLNTOB HopmanbHoe HopmanbHoe HopmanbHasa unm HopmanbHbin unn

yBennyeHHaA CHVIXKEHHbIN

*PesynbTathl n3meperuii AYTB cnnbHO 3aBUCAT OT TabopaTOPHOro MeToAa, MCMOsb3yeMoro AnA aHanusa.
**Ta )Ke camas CxeMa MOXeT MMeTb MecTo B npucyTcTare dpaktopos FXI, FXII, 6oneytonatowmx npenapatos, v gepruyTe BbICOKOMOEKYNAPHOTO
KMHUHOreHa.

TeCTy Ha OJINTEIbHOCTDb KpOBOTe‘-IeH]/IH He XBaTaeT
‘{yBCTBI/ITeHbHOCTI/I n CHe]_[I/I(bI/I‘IHOCTI/I, a, TAKXeE, B
3aBMCUMOCTH OT TEXHUKY €r0 BBIIIOTHEHMSA, OH MOXKET
IPUBECTH K MOTPEIIHOCTAM. [loaTomy npenmoyTn-
TE/IbHO IIPOBOANTD IPYTHE TeCThI GYHKIMOHATBHOCTH
TPOMOOLIMTOB TaKye KaK arperaToMeTpusi TPOMOOL-
TOB, I7ie TAKOJ TeCT JOCTYIIeH [5,6].

Ha ocHOBe pe3y/IbTaToB 3THUX TECTOB MOXKHO YaCTUYHO
YCTaHOBUTD KaTeTrOPMM HAPYIIeHNUs KPOBM U UCIIOTIb-
30BaTh MX B KaueCTBe PyKOBOJCTBA A/IsI JA/IbHEI X
aHam30B (cM. Tabmuny 3-1, Huxe).

9T CKPUHUHTOBBIE TECTHI MOTYT He OOHAPY>KNUTb
OTK/JIOHEHMA y OOIbHBIX C JIeIrKUMM GpopMaMnu
HapylLIeHNs KPOBM, @ TAK>Ke HEKOTOPBIE e eKThl
GYHKIIMOHATBHOCTY TPOMOOLUTOB, AePUIINT
¢axropa FXIII, un takue penkue gedextsl GpubpuHo-
1M3a, KOTOPbIe MOTYT OBITH CBA3AHBI C TEHACHIMAMM
KPOBOTEYEHUI.

Koppexmuposounvie ananusvt

1.

KoppeKTnpoBoYHbIe aHA/IM3bI MV AHAIU3bI METOJ,OM
CMEIIMBaHMsA C MCIOAb30BaHMEM IIyI0B HOPMa/lb-
Hol mnasmsl (ITHII) moMoryT onpenennTs us-3a
Yero yBelIM4YMBaeTCs BpeMs CBEPTHIBAHUA U3-3a
meduimta haKTOpa MM U3-3a LUPKYIUPYIOLINX AaHTH-
KOaTy/JIsIHTOB MHIMOUTOPOB. KoppekTupoBo4HbIe
aHa/M3blI I1a3Mbl ¢ fedunurom ¢pakropos FVIII/FIX
MO>KHO MCTIONTb30BATD /IS OIIpefieieHNs NeduIuToB
OT/Ie/IbHBIX (PAaKTOPOB, €C/IN He HOCTYIEH aHa/IN3 Ha
onpepenenne GakTOpoB CBEPTHIBAHNA KPOBIL

Ananus Ha onpedenenue gaxmopa c6Epmul6aHus
Kposu

1.

Amnanus Ha onpefieneHye GakTopa CBEPTHIBAHIUS KPOBU
TpeOyeTcs B C/IEYIOMMX CUTYaIVIAX:
» JIn4 onpeneneHys fuarnosa
» [l HabmIoleHNA 3a JledeHreM
o JIabopaTopHoe Hab/IofieH e 32 KOHLIeHTPaTaMu
¢dbakTOopa CBEPTHIBAHMA BO3MOXKHO ITYTEM
u3MepeHNs ypoBHell pakTopa CBEPThIBAHNSA
JI0 VI TIOCTIE BIIMBAHMAL.
o 3aMeJl/IeHHbII, YeM OXKMIaeMblil, BO3BPAT K HOpMe
U / VIV CHVKEHHBII TIepUOT, IOTyBBIBeeHNA
B/INTOTO (PaKTOPa CBEPTBIBAHNA MOTYT OBITDH
PaHHUMU IpefyNnpeXAeHNAMN O Halnune
VHITOUTOPOB.
» JIy14 IpOBepKy KadecTBa KPYOIPELUIINTaTa
o JIng KOHTpONA KadecTBa NMPOAYKTa B
KpMONpeUUNNTATE MMOJIe3HO IPOBEPATH
KoHIeHTpaumio ¢pakropa FVIIL.

DeHOTUIIHBIM TECTaM He XBaTaeT YyBCTBUTEIbHO-
CTU U CHeMPUIHOCTHU, YTOODI BBIABUTD HOCUTEICIL.
HeKOTOpre oburaTHble HOCUTENIN MOTYT METb
HOpManbHOe cooTHomeHMe ¢paxkropos FVIII:C/
VWF:Ag. [eHOTHIIHBIE TeCTHI SABISAIOTCA OOnee
TOYHBIMM METOJAMI BbIAB/ICHVA HOCUTEIEN 11 IO9TOMY
PEKOMEHYIOTCA.

OpHocTyIeHuYaTble aHa/MN3bl, OCHOBaHHbIe HAa AYTB,

ABJIAIOTCSA HanbOoJIee YacTo UCIIO/Ib3yeMbIMI METOIAMIL.

BaskHbI criefyroliue 0COO@HHOCTI 9TOTO aHA/IN3a:

= B masme ¢ gedpunurom pakropos FVIII u FIX
IOJDKHBI IIOJTHOCTBIO OTCYTCTBOBATD (hakTopel FVIII
u FIX coOoTBETCTBEHHO, T.€. OHA JO/DKHA COIEepPIKaTh
<1 ME/pgn 1 uMeTb HOpMajbHbIe YPOBHU APYTUX
(aKTOpPOB CBEPTHIBAHN.
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= PeepeHTHYIO / KaMMOPOBOYHYIO IIa3MY, IIPOMBIILI-
JIEHHO U3TOTOBJIEHHYIO MY IIPUTOTOBIEHHYIO 10
MECTY, ClIefyeT KaauOpoBaTh B MeXAYHAPOLHBIX
eIVMHMLIAX M3MepeHus (HaIpyMep, COIJIACHO COOT-
BETCTBYIOLIETO MeXYHapogHOro crangapra BO3).

= JI/Is1 BeVICTBUTEIBHOTO aHa/IM3a MoTpebyeTcs, o
KpailHell Mepe, TpU pas/JINMYHBIX pacTBopa pede-
PEHTHOI I/Ia3Mbl U MCIBITATE/IbHOI TIPOOBI.

= Jcronb30BaHMe OJHOTO PaCcTBOPA UCIBITATE b-
HOTO 00paslia 3HAYNTEeIbHO CHIDKAeT TOYHOCTD
aHa/IM3a U MOXKeT IPUBECTHU K ITOJTy4eHII0 abCo-
JTIOTHO HETOYHBIX Pe3y/lIbTaTOB B IPUCYTCTBIE
HEKOTOPBIX MHIMONTOPOB.

» [Ipu aHanu3e UCOBITATENBHBIX P06 OT HOMBHBIX CO
CpenHeit 1 TsDKerol reModuueit MO>keT ToTpe6o-
BaTbCA yI/IVHEHHAS VIU OT/ie/IbHAsA Ka/MMOPOBOYHASA
kpuBas. IIpocToe ypmnHeHe KanuOpoOBOYHON
KPUBOJ ITyTeM SKCTpANonALyy 6e3 aHa/m3a JOIo-
HUTEIbHBIX PACTBOPOB Ka/IMOPOBOYHOI I/Ta3Mbl
HeIpUeMIEMO.

= Korpa j14 [uarHosa UCIoIb3yeTCs OGHOCTYIIeHYa-
THIJI aHA/IN3, HEKOTOPbIe OO/NIbHBIE C TeHeTIYeCKI
HOATBEP>KIEHHOI reModuiieit A cpefHeil TsKecTn
MOTYT MMeTb HOPMa/IbHYI0 aKTUBHOCTD (pakTopa
FVIIL, HO cokpalleHHYI0 aKTUBHOCTD TP XpPOMO-
TeHHOM I IBYXCTYIIEHYaTOM aHanu3e GpakTopoB
cBEpTHIBaHMA KpoBU. OOpaTHOE MOXKET TaKXKe
UMeTb MeCTO. DTO O3HAYaeT, 4To Jyig OOHapyxe-
HUA BceX GopM reModuiny A cpefHeil TAKeCTu
HEeOOXOIMMO HECKOTBKO BUJIOB aHAMN30B (akTopa
FVIII [7,8].

Ycnvimanue uneubumopos

1.

Korpa Ha6mopaercs ysennuennoe AUTB, kotopoe
MOJTHOCTBIO He KOPPEKTUPYeTCs IPU CMELINBaHNNI
w1a3Mbl 6onpHOro ¢ ITHIT, To HY>KHO IOJ03P€BAaTh
Ha/nM41e Kakoii-1o GopmMbl MHTUOUTOPA.

Hanbonee yacto BcTpedaemble GYHKIMOHAIbHbIE
MHIMOUTOPBI TeMOCTa3a aHTUKOATY/LIHTBI BOTYAHKI
(AB), KoTOpBIe He HANIPAB/IEHBI IPOTUB OTHENb-
HBIX (PAKTOPOB CBEPTHIBAHNA U KOTOPBIE CIEAYET
MCKITIOYATbh.

PesynpraTtel ucnbitanuit A4TB Ha cMecax ucnbl-
TaTe/IbHOI U HOPMA/IbHOII I/Ia3MbI OBIBAET TPYLHO
MHTEPIPETNPOBATh, 0COOEHHO 13-3a TOTO, YTO IIPK
IpHoOpeTeHHOI reMO(IINI MOYKET ITepBOHAYaTbHO
IPOVCXOAUTD oHasA KoppekTuposka AYTB B mpucyT-
CTBUE CHJIBHOTO aHTHUTeNa K pakropy FVIIL

MHorue unrnéurops! gpaxropa FVIII, koTopble BO3HU-
KaloT Ha (pOHEe 3aMeCTUTETbHON Tepanuy y 60IbHbIX
reMoGueit A, TTOKa3pIBAIOT XapaKTePHYIO KapTUHY:

mmrenbHocTb AYTB cMecu mrasmbl 6onbHoro u ITHIT
cpepgHAA T.e. MeXy mmTenbHocTAMU AU TB nByx
MaTepuanoB, U YIINHAETCS, eCNIU CMeCh MHKYOUpPO-
BaThb npu Temreparype 37°C B TeueHue 1-2 4acos.

IToagTBEpXK/IeHME TOTO, YTO MHTUOUTOP HAIIpaB/IeH
IIPOTUB OTAENBHOTO paKTOpa CBEPTHIBAHNS, TPpebyeT
aHa/nm3a crennUIecKoro NHrubUTopa.

Mogudukanusa HupgkmereHa gia aHanmsa
uHruéuropa ¢pakropa FVIII npepraraer 6omnee
MOBBIIIEHHYIO CHEeNU(PUIHOCTD ¥ YYBCTBUTEIb-
HOCTH, YeM OCHOBHOI1 aHanmu3 beresna (YpoBens 1)
[9,10]

Mopndukanys BBIIOTHAETCA CIeHYOMUM 00pa3oM:

» Haxomnennsiit ITHIT (o6ecneunBarormnii pakrop
FVIII) nepeMeInBaroT ¢ MCIBITATe/IbHO IIIA3MOI
U MHKYOupyIoT npu temueparype 37°C.

= ITocye fByX 4acoB ocTaTouHblil ¢pakTop FVIII
usMepsieTcsi cpaBHeHreM ¢ ¢akropom FVIII B
KOHTPOJIbHON CMeCH, COCTOAILEN 13 HAKOTIJIEH-
Horo ITHIT n rasmsl ¢ ge¢uimrom daxropa FVIIL,
KOTOpasi UHKyOMpOBaIach BMeCTe C VICIIBITATeb-
HOI1 CMECHIO.

= Ocrarounsbiit pakrop FVIII npeobpasyercs B
eIVHNIIBI MHIMOUTOPA, MICIIONb3Y# IpadMK B IIOTY-
norapuMInIecKkoM MaciTabe 0CTaTOYHOro (hakTopa
FVIII mpoTuB ycmoBHOro 0603HaYeHyA MHTMOUTOPA,
KOTOPBIiI CTPOUTCA Ha IIPeAIIonoxenuy, 4o 100%
ocratka = 0 EB/mn unrnéuropa, a 50%=1,0 Eb/mn
(mmocnmenHee ABMAETCA MEXIYHAPOJTHO COIIACO-
BaHHOJI YCJIOBHOM €NVHULIEN JIJIA ONIpeNie/IeHNA
aKTUBHOCTHU MHTMOUTOPa, Eb=emuunna beresna).

» Korga aktuBHOCTB 0ocTaTo4HOro (pakropa FVIII
<25%, m1a3my 60/IbHOTO ClIelyeT Mocie pa3bas-
JIEHVIS IIOBTOPHO IIPOTECTIPOBATh BO M30eKaHMe
HEZIOOLIeHKI CHJIBI MHTMOWUTOpA.

» Tutp uarnéburopa > 0.6 EB/ mn cnegyer npunn-
MaTb KaK KAMHUYECKN 3HaYMMBbIit [11].

O6yuennvtii nepconan

1.

Jlaxxe camMble IPOCTBIE CKPYHMHTOBbIE T€CThI CBEPTHI-
BaeMOCTI KPOBU CTIOXHBI IO CBOEII IPUPOJE.

JIabopaTOpHBIIT YYEHBL / TEXHOJIOT, 3aHUMAIOLIMIICS
KOAryjisiyeit, fo/DKeH UMeThb ITyOoKoe IIOHVMaHue
TECTOB [I/IsI TOTO, YTOOBI IIOTTy4aTh TOUHbIE PE3y/IbTAThL.

B HeKOTOPBIX C/Ty4asax, MOXKeT OBITh IIOJIE3HO MMETb
MabopaTOPHOro Y4EHOro / TEXHOJIOTA, KOTOPBII
IpoIIéN oOydyeHre B CIIeIaTN3YPOBAHHOM LIeHTpe.
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JNTABOPATOPHAA ANATHOCTUKA

MUcnonb3oBaHue npasuJIbHOIo oGopyp,osava N peaktnBoB

O6opynoBaHue 1 peaKTUBBI ABAAITCA TTaB-
HBIMU MHCTPYMeHTaMM o601 mabopatopyn. s
TOYHOTO JIAOOPATOPHOTO TeCTUPOBAHNMA HEOOXOAUMO
Clemyouiee:

O6opyoosanue

1.
2.

Bopsnas 6ans temneparypoit 37°C £ 0.5°C

Xopoumnii UICTOYHUK CBETA, PaCIIOIO>KEHHDIN BO3JIE
BOJISTHOI OaHU /I TOYHOTO HaO/IOfIeHs 06pa3oBa-
HIA CTYCTKA.

CeKyHOMepHL.

ABromarmyeckye muIeTky (¢ GUKCUpPOBaHHBIM WIIN
U3MeHsIeMbIM 00'bEMOM), KOTOPbIe MOTYT 3a0MpaTh
To4HO 0,1 M1 0,2 Mt

YucTble UCTIBITATENbHbIE IPOOUPKY 113 HATPUEBOTO
crexsa (7.5 cM x 1.2 cM) 1 TecToB 1o Koaryysuym. [e
9TO BO3MOYXHO, BTOPMYHOTO MCITONb30BAHUS TI000I
CTEK/ISTHHOJ IIOCY/IbI CTIefyeT 136eraTh, eC/iu KOHEYHO
MOYXHO IIPOIEMOHCTPUPOBATD, YTOOBI MCIOTb3Ye-
MBIII IPOLIeCcC He OKa3bIBaeT BAVSHM Ha Pe3yIbTaThl
TecToB. II/TacTMacCOBYIO MOCY/Y, MCIONIb3YEMYIO B
aHA/IM3aTOPAX KOATY/IALVMN, IIOBTOPHO MCIIO/Ib30BATh
HEJb34.

B HacTos1ee BpeMst pacTéT 4MCIIO OTyaBTOMATH -

YeCKUX U MIOJTHOCTHI0 aBTOMATUYECKIX MI3MePUTeNei

Koarymsauuu. Bo MHOTUX cny4asx aTo o6opynoBaHue

UMeeT CTIefyIOLIie IPeNMYILecTBa:

= ToYHOCTP M3MepeHNsT KOHETHOTO JTAla CBEPTHI-
BaHUSA KPOBU

= YIIy4IIeHHYI0 TOYHOCTb Pe3y/IbTaTOB TEeCTOB.

= BO3MOXHOCTH BBITIOJTHEHNSI MHOKECTBA aHAIM30B,
OCHOBaHHBIX Ha CT'YCTKe KPOBI.

= CHmkeHMe olMO0K HaboeH s (KOHel] peaKinm
TUINYHO M3MEPSIETCS STIEKTPOMEXaHNIeCKIU VTN
¢doToaneKTpruIecKn).

= Jicnonb3oBaHie (IIpO3payHbIX) IIACTUKOBBIX KIOBE-
TOB 13 MOTUCTHPO/Ia BMECTO CTEK/ISTHHBIX IPOOMPOK.

Bcé o6opynosanue, Tpebdyrolee TEXHUYECKOT0 00CTy-
JKUBAHUA, CIeyeT Jep>KaTh B XOpolieM pabodeM
COCTOSIHUIL.

» [Ipu mokymke 060pynoBaHuA, CIefyeT MPeTyCcMO-
TpPeTh, ¥ 00eCIIeUnTb, peCypChl AJIs Pery/LIPHOrO
TeXHIYECKOTO OOCTY>KMBaHMs 000pyJOBaHMS
CIIEI[Va/TUCTOM OT KOMITaHMU-TIPOV3BOAMUTEIA.

= [IumeTku cefyeT IpoBepsATh Ha TOYHOCTD IIOCTABKI
IpoOBI / peakTuBa.

» Bopsanble 6aHMU, XONMOAV/IBHUKY U MOPO3WUIKNI
JIO/DKHBI IIOfIBEPraThCsl Pery/IApHbIM IPOBepKaM
Ha IIPaBUIbBHOCTD TeMIIEPATYPBL.

I[Tpu ycnoBum cobIofeHNsT XOPOIINX 1a00paTOPHBIX
HIPaKTUK XOPOIIMe pe3y/IbTaTbl MOXHO IIONTYyYUTh,
UCIIONB3YsI OCHOBHOE 000pyROBaHme,. DTV HABBIKU
MOXXHO 3aTeM aIaliTMPOBaTh K 00jiee aBTOMATU3U-
PpOBaHHOI TEXHOIOTUM.

Buibop koazynomempos

1.

MHor1e aHaIM3aTOPbl KOATY/LALNY IOCTAB/IAIOTCA B

BJIe KOMIUIEKTA, BK/TIOYAIOIIErocs B ce6s1 I3MepUTeNb-

HbI/I IpUOOP U peaKTUB, IPU 9TOM 062 KOMIIOHEHTa

MOFyT B/JINATD Ha HOquaeMbIe pe3yHbTaTbI. 3ToT

baKT Hy)KHO IPMHMUMATb BO BHUMaHIE IPY OL[eHKe

¥ BbIGOpe cucTeMsl. JIpyroe BakHbIe BOIIPOCHI, KOTO-

pble Hy>KHO IIPUHATH BO BHUMAHIeE 3TO:

®» TUIIBI TECTOB, KOTOPbIe HEOOXOAVIMO BBIIIOTHUTD,
pabouyio HarpysKy, a TaK)Ke II0C/Ie0BATeIbHOCTD
omepanuii, B 1aboparopun

= omepanyuoHHble Tpe6oBaHNMsI (IHEPTHs, IPOCTPaH-
CTBO, BIIAXHOCTD, TeMIIEPaTypa, 1 T.1.)

= TpeOOBaHMA K TeXOOCTY)XMBAHUIO I pearnpoBa-
HII€ Ha II0JIOMKY

®* IPOIYCKHAsA CIIOCOOHOCTD M HAOOP aHANN30B

= 3aTpaThl

= BO3MOXKHOCTb KOMOVHMPOBAHMA C peaKTUBAMM OT
IPYTUX IIPOM3BOAMTEIEN

= [Ipyrue mporpaMMupyeMble aHa/IU3bl

» CPaBHVMOCTb Pe3y/IbTaTOB, HOTyYeHHBIX HAa OCHOB-
HOM aHa/IN3aTope, C IIOBIMY APYTYIMI Pe3ePBHBIMU
MeTOJaMI

= COBMECTMMOCTD C IPpOOMpKaMu 1o 3a60py npob
KPOBU 1 KOHTeIIHepaMy /ISl XpaHeHV I/Ta3MBl,
UCIIOTIb3yeMBbIMI Ha MeCTe.

= OlleHKA TeXHMKM 6e30ImacHOCTY (MeXaHI4ecKoil,
97IEKTPUYECKOI, MUKPOOUOIOrNIeCcKOit)

= Ha/IM4ye COOTBETCTBYIOLIETO 00ydeH s

Jns1 atoro Tpebyercs Hanuune nHGopManny oo

9KCIUTyaTAI[IOHHBIX XapPAKTEePUCTUKAX CUCTEM. DTH

IaHHBIE MOYKHO IIOTTYYUTb U3 PA3HBIX UCTOYHNKOB,

BKJIIOYast ONTyO/IMKOBAHHYIO JTUTEPATYPY U JAaHHbIE

3aBOJla-M3TOTOBUTEILA, KPOME 3TOTO MOXKET HOTpe6o-

BaTbCs Kakas-To (opMa MECTHOI OLleHKY. ACIIeKTHI,

KOTOpbI€ cnenyeT Y‘U/ITbIBaTb 9TO:

® TOYHOCTH T€CTa C OTKJIOHeHMeM <3% oT Koabduum-
eHTa BapyaLL sl CKPUHIHTOBBIX TeCTOB 1 <5%
7151 aHa30B (aKTOPOB.

» CTOMMOCTD IIPEACTOSALIMNX paboT

= MelIalolye BelecTa

® CTabMIBHOCTD PEAKTUBOB Ha OOPTOBOM aHAIM3ATOPE

= COBMECTMMOCTb C JPYTUMI METORAMM

= ypeHTH(UKALYA TPOOBI
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= 00pabOTKM JAaHHBIX, KOMIIBIOTE€PHBIE IIPOIPAMMBbI
¥ KOHTPOJIb KauecTBa

= HeoOXOUMOE 00yUeHNe

» HaJeXHOCTb

OmnmncaHue OIeHKU aHAIN3ATOPOB KOATYIALIUMN
COMIEp>XKUTCS B psifie OIyO/IMKOBAHHBIX PYKOBOJCTB
U pekoMeHpanuii [12,13].

Peaxmueuvi

1.

3.3

[TpakTrka noKasbIBaeT Le/1ecoo6pasHOCTh obecreye-
HJSI HEIIPEPBIBHOCTY TOCTABOK BHIOPAHHOTO peaKTHBa
U y[e/leH1 sl BHUMaHusA 6ecrepe6oiiHOCTI OCTa-
BOK IapTUIl U JIUTETbHOCTY CPOKOB XpaHEHM.
STOro MO>XXHO JOOUTHCS, IONPOCKUB ITOCTABIIVIKA 110
BO3MOYXHOCTI CHa0)KaTh TA00PATOPIIO OAVMHAKOBBIMI
HapTUAMU PEaKTUBOB.

ObecneyeHne KayecTBa

Ilepexop Ha Jpyroil UCTOYHUK MaTepuUaNIOB He
PEKOMEHYETCH, 3a MICKIIOYEHEM CIIy4aeB, KOTrja
BO3HMKAIOT IIPOO/IEMBI C IIOCTaBKaMM MIIY TTONTyYeHUeM
COMHUTE/IbHBIX PE3Y/IbTaTOB aHAIN30B. [Ipyrue Mapku
MOTYT UMETb COBEPLIEHHO PA3HYIO YYBCTBUTENIbHOCTD
U TIOSTOMY UX HEJIb35 UCIIONb30BATh OJHOBPEMEHHO.

Heo6xoauMo cefoBaTh MHCTPYKIMAM, IpuIarae-
MBIM K peaKT/BaM.

Oco60e BHMMaHME CTIeAyeT yAeIATb CTabMIbHOCTI
peakTyBa. [Tocsie BOCCTAaHOB/IEHNA VIV OTTaMBAHNA
peakTHBa /I CyTOYHOTO UCIIONb30BaHMA, TOTEHIIN -
aJIbHO, ero KauyeCTBO MOYKET CO BpeMeHeM CHIDKATbCA B
3aBUCUMOCTY OT YCTIOBUII XPaHEHA Y UCTIONb30BAHIA.

ITocne TOro, KaK MPUHATO pellleHNe O IPOBeJeHNN
COOTBETCTBYIOIUX TECTOB U PeAKTUBOB, OBIIO OB
Jiea/IbHO OIIpefie/INTh HOpMaibHble / peepeHTHbIe
IMaIIa30HBI, 11 0043aTebHO Y4eCTDb YCIOBMA, UCHIOTb-
3yeMble Ha MecTe.

Oobecneuenne kadectsa (OK) — aT0 06061maronmi
TePMIH, MCIIO/Ib3YEMBIil JI/Isl ONMCAHNUS BCEX Mep,
HpeIpPUHIMAEMBIX /IS 00ecIiedeHNs Hale>KHOCTH
7Ta6OPATOPHBIX TECTOB U OTYETOB O HIX.

OK oxBaTbIBaeT Bce acHeKThI IIpoLiecca JUarHoCTUKN
oT 3a60pa, IOATOTOBKM 1 aHAMN3a IPob, U BHYTPeH-
HEero KOHTPOJIsl Ka4yecTBa BIUIOTD IO COCTABIEHUS
OT4€Ta O pe3y/IbTaTax U JOBEJIeHN ero JO JeYaliero
Bpaua.

Bce, Y4acTBYIOILME B 9TOM IIPpOLECCE, OTBEYAIOT 3a
IIpaBUJIPHOCTD BBIIIOTHEHNA IIpOLENYP.

Buympennuii konmponv kavecmea (BKK)

1.

BKK ucnonb3yercs ijis TOro, 4ToObl yCTAaHOBUTD,
BBINIO/IHACTCS /TN CEpUs METONOB 1 IIPOLelyp eANHOO-
6pasHO B TeUeHIe OIIpe/Ie/IEeHHOTO IIePIOfia BpEeMEHIA.

Mepst BKK nprHuMaoTCs A1 TOro, 4T06bI
00eCIIednThb JOCTATOYHYIO Ha/I&KHOCTD Pe3yIbTa-
TOB Tab6OPATOPHBIX MCCIEOBAHNUI I IPUHATUA
K/IMHIYECKOTO pelleHNs, HaO/IofleHns 3a Teparnmeit
U JUATHOCTUKY T€MOCTAaTUYECKMX OTKIOHEHNIA.

BKK ocobeHHO 1o71e3€eH [ist OnpefeneHsi CTerneHn
TOYHOCTM OTIEIbHOIO METOA.

/11 CKpMHMHTOBBIX TECTOB FeMOCTa3a ClIeflyeT pery-
JISIPHO BKJIIOYATh IPOOBI HOPMa/IbHOI ITa3MBbl 1
I/Ia3MbI € OTKIOHeHVAMN. Co BCeMM IapTUAMI TeCTOB
HY>KHO BKJII0YATh, [I0 MEHBIIEl Mepe, OfH YPOBEHb
npo6 BKK.

Bhewnsas ouenka kauecmsa (BOK)

1.

I mposepku addexrusHocTu crcteM BKK, ncronn-
3yeMBbIX Ha MecTe, 1ab0paToOpyUAM HaCTOSATEIbHO
PEKOMEH/IyeTCs Y4acTBOBATh B IIPOrpaMMe BHeEIl-
Hei1 oueHku Kadectsa (IIBOK).

[IBOK nomoraeT onpefiennTb CTeIIeHb COOTBETCTBUA
MeXy pe3yIbTaTaMi, TOTTyYeHHbIMU JaHHO 1abo-
patopum, 1 pe3ynpTaTaMiu IPYrux 1abopaTopun.

Y4acTue B TaKOM IIPOrpaMMe IIOMOTAeT YKPENUThb
IIoBepyie My MabopaTopuert 11 eé MOoIb30BaTe ML

MexxpyHapojHas IporpaMMa BHEIIHell OL[eHKMU
kavectBa (IEQAS) BeemmpHoit opranmsaiym o 3apaso-
OXpPaHEHMIO CO3JjaHa CIIEIMA/IBHO JL YAOB/ICTBOPEHIS
HY>KJ] LIEHTPOB I10 JIeYeHUIO TeMOUINA BO BCEM
Mupe. ITO IpOrpaMma BKIIOYaeT aHaIU3bI 110 AMArHO-
CTHUKE ¥ KOHTPOIIO KpoBoTedeuuii. [TogpobHOCTH
3TOIT IPOTPaMMBI, KOTOpast paboTaeT COBMECTHO C
Bpuranckoit HaloHaIbHO cny>1<60171 BHeIITHel OlleHK!
KayecTBa TeCTOB 110 Koarymauuu kposu B lleddunpe,
AHrus, MoXXHO nonmyunts B BOT [14].

Kpome Toro, cymecTByoT gpyrue rocyfapcTBeHHbIE
U MEXJyHapOJIHbIE IPOTPaMMBbl OIIeHKM KadecTBa.

Jnst Toro, 4T06BI TabOpaTOPUs MOT/IA JOCTU-
raThb BBICOKOTO YPOBHSA HAJEKHOCTH Pe3y/IbTaTOB
U YCIIEIIHO y4acTBOBaTh B mporpamme BOK, ona
TOJDKHA VIMETD JOCTYII K COOTBETCTBYIOLINM peakK-
TUBaM U MeTOJMKaM U COOTBETCTBYIOIlee YMCIIO
aJIleKBaTHO OOYYEHHOTO IIePCOHaA.
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4 TEMOCTATUYECKWME CPEOCTBA

4.1

KoHueHTpaTbl ¢paKkTopa CBEPTbIBAHUA

Jns medeHusa reMopuIny M Jpyrux Hapyue-
HUI KPOBMY, NepefaoInnxcs Mo HacneacTBy, BOT
HACTOATEIbHO PEKOMEHAYET MICNIOIb30BaHNE
BUPYCHO-MHAKTMBUPOBAHHBIX NPON3BOTHBIX
IUTa3MBbI WM PEeKOMOMHAHTHBIX KOHI[EHTPATOB
BMECTO KpMOIPEIVINITaTa MV CBe)Xe3aMOPOKeH-
Hoit m1asmbl. (YpoBeHs 5) [1,2]

VicuepnbiBatonuit CnpasouHuk oueHKU KOHUeHmMpanos
axmopos ceépmuisaemocmu Kposu, onyOnuKo8aHHbLi
BQI, paccmarpuBaet GaKTOpPbl, KOTOPbIE BIUAIOT Ha
Ka4ecTBO, 6€3011aCHOCTb, TUIIEH3POBAHIIE VI OLIEHKY
MPOM3BO/IHBIX MIPO/IYKTOB MJIa3Mbl 11 Ba)KHbIE IIPVH-
LMIIBI 0TOOPA COOTBETCTBYIOLUX IPOAYKTOB /IS
nevenusi remodunuu [2].

BOT takxe my6/MnKyeT U peryasipHO OOHOBIISIET
Peeucmp xonyeHmpamos $axmopos c6EpmuvléaHUs
KpOo6U, B KOTOPOM II€PEUNCIISIOTCS BCE CYIIEeCTBYIO-
e B HaCcToAlee BpeMH HpOHyKTbI VI JaHHBIE I10 X
M3rOTOBUTENAM [3].

BOT ne otaét npepmnoyTeHnst peKOMOMHAHTAM Ha/|
KOHIIEHTPATaM, IIPOM3BOIHBIMY OT IIA3MBI, I03TOMY
BBIOOP MEXAY 3TUMM KIaccaMy IPOLYKTOB HY>KHO
IenaTh B COOTBETCTBYE C MECTHBIMU KPUTEPUAMMU.

Hbpite npon3BofuMble KOHIIEHTPATHI, IPOU3BOJHBIE OT
I/Ia3Mbl, M3TOTaB/IMBaeMble B COOTBETCTBME CO CTaH-
mapramu [TpaBu mponM3BOACTBA 1 KOHTPOJIS KAY€CTBA
nekapcTBeHHBIX cpeficTB (GMP), umerot 06pasiioBbie
XapaKTepUCTUKM 6€30IIaCHOCTH, YTO KaCaeTCsl BUPY-
COB C TMONUHOI ()KUPOBOIL) 060TOUKOI, TAKMX KaK
BMY u Bupyca renarura C.

6. besonmacHOCTH IpenapaToB sIB/ISETCS pPe3yabTa-
TOM YCM/INIA, IPeANPUHIMAaEeMbIM 10 HECKOIbKIM
HAIpaBIeHMSIM:
= CoBeplIeHCTBOBaHMEe 0TOOPA JOHOPOB (MCK/II0Ue-

HIUe JOHOPOB C PUCKOM HOCUTETISI)
= COBepIIeHCTBOBAHME CKPUHWHTOBBIX TECTOB C/IaH-
HOJI JJOHOPaMV KPOBH, BK/TOYAsI TECTHI, OCHOBAaHHbBIE
Ha aMIIMUKALUY HYKIeNHOBBIX KicmoT (NAT)
» Tun 1 KOMM4IeCTBO Mep, MPeNIPUHNMAEMBIX B
mpollecce MVHAKTUBALUY U / VITU TUKBUJALUN
BUPYCOB.

7. CylecTByeT pUCK Ilepefiayyl IIPMOHOBBIX 3aboe-
BaHMII yepes3 MPONU3BOJIHbIE IPOAYKTHI IJIa3Mbl. B
OTCYTCTBUU HaJ&KHOTO CKPUHMHTOBOTO TeCTa /A
6onesuu Kpeitridensara-SIkoba (vCJD) u npose-
PEHHBIX MeTOIOB MHaKTUBauNy npuona vCJD mpu
M3TOTOBJIEHUM MIPENAPATOB, 9Ta MPobHIeMa B HACTO-
sllee BpeMs pellaeTcs My TEM UCKIYEHs I1a3Mbl
BCeX JJOHOPOB, Y KOTOPbIX €CTh PUCK Ha/IM4Ms 3a0071e-
BaHMsL. B 97011 cdepe mponomkaeT HOABIATHCS HOBAs
MHGPOPMALVIS, IO9TOMY Te, KTO BOB/ICYEH B IPMHATIE
peleH st OTHOCUTETBHO BbIOOPA KOHIIEHTPATOB CBEP-
TBIBaHUS KPOBMU /s O0/IbHBIX reMObUINeit, JOTKHBI
OBITH IIOCTOSIHHO OCBEJOMJICHBI O HBIHEIITHNX Hayd-
HBIX PeKOMEHJJAI/X.

Buvibop npooyxkma

ITpu BBI6OpE KOHIIEHTPATOB, IPOM3BOSHBIX OT IIa3MBbI,
CrIeflyeT YUUThIBATh KaK KadeCTBO II/Ia3Mbl, TaK Y IpoOLiecc
e€ usrorosjeHusA. [IBa Bopoca 3aciIy>X1BarT 0co60ro
BHUMAaHUS:

= YucroTa mpopyKTa

» JIHaxTMBanuA / MMKBUAIVA BUpPyca
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Yucmoma

1.

YicToTa KOHLIEHTpaTa O3HAYaeT IPOLIEHTHOE COfleprKa-
HII€e )KeJIaeMOT0 COCTaBJIsAoLIEro (Harpumep, hakTopa
FVIII), 1o OTHOLIEHNIO K JPYTYM IIPUCY TCTBYIOIM
COCTABJISIOIIMM.

YHI/IBepcaTIbHO COTJIaCOBaHHO K)IaCCI/I(i)I/IKa]_U/II/[
ITPOAYKTOB Ha OCHOBE UX YMICTOTBI HE CYIIIECTBYET.

KoHIleHTpaTbl Ha pBIHKE CHIBHO OT/IMYAIOTCSA APYT OT
IpyTa 10 CBOEN YUCTOTE.

HexoTopble MpOAYKTbI MMEIOT BHICOKYIO MM O4Y€Hb
BBICOKYIO YMCTOTY Ha OJHON CTaZuM U3TOTOBIEHMS,
HO JIajiee OHMU CTaOMIM3NPYIOTCA albOYyMIHOM, KOTO-
PBIIl CHIDKAET X OKOHYATe/IbHYI0 uncToTy. Kopoue
TOBOPS, MPOAYKTHI C BBICOKON YMCTOTONM OOBIYHO
MMEIOT HU3KUII IIPON3BOJCTBEHHBIN BBIXOH. DTU
KOHILIEHTPATHI I03TOMY 60sIee Joporue.

KoHIIeHTpaThl ¢ HU3KOII YMCTOTON MOTYT IIPUBECTU
K aJutepruyeckoi peakiuu [4,5]. bonbHble, KoTOpbIE
HEOJHOKPATHO MCIIBITBIBAIOT 3TO IIpU MCIIOIb30OBaHNN
olpefe/IEHHOrO IIpenapara, MOTyT M3BjIeYb II0/Ib3Y OT
BBeJIeHMsI aHTUTVICTAMJHA HEIIOCPEICTBEHHO Iepe]
B/IMBaHMEM KOHLIEHTPATa W/ VICIIO/Ib30BAHNS KOHIIEH-
TpaTa 60J1ee BBICOKOI YMCTOTHI.

Konuentparsl ¢pakropa FVIII, npoussogHble oT
I/Ia3MBbl, MOTYT COflep>KaThb pas3IM4HOe KOTUIeCTBO
¢daxropa Bunne6panpa (bPB). [ToaTomy eciu Taxoii
KOHIIEHTpAT UCHoIb3yeTcs mus nedenus bDB [6],
BaKHO YCTAaHOBUTb COIEp)KaHIe B IIperapare pakropa
B®B (myTém nsMepeHus aKTUBHOCTHU KodaKTopa
PUCTOLIETUHA).

s nedenns pepunura paxropa FIX, npogykr,
copepxxamuii Tonbko ¢akrop FIX, 6yger 6omee
MOXXOMAINM, YeM KOHI[EHTPAThI MPOTPOMOUHO-
BOT0 KOMIIIEKCA, KOTOpbIe MOTYT TAKXKe COJEPKaTh
apyrue ¢pakropsl cBEPTHIBaHMS, TaKue Kak II, VII n
X, HEKOTOpbI€e 3 KOTOPBIX MOTYT AKTMBUPOBATHCS
BO BpeMs nusrorosnenns. IIpomykrsl, cogepskaniie
aKTHBUPOBaHHbIe (PAKTOPHI CBEPTHIBAHIIS, MOTYT
npefpacnonararb K Tpom6osm6onusmy (YposeHs 2)
(7,8]

ﬂOKai%aTeTIbCTB O B/IMAHMU YMCTOTDBI IPOJAYKTOB Ha
BUPYCHYIO 6€30I1aCHOCTh IIPOOYKTOB HET, IIO3TOMY
JUIA TMKBUIALIY BUPYCOB IIPOAO/DKAIOT IIPUHNMATDCA
aJ€eKBaTHbIE MEPDI.

Mnakmuseayus / nuK6uOayus 6Upycos

1.

MHaKTI/IBaI_U/IH BUIPYCOB BO BpeMs M3TOTOBIIE-
HIUA ABIACTCA CaMbIM Ba>XHbIM ME€TOOM, KOTOprI7[

Cr1oco6cTByeT 6€30MaCHOCTY KOHI[EHTPATOB IPOM3-
BOJHBIX IIJIa3MbI [9].

CymrecTByeT pacTylas TeH/IeHIVA BHEPEHNA IBYX

OIIpe/ie/IEHHBIX IIAar0B CHVDKEHNA IPUCYTCTBUA

OT/Ie/IbHBIX BUPYCOB B IIPOIlecCe M3TOTOBIEHNA

KOHI[eHTPATOB.

» Tepmoo6OpaboTKka 06b19HO 3¢ PeKTNBHA TPOTUB
IIPOKOTO KPyra BUPYCOB C INIIMIHON 000T0YKON
nn 6e3 Heé, Brmoyass BVYIY-undexumnio u BUpycst
rermatutos A, B, n C.

» O6paboTKa pacTBOpUTEIAMY / Je3MHPULNPYIO-
myMu cpepcTBamMu 3¢ pexTrBHA IPOTUB BUPYCOB
renarutoB B u C u BUY-undexiun, Ho He feax-
TUBMPYET BUPYChI 6€3 TUINIHOI 000I0UKY, TaKe
KaK BUpPYC renatura A.

HexoTtopsle BupychI (Takue Kak 4e/oBedecKmii IIapBo-
BUpYyC B19) oTHOCUTENBHO YCTOMYMBEL K 060UM
nporeccam 06paboTku. Hy vz 13 HbIHENTHNX MeTO-
JIOB HECIIOCOOEH JIeaKTYBMPOBATD IIPUOHBI.

[l1s ynaneHusa BUPYCOB MajIoTo pasMepa, TaKMX Kak
HapBOBYMPYC MOKHO JICIIO/Ib30BaTh HAHO (y/IbTpa)
¢GuIbTpaIIo, OfIHAKO, MeTOAbI GU/IBTPALVI B HACTO-
Alllee BpeMs He YCTPAHAIOT PUCKa Ilepeadn BUpyca
[10].

IIpenapar, M3TOTOBIEHHDIII 10 TEXHOIOTUM, B KOTOPYIO
BKJIIOUEHBI /IBa ITpoIlecca MO CHIDKEHMIO BUPYCa, He
cliefiyeT aBTOMAaTU4eCKy CIMTATh Iydlle TOro, KOTO-
Pblit OBUI TOABEPTHYT JIAIID OFHOMY CIIELMaTbHOMY
IpOlecCy MHAKTUBALNM BUpYca.

Ecu ncronb3yeTcst TeXHOMOTHS NHUIIb C OFHUM
TPOI[ECCOM MHAKTUBAIINH, STOT MPOIIECC YKETATENTHHO
[O/DKEH MHAKTMBMPOBATH BUPYCHI KaK C IUINMTHOM
060/104KOI1, TaK U 0e3 Heé.

Konuenmpamuot paxmopa FVIII

1.

Koumnenrparsl dpakropa FVIII sBnstoTcs npegnoyTn-
TEIbHBIMU /IS JIe4eHVsI FeMOYIINY THIIA A.

Bce npoyKThl, IpOM3BOHBIE OT I/Ta3MBbl, U B HACTO-
Alljee BpeMs CYILeCTBYIOLIe Ha PhIHKE, IepPedNCIIeHbI
B Pezucmpe koHuenmpamos pakmopos ceépmol8anuis
(3], ny6rmmkyemom BOI. Cmotpute nogpo6Hoe omca-
HIe IPOAYKTOB BO BK/Ia/IbIIIIE.

Josuposxa / npumenerue

1.

DrakOHBI-C KOHIIEHTPATOM (PaKTOpa UMEIOTCS B HajIM -
qute ¢ fo3amu mpubm3uTenpHo ot 250 1o 3000 egmHMIy
B KaXKIOM.



10.

11.

B oTcyrcTBUM MHIUOUTOpaA, KaXKAasd egUMHNIIA
¢daxropa FVIII Ha kunorpamMm Beca Telia, BBeEHHAA
BHYTPUBEHHO, IOTHIMAaeT YpoBeHb (pakTopa FVIII
mwiasmbl npubnusntensHo Ha 2 ME/mn. (YpoBens 4)
(11]

ITepuop nonyssiBenenus ¢pakropa FVIII cocrasnser
HIpUOIU3UTENTBHO 8-12 4acoB.

YT106bI paccUUTATh 703y, YPOBeHD paKkTOpa 60/b-
HOTO ClIeIyeT M3MePATD MOC/Ie BIMBAHMS KayKble
15 munyT. (YpoBens 4) [11]

Jlosa paccuMThIBaeTCA MyTEM YMHOXXEHMS Beca
60/IbHOTO B KMJIOTPAaMMaXx Ha >Ke/IaeMbIi IPUPOCT
aktuBHOCTH pakTopa B ME/m1., yMHOXeHHBIIT Ha 0,5.

Hanpumep: 50 ke x 40 (ME/on. xcenaemvoiii npupocm
akmuenocmu gaxkmopa) x 0,5 = 1000. Cm. mabnuyl
Ha cmpanuyax 71 u 72, 20e ykasan npumepHulii yposenn
paxmopa u npooONHKUMENLHOCb 3aMeuleHIsT, Heoo-
Xo00umvle 07151 ONpedenéHHo20 Muna KPOBOUTUIHUSL.

®akrop FVIII cnepyer BIMBaTh MyTEM MeiJIEHHOI
BHYTPUBEHHOIT MH(Y3UHU CO CKOPOCTHIO, He IPEBbI-
LIaoIeli 3 M1 B MMHYTY /I B3pocnbix 1 100 egyamy
B MUHYTY JI MaJIEHbKUX JieTell, WIN KaK yKa3aHo
Ha MHGOPMAIVIOHHOM THCTKe npenapara (YpoBeHb
5) [12]

[Nocnenyromye KO3bI CTEAyeT B Mfieaie OCHOBBIBATD HA
nepuope nonysbiBefenus ¢paxropa FVIII v na Bospate
K HOpMe OT/elIbHOTO OOJIBHOTO IPY UCIIOTIb30BAHUY
crrennpuIecKoro MpoayKTa.

XoTA mocne BOCCTAHOB/ICHN A, MHOTE IIPOJYKTBI
IPOSABIAIOT IIPOJO/DKUTEbHYIO CTAOMIbHOCTD IOC/IE
BOCCTaHOBJIEHMs ITPeTIapaTa Iy4Ile BCero MCIOIb30-
BaTb Bechb (prakoH ¢ paxropom FVIIL

HenpepoiBHaa nHpys3us nomoraer nsbexarpb
NNKOB U IaJIeHNIi, II03TOMY HEKOTOpPbIe CUMTAIOT
€ro HaWIYYIINM U Haubomnee yroOHBIM cIOCOO0M
BBefieHNA. OTHAKO, 32 60TBHBIMI HY>KHO 4aCTO
Ha0moaTh B cTy4ae 0TKa3a Hacoca. (Yposens 3)
[13,14]

HempepbiBHas nHQY3Mss MOXKET IPUBECTH K COKpa-
IM[eHNI0 00IIero KOau4ecTBa MCIONb3yeMBbIX
KOHIIEHTPATOB (haKTOPOB CBEPTHIBAHNUS U MOXKET OBITH
6oree peHTa0TIBHBIM 1711 OOTIBHBIX C TSKENON reMo-
¢dumeit [15]. OnHako, cpaBHEeHNUE PeHTA0eIbHOCTI
MO>XKeT 3aBUCETH OT [j03, UCIIONIb3yeMBbIX JI Helpe-
PBIBHBIX I IIEPUOAMYECKIX CTPYIHBIX MHY3Mii [16].

I[OSI)I [/11 HEIIPEPBIBHbBIX B/IMBAHU pery}mpy}oTCH
Ha OCHOBE YaCThIX aHa/IM30B (pakTopa u pacuyéra
4yycToThl. [TockonpKy KoHLeHTpaThl pakropa FVIII
OYeHb BBICOKOJ YMCTOTHI CTAaOMIBHBI B paCTBOPAxX

FTEMOCTATUYECKWE CPEACTBA

JJIs BHYTPUMBEHHDBIX MHBEKLINI, 110 KpailHell Mepe, B
TedeHne 24-48 4acoB Ipy KOMHATHOJ TeMIIepaType
c morepeit MeHee 10% addexTUBHOCTH, TO HEIIpe-
PBIBHOE B/IMBaHE BO3MOXXHO B T€YEHME TAKOTO XK€
KO/IMY€eCTBA YacoB.

Konuenmpamuot paxkmopa FIX

1.

Konnenrparsl ¢pakropa FIX sBinsoTCsS IpeRmnoyTu-
TEIbHBIMI I IedeHNns reMoumuu tumna B.

Bce npopyKThl, IpOM3BOLHBIE OT IIA3MBI, B HACTOSI-
Ijee BpeMsI CYLIeCTBYIOLIE Ha PBIHKE, IePeUVIC/ICHbI
B Pezucmpe KoHUueHmMpamos gaxmopos ceepmul8anus
(3], my6rmmkyemom BOTL. Cmotpute nogpobHoe omca-
HUE HpO,T.[yKTOB BO BKJIabIIIE.

Konunentpatsl ¢pakropa FIX menarcs Ha fBa kmacca:

= Yucrble KoHLeHTpaTh Pakropa FIX, koTopbie MoryT
OBITb IIPOIYKTaMM, IPOV3BOIHBIMI OT TI/IA3MBI, VTN
PEeKOMOVHAaHTaMI.

= Kounenrpars paxropa FIX, koTopbie Kpome TOTo
comepxkat axropet I1, VII, IX u X, taxke n3BecTHbIE
KaK KOHIIEHTPAThI IPOTPOMOVMHOBOIO KOMIIEKCa
(KIIK), ncrionp3yrorcst pefKo.

Korpma 9T0 BO3MOXXHO, TO /15 TIe4eHus1 reMoQu-

ANU THIIA B IpenoYTHTEeTIbHO ICHONb30BaATh

yuctoie KOHIeHTpaThl pakropa FIX Bmecto KIIK

(YpoBens 2) [7,8], 0c0O6eHHO B CIeAyIOIMX CYYAsIX:

= XMpyprudeckoi onepanyum

» 3aboeBaHNAX I€YeHN

= IIpofo/mKNUTeNIbHOM Tepaluy C YICIIO/Ib30BaHMEM
BBICOKUX 103

= IlepeHecéHHOM TpOMOO3e MM M3BECTHOI TEHEH-
LUy K TpoM603y

= ComnyTcTBylollee ICIONb30BaHMe TeKapCTBEHHBIX
IIperapaToB, KOTOPbIE M3BECTHBI KaK IIOTEHIIMAIbHO
Befyline K TpoM003y, BKIIo4Yast aHTUGUOPUHOMIN-
TUYECKNe CPefCTBa.

Uucrele npenaparsl ¢pakTopa FIX He HecyT coboit
PVCKOB pa3BUTHA TPOMOO3a MM AYICCEMUHMPOBAH-
HOTO BHYTpuUcoCyaucToro ceéproisanue kposu (JJBC),
KOTOpbIe MOTYT IIpon3oiiTy 1pu 6ombiunx gosax KIIK.

Josuposxa / npumenerue

1.

DrakoHBI ¢ KOHLIEHTpaTaMy (paKTOpa MMEIOTCS B HAJIN-
qne ¢ go3amu oT 250 go 2000 eguHMIT B Ka>KIOM.

B oTcyTcTBMM MHrMOUTOpaA, KaXKAad efMHNIIA
¢daxropa FIX Ha xumorpamm Beca Tena, BIuBae-
Mas BHYTPUBEHHO, IOHNMeET ypoBeHb ¢akTopa FIX
mwiasMbl npubnusntensHo Ha 1 ME/mn. (YpoBens 4)
(11]
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[Tepnop nonyssiBepenus ¢pakropa FVIII cocrasser
npubnusnutenpHo 18-24 vaca.

Yr0o6bI HOATBEPIUTH PACCYNTAHHYIO 103, YPOBEHD
¢dakropa FIX 60n1bHOrO Ciegyet u3MepATh MOCTe
BIUBaHUA Kaxpple 15 MunyT. (YpoBens 4) [11]

C pexom6buHanToM dakropa FIX (rFIX) ckopocTb
BBI3[JOPOBJICHNSA HIDKe, YeM C IIperapaTaMi, IpousBo-
AHBIMMU IIJIa3MbI KPOBMU, BCIIEACTBME TOI'O, 9TO KaXKasd
epununa gpakropa FIX Ha kumorpaMm Beca Tena 6yner
HOBBILIATh aKTUBHOCTD (hakTopa FIX mpubnusurensHo
Ha 0,8 ME/pmn. y B3pocnbix u 0,7 ME/pn. y neteit B
Bo3pacrte J1o 15 neT. [IpnymHa MeJyIeHHOTO BBI3[0-
posnenns ot rFIX moka nopHocTpio He sicHa [17].

Jlosa paccunThIBaeTCs Iy TEM YMHOXKEHMS Beca O0Ib-
HOTO B KIJIOTPaMMax Ha >Ke/laeMblil ypOoBeHb (pakTopa.

Hanpumep: 50 k2 x 40 (ME/0n. s#cenaemozo yposHs) =
2000 edunuy, pakmopa FIX, npouzsodHozo om nnamol.
Hns pacuéma paxmopa rFIX, do3uposka 0onmicHa 6vbimb
2000 + 0.8 (unu 2000 x 1.25) = 2500 edunuy, 01151 83poc-
avix u 2000 + 0.7 (unu 2000 x 1.43) = 2860 eduriui, 0ns
demeti. Cm. Tabnuyvt Ha cmpanuyax 71 u 72, 20e ykasan
npumepHbLli yposeHv pakmopa u npoooIHUmMenbHOCHb

4.2 [pyrvie npoayKTbl Naasmbl

10.

3ameujenus, Heobxo0umble 07151 ONpPedenéHHbIX MUN06
KPOBOUBTIUSHUS.

Konnentparsr ¢paxkropa FIX cexyer B1uBarh myTém
MeUICHHOV BHYTPUBEHHO HBEKIMI CO CKOPOCTDIO,
He IIpeBbIIIaomeii 3 M/ B MIHYTY JJIA B3POCIbIX I
100 emyHMIL B MMHYTY /15 MaI€HbKNX JIeTeil, NI
KaK yKa3aHo Ha MTH(OPMAIMIOHHOM JIMCTKe Iperna-
para (YpoBens 5) [12].

Ecnu ucnonssyrorcsa, KIIK o6p14H0 BIuBarTCs B
nBa pa3za megieHHee. Cm. Vucrpykuuu va nngop-
MaIMIOHHOM JIMICTKe NPOayKTa. (YpoBeHs 2) [18]

Ounennsle KOHIeHTpaThl PpakTopa FIX Mo>xHO
TaKXKe BBOJANUTD ITyTEM HEIIPepPbIBHOTO BIVBaHMA (KaK
U KOHIeHTpathl pakropa FVIII).

ITpu BuBaHUY KOHLeHTpaToB (pakTopa FIX y 60/1b-
HBIX ¢ MHrMOKUTOpamu pakropa FIX MoryT BosHuKaTh
a/Uteprudeckue peakumu. [Ijist TaKMX 60/IbHBIX MOXKET
noTpe6OBaTHCA VICIIONb30BaHNME TMIPOKOPTI30HA
[19]. ITepexon Ha KOHIIEHTpAT haKTOpa CBEPTHIBAHN
IPYTOil MapKy MOXKET VIHOT/Ia OO/IerYUTh CUMIITOMBIL

B®TI nogpep:xuBaeT NpesnoYTUTEIbHOE UCIONb-
30BaHNe KOHI[EHTPATOB (paKkTOpa CBEPTHIBAHUSA
BMECTO KpMOIIPpEenUNNTaTa UM CBeKe3aMopo-
>kenHoit mnasmbl (C3II) BBuay 6eCOKOICTB MO
MOBOJY UX KadecTBa u 6e3onacHoctu. Ognako, BOT
MPU3HAET PeabHOCTh U TOT (PAKT, YTO OHU IO CUX
TOp UCNONb3YIOTCA B CTPAHAX, I7ie OHU SABIAIOTCA
eIMHCTBEeHHBIMY VMEIOIINMMCA B HaTI4YKe U OoMmy-
CTMMBIMH IO CpeCTBaM BapMaHTaMU JIeYeHN .
(Ypogens 5) [1,2]

Kpunonpenunurar u C3II He mogBeprarwTCcA
HpolefiypaM MHAKTUBALMU BUPYCOB (TaKMM Kak
TepMoobOpaboTKa mam 06paboTKa pacTBOPUTENSIMI
/ Be3sMHGUUMPYIOIMMK CPEACTBAMM), YTO BERET K
MOBBILIEHNIO PICKA [Iepeadl BUPYCHBIX TATOTEHOB,
KOTOPBIIl MOXKeT ObITh 3HAYUTENTBHO BBICOKUM IPK
HEOJHOKPATHBIX BIMBaHMAX [1].

1 MaKCMMabHOIO CHVDKEHUSA pUCKa Iepefadnu

BUPYCHBIX IATOT€HOB MOYKHO IIPeIPUHATD OIIpefie-

JIEHHbIE IIATY, BKII0Yas C/Iefyolne:

= KapaHTuH m1asMel 0 Tex 0P, OKa JOHOP He OypeT
NPOTEeCTUPOBAH WU JaXke IIOBTOPHO MPOTECTH-
pOBaH Ha Hanu4ue aHTUTeN K B4 MH(beKLU/m,
rematuty C u aBcrpanmuiickuii antures (HBsAg) -
IIPaKTMKa, KOTOPYIO TPY/IHO BHEJPUTDH B CTpaHaXx,

4.

IZie IIPOIOPIUN JOHOPOB, IOBTOPHO CAAMOIINX
KPOBb, HU3KIE.

» TecTbl, OCHOBaHHbIE HA aMIUIN(PUKALNY HYK/IeN-
HOBBIX KncoT (NAT) a1 o6Hapy>keHUs BUPYCOB
— TeXHOJIOTWA, KOTOpasi MOTeHIVAIbHO UMeeT
6orbllee OTHOIIEHE K VI3TOTOB/IEHNIO KPUOTIPEIH-
IMTaTa, 9eM K KOHIIeHTpaTaM (paKTopa, HOCKOIbKY
HOC/IeHIIE TTOBEPraloTcs MpolieccaM BUPYCHON
nHaKkTUBauuu [20].

Anteprudeckue peaKkuyiy Jaiiie BCero BCTPEYaroTCs
MOC/Ie BVBAHMS KPUOIPELNIINTATA, YeM KOHIIeH-
Tpara [21].

Csexncesamoposncennas nnasma (C3I1)

1.

[Tockonmpky C3II comep>xnT Bee pakTOphl CBEPTHIBA-
HIIA, €€ MHOT/IA MICIIOIb3YIOT [IA JIeYeHnA AeyinTa
(baKTOpOB CBEPTHIBAHUA.

g nedenns remopunnu Tuna A smecto C3II
NPefNOYTUTENTBHO MICIOIb30BATh KPMOMPEIIIIN-
tart. (YpoBens 4) [22]

/13-3a 6ecCOKOJICTB IO NOBOARY 6€30IMacCHOCTI I
xayecTtBa C3II, e€ ucnonb3oBaHue He peKOMEHY-
€TCsI, eCTIM 3TOTO MOKHO u36exarts (YpoBeHs 4) [23].
Opnaxo, nockonbKy C3II n KprocynepHaTaHTHasA



mw1a3Ma cogeprxat FIX, uX MOXXHO MCIIOIb30BaTh
ms nedeHus remodumun B B cTpanax, KoTopble He
MOTYT cebe IT03BO/MNTD VICIOTb30BAHN KOHI[EHTPa-
T0B (pakTOpa FIX, IpON3BOAHBIX OT M/Ia3MBbl.

Ecnu ecTh BO3MOKHOCTD UCIIO/Ib30BATh KaKMe-TO
dopMBbI 06pabOTKM JIsT YHUUTOXKEHNSA BUPYCOB B ITaKe-
tax ¢ C3II (Bko4ast 06paboTKy pacTBOpUTENAMY /
Ie3MHOUIVPYIOWIVMY CPefiCTBaMu), TO PEKOMEH/Y-
€TCs1 ICIIO/Tb30BaTh 00paboTanHble makeTsl. OTHAKO,
06paboTKa [ YHUUITOXKEHNSI BUPYCOB MOYKET TIOB/IN-
aThb Ha pakTope! cBépTRIBaHMsL. [IIMpokoMaciTabHast
IIO/ITOTOBKA ITy/Ia IUIa3Mbl, 00pabOTaHHOII PaCTBOPUTE-
MU / Je3VHPUIMPYIOIMI CpefCcTBaMy, IOKa3ala,
4qTo HpI/I 3TOM CHIMDKAETCA HpOHOpIH/IH CaMbIX 60Hb]_[H/IX
mynbprumepoB OB (dakropa Bumnebpanna) [24,25].

Hosuposxa / npumenerue

1. OpyH MUUIMJIUTP CBEXe3aMOPOKEeHHOI
IUIa3MBI COTEPXKUT 1 eUHNITY aKTUBHOCTH
dakropa.

2. Tonbko ¢ C3II 06BIYHO TPYHHO JOCTUYD
yposaeii ¢pakropa FVIII Bermre 30 ME/mj.

3. YposHu ¢akropa FIX Berme 25 ME/mn
mpoctnyb TpynHo. IIpuemaemas craproBas
mo3a 15-20 mn/kr. (YpoBens 4) [22]

Kpuonpeuunumam

1.

4.3 [pyrne ¢papmakonormyeckme cpeacrtea

KpnonpenunuraT roToBAT IyTEM MEIJIEHHOTO OTTa-
MBaHNA CBeXXe3aMopokeHHoI mmasMbl (C3I1) mpn

FTEMOCTATUYECKWE CPEACTBA

temrieparype 4°C B Tedenue 10-24 yacos. OHa cTaHO-
BUTCs1 HEPACTBOPUMBIM IPELMUIINTATOM U OTHENAETCA
LeHTpuUdyroiL.

Kpronpenunurar copep>XuT 3Ha4NTeTbHOE KO-
yectBo (akrTopa FVIII (mpumepno 3-5 ME/ngn),
BDB, ¢pubpunorena, n paxropa FXIII, 1o He codep-
swcum paxmopos FIX or FXI. TTomydeHHBIII IPOAYKT,
BCIUIBIBAIOIINI HA TIOBEPXHOCTD, HA3bIBAETCS KPUOCY-
TIepHATaHTHAA I71a3MOJI V1 COTEPKUT IPyTIe PaKTOPhI
ceépreiBanys Takne Kak VII, IX, X n XI.

BBupy 6ecriokoiicTB IO MOBOAY 6€30IMaCHOCTHU U
Ka4yeCTBa KPUOINPELMIINTATA, €T0 UCIIOTb30BaHIe
NIpY IeYeHUN BPOXKEHHBIX HAPYLIEHNII KPOBY He
PEeKOMEHIyeTCs, ¥ MOXKeT OBITh OIPaBIaHO TONBKO
B CUTyallUAX, KOI'TA HET B HAINYM€ KOHIIEHTPAaTOB
daxropos ceéprpiBanusa (YposeHs 4) [1,22,26]

XoT4 3/ech JaéTcd ONMMCaHle MeTKOMAaCIITabHOIO
IPOU3BOJCTBA BUPYCHO-MHAKTYBIPOBAHHOTO KPUO-
MpelUINTATA, Mbl HE YBEPEHBI B TOM, UTO OH MMeeT
KaKye-/160 perMyIecTBa, C TOYKM 3peHns ob1eit
BUPYCHOI 6€30I1aCHOCTY VWJIN IIeHbl, HaJj KPYIIHO-
MacmTaOHBIM MIPOU3BOJCTBOM KOHI[€HTPATOB,
M3TOTAB/IMBAEMbBIM TPANUIMOHHBIMY MeToamu [27].

Hosuposxa / npumenerue

Jlo3a KpyonpeuunmuTara, ¥3roTOBJIEHHOTO 13 OHOM
emvanipl C3IT (200-250 M) MoxkeT copepxkarp 70-80
equaut pakropa FVIII B 06béme 30-40 M.

Kpome 06bIYHBIX KOHIIEHTPAaTOB (PaKTOPOB CBEPTHI-
BaHMA APYIUe CPefCTBa MOTYT ObITh O4YeHb LIeHHbIMU
B 3HAYUTETBHOM psAfe crydaes. OHM BK/IIOYAIOT:

= JIeCMOIIPECCUH

* TPaHEKCAMOBYIO KUCIOTY

= SICUIOH AMUHOKAIIPOHOBYIO KICIOTY

Hecmonpeccun (DDAVP)

1.

HecmonpeccuH (l-pesamMuHo-8-D-apruHuu-
Ba30IpPECCUH, TaK)XXe N3BeCTHBIT Kak DDAVP)
ABJIAETCA CUHTETUYECKMM aHAJIOTOM BaCOINPECCHHA,
KOTOPBIII IIOBBILIAET YPOBHY I1a3Mbl Gakropos FVIII
u OB [28].

DDAVP mMokeT OBITh HPegIOYTUTENbHBIM I
nedeHUs GOMBHBIX C IETKOI IIN CPEFHeIl cTere-
HAMHU TsDKeCTU reModiuinu Tuna A, Korma pakrop
FVIII MO>XHO IOKHATH 70 COOTBETCTBYIOILETO

TepaneBTUYECKOT0 YPOBHS, OCKOIBKY IIPU 9TOM
MOXKHO M30€XKaTh 3aTpaT U MOTEHMATbHBIX OMAC-
HOCTeJI UCTIO/Tb30BAHU KOHIIEHTPATOB (PaKTOPOB
cBéprpiBanus (Yposens 3) [28,29]

HlecmonpeccuH He 87usem Ha yposHu gaxmopa FIX n
He TIPeiCTaBIIAET COO0il IEHHOCTY [T IeYeHMsA TeMOo-
dbunum Tuma B.

JJo TepanmeBTM4€CKOTO MCHOIb30BAHNS CIEAYeT
MPOBEPUTH PEAKIIIIO KAKAOTO 6OTBHOTO, TOCKOTBKY
PeaKnnu OTAeTbHBIX MOl CIIBHO OTIMYAIOTCS.
Peakijus Ha MHTpaHa3aIbHBII [eCMONPECCUH
CHIBHO BapbUPYET U II03TOMY MeHee MpeIcKa3yema.
(YpoBens 3) [28,29]

DDAVP 0co0eHHO noie3eH A TedeHUs VI
NpenynpexeHNs KpoBOTedYeHUii y HOCUTelIell reMo-
$ummn. (Yposens 3) [30]

41



42

PYKOBOACTBO MO JIEYEHUIO TEMOOUNTNN

Xorss DDAVP He nuieH3MpOBaH [ MCIIOTb30BaHNA
npyu 6epeMeHHOCTH, eCTh JOKa3aTelbCTBa, YTO €To
MO>KHO 6€30I1aCHO MCIO/Tb30BAaTh BO BpeM: POJOB
U B IIOCTIEPOIOBOIi Iepyoy, TPy HOPMAIbHOII Gepe-
MeHHOCTH. Ero ncrnonb3oBaHus cienyer usberarb
IIPY NPE3KIAMIICUI ¥ SK/IAMIICHI M3-3a YK€ BBICO-
Koro ypoBHs ¢pakropa ®B. (Yposens 3) [31,32]

OueBupnple npenmyuectsa DDAVP nag nponyk-
TaMU IJIa3MBbl — 3TO O0/lee HU3Kasl IleHa U OTCYTCTBYE
KaKuX-7160 PUCKOB Hepefadyt BUPYCHBIX MH(EKIIL.

DDAVP mosxeT OBITb HO/IE3HBIM Ji/151 KOHTPOJISI KPOBO-
TeYeHMIT ¥ COKPALIeHNA JJIMTETbHOCTY KPOBOTEYEHMIA,
CBA3AaHHBIX C HAPYUIEHMAMM I'€MOCTa3a, BKI0Yasd
HEKOTOpbIe BPOXKJEHHBIE HAPYIIEeHVsI TPOMOOLIMTOB.

Pemenne 06 ncnonbsosanuy DDAVP nomkHO ocHO-
BBIBaTbCSI KaK Ha VICXOJIHBIX KOHI[eHTpalusx hakTopa
FVIII, gocturaemoM mpupocte, ¥ TpeOyeMOM BpeMeH!
JIeYeHNA.

Josuposxa / npumenenue

1.

XoTs gecMomnpeccuH 6ONbIIMHCTBY 6OTbHBIX
BBOAUTHCS ITOJIKOXKHO, €T0 TaK)XKe MOKHO BBOIUTH
MyTEéM BHYTPUBEHHOTO BAMBaHUA U B BUJie HOCO-
BOTO cripest. BaykHO BBIOpaTh IpaBU/IbHbILI IIpernapar
TeCMOIIPECCHHA, TIOCKOIbKY HEKOTOPbIE IIPeIapaThl
HU3KVMU 0O03aMIN ]/ICHOHbSYIOTCH A ILPYI‘I/IX Mmenm-
IIMHCKUX 1Ie/Ie.

CoOTBeTCTBYIOIIMII IIperapaT BKII0YAeT B CeOsI:

» 4 pg/m (MMKpOTpaMM Ha M/I) I7I BHY TPUBEHHOTO
JCTIONIb30BAHNSA

= 15 ug/Mi 7 BHYTPUBEHHOTO U BHYTPUKOXKHOTO
VICIIOTIb30BAHMA

= 150 pug Ha U3MEPEHHYIO 103y AJI HOCOBOTIO CIIpes.

MO>KHO 0KMJATh, YTO OffHA Ko3a 0,3 pg /Kr Beca
TEIa, BBOAMMAsA BHyTPI/IBeHHO nimn BHyTPI/IKO)KHO,
nmogHuMet ypoBeHb (paktopa FVIII ot Tpéx g0 mectn
pas. (Yposens 4) [28,33]

[71s1 BHYTpUBEHHOTO MCIonb3oBauusi, DDAVP 06bruno
PacTBOPSIIOT, 110 KpaiiHell Mepe, B 50-100 M1 ¢pusu-
OJIOTMYECKOT'O COJIEBOTO PACTBOPA, I BBOJAT B BUJIE
MEJJIEHHOTO BHYTPMBEHHOTO BAMBAaHMA B TeYeHE
20-30 muHyT.

ITukoBas peakuys HaOMOKACTCS MPUOTU3UTEIBHO
yepes 60 MUHYT IIOC/IE BBEIEHVSA BHYTPUBEHHO WIN
MOJKOXXHO.

YacTo BBOAMMOE HEOJHOKpPAaTHOE VICIIONb30Ba-
Hiue DDAVP B TeueHle HECKOMBKUX THEN MOKET
MPUBECTU B CHIDKEHUIO peakuun (Taxmdpuiak-
cus). Korga Tpebyrorcs 6onee BbICOKIE YPOBHU

10.

11.

12.

13.

¢dakTopa B TeueHNEe MPOJO/HKUTETHBHOTO BpEMEHH,
TO MOTYT HOTPe0OOBATHCSI KOHIIEHTPATHI PAKTOPOB.
(YpoBens 3) [34]

BbicTpoe BIMBaHME MOXKET IPUBECTY K TAXUKAPWN,
TUIIEPEMUM, TPOXKAHMIO U AUCKOMPOPTY B 061acTn
OPIOIIHOI ITONOCTH.

B3pocnomy BIIpbICKMBATh 10 OJHOJ J03€ NHTPaHA-
3aJIbHOTO cIIpes Mo 1,5 MI/MI B KaXKAYI0 HO3/PIO.
IInsa 601bHBIX ¢ BECOM Telra MeHbine 40 Kr, JocTa-
TOYHO OJJHOII 03bI B OFHY HO3API0. (YpoBeHb 4)
[35,36]

XoTA BHYTPMHOCOBbIE NIpeNapaThl JOCTYIHBI,
HeKOTOpble OOJbHbIE HAXOAAT UX TPYAHBIMHU B
UCIIO/Ib30BAHNY, I09TOMY OHM MOTYT OBITh MeHee
IeVICTBEHHBIMM, YeM eC/Ii ObI IIperapaThl BBOAVIICH
MOJKOXHO.

B pe3ynbrare NpOTMBOMOYErOHHOI AKTUBHOCTHU
MOIYT BO3HUKATH MPOGIEMbI € 3a1eP>KKOIl BOIbI I
runoHarpuemus. [Ipu BBeIeHMM HEOMHOKPATHBIX
103, CIefyeT U3MEPUTH OCMONS/IBHOCTD I/IA3MbI
win KOHIeHTpanuo Hatpus (YposeHb 4) [28,37]

Y 60/bLIMHCTBA B3POC/IBIX ITUIOAHTPUEMIS OOBIYHO
He BCTPeYaeTcs.

W3-3a sapgepxku Bogbl DDVAP cienyer ocToposxHO
MCIONIb30BaTh /I Ma/JleHbKUX fAeTeil. OH mpoTu-
BOIIOKA3aH JI/Id ieTeil Majile IByX JIeT, KOTopble
MOTYT OBITh 0C000 NMOBEP KeHbI PUCKY IPHUIIAJ-
KoB Ha ¢oHe 0TEKa MO3ra 13-3a 3aJepP>KKN BOJBI.
(Yposenn 4) [38,39]

ITocne BnuBanus DDAVP 6s11u ciydau rpom6o3a
(Bxmrouass nadapkt muokapaa). Ero cegyer octo-
PO’KHO VICIIO/Ib30BATh I GOIBHBIX C NICTOpHUEIT
TpoMO03a M C PUCKOM CEPAEYHO-COCYAUCTOro 3a60-
nesanus. (Yposeus 4) [33]

Tpauexcamosaﬂ Kucnoma

1.

TpaHekcaMoBas KUC/IOTA AB/IAETCSA aHTUPUOpU-
HONMUTUYECKUM CPeJICTBOM, KOTOPOE IIOTHOCTHIO
3aMeJyIAeT aKTUBAIMIO [Ia3MUHOTeHa ¢ GOpMUpo-
BaHNUeM I/Ta3MMHa.

Ona croco6CTByeT CTabMIBHOCTI CIYCTKA Y IIOJIe3HA
IUIs BCTIOMOTATe/IbHOI TepaIuy Ipy reMoUInm u
APYrux HapylIeHusx Kposu [40].

PerynsipHoe nedeHMe TONHKO TPAHEKCAMOBOIL
KUCTOTO 1A NpeRynpeKaeHNII-TeMapTPO30B Py
remogunnu neHHocTn He umeert. (Yposens 4) [40]

OpHako, OHA I[eHHA I/1s1 KOHTPOTS KPOBOTeYeHUI
Ha KO)Ke ¥ HOBEPXHOCTAX CIM3UCTBIX (Hampumep,



POTOBOTO, HOCOBOTO KPOBOTEYEHMIT, MEHOPPATHI).
(YpoBens 2) [41-43]

TpaHekcaMOBass KMCIOTa 0COOEHHO IleHHA NP
CTOMATOTOTMYECKOI OMePAIMI U MOXKET UCIIO/Ib-
30BaTHCA 151 KOHTPO/IS KPOBOTEYEHNU S B IOTOCTI
PTa, CBA3aHHOTO C MPOPE3aHMeM MM BbINATeHIEM
3y60B. (YpoBeHb 4) [42,44]

Jlosuposxa / npumerenue

1.

TpanekcamoBas K1cnoTa 0OBIYHO JjaeTcs B popMe
TabIeTKY OT TPEX JI0 YeTHIPEX pas B AeHb. E€ MOXHO
TaK>XXe BBOJUTb BHYTPUBEHHBIM BIMBAaHNUEM OT IBYX
710 TPE€X pas3 B [IeHb, KPOME TOTO OHA TAKXKE MMEETCs
B BUJI€ JKUIKOCTU JJIS IIOIOCKaHUA PTa.

XKenypo4yHo-kuieyHble paccTpoiicTBa (TOMHOTA,
PBOTA MV AMApesi) PEKO MOTYT METb MeCTO B BUJie
n0604HOro 3¢ dekra, HO TaKe CUMITOMBI OOBIYHO
paspelIaoTcs, ec/u 103y YMeHbINTb. [Ipu BHY TpU-
BEHHOM BBeJleHUN €€ HY>KHO BBOIUTb MeJ/IEHHO,
IIOCKOJIbKY OBICTpO€ BBeJjeHIie MOXKeT IPUBECTH K
TOIOBOKPY>KEHMIO 1 TUIOTOHNM.

Ina meguaTpmu4IecKOro MCIONb30BAHNUA €CTh
dbopmynel B Bupe cupona. Eci TakoBoit HeT, TO 1A
IIOBEPXHOCTHOTO UCIOIb30BaHMs IIPU KPOBOTEYE-
HJM TOBPEXIEHHBIX CIM3UCTBIX MOXXHO PacTONIOYb
Ta0JIeTKy U pacTBOPUTD €€ B YNCTOI BOJE.

TpaHekcamMoBast KUCTIOTa OOBIYHO IIPEANNCHIBACTCA
Ha CeMb JTHej IoCTIe y/ianeHn 3y6a [ IpeayIpexk-
TeHNA IOC/IEONEPALIOHHOTO KPOBOTEYEHIA.

TpaHekcaMoBas KMUC/IOTA BBIBOMUTCS MMOYKAMU,
[O09TOMY eC/iit Hab/IIogaeTcs yXy/lieHne paboTsl
HOYeK, J03y HeOOXOANMO YMEHBIINTD, YTOOBI 130e-
>KaTbh HAKOIIEHM S TOKCUHOB.

Hcnonvsosanue mpanexcamosoil KUCA0MbL NPOmMu-
80MOKA3AHO OIS TIeUeHUS] 2eMamypul, TIOCKOTIbKY eé
VICTIONIb30BaHNE MOXKET NPefyIPeAUTb PaCTBOPEHIE
CTYCTKOB KPOBM B MOYETOYHMKAX, BeMIA K CEPbE3HON
06CTPYKTUBHOI YPOIATUY 1 MOTEHIVIAIBHO K IIOCTO-
STHHOJ TTOTepe MOYeIHOM QYHKIUIL.

Taxoke 3T0 1eKapcTBO MPOTUBOINOKA3aHO IPU XUPYP-
IMYeCKMX OllepaliMAX Ha IPYAHOI K/IeTKe, Ije eé
UCTIONIb30BAHNME MOXKET IPUBECTU K HEpaCTBOPUMBIM
reMaToOMaM.

10.

11.

FTEMOCTATUYECKWE CPEACTBA

TpaHeKkcaMOBYI0 KMCIOTY MOKHO JaBaTh OFHY MK
BMeCTe CO CTAHJAPTHBIMY J03aMI KOHIIEHTPATOB
¢daxropos ceépreiBanus (YposeHs 4) [45]

TpaHeKCaMOBYIO KUCTOTY He/ib35 JaBaTh 0ObHBIM
¢ gepunnroM ¢paxropa FIX, monyyaromum KoHIeH-
TPAThI MPOTPOMOMHOBOTO KOMIIIEKCA, TAK KaK 3TO
yCHIUT pucK TpomM603MObonu3ma. (YpoBens 5) [46]

Ecimu npeanonaraeTcs He06XOMMMOCTD TeYeHU
0060uMH penapaTaMu, T0 PeKOMEHAYeTCs, YTOOBI, CO
BpeMeHU BBemeHn: nocinegHeii fo3sr AKIIK (axTu-
BUPOBAaHHOTO KOHIIEHTPaTa NPOTPOMOMHOBOTO
KOMII/TEKCa) ¥ IIPUMeHeHsI TPAaHeKCaMOil KUCTIOThI
MPOILIO, IT0 KpaiiHeit Mepe, 12 yacoB. (YpoBeHs 5)
[46]

B ommmune ot 3Toro, TpoM603M60/I13M MeHee Beposi-
TeH, KOT/Ja VISl yCUIeHMsI TeMOCTa3a TPaHeKCaMoBast
KIUCTIOTA UCIONb3yeTcs BMecTe ¢ pakropom rFVIIa
(YpoBens 4) [47]

Incunon amMuHOKaAnpoHoeas Kucioma

1.

Sucunon amnHoKanpoHoBas krcnora (JAK) nogobHa
TPAaHEKCaMOBOJT KICTIOTE, HO OHa VICIIONIb3YeTCs He TaK
IIPOKO, TIOCKOJIBKY eé I1a3Ma uMeeT 6omee KOpoT-
KU1 [IEPUO, TIOTyBBIBEfIEHIIsI, KPOME TOT0, OHa crabee
1 60omee TokcuyHas [40].

Josuposxa / npumenenue

1.

SAK 06bIYHO IPUMEHSETCS IJIST B3POCBIX OPATIbHO
VIM BHYTPUBEHHO KaXK/Ible YeThIPe M/IM LIIeCTh YacOB
IO CyTOYHOTO MaKCUMyMa 24 Ip/CyTKU [/l B3POCTIOTO.

Cuponnas ¢popmyna ¢ o305t 250 MI/MJI TaKXKe IMeeTCst
B Ha/IM4me.

JKenymouHo-kuieyHble pacCTPOIICTBA — 3TO OOBIY-
HOE OCJIOXKHEHE; YACTO IIOMOTAET COKPALIlEHME JIO3bI

Muonarust sB/IseTCS PeNKOT TOOOUHOI peaKiuert,
0c06eHHO HAbOTIOIaeMOIT B CBSI3U C TepaIelt aMIuHO-
KaIlpOHOBOJI KMC/IOTOM (HO He NPV UCIIO/Ib30BAHNN
TPaHEKCaMOBOJ KVC/IOTBI), YTO OOBIYHO CIIy4aeTcst
[I0CJIe BBeJEeHNs BbICOKMX J03 B TeUeHIe HECKOIbKUX
Hefenb.

MpuonaTtus 4acTo 60/7e3HeHHA U CBA3BIBACTCA C
HOBBILIEHHBIMY YPOBHAMMY KpeaTVHK/HA3bIa U laXKe
MIOITIOOVHYpUEIL.

[TonHOe ncUe3HOBEHME TPOOTIEMBI MO>KHO OXKUIATD
IIPY OCTAHOBKE JICYEHVISI STUM IIPErapaToM.
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5.1

NEYEHUE CNEUUOUYECKUX

KPOBOTEYEHUW

KpoBoTeuenns y 60nbHbIX reModuineit BCTpeda-
I0TCsI B pa3HbIX MecTax (cm. 1-2 u 1-3), [uist KaxKoro
U3 KOTOPBIX TpebyeTcs OIpeei€HHOe IeYeHNe.

Kaxk mpaBuo, B cryyae o6MIMPHOTO BHYTPEHHETO
KPOBOTEYEHN, CTIEAYeT IPOBEPATD M KOPPEKTUPOBATh

KpoBousnusaHue B cycTaB (remapTpos)

YPOBEHb reMOITI00MHa, TT0Ka IVIAHUPYIOTCS ApyTrye
MepbL. Mepbl reMOIHAMIYeCKOI CTAOUTBHOCTH, TAKIE
Kak ITy/IbC U KPOBSIHOE JJaBJIeHNe, CIefyeT HabmoaaTh
IO TTOKA3aHMAM.

KpoBousnusHue B cycrtaB onpefensgercs KakK S1U3of,
XapaKTepU3yOLIMiicss ObICTPOI OTepell aMIII-
TYJbl ABVDKEHUIL 110 CPABHEHMIO C MICXOLHOV TOYKOIA,
YTO CBSI3BIBAETCS C MIOOBIM COUETAHMEM CIIEAYIO-
VX COCTABJIAIONINX: OO/IM Y HEOOBIYHOTO YYBCTBA
B CyCTaBe, IPOUIYIIBIBAEMOrO OIIyXaHMA M HarpeBa
KOXJ HaJj cycTaBoM [1].

HacTynnenne XpoBou3IMAHNA B CyCTaBaX 4acTo
ONuchIBaeTCA GONMbHBIMU KaK MOKAJIbIBaHNE U
CKaTOCTb BHYTPU CycTaBa. ITa «aypa» MpefIeCTBYeT
HOABIEHNIO KIMHUYECKUX IIPU3HAKOB.

PaHHMMM KIMHUYECKUMU IPU3HAKaM/ KPOBOM3/IN -
SHUA B CYCTaB SIBJIIETCS OLIYIeHNe TeIlIa HaJ 3TOM
30HOIT U AUCKOMGOPT IpH [IBVKEHNM, 0COOEHHO Ha
KOHEYHBIX TOYKAaX aMIUIATYHBbL.

HO3,T_LHI/IC CUMIITOMbBI ! ITPU3HAK!N BK/IIOYAa0T 601b B
ITIOKOE€, OITyXaHNeE, YYBCTBUTE/IbHOCTD U 9KCTPpEMAJIb-
HYIO IIOTEPIO IIOABVOKHOCTU.

BropuuHoe KpoBOTeueHMe OIpefensieTcs: Kak yXyi-
IIeHVe COCTOSHIS TIPY TedeHnn, Tnbo B TedeHue 72
JacoOB ITOC/I€ OCTAHOBKM tedeHus [1].

10.

11.

[TopakéHHBIIT CyCTaB — 3TO CYCTaB, B KOTOPOM IIPOMC-
XOZAT TpU U 60jIee CIIOHTaHHBIX KPOBOTEUYEHMIT B
TedeHNe 6-TU CTIeAYIOINX APYT 3a APYTOM MecCAILleB.

ITocre KpOBOMBMSHUS B CYCTaB, COTHYTOE MOJIOXKEH e
00BIYHO SB/ISETCS Harbomee yIOOHBIM TIOIOKEHIEM,
II09TOMY JTII00BIe IOIBITKY N3MEHUTD ITO IIOTI0XKEHIe
IpUYNHSET fa/IbHelIIe OO

Ecnu 6071bHOT IBITAeTCSI IPERYIPERUTD ABIDKEHIE, a
CYCTaB Ka)KeTCs «3aMep3IIM» IIPOVCXOAUT BTOPUY-
HBIJ MBIIIIEYHBIN CITa3M.

Lenbio medeHnsa OCTPOro reMapTpo3a ABAAETCA
OCTAaHOBKA KPOBOM3/IMAHNA B KpaTyalilliye CPOKMI.
JKenmaTenbHO 3TO clienaTh, Cpasy XKe MOCyIe TOTo, KakK
0O0JIbHOII OLIYTUT «aypy», 4eM II0C/Ie HACTYIJIEHNUS
HeCKPBIBAEMOTO OITyXaHVs U 6O

[TpoBecTy KIMHIYECKYIO OLeHKY 6071bHOr0. O6BIYHO,
PEHTTEeH U yNbTPa3ByKOBOE MCCIENOBaHME HE
IIOKa3aHBI.

BBeCTH COOTBETCTBYIOLIYIO 403y KOHI{EHTPATA /IS
MOTHATHA YPOBHA (PaKkTOopa y 60TBHOIO B 3aBUCH-
MocTH OT cutyauuu (cM. Taénuisl Ha cTpaHKUIIAX
71mn72). (YpoBens 2) [2-5]
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TABJIULIA 5-1 - ONPEAENEHUE PEAKLIUU HA JIEYEHUE OCTPOIO TEMAPTPO3A [1]

MonHoe obneryeHne 605 B TeueHne 8 YacoB 1 / UV MOSIHOE NCYE3HOBEHNE NMPUN3HaKOB KPOBOU3NNAHNA nocsie

nepBOHaqaanoM NHBEKUNN N OTCYTCTBME HEOOXOAUMOCTI B aNbHENLIEN 3aMecTUTeNIbHOM Tepanuu B TeyeHue 72

OTnnyHan
Yacos.
3HaunTeNnbHOe obneryeHvie 60 1 / UK ynyylieHvie MPU3HAKOB KPOBOU3INAHNSA B TeYEHUE NPUOIN3NTENIbHO
Xopouwas 8 YacoB Nocsie OfHO eAUHCTBEHHOW NHBbEKLWM, HO €CTb HEOOXOANMOCTb BO BBEIEHUMN 6osee oaHOWN A03bl
3aMeCTUTENbHOWN Tepannn B TeUeHne 72 4acoB AJ1s MOSTHOW perpeccumn.
YmepeHHoe obneryeHvie 60nv n/unu ynyylieHne Npu3HakoB KPOBOU3NUAHMA NPMONN3MTENbHO B TeYeHre 8 Yacos
YmepeHHaAa  Moc/ie nepBoHavasbHON MHBEKLUW, HO eCTb HEOOXOAMMOCTb B 60ee OfHON MHBbEKLUN B TeYeHUe 72 YacoB, HO 6e3
MOJIHON perpeccum.
OtcyTctBue  Hukakoro ynyuyiieHuvs nny MUHUManbHOE yyylleHne, v yXyaLeHre COCTOSHNA, MPUON3UTENIbHO B TeueHe 8
peakuum YacoB Moc/e NepBOHaYabHOM NHBEKLNN.

MpumeyaHme: BbileyKasaHHble ONpeaeneHmns ieyeHrs OCTPOro reMapTpo3a OTHOCATCA K 60SIbHBIM € reMouUnen ¢ oTprLaTeNbHbIMU MHIMOUTOPaMu.
TV onpefeneHna MOryT U3MEHATLCA A1A 6ONIbHbIX C MONOXKWTENbHBIMY MHIMOUTOPaMK, MOYYaIoLLMUX NPenapaThl C WyHTUPOBaHHbIM MEXaHU3MOM
LLeNCTBUA, UN 6OJbHBIX, KOTOPbIE MOJTyYatoT KOHLEHTPaTbl GpakToPOB C YASIMHEHHBIM NePVOAOM MOMyBbIBEAEHNA.

12.

13.

14.

15.

16.

17.

18.

Omnpepenensi, mepedncienHble B Tabmuue 5-1, pexo-
MEH/IYIOTCSI /IS OLIeHKI peaKiii Ha edeHye OCTPOro
remaprpo3sa [1].

IaTp ykasaHusa 60nbpHOMY 130€eraThb HOLIEHS TsXKe-
CTell, HAIO)KUTh TYI'YIO MOBA3KY U HIPUMOTHATD
nopaxéunblii cycras (YpoBens 3) [4]

[TpegycMoTpeTh MMMOOMIM3ALUIO CYCTaBa LIMHO
IO ICYE3HOBEHMA OO,

Bokpyr cycTaBa MOXHO HPUK/IafbIBATD XOIOJ-
HbIe ITaKeThl CO IbOM Ha 15-20 MUHYT KaXK/ble
YeThIpe-1IecTb YacoB AJis1 0bmerdeHns 60mu, ecnu
3TO HoMoraet. V36erath IpsMOTro KOHTAKTA TbJa C
Koxeit [39].

Ecnu kpoBOoTeYeHUe He OCTAHABTUBAETCS, TO MOXKET
norpeboBarbcs BTopoe BauBaHue. Ecniu Heo6x0-
AVIMO, TO IIOBTOPUTD IOIOBUHY IepBOHAYaTbHO
mo3bI B TeueHne 12 yacoB (remomaus A) niu 24
yacos (remodumus B). (Vposens 3) [4]

Ec/mu cuMnToMbl 60IbHOTO IIPORO/DKAIOTCS 60JIee TPEX
JIHEli, TO MOXKeT IIOHA/[0ONThCS a/IbHelIIast OLleHKa.
Ecnu cuMnTOMBI He MpeKpalalTCs, a IoaydaeMble
TaHHbIE HEe U3MEHAIOTCH, TO CNIeyeT MOJ03PEeBaTh
IPUCYTCTBUE UHTMOUTOPOB, CENITUYECKNIT aPTPUT
WIN TIEPETIOM.

Cregyer MOTYePKHYTh, YTO PeaGyINTALMs JO/DKHA

OBITH AKTHBHOI YaCTHIO KOHTPOJIS SNU30[I0B OCTPBIX

KpoBou3nuAHMIT B cycTaBsl (YpoBeHs 2) [4,6,7]

= Kak TonpKo 60/Ib 1 OIyXOJIb CTAaHYT IPOXOJUTD,
6O0JIBHOTO CTIefyeT 3aCTaBUTh U3MEHUTD HIOJIOKEHIe
MOp)XEHHOTO CyCTaBa M3 MONOKeHMs1 KoMbopTa
B [O/IOXKeHVe QYHKIIMOHAIBHOCTH, TIOCTEIIEHHO
yMeHblIast cru6, M NBITaThCS JOCTUYD IIOTHOTO
BBITATMBAHNA.

= OTO C/efyeT ieflaTh KaK MOXKHO Jajiblile C aKTUBHbBIM
cokpaleHneM Mbi. CHadaaa Hy>KHO OKa3bIBaTh
IaiAIYI0 TACCUBHYIO IIOMOIIb, a IIOTOM C OCTO-
POXXHOCTbBIO PACTAHYTb, €C/IM €CTb TOPMOYKEHME
pabOThI MBILIIIBI.

= CremyeT MOOWPATh PAHHMI AKTUBHBII KOHTPOJIb
MBILIIL /151 MAKCUMaJIbHOTO CHIDKEHUs aTpodun
MBIIII U TPefyNpeXaeHNsI XPOHNUECKOI! IToTepn
IIOJBVDKHOCTY CyCTaBa.

= AKTHUBHbIE YIIPOXKHEHNS U IIPONPUOLENTUBHYIO
TPEHUPOBKY Ce[yeT NPOLOKATD O TOTHOM
aMIIIMTY/IbI IOJABVDKHOCTYU CYCTaBa, MMeBULIENCA
[0 KpPOBOMBJIVISIHVS, I BOCCTAHOBJIEHUS QYHKIM-
OHa/IbHOCTY U pacCceUBaHUsA IPU3HAKOB OCTPOTO
CMHOBUTA [8].

= Ecnn praX(HeHI/IH IIpoAE/IbIBAIOTCA IIPaBMIbHO,
TO 3aMellieHusI paKTopa Iepef yIpaKHeHus He
norpebyeTcs.

Apmpouenmes

1.

Vicnons3oBaHne apTpoueHTesa (ygaaeHus KpOBK
U3 CYCTaBa) MOXKET PAaCCMAaTPUBATHCA B CIETYIOLINX
CUTyanyAx:

* KpOBOWS3INAHNE, HANPSDKEHHBIN U 00/Ie3HEeH-
HBIII CYCTaB, KOTOPBIii He OKa3bIBaeT IIPU3HAKOB
YIy4YllIeHN: B TedeHne 24 9acoB Ioc/Ie KOHCepBa-
TUBHOTO JIeYeHNA

= 60/Ib B CyCTaBe HEBO3MOXKHO YMEHBIINTD

= €CTb JOKAa3aTebCTBO NOBPEXK/IeHIA HEPBHO-COCY-
BMCTOrO My4yKa

= HeoOBIYHOE IOBBILIEHVIE MECTHOJI WIN CHCTEMHOIT
TeMIIepaTyphl M PyIrHe JOKa3aTeNbCTBa MHpeEK-
uuu (cenruveckuii aprpur) (Yposens 3) [4,9,10]



2. TIpuumHoOIt HeOCTAaHABIMBAIOLIETOCA KPOBOU3IMAHMA
CleyeT pacCMaTpUBaTh MPUCYTCTBUE MHIMOUTO-
POB, HECMOTP Ha afileKBaTHOE 3aMelljeHne GakTopa.
[IpycyTcTBME MHTMOUTOPOB ClIefyeT UCKITIOUUTD JIO
IIONBITOK IIPOBENEHNA apTPOLIEHTE3a.

3. PaHHee ynaneHue KpoBU FO/DKHO T€OPETUUECKU
CHU3NTD €T0 paspylLIallee BO3/IelICTBYIE HA CYCTaB-
Hoit xpsa [10]. Ecnn 3mech ectp 607bIII0e HAKOTIIEH e
KPOBH, TO 9TO TOXK€ YMEHBLINT OOJb.

4. ApTponeHTes JIydllle BCETo ie/IaTh I0C/Ie KPOBOU3-
NVSTHUSL B YCTIOBUSIX CTPOTOVL CTEPUIBHOCTH.

5. Korga Heo6xoguMo, apTpOLeHTe3 CIefyeT HPOBO-
AUTH, KOTAA YpOBeHb (paKTOpa COXpaHAETCH, IO
KpaiiHell Mepe, Ha ypoBHe 30-50 ME/nj1. B TeueHme

5.2 MblweyHble KPOBON3NNAHUA

JIEYEHWE CMELUNOUYECKMX KPOBOTEYEHUI

48-72 9acoB. ApTpOLIEHTE3 HEMb35 MPOBOJMTD IPK
00CTOATENBCTBAX, KOIJAa TAKOTO 3aMeCTUTE/TBHOTO
¢daxropa HeT B Hamu4Me. B mpyuCyTCTBUM MHTUOUTO-
POB J/151 9TOI NPOLETYPHI, IO Mepe HeOOXOAUMOCTH,
clIefyeT MCIONb30BATh IPyTye reMOCTaTMYeCcKe
cpencrBa. (YpoBens 3) [4]

CrenyeT MCIIONB30BATh UITTY C LIVPOKIM IIPOCBETOM,
II0 KpailHeit Mepe, 16-ro Kanubpa.

CycraB He00X0MMO UMMOOUIN30BATh HEe TYTOil
MOBSI3KOM

Howrenus tsxecteii cnenyet usberarb B TedeHue 24-48
9acoB

q)I/ISI/IOTepaHI/HO CIenyeT Ha9MHAaTDb KaK OIIVMICAHO BbIIIE.

1. MbleyHble KPOBOU3NNAHUSA MOTYT IPOU3OITH B
n1060¥1 MbIIIIe Tea, 00BIYHO 13-3a MPSIMOTO yaapa
VIV BHE3AIIHOTO PaCTsKEHMUA.

2. MBbleyHoe KpOBOM3/MSHME OTIPeNe/AeTCs KaK SMU30]
KPOBOM3/IMAHMA B MBIIIILY, OIIpefeIéHHOe KIMHIIeCKI
¥ / WY C TOMOIIbIO BU3Ya/IN3VPYIOLINX UCCTeTOBAHMIA,
OOBIYHO CBSI3aHHBIN € OOJIBIO U / MM OLIyXaHNUEM I
yXyAueHeM GYHKLIMOHATBHOCTH, HAIIPUMeP, XPOMO-
TOI1 13-3a KPOBOM3NIMUAHMS B 33/JHIOI0 YaCTb TONIEHN

[1].

3. Pannee pacnosHaHue ¥ COOTBETCTBYIOLIEE IeYeHE
MBIIIE€YHbIX KPOBOUSIUAHNIA BaYKHO JI/IA IIPENyTIPExK-
JEeHMSA CTOVMKOM KOHTPAKTYPbI MbIIIL, IIOBTOPHOTO
KPOBOM3/IMAHMA 1 00pa3oBaHMsA IICEBJOOIYXOJIEIL.

4. MecTa MbIIIIEYHBIX KPOBOU3IUAHNUIA, KOTOPbIE CBA3AHbI
C MOBPEX/IeHNEM HEPBHO-COCYAMUCTOTO MyYKa, TAKMX
KaK I7TyOOKue TPYIIIbl MbIIIII-Crubaresneil B KOHeY-
HOCTSIX, IOTPeOYIOT HEMeNIEHHOTO JTeYeHNsI, YTOObI
IpeAyHIpennTDb CTOIKOe IIOBPEXIeHNe U TOTepIo QYHK-
OVOHAa/IbHOCTN. Atn prHHbI BK/IIOYAKT:
= II0/|B3[JOLIHO-TIOSICHIYHYIO MBIIIIY (pyck ¢pemo-
PaTbHO-KOXXHOTO, OeIpeHHOro 1 peMOpaTbHOTO
mapannya)

= BepxHe-3afiHIMe U ITyOOKue 3ajHIe OTHeNbl H13a
HOrM (PUCK OBPEXIeHN 3a/jHero OobInebeprio-
BOT'O U ITy6OKOro Mano6epiioBoro HepBa)

= TPYIITY MBIIII-CrubaTeneii Ipefiedbs (pucK
UIIEMITYeCKOT KOHTPaKTypsl PobKMaHa)

5. KpoBomsnusanue MOXeT TaKKe MIMeTb MeCTO B IIOBEPX-
HOCTHBIX MBIIIIAX, TAKUX KaK JIByIJIaBas MbIIIIIA,
3ajHMe MBILILbI Oefpa (TPULIEIIC TO/IeHN ), MKPOHOXK-
Hasl MBIIIIA, YeThIPEXTIAaBast MBIIIIA U ATOJUYHDIE
MOBIIIIIBI.

10.

11.

12.

CHMIITOMBI MBIIIEYHOTO KPOBOMS3NIMAHNUS:

= Horomas 60m1b B MblIIe

= Viep)XuBaHUe KOHEYHOCTH B HOTIOXKeHMY KoMbopTa

» CuibHas 60/Ib IPU PACTATMBAHNN MBIIII[BI

= Bosb IIpy aKTUBHOM COKPAIl[eHN MBIIIIIbI

» HamnpspxeHne v 60/1e3HEHHOCTD IIpY NA/IbIIALINA U
BO3MOXKHOE OITyXaHue

ITopguaTh PpakTOp 60TBHOTO KAaK MOKHO CKOpee,
JKeIaTelnbHO, KOIAa 60bHOI MOYYBCTBYET IePBbIe
npusHaKu guckomdopra min nmocie rpasmsbl. Ecnin
€CTh MOBPEK/eHIe HEPBHO-COCYAUCTOrO MyYKa,
MOAEeP>KUBATH YPOBEHD OT ILATH {0 CEMI THEI WK
JOMblIIe, KaK MOKa3bIBAIOT CUMIITOMBI (CM. TaOIIIIbI
Ha crpaHunax 71 u 72) (Yposens 3) [11-13]

HaTh MOKOJI MOBPEXXAEHHOI YacTU U IPUIOAHATD
KOHEYHOCTb.

Ha mpimy B monosxeHnn KoM$popTa HaJIoKUTh LINHY
¥ OBECTI KOHEYHOCTD JI0 IOJIOXKEeHM:A (PYHKIMOHAIb-
HOCTM, HACKO/ILKO MTO3BOJIUT OO/,

Ecnn sT0 momoraet, BOKpYT MbIIIIBI Ha 15-20 MUHYT
KaKIbI1 4ac MO>KHO IIPUK/IAZIbIBaTh XO/IOHbIE TIAKEThI
/ maxeTsI co bOM. JIEN He MOMKeH OBITh B IPSIMOM
KOHTAaKTe C KOXKell.

B cyyae KpoBOM3NUAHNIL B KpUTHYECKNE MeCTa,
BBI3BIBAIONINe CHHAPOM CHABIMBAHNA, N €CIN
TpelyeTcs AIUTeTbHASA PeadUINTALNA, YACTO
HeoOXOIMbI HEOHOKPAaTHbIEe BIMBAHNA B Tede-
HIte ABYX-TPEX JHell NN HaMHOTro gonbire (YpoBeHb
5) [14,15]

BonbHOrO cnemyer HempepbIBHO HaOMIOZATh Ha
CIIy4aii NOBpeXAeHNs HEPBHO-COCYAVICTOTO ITy4YKa;
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13.

14.

15.

16.

B TaKMX CIIyYasIX MOXKeT MoTpe6oBarbcs (aciuoro-
mus. (Yposens 5) [16,17]

[TOCKOTIBKY MBILIIEYHbIE KPOBOM3/IUSHIS MOTYT IIPVBe-
CTY K 3HAYUTEJILHOI [IOTepe KPOBI, €C/IV HEOOXOMMO,
clefiyeT MpOBePsTh U KOPPEKTUPOBATH YPOBEHD
reMoITIOOMHA.

dusnoTepanuio caregyeT HAYNHATH KAaK MOKHO
CKOpee MpH yMeHbIIeHU N 6OIN ¥ IPOBOJTUTH €€
IIOCTENEHHO /ISl BOCCTAHOB/IEHVS IIOTHOM JI/IMHbI,
ciibl ¥ PYHKIMOHATBHOCTY MbIIIIbI (YpOBeHbD 4)
[12,18]

Bo Bpemst 9TOTO HpoIecca pasyMHO edeHne GpakTo-
POM, KpOMe TeX CIIy4aeB, Korja G13n0TepaIeBT uMeeT
OIIBIT B JIe4eHIN reMoun. [I7ig 3TOro MO>KeT MoTpe-
60BaTbCs MEPUOANYECKOE HAJIOXKeHe TUIICA W/IM HIVH.
Ecnu 6b11 TOBpeXX/i€H HEPB, TO HOTpebyeTCst oAxep-
KMBAIOIIIasl MOBS3KA.

Yeunusaroniast 60/1b BO BpeMs pU3aNOTepaIy MOXKeT
03Ha4YaTh IOBTOPHOE KPOBOMS/IVSIHIE ¥ JO/DKHA Pery-
JISIPHO TIOfBEPraThCs oeHke. [19].

Kpoeousnusnue 6 no6300uny10-nosicHUMHy10
ob6nacmo

1.

5.3

Y 3TOro0 THIa MBIIIEYHOTO KpOBOM3/INAHUA yHI/IKaHb-
Hoe IposiBeHye. [IpysHaKy MOTYT BK/II0YaTh 60D
BHU3Y J)KVBOTA, B MaXy, 1 / WIN B MOACHUIIEe 1 60D
IpK PacTATMBAHNUY, HO He IIPU BpalljeHNH, Ta3obe-
IpeHHOro cycrasa. IIpu aToM B cpepHelt yacTu 6egpa
MO>KeT HaO/TIOfIaThCsl apecTe3ns U Ipyrue IpU3HAKN
chaBnMBaHys GeMOpanbHOTO HepBa, TaKie KaKIoTepsi

KOJIEHHOTO pedriekca 1 ¢1abocTh B YeThIpEXIIa-
BOJI Mbiie. CUMITOMBI MOTYT OBITH IIOXOXKUMMN
Ha OCTPBIN AIIEH/VIINAT, BKII0Yas TIOJIOKATENbHBIE
CHMIITOMBI IleTKMHa-OmoMbepra.

CpoyYHO NOJHATH YPOBEHBb PaKkTOpa 60IBHOTO.
IToggep>xuBaTh ypOBEHD OT MATU KO CEMU THeEIA
VIV TOIbIIE B 3aBUCHMMOCTY OT CUMIITOMOB (CM.
Ta6muIpl Ha cTpanuax 71 u 72). (Yposeus 4) [20-22]

TocnuranusupoBarb 601bHOTO A1 HaOIIO/€-
HUS 1 KOHTPOos 6onu. Ipumep>KuBaThCsa CTporo
MOCTENHHOTO pesknMa. X0ab6a ¢ KOCTBUISAMU He
paspenraeTcs, MOCKOIBKY IS XOXbObI TpebyeTcs
cokpamgerue mpimi. (Yposens 4) [20-22]

ITone3Ho MOATBEPAUTH AMATHO3 U HAGTIOIATH
BBI3IOPOBIIEHNE C IOMOLIBIO BU3YaTU3UPYIOLIETO
uccnegoBanns (yIbTpasByKOBOIO MCCIENOBAHIS,
KOMIIBIOTEPHOIT TOMOTPa( MU WIN MATHUTHO-PE30-
HaHCHOTO uccienoBanmst). (YposeHsp 4) [20-22]

OrpaHm4nTh AKTUBHOCTH GOIBHOIO A0 MICYE3HO-
BeHNs 60U U ynry4dueHus pasrubanus Gegpa.
ITporpamma ¢pusmMoTepanuu ¢ TUIATETbHBIM
Ha0TI0f[eHNeM — K04 K BOCCTAaHOBICHUIO TIOTTHON
AKTMBHOCTU ¥ PYHKIMOHATHHOCTH U IPERYIPEXK-
leHIIO0 IIOBTOPHOTO KpoBOoM3IsiHus. [lo Bo3BpaTa
K IO/THOI aKTUBHOCTY PEKOMEHAYETCS BOCCTAHOB-
JeHue MOMHOro pasrubanns 6egpa. (YposeHs 4)
[20-22]

ITpu coxpaHeHNM OCTATOYHOTO HEPBHOMBILIETHOTO
medbuuTa MOXXET MTOTPEOOBATHCS TOTTOTHUTETbHAS
OpTOIenYecKas MOALep>KKa.

KpoBoTeueHune B LeHTpanbHON HEPBHOW cnucTeme / TpaBMbl ro10BbI

Imo cocmosHue, npedcmasngiousee 0NACHOCMb 07
HUSHU U mpebyroujee cPOUHOTE MEOULUHCKOTE NOMOUALL.
CHauana nposecmu sie4eHue, 3amem OueHK).

Bce mocTTpaBMaTiyecKye YepernHo-MO3TOBble TPaBMblI,
HOATBEP>K/IEHHDIE MM IIOJ03PEBaEMbIe, KaK U CEPbE3-
HbIe TOTIOBHBIE OOV TO/DKHBI PACCMATPUBATHCS KaK
BHyTpU4YepeIHble KpoBousausaHuA. He sxauTe nosas-
JIeHVS1 IOCTIEAYIOMIVIX CUMIITOMOB, Ta00OPaTOPHOI MIIN
PEHTTeHONMOTMYEeCKO OL[eHKH.

Korpa nmpoucxopur sHauMTeNbHAA TPaBMa WU IMEIOT
MeCTO NOof00HbIe CMMIITOMBI, HeMedTeHHO TIOTH-
MHKTe YpoBeHb pakTopa 6onpHOro. [JanpHerinine
J03BI OYAYT 3aBIICETH OT Pe3y/IbTaTOB BU3YalIN3NU-
pyromux uccnegosanmii. Illopgepxusaiite ypoBeHb
daxropa g0 Tex mop, moka He GygeT onpeeneHa
stnonorus. Ecnu kpoBousnmuaHue NogTBepKAEHO,
Tofiiep)KNBaliTe aflcKBaTHBIN YpPOBeHb (paKkTOpa B

teyeHue 10-14 gHeit (cM. TaOMMUIBI Ha CTPAHUIIAX
71 u 72). (Yposens 4) [23,24]

BHyTpuyepenHble KPOBOU3INSIHNISA MOTYT OBITH
TOKa3aHWeM IS JOITOCPOYHOI BTOPMYHOI podu-
TAKTUKU (0T TPEX O IECTU MECSIIEB), 0COOEHHO,
eCIi HAG/MI0AeTCsI OTHOCUTETHHO BBICOKMIT PUCK
MOBTOPHOTO 3MM30/a (HampuMep, B IPUCYTCTBIE
BUY undexuun) (Yposens 3) [23,25,26]

TpebyeTcs HeMeIeHHAsT METUIMHCKAS OL[€HKA I
rocnurtannsanys. Cregyer BBITOTHUTH KOMIIBIO-
TEPHYI0 TOMOTrpaguIo NI MATHUTHO-PE30HAHCHOE
uccnegoBanme Mo3ra. Ha paHHUX CTafysaX CIexyeT
MPOMTH HEBPOIOTMYECKYI0 KOHCYIBTALUIO.
(YpoBenn 4) [27,28]

CunbHbIe TOMOBHBIE 60N MOT'YT TakXXe OBITH
IPU3HAKOM MEHVHIUTA Y OONBHBIX C OC/Ia0/IeHHBIM
VMMYHUTETOM.
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5.5

Imo cocmosHue, npedcmasngiousee 0NACHOCMb 07
HUSHU U mpebyroujee cpOUHOTE MEOULUHCKOTI NOMOUU,
NOCKONIbKY MOJNEem npusecmu Kk HapyuweHuo npoxo-
oumocmu OvixamenvHoix nymeii. CHauana nposecmu
7ieqeHue, 3amem OUeHK).

B cnyuae snauumenvHoii mpaeémol unu noséie-
HUSL CUMNINOMO8 HeMeOTIeHHO NOOHUMUME YPOBeHD
daxmopa 6onvnozo. Iloddeprusaiime yposHu
daxmopa 00 ucuesHoseHus cumnmomos. (cM.
tabmuipl Ha crpaHunax 71 u 72). (YposeHs 4)
[15,29,30]

3.

4.

Tocnuranusanus u OleHKa CIEeIMATICTOM CyIie-
CTBEHHO Ba)kHbI. (YpoBeHb 5) [15]

[l mpegynpexaeHNs KpOBOM3MMAHNA Y OOTbHBIX C
CU/IbHBIM TOH3M/UINTOM, IIOKa3aHO JiedeHe (PaKTopoM
B JIOIIO/IHEHME K JIeYeHNI0 OaKTepuaIbHBIMM KY/IbTY-
paMu ¥ COOTBETCTBYIOIIMMM aHTHOMOTHKAMIL.

OcTpble KPOBOMN3NUAHUA B XKeNYAOUYHO-KMLEeYHbIn TpaKT (KKT)

Hemeonenno noonamo ypoenu paxmopa 6onvrozo,
Iloodeprcusamov yposeHnv dpaxmopa 00 0cimanoéKu
KpPOBOU3nusHUS U onpedeneHus dmuonozuu. (CM.
TaGmupl Ha crpannnax 71 u 72). (Yposens 4) [31,32]

OcTpble XemyToYHO-KIUIIeYHble KPOBOU3MUAHNA
MOTYT IIPOSIB/IATLCA B BIJle TeMaTeMesca (KpoBaBail
PBOTBI), KPOBABOTO WM AETT€0OPA3HOTO CTYIA.

IIpu npusnakax kposousnuaaus B JKKT u /unn
OCTPOTO KPOBOU3NNAHNA B OPIOLIHYIO IOIOCTD
HOoTpeOyeTCcss MeAUIIMHCKAs OLleHKA M BO3MOXXHO
TOCHUTATU3AL KA.

4.

5.
6.

Crenyet peryspHO Hab/MIOAATh YPOBEHb IeMOITIOOMHA.
ITo Mepe HEOOXOAMMOCTY TIEYUTD ILIOK MV AHEMUIO,

JleduTh MCTOYHUK KpOBOM3INAHNA KaK IIOKa3aHO.

B xayecTBe BCIIOMOTATe/IbHOM TepalNy MOXXHO
uCnonb3oBaTb DAK 1M TpaHeKCaMOBYIO KUCIOTY LA
6ompHbIX ¢ fepuuyrom daxropa FVIII 1 60mbHBIX ¢
nedurmToM daxropa FIX, koTopble He OTy4aloT /eye-
HMsI KOHL[EHTpaTaMy IPOTPOMOMHOBOTO KOMILIEKCA.

5.6 OcTpble KPOBOM3NNAHUA B GPIOLLIHYIO NONOCTb

5.7

OcTpoe KpoBOM3IUAHNE B OPIOUIHYIO ITOOCTD,
BK/II0Yasi KPOBOU3IMUAHUA B 3a0pIOMINHHOE
HPOCTPAHCTBO, MOXKET IPOABIATHCA OOIBIO B
JKUBOTE U B3[JyTIeM >KMBOTA U MOXKET OLIMOOYHO
HNPUHATO 3a MH(PEKIVOHHbIE U pyrie 3aboneBa-
HIA, Tpebylue XUPypru4ecKoro BMeNIaTeIbCTBa.
OHO MOXXeT TaKKe NPOABNAATLCA B BUJIE MTapain-
TUYECKON HEMPOXOAMMOCTY KUIIeYHMKA. MoryT

MmasHble KpPOBOU3JINAHWUA

HOTp€6OBaTbCH COOTBETCTBYIOLVI€ PEHTTEHOJIOI M -
YECKIME NCCIEJOBaHMA.

Hemednento mogHATh ypoBeHb (PaKTOpa MAI[UEHTA.
IToppep>xuBath ypoBHH dakTOpa (CM. TAaGIMIBI
Ha cTpaHunax 71 u 72), mo Tex mop, Noka He Oyger
BbIACHEHA 3TNOIOINM, 3aTEM I€YNUTD IIPU KOHCY/Ib-
Tanuu co cnenuanuctom. (Yposens 4) [15,29,30]

1.

2.

Takue KpOBOUSINAHMSA BCTPEYAIOTCA PEIKO, €CTIE OHI
He CBSA3aHbI C TPABMOII VN MHQEKIeI.

Hemednento mogHATh ypoBeHb (PaKTOpa MAIMEHTA.
IMoapxep>xuBaTh ypoBHM PaKTOPa KAK MOKA3AHO
(cm. TaGmuupr Ha ctpanunax 71 u 72). (YpoBeus 4)
[15,29,30]

Kax MOXXHO ckopee 60/IbHOTO JOIKEH 0CMOTPETh
o TaIbMOJIOL.
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5.8 [louyeyHoe KpoBOM3NUAHNE

1. DBe300ne3HEHHYIO TeMaTypUIO CIeAyeT IeYNTh
IOTHBIM MOCTETHHBIM PEXXVMOM 1 MHTEHCUBHBIM
HaChIIeHeM OPraHu3Ma Bofoii (3 murpa Ha m>
IUIOUIA/TY IOBEPXOCTH Tejla) B TedyeHue 48 9acos.
ITpu MHTEeHCUBHOM HACHILIEHUN OPTAaHU3MAa BOJOIA
unsberarp ucnonbzosanus DDAVP. (Yposens 4) [33]

2. Tlopuare ypoBHU dakTopa 60mpHOrO (cM. Tabmuubl
Ha cTpaHunax 71 u 72), ecin ectb 60U MU HENIPO-
XOAIAA MAKPOCKOMITYECKas TeMaTypuis U lepXKaTh

5.9 KpoBousnnaHuA B pOTOBYIO MOJSIOCTb

O/ KOHTPO/IEM CTYCTKU KPOBHU M HEIPOXOTMMOCTD
MoueBbIX myTeii. (YpoBens 4) [33,34]

He ucnonp3oBats aHTHUPUOPUHOTUTIIECKIIE CPET-
ctBa (Yposenb 4) [33]

Ecnu remaTypus (Makpo miu MUKPOCKOIIMYECKast)
He IPeKpaaeTcs WIN eCTh OBTOPHbIE KPOBOU3IIN-
AHUA, 014 OIECHKIN MeCTHOM IIpMYMHDBI Ba)KHO, ‘-ITO6I)I
60TbHOTO OCMOTpEJT YPOJIOT.

1. H}IH OIIp€IeNeHNIA VICTOYHYIKAa KPOBOU3NMAHNA Ba)KHA
CKOpeiilliasg KOHCY/IbTAallisl CO CTOMATOJIOTOM M/IN
4e/TIOCTHO-NIIEBBIM X1pyproM. CaMble pacIpocTpa-
HEHHbIe IPUYNHBI — 3TO:

» YpaneHue 3y60B

» KpoBOTOUMBOCTB JIECEH YaCTO U3-3a IVIOXOII TUTH-
€HBI POTOBOI1 IOIOCTH

= TpaBMa

2. [lns meveHnst KpOBOM3VSHIUS HEOOXOAMMO IIpenyc-

MOTpPETb MeCTHbIE BUJbI TeUeHUS:

= IIpsIMOe Ha/laB/IMBaHME Ha 30HY, UCIOIb3Ys BIaXK-
HBIJI Map/IeBOJ Ba/IMK B TEYEHNE, [I0 MEHBIIIEN Mepe,
15 MuHyT

» HaJIOKeHNe LIIBOB, YTOOBI 3aKPBITb PaHy

= IIpYMeHEeH}e MEeCTHBIX FeMOCTaTIN4YeCKIX ITperapaToB

» aHTUOMOTUKY, 0COOEHHO MPU KPOBOTOUMBOCTH
IeceH M3-32 IIOXOI TUTMEHbI POTOBOII MOJIOCTH

= ycnonb3oBanue DAK nay TpaHekcaMOBOI KMCTOTBI
B Ka4eCTBe KUJIKOCTH /I TOJIOCKAHUA PTa.

3. CoorBeTCTBYOLIAsA 1032 OOBIYHOTO IapaLeTOMOIa/
areTaMHOQeHa MOXKET IIOMOYb KOHTPOMMPOBATD
601b.

5.10 Hocosble KpoBOTEYEHMA

4.

10.

M36erarp cucTeMaTN4€CKOTO MCIOIb30BAHM
AHTUPUOPUHOMUTUYECKUX CPENCTB /1A OOTBHBIX
¢ gepururom Ppaxropa FIX, koropbie nevarcs 60mb-
LIVMU J03aMM KOHIIEHTPAaTOB NPOTPOMOMHOBOTO
KOMIIIEKCa MIH OOTbHBIX C MHTUOMTOpaMu, KOTO-
phle Te4aTcs aKTUBMPOBAHHBIMY KOHIIEHTPATaMU
nporpom6uHoBoro kommiekca (AKIIK). (Yposens 4)
[35,36]

ITo ykasaHMIO LIeHTpa II0 JIeYEHNIO TeMOPUINI MOXKET
notTpeboBaThCs 3aMmelrieHne hakTopa.

Ecmu 510 He06X0MMO, ClIefyeT UCTIOTb30BATh OPa/Ib-
Hbie popmbr IAK nimm TpaHeKcaMOBOI KUCIOTHI,
(Yposens 4) [37,38]

ITocoBetyiiTe 601bHOMY M36€raTh IIIOTaHNA KPOBI

HOCOBeTYﬁ[Te 60}IbHOMY NCIIONBb30BATDh JKMAKOCTDb
711 TIOJIOCKaHMs pTa HE paHee 9Y€M, Y€pe3 JIEHDb IT0C/Ie
OCTAaHOBKM KPOBOTEUEHMA.

ITocoBeToBaTH 60}IbHOMy NPpUAEP>KUBATHCA LA -
IIIei AMeThl B TeUeHle HECKOIbKIX THEI

HpOBeCTI/I OL€HKY I JIEYVITb aHEMMIIO KaK IIOKa3aHO.

1. Hak/IOHUTb ro/0By 6OIBHOTO BIIepEN, YTOOBI OH He
IJIOTajl KPOBb U IIOIPOCUTDb €TI0 MATKO BBIJbIXaTh
MeJIKue CTycTKM. B Tedenne 10-20 MUHYT cnefyeT
IPUAABIMBATD MAPJII0, CMOYEHHYIO B JIEASAHON BOJE,
K IIepe[IHEel MATKOM YaCcTU HOCA.

2. Yacro, ecriu KpOBOTeYeHNe He CUIBHOE I He [IOBTO-
psieTcsi, He BO3HMKaeT HeOOXOAMMOCTH B TEPAIINN
3amenteHus ¢akropa, [15,29].

AHTUTUCTAMUHHBIE IIpeNapaTsl U JIEKapCcTBa OT
3aJI0)KEHHOCTH HOCa II0/IE3HDI [j11 KPOBOTE€YEHMII,
XapaKTePHBIX IS a/UIepruil, MHPEKMiT BepXHUX
IbIXaTeTIbHBIX Iy TEN Y CE30HHBIX ISMEHEHMIA.

Ecnu xpoBoTedeHNs IPOAO/DKUTENbHbIE UK IIPOUC-
XOJAT YacTO, IPOBECTU OLIEHKY Ha Ha/IMuMe aHeMUN
U IPYMEHUTD COOTBETCTBYIOLee IeUeHNE.

ITonesno MecTHOE MpMK/IafiblBaHNe Map/in, CMOYEH-
Hoit DAK mnm TpaHeKkcaMoBOIt KMCTIOTO.
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6. Ecnu xpoBoTedeHNe He MPOXOAUT VM OBTOpsA- 7. HocoBble KpoBOTeUYeHNE YaCTO MOXKHO IIpefynpe-
eTCs, IPOKOHCY/IBTUPYITECH C OTONIAPVHTOIOTOM. IVTDH, IOBBINIAA BIAXKHOCTb B OKPY)KAIoIel cpefie,
[I7151 KOHTPOJIS KPOBOTEUEHNE MOXKET IIOTPeOOBATHCS HaHOC renu (HaIpuMep, Ba3elnH VI KaIljIi Core-
nepeHsAA U 3a/{HAS TAMIIOHa/ja Hoca. BOT'O pacTBOpa /Tefb) Ha CIUMSUCTYIO 000I0UKY HOCa

IJIs1 COXpAaHEHMS BJIQXXHOCTH, WM IIPUMEHSIA CoJle-
BOII CIIpell.

5.11 KpoBounsnusaHme B MArkne TKaHu

1. CumnroMsl 6ynyT 3aBUCETb OT MECTa KPOBOVSIIVISTHYISL JKM3HEHHO Ba)yKHbIe OPTaHbI, TaK/e KaK ro/10Ba WIn

2. JI;msa MHOTUX ITOBEPXHOCTHBIX KPOBOM3IUAHUIN B OpromKas TOTOCTE.

MIITKVe TKaHM Tepanus 3aMelenns ¢pakropa He Tpeby- 4.  KpoBousmusiHus B 3a0PIOLIMHHYIO [IO/IOCTH, MOLIOHKY,
eTcsa. MoxeT ObITh I10/Ie3HBIM IPYMEHEeHMe TYTUX ATOAVLBI IV Oefjpa, MOTYT IPUBECTI K 3HAUUTE/Ib-
HOBSA30K 1 nbfa[15,29]. HBIM ITOTepsAM KpoBU. Ec/iu ecTb oio3peHye Ha TaKoro

3. IlIpoBenute oLleHKY 6OIBHOTO Ha CTEIIEeHb TSKECTH POFia CHTYAINTIO, HEMEJVIEHHO /IETNTE PaKTOPOM.
KPOBOVS3/IVISHMS Y BOSMOXKHOCTD Bo3zeiicTByust Ha 5. CiiefjyeT peryJaspHO HaOl0[aTh 3a yPOBHAMU
MBIIIIBI ¥ HEPBHO-COCYMCTYIO CUCTeMY. VIcKmounTe reMorno6uHa ¥ OCHOBHBIMMU IOKa3aTelsIMU
BO3MOYKHYIO TPaBMY y4aCTKOB, I'Jle PacIIOXKEHbI JKU3HEJeATeTbHOCT.

5.12 PaHbl n ccagnHbl

1. Jlns nedeHuist HETYOOKMX paH, HeoOXoxuMo ouncTuTs 3.  IIIBBI MOXKHO CHMMATBD IIOCTIE BBEIeHNS KOHIIEHTpaTa
paHy, Tyro nepeOMHTOBATb M 3aTeM HAaJTOXUTh dakropa.

CTEPUJIbHBIN JIEVIKOI/IACTBIPD.

2. JInsA rmy6oKux paH, HOTHATH ypoBeHb (aKTopa (cM.
TaOmuIbl Ha crpanniax 71 u 72), a 3aTeM HaTOXKUTb
mBsl. (YpoBens 4) [15,29,30]
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6 OCJNTIOMHEHWNA NMPU TEMOOUITNN

6.1 OCNOXHEHNA KOCTHO-MbILLIEYHON CUCTEMDI

1. Hambonee BepOATHBIMM y4acTKaMM KPOBOM3/MNA- 5. B HEKOTOPBIX Cydyasx MOXeT ObITD ITOIE3HO BBECTHU
HUII ABJIAIOTCS KPOBOMU3VAHYA B CYCTaBbl ¥ MBIIIIIbI uHrn6uroper IJOI-2.

KOHeqHOCTEI. 6. AMIIMTYyfa BIMOKEHMIT Ha IIePBBIX IIOpaX He 3aTPo-

2. B 3aBUCHMOCTH OT TsDKeCTH 3a00/IeBaHNA, SIN30/bI HyTa. [JlnuarHos reMapTpo3a May CMHOBUTA CTAaBUTCH
KPOBOU3IMAHUI MMEIOT YaCThIM U CIIOHTAHHBIN IIyTEM NPOBEJEHMA IETAIBHOIO OCMOTPa CYCTaBa.
XapaKTep 6es KaKoji-7bo OIeBIHON IPIIHHEL (cM. 7. IlpucyTcTBye CMHOBUAIBHON IUIIEPTPOPUN MOXKET
Tabmigy 1-1). OBITH IOATBEPKAEHO yIbTPacoHOrpadumert nin

3. Y pe6énka c TsKénort reModuneit, HepBbIil TreMap- MarHuTHO-PE30HAaHCHBIM MccenoBanueM. O630pHast
TPO3, KaK IIPAaBUJIO, IIPOUCXOAUT, KOTIa peOEHOK PEHTTeHOrpaMMa 1 0COOEHHO MarHUTHO-Pe30HAHCHOe
HauMHaeT I10/I3aTh U XOINUTh; OOBIYHO B BO3paCTe J10 UCCIelOBaHVe MOTYT IIOMOYb OIpPeie/INTh OOIIp-
IBYX 7IeT, HO MHOT/ja ITO3Xe. HOCTb OCTEOXOH/Ipa/IbHBbIX M3MEeHEeHNII.

4. Ilpu HeaJleKBaTHOM JiedeHUN, NoBTopAommecsas 8. Ilpu MOBTOPHBIX KpOBOU3NMUAHMAX, CMHOBMATbHAS
KPOBOM3NMAHNA NPUBEIYT K IPOrpecCUpyIoLeMy 060/10YKa CTAHOBUTCS XPOHUYECKY BOCIIATIEHHOII
YXY[IIEHUIO COCTOSAHMA CYCTaBOB Y MBIIILI, K PE3KOIi U TUNIepTPOdUpPYeTCA, a CYyCTaB KaXKeTCs OIyXIINM
noTepe QyHKIVOHATbHOCTY M3-3a IIOTEPY MOMIBIIK- (omyxaHnme 0OBIYHO He CHIBHOE U1 He 0COOEeHHO 6071es-
HOCTM, MBILIIEYHOIT aTpodun, 60 1 gedopmannn HEHHOE): 9TO XPOHNYECKII CIHOBUT.

CYCTaBOB, M KOHTPAKTYD B TEUCHIE NEPBRIX-BIOPLIX g " [1py ypemyraenym omyxanus, TOBpeX/IeHNE CyCTABOB,
Aecatu net xusm [1,2]. aTpodus MBI U HOTePs HOABIDKHOCTI IIPOIPeccr-
Cutiosum PYIOT B XpPOHIYECKYIO FeMOGUINIECKYIO apTPOIIATHIO.
10. Ilenpro 1e4eHNA ABIAETCA yCTAHOB/IEHNE KOHTPOLA

1. TIlocme ocTporo reMapTpo3a BOCHAIAETCA CUHOBM- HAJ CHHOBMANbHON 060M09KOM B BOIMONKHO
a7bHasA 000/I0YKa; OHA TMIIEpEeMIPOBAaHA U JIETKO KOPOTKItE CPOKH M COXpaHeHue GYHKIMOHANBHO-
TpaBMUPYeTCA. ctu cycraBa (YpoBeHb 5) [3,4]. BapuanTsl nedenns

2. OtcyTcTBUE TE4eHNA OCTPOTO CUHOBUTA MOXKET IpMBe- BKJIIOYAIOT:

CTU K IIOBTOPHOMY reMaprtposy [1,2]. » 3aMelleHNe KOHIIEHTpara GakTopa, )KemaTenbHo,

3. Bo Bpems 3TOII CTauu CYyCTaB HY>KHO 3allJUTUTD C BBOJTIMOTO C HACTOTOM ¥ ypOBHAMIL {03, OCTA-
[TOMOIIbHO IMIIHBI WL JABAIell TOBISKIL. TOYHBIX /LA NPeRYyNpeKAeHI NepHogIecKnX

Kposousnuaumii (Yposens 2) [5-8]
4. AKTUBHOCTD C/IeffyeT OTpaHMYUTD JIO TeX IO, IT0Ka o EC/IU KOHIIeHTPaTBI IOCTYIIHbI B [I0CTATOUHBIX

OIyXaHMe 1 TEMIIEpaTypa HE BEPHYTCA O MICXOJHOT'O
COCTOAHMA.

103aX, TO MOJIe3HBI KOPOTKIE KYPChI JIeYeHISI
(6-8 Henenb) BTOPMYHOI NPOPUIAKTUKA C
MHTEHCUBHOI QusnoTepanmeit.
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= ¢usuorepanuio (Yposens 2) [9,10], Bxmovarouyyro:
0 eXKeJHEeBHbIe YIIPa>KHEHNUs J/Is TOBbIIICHN
CVJIBI MBIIIII U TIOAAEeP>KaHMA aMIUIUTYAbI
IOBVDKEHMI B CyCTaBe
0 METOJLMKM YMEHbIIEHUSI BTOPUYHOTO
BOCITaJIeH s, €C/IM TAaKOBbIE eCTh [11]
o YHKLMOHAIbHYIO TPEHNPOBKY [12]

= KypCJIeYeHVs HeCTePOMIHBIMY IPOTHBOBOCHATIN-
TenbHBIMU TpenapaTamu (MHrn6utopsr I[OI-2),
KOTOpbIe MOTYT YMeHbIINTD BocnaneHe (YpoBeHb
2) [13,14]

u q)yHKIlI/IOHaHbeIe METOAbI I€YE€HN A, KOTOPbIE
IIO3BOJIAIOT CyCTaBy ABUTATHCA, HO OrpaHNYIVIBAIOT
IBJVDKEHJE Ha KOHEYHOJI TOYKe aMIUIUTYIbI BVKe-
HVS, Te CMHOBUAJIbHAS 000/I0YKa MOXKET OBITh
TPaBMUPOBAHA, ¥ KOTOPbIE MOTYT IPeNYIPefuT
HOBbIe KpoBOM3IMAHUA. [15].

= CMMHOB3KTOMUA

Cunosakmomus

1.

CHHOBIKTOMUIO CTIeAyeT NPeRyCMaTPUBATh, €ClIN
XPOHUYECKNIT CHHOBUT IPOJO/DKAET MPOSBIATHCS
C YaCTHIMU NOBTOPAIOIIVMICA KPOBOU3TUSHN-
SIMM, HeKOHTPOIMPyeMbIMY IPYTUMIY CPeACTBAMMU.
BapuaHThI CHHOBIKTOMUM BKITIOYAOT XMMITY€CKUI
¥ PainON30TOMHBII CHHOBIOPTE3 U aPTPOCKO-
NMUYECKYI0 VIV OTKPBITYI0 XUPYPIUIECKYIO
CMHOBIKTOMUIO. (YpoBeHs 4) [16,17]

HexmpyprmquKaH C/THOBIKTOMMSA — 3TO NPEATIOUTN -
TeTbHBIN METO/[, JICYCHNA.

PapnonsoTonHas CHHOBIKTOMILA, VICTIONb3YIONIAS
qcThIil 6eTa-u3mydarens (pocdop-32 i uTTpmii-
90), BbICOK03(](PeKTNBHA, He MMeeT MOOOYHBIX
3¢ deKTOB, 1 MOXKET BBIOTHATHCA aMOYIaTOPHO.
(Yposens 4) [18,19]

» OpHoI1 03Bl paKTOpa CBEPTHIBAHVA YACTO JOCTA-
TOYHO J/Is1 OJTHOV MHDBEKIUN M30TOIIA.

» Peabunuranus MeHee MHTEHCUBHAs, YeM IIOCIe
XUPYPIUYIECKOV CMHOBIKTOMMIL, HO JJIA IIOC/IE Heé
BCE PaBHO HY)XHO [IOMOYb 6O/IBHOMY CHOBA BOCCTa-
HOBUTD CUJIbI, IPOIPUOLETIIINIO i HOPMAIbHOE
(YHKIMOHAIPHOE UCIIONIb30BaHME CYyCTaBa.

Ecnmu pagion3oTona HeT B Ha/IM4ne, TO XUMIYeCKUI
CMHOBMOPTE3 € prdaAMINIMHOM UK XTOPTUAPATOM
OKCUTETPAIMKIIMHA SBIIAETCS AIeKBATHO a/IbTePHA-
tusoit [20,21].

» XUMMUYeCKMII CUHOBMOPTE3 BK/IIOYAET eXKeHeIe/b-
Hble MH'BEKIUN JI0 TeX [OP, TOKA CUHOBUT He Oy/eT
B3SIT IIOZ, KOHTPOJIb

= JT1 60JIe3HEHHBIe NHBEKIUY TPeOYIOT BBe[leHIs

BHYTPUCYCTaBHOT'O KCMJIOKAaHA 32 HECKOIBKO
MIHYT JIO MHbeKIINY CKTIepOTU3VPYIOLIEro areHTa,
00/1ey TONAIIINX CPEACTB /1A NpuémMa BHYTPb
(KOMOMHMPOBAHHBII IIpenapaT ¢ aleTaMnHOpeHOM
/ mapaneTaMojIOM U OIMON/IOM) U I03bI KOHIIEH-
TpaTa paKTOpa JO KKHOM VHBEKIUIL.

» Huskast 1jeHa XMMIYECKOTO CPeACTBA KOMIICHCH-
pyeTcs Heo6XOAVMOCTBI0 MHOYKECTBA MHBEKIIMIT
KOHIIEHTPATOB (haKTOpa.

» PexoMenpyercs peabunnTanys, ykasaHHas [
PafMOAKTVBHOI CUHOBIKTOMUM.

5. Xwupyprudeckas CMHOBIKTOMMS, OTKPBITAS VJIU apTPO-
cKommyeckas, TpebyeT 60/1b1IOrO 3amaca pakropa
CBEPTHIBAHNA KaK [ XMPYPIUIECKOI ONIEPALINN, TaK
¥ [T IPOJO/DKMATENBLHOTO IIepUofia peabuInTanum.
9Ty IpoLeAypY FO/DKHA BHIIOMHATD OIbITHAA Opuraga
B CIIEIVaIM3MPOBAaHHOM IIeHTPe IO JIeYeHNIO FeMO-
by, OHa paccMaTpuBaeTcs TONbKO TOTZIA, KOTa
MeHee MHBa3VBHBIE U paBHO 9 deKTuBHbIe Ipolie-
IypHI 6€3yCIIenIHbl.

Xponuueckas zemopunuveckas apmponamus

1. Xponmyeckas reModumIndecKas apTpOIaTusa MOXKeT
PasBUTbCA B 000 BpeMs, HaulHasA CO BTOPOTO Jecs-
TUIeTVS )KU3HY (M MHOT/A paHbllle), B 3aBUCUMOCTH
OT TsDKeCTV KPOBOU3/IMAHUA U €T0 JIeUeHM .

2. DTOT mpoljecc HAYMHACTCS HEIIOCPECTBEHHO IOCTIe
IoragaHnna KpoBm Ha XpHHleBy}O TKaHb CycTaBa BO
BpeMs reMaprposa [1,2] u ycunmsaeTcst Ipu HeIpo-
XOJIAIII[eM XPOHNYECKOM CMHOBUTE U IOBTOPSIIOLEMCSI
reMapTpo3e, PUBOJSL K HEOOPATUMOMY ITOPaXKEHNIO
cycTaBa.

3. IIpu npopomxamouenca I0TePY XPpAILEBOM TKaHU
Ppa3sBUBAETCA IPOTPECCUBHBIN APTPUT, KOTOPBIIL,
BKJIIOYAET:
= BTOPMYHBIE KOHTPAKTYPbl MATKMX TKaHEN
= aTpoUI0 MbIIIIL]
®» aHTY/IApHbIE AedopMaLn

4. JledopManmsa MOXeT TaKXe yCyTyOIATbCA KOHTPAKTY-
Poit, criefyroLeN 3a MbIIIEYHBIMY KPOBOUSIMAHUAMUI
VIV HEBPOTIATHEI.

5.  OOBIYHO MMeeT MeCTO yTpara MOfBIDKHOCTY U Cruba-
TeJIbHAas! KOHTPAKTYPA, KOTOpasi IIPUBOANT K Hanboree
3HAYNTENbHON IoTepe QYHKIMOHATbHOCTIL.

6. JIBVDKEHUA B CYCTaBe M HOILEHME TsKeCTeNl MOTYT
OBITH YPe3BbIYAITHO 60/IE3HEHHBIMIL

7. Ilo Mepe yXynleHNsA COCTOAHMA CyCTaBa, OITyXaHMe
yMeHbIlIaeTCs U3-3a Iporpeccupyomero pudposa
CUHOBV/IHON 000/IOUKI Y KaIICYJIbL.



10.

11.

12.

13.

14.

ITo Mepe pa3BUTHA aHKM/IO3a B CYCTaBe, 6O/ MOTYT
YMEHbUINTHCS VN UCYESHYTh.

Pentrenorpadmnyueckne npusHaKu XpOHUIECKOIT

reMoUINYIECKOI apTPONATUN 3aBUCAT OT CTAAUN

3a00/1eBaHMS:

= PenrreHorpadutdeckie CHUMKI TOKa3bIBAIOT JIUIIb
IIO3/{HME OCTEOXOH/JpaibHble M3MeHeHus [22,23].

= YIbTPa3ByKOBOE I MATHUTHO-PE30HAHCHOE JICCIIENO-
BaHUA NNOKXYT paHHME U3MEHEHNA MATKUX TKaHell
U OCTEOXOHJIpa/IbHble I3MeHeHus [24-26].

= Cy)eHle XpAIIeBOro MPOCTPaHCTBA BapbupyeT
OT MUHMMAJIbHOTO JIO €T0 IIOTHOTO MICYe3HOBEHUS

= PasBuBaeTCs KOCTHAs 9p03Us ¥ CYOXOH/parIbHbIe
KOCTHBIE IIVCTBI, KOTOPBIE IIPUBOIAT K pa3pyIIeHUI0
KOCTHBIX IIOBEPXHOCTEN CYCTaBOB, U1 BIIOCTIEACTBUNI
K aHTY/IAPHBIM ilepOpMaLUAM.

= Mo’keT BO3HUKHYTb PUOPO3HBIN / KOCTHBII aHKM-
no3 [27].

Llenb medeHus: — ynyqmnTh GyHKIMOHNPOBAHME
CYCTaBOB, 00/IeTYNTb 60O/Ib ¥ TOMOYb HOJIBHOMY
HIPOJOKNUTH / BO30OHOBUTh HOPMaJIbHYIO aKTHB-
HOCTb IOBCETHEBHON >KN3HIA.

JledeHne XpOHMYECKOIT TeMOPUINIECKON apTporia-

TUM 3aBUCUT OT:

» cTagyu 3a60/eBaHMs

= CHUMIITOMOB 0OIBHOTO

= BO3JleiiCTBME Ha 06pa3 XM3HY U QYHKIMOHATbHBIE
Coco6HOCTU HOMBHOTO

= JOCTYIIHOCTH PeCypcoB

bonb cnemyeT KOHTPOIMPOBATH C IOMOIIBLIO COOT-
BETCTBYHOIINX 00IeyTONAIOMUX CpeacTB. [l
oOmeryeHust 6oneil NPy APTPUTE MOYKHO VCIIOTh-
30BaTh onpenenénupie MHrnourops: IOT-2. (cm
pasgen «Koutpons 6omm», crpanuna 13). (YpoBenn
2) [13,14]

Ha sT10i1 cTaguu o4eHb Ba>KHBIM 3/IEMEHTOM JIede-
HUS ABIAETCA KOHTponupyemas ¢pusmnorepanmsi,
HaIlpaB/IeHHA: HA COXPaHeHIe CH/IbI MBI 1 PYHK-
IMOHATBHBIX ciocobHocreii. Ecnu B pesynbpraTte
dusuorepanuu nMeeT MECTO MOBTOPHOE KPOBO-
W3TUAHIE, TO MOYKET NOTPe6GOBaThCA BTOPMYHAS
npodurakruka. (Yposens 2) [9,10]

Jlpyrue KOHCepBaTUBHBIE METO/bI JIEUEHNS BK/IIOYAIOT:

" TIEePUOIMYECKOE HAIOXKEHNE TUIICOBOI TTOBA3KI TS
ucnpasnenus gedopmarmit [28,29].

= ¢uKkcaius U UCHONb30BaHME OPTOIEeANYEeCKUX
CpefnCTB /s IOoAepKans 60e3HeHHBIX U HeCTa-
OMIBHBIX CyCTaBOB [15].

® BCIIOMOTATE/TbHBIE MIPUCITOCOOTEHIS T XOIbOBI
VIV TIepeIBYDKEHVS /s YMEHbUIEHNS HarPy3Ku
Ha TPY30HeCyIue CyCTaBbl

15.

16.

OCNOXHEHWA NPU TEMOOUNNN

® Q[IanTaIms K yOIOBMAM [JOMa, B IIIKOTe 11 Ha paboTe,
KOTOpasi 03BOJIsUIA OBl yYaCTBOBATH B OOLIECTBEH-
HOIT aKTMBHOCTM U paboTe 1 00/1eTIUTh AKTUBHOCTD
NoBcegHeBHOM >ku3uu [30].

Ec/n KoHcepBaTuBHbIE MepbI He CIIOCOOHBI 00eCIIeYnTh

YZIOB/IETBOPUTEILHOTO 06/1erdeHus 60/ U yIydIleH-

HYI0 YHKIMOHA/IBHOCTb, MOXKET PacCMaTPUBAThCS

XMPyprudeckoe BMEUIaTe/IbCTBO. XUPyprudeckne

HPOLefyPbl B 3aBUCKMOCTH OT OTAEIBHOTO 3ab071e-

BaHU, TPeOYIOLIEro NCIPAB/IeHN, MOTYT BK/IIOYaThb

B ce0st:

= BBICBOOOX/IeHJe BHECYCTABHBIX MATKIX TKaHel
IULs JIedeHNst KOHTPAKTyp

* APTPOCKOMNNIO /151 TMKBYUALMU BHYTPUCYCTABHBIX
CITaeK M KOppeKLyM yieMmaennit [31].

" OCTEOTOMMIO J/I KOPPEKLUN aHTYIAPHOI
mebopmanun.

» IIPOCTETMYECKYIO 3aMEHY CYCTaBa IIPY TSKEBIX
¢dopmax 3a60/eBaHNs, BKIIOYasl KPYIHbIE CYCTaBbI
(xorneHo, 6ex1po, maeyo, 10K0Thb) [32].

® CHHOB3KTOMMUIO IOKTS [IOCPEACTBOM YAa/IeHNsA Pajiyi-
aZIbHOIT TONIOBKM [33].

= apTpoOfe3 JIOABDKKY, KOTOPBIIL AB/IACTCS IIpeKpac-
HBIM CPEICTBOM 06jIerdeHus 601 1 KOppeKIun
nedopmaruit ¢ 3aMeTHBIM yIydllleHreM QyHK-
1yoHanbHOCTH. HeraBHmit mporpecc B Xupypruu
3aMeHBI JIOIbDKKI MOYKET CTaTh a/IbTePHATUBHBIM
NedeHyeM i O0NbHBIX reModunelt B OyaylieM
[34,35].

Il mpoBemenus m000ii XMPyPridecKoii Nporexypb
FBO/LKHBI OBITH JOCTYIIHBI aJJeKBaTHbIE PECYPCHI,
BKJII0YasA JOCTATOYHOE KOTUIECTBO KOHIIEHTPATOB
¢dakTopa 1 mocneoneparoOHHYI0 peadbuINTALIIO
(YpoBens 3) [36-38]

IIpunyunvr pusuomepanuu / puzuueckoii
MeOuyuHbL npu 2emoPpunuu

1.

dusnoreparneBThl U Bpadl M0 NPodeccuoHaIbHBIM
3a00/1eBaHIAM U / VIV TepaIeBThI GU3NIECKOI Meu-
[[MHBI TODKHBI OBITH AXPOM OPUTAIBI TI0 JIEUEHUTO
remodunnu. VIx paboTa ¢ 60bHBIMYU 1 UX CEMbSIMMI
ILO/DKHA HAYMHATHCS CO BPEMEHM IOCTAHOBKMU
IMAarHo3a, ¥ OHM [JO/DKHBI OCTaBATCSI BAYKHBIMUI IS
0O0JIbHOTO B Te4YeHMe BCell ero XXI3HN.

VIX posb B /iedeHnu 60/IBHOTO ¢ reMO(UIneil BKI0-
JaeT cnexyromee [9,39-41]:
= OreHka
o OnpepeneHne MecTa OCTPOro KPOBOTEUEHM
o Perynapnas onjeHKa B Te4eHIe BCell KU3HUI
o OlleHKa Iepef XMPYpruuecKoil oneparyen
= [Ipocsemjenne

57
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o BO/IBHBIX 1 MX CceMeil IO BOIIPOCaM KOCTHO-
MBILIEYHBIX OCTIOXKHEHUIT U UX JIEYEH N

o llkoIpHOTO IepcoHasa Mo BOMpPoOcCaM

HOJXO/AIINX TUIIOB aKTUBHOCTH J/IsI pe6EHKa,

CPOYHOIJI IIOMOIIY B C/Ty4ae KPOBOU3IUAHNIA,

M aJlallTalluy AaKTUBHOCTY, KOTOPbIE MOTYT
HOTPe6OBATHCS TIOCTIE KPOBOU3/IVISTHUIA

= JleyeHue OCTPHIX KPOBOU3IMAHNUI, XPOHMYECKOTO

CUHOBUTA, ¥ XPOHMYIECKOIT APTPOIIATHI, UCTIONb-

3ysl pasHble METO/bI, BK/IIOUasl TUAPOTEPAIINIO,

TEII0, 1€, AMEKTPOCTUMY/IALINIO HEPBOB, IMITY/IbC-

HYI0 [MaTEPMUIO, YIBTPa3BYK, a TAK)KE pa3Hble

opTessl s 06erdeHus 60 M BOCCTAHOBIEHNS

(YHKLMOHA/IBHOCTH.

IIcesooonyxonu

1.

IIceBmoomyXxomnb — 3TO MOTEHLIMAIbHO yTPOKalo-
Ilee )XM3HU COCTOSHME KOHEUHOCTel, YHUKATbHOE
17151 reMObUINY, KOTOPO€e IIPOUCXOUT B Pe3y/IbTaTe
HeafIeKBAaTHOTO JIeYeHN s KPOBOU3INSIHUI B MATKIE
TKaHY, 0OBIYHO B MBILII[bI, IPUJIETAlOIINEe K KOCTH,
KOTOPBIE MOTYT OBITh HEITOCPEACTBEHHO IIOPaXKEeHBI.
OHu yale Bcero HaOMIOAAIOTCS B IMHHON Tpy6ya-
TOI KOCTU WIN Tasy.

IIpu oTcyTCTBUM /T€YeHNA NICEBOONYXO0/Ib MOXKET
TOCTMYb OTPOMHBIX pa3MepOB, OKa3bIBasA [JaBeHMe Ha
HEPBHO-COCYAUCTbIE CTPYKTYPBI U IPUBOJS K HATOJIO-
IMYeCKVM IIepeioMaM. B koke Mo>keT 00pa3oBaThcs
CBUIL,

JnarHos genaercs myTeM ¢usndeckoro ooHapysxe-
HMA JIOKaIM30BaHHON MacChl.

Pentrenorpaduyeckne HaXOKy OKa3bIBAIOT MAacCy
MATKOV TKaHM C pa3pyLIEHHON NpyIerarouleil KOCThIO.

bonee meranpHyI0 ¥ TOYHYIO OLIEHKY IICEBJOOITYXOMN
MOYKHO MTOTTYYUTbh C TIOMOILbI0 KOMIIBIOTEPHOI TOMO-
rpa¢uM ¥ MaTHUTHO-Pe30HAHCHOTO MCCTIe{OBAHMA.

JleyeHMe 3aBUCUT OT MeCTa, pasMepa, TeMIIOB POCTa

" BIVMAHNMA Ha IIpUIerarmume CprKTypr. Bap]/[aHTbI

JledeHts BKIIOYAIOT 3aMelieHne pakropa u Habmo-

IeHMe, aCIMPaLNIo U XUPYPIUIECKYI0 abIIALIIO.

= PexkoMeHpyeTcs IIeCTMHENENbHBIN KypcC JIede-
HIA GAKTOPOM C IOCTENYIOUMMU IIOBTOPEHIEM
MarHMTHO-Pe30HAHCHOTO MccaegoBanmsa. Ecmmu
ONYXO/Ib YMEHBbUIAETCH, MPOJO/LKATD JIeYeHIe
(daxkTopoM 1 nepuomIIeCKM OBTOPATH MATHNTHO-
pe3oHaHCcHOe uccienoBanue. (Yposens 4) [42,43]

= Ecnu Heo6X0MMO, IPOBECTH XUPYPIUIECKYIO
ollepaluio; OHa IPOAET HAMHOTO JIerde, eCu
OITyXOJIb COKPATIU/Iach B pa3Mepax.

» Acnupanus nceBgoONyXO0IN C MOCIeRyouei
MHBbeKIell GpuOPMHOBOIO Kiies, apTepuanbHOIl
aMOonu3aIuel WIN peHTreHOTepaneit MOXKeT
MOMOYbD 32)KVBIEHUI0 HEKOTOPBIX MOBPEXKIeHMIl.
[/Is ApyTuX MOXKeT HOTPe6OBaThCA XUPYyprude-
ckas onepanus (Yposeus 4) [44,45]

L yﬂaHeHI/Ie XI/IpypI‘M‘{eCKI/IM HyTeM, BK/IIOYas aMHy-
TAIMI0 KOHEYHOCTY, MOXKET IIOTPeOOBAThCS /IS
OONBILINX IICEBOOIYXO0Iel, 0COOEHHO, eC/Ii OHU
3pO3UPYIOT HObIINE KOCTI. BonbIune nceBroomy-
X0/ B OPIOLIHOI IIOJIOCTY MOTYT OBITh 0COOEHHO
prHHI)IMI/I oA XI/IpypI‘I/I‘{eCKOI‘O JIEYEHUA TeMO-
bunny; XUPyprudecKyo ornepannio JOIKHBI
IIPOBOAUTD TOJIbKO OPUTrajibl C OIIBITOM JIeYeHMS
reMobuInm.

Ilepenomuvt

1.

Y 60/1bHBIX TeMODUINENT TEPETIOMBI BCTPEYAIOTCS HE
4acTO, BOSMOXKHO 13-3a 60j1ee HIU3KOM CIIOCOOHOCTH
K HepeJIBI/DKeHI/IIO n 607166 HI/I3KOI7[ MHTECHCUBHOCTU
¢dbusuueckont aktuBHocTH [46]. OpHaKO, 6OIBHOI C
reMOUINYIECKOIT aPTPOTIATIEN MOXKET PUCKOBATD
IOy YT TIEPETOMbI BOKPYT CYCTABOB CO 3HAYMUTEb-
HOJT ITOTepeli aMIUIUTY/bI TOfBYDKHOCTY ¥ B KOCTSIX
C OCTEOTIOPO30M.

ns neyeHus mepenomMa norpedyercs He3aMe/In-
TelIbHOE 3aMenieHne pakropa (YposeHb 4) [46-48]

YpoBHU (paKkTOPOB CBEPTHIBAHNSA ClIE[yeT MOTHATD,
IO MeHb1Ieli Mepe, 50 50% ¥ MoAep>KUBATh OT TPEX
mo msatu gHeii. (YpoBens 4) [3,46-48]

Boree HU3KMe YPOBHU MOXKHO OYAeT IOAIeP>KIBATh
ot 10 0 14 #Heit K0 TeX MOp, OKA ITepeioM He CTabu-
JIUBUPYETCS U [/1A TPERYIPEKTEHS KPOBOUSINAHUSA
B MATKIE TKaHN.

ITnan ne4eHns JOMKEH COOTBECTBOBATD OT/I€/IbHBIM
TUIIaM IIEPEIOMOB, BK/II0Yasl OIl€PaTUBHOE JIeYeHe
IIpY a/IeKBaTHOM BBeJleHNJ KOHIIEHTPaToB GaKTopa
CBEPTHIBAHMNAL

Cnepyet n36erarb OKpYy>KHBIX JTeIIKOIIACTePeil;
HpPefNOYTUTETHHO ICIIOTb30BaTh MNHBI. (YPOBeHb
4) [46]

1151 ClIOKHBIX / MHQULIMPOBAHHBIX IIEPETIOMOB MOTY T
HoTpe6oBaTbCs BHelHNe (ukcaTopsl [49].

ITpomo/mKNTeIbHON MMMOOMIN3ALMY, KOTOPas
MOKET NIPUBECTU K 3HAYVITEIPHOMY OTPAHNYE€HNIO
AMIUIMTY/bI ABVDKEHNA B IPUIETAIONMIMX CYCTaBaXx,
crnenyet u36erarb.

,HHH BOCCTAHOBJIEHNA aMIIZIMTYAbI IIOABVIXXKHO-
CTU, MBIIIEYHOW CUJBI U CI)YHKLU/IOHaHbHOCTI/I



¢usnoTepanmIo cefyeT HaYMHATD, KaK TO/IBKO IIepe-
noM crabunmsupyercs. [39].

IIpunyunwvi opmoneouueckoii xupypzuuecxoti
onepauyuu npu zemodpunuu

CM. Ba)KHbIe IPMHLNIIBI, OTHOCAIINECS K IIPOBEJEeHNUIO
XMPYpPru4ecKmx Iporenyp 60IbHBIM reModunneit, B
paszerne «Xupyprudeckye 1 MUHBa3UBHbIE IPOLIEAYPbI» HA
cTp. 16. OTHenpHbIe BOIPOCH, OTHOCAIIVECA K OPTOIIeN -
4eCKOI1 XMPYPridecKoll Onepalyy, BKIIOYAIOT CIeAyolee:

1.

6.2

Xupypru-opTomne/bl JO/KHbBI TOMTYYNUTD CIIENNATEHOE
obyJeHne B IPOBENEHNI XUPYPIUIECKOTO TeIeHs
60mpHBIX ¢ TeModuneit [3].

IIpu BHIOMTHEHNN CETEKTUBHOM XUPYPruIecKoi
oInepanyy Ha HeCKONbKMX y9acTKaX B OJHO U TO XKe
BpeM:A WK NOCTAMITHO, Pa3yMHO IIPEZyCMOTPETh
MCIOTb30BaHNe KOHIIEHTPAaTOB (paKTOPOB CBEPTHI-
Banus. (Yposens 3) [50)

Mo>XHO UCIIONb30BaTh MEeCTHbIE IIpenaparsl,
croco6CcTByoNMe CBEPThIBaHNI0. PMOPUHOBBIIT
KIeli one3eH s KOHTPOId NPOoCcadNBaHNs IpU

UHrnéurtopnol

OCNOXHEHWA NPU TEMOOUNNN

IIPOBeJIeHI/II/I onepaunn Ha 6071b].l[I/IX ImIomangax.
(YpoBens 3) [36,51,52]

ITocneonepanoHHKIN yX07, 32 GOTBHBIMU C T€MO-
dunmeii Tpebdyer TIaTENHBHOrO HAOMIONEHN 32
60/IBI0 M YaCTO VICIIOIB30BAHUA BBICOKNX 103
007Iey TONMAIOINX TeKaPCTB HEMOCPENCTBEHHO B
NoceonepanoHHblii nepuop. (Yposens 5) [36]

Ba)kHa XOpoI1I0 Ha/TaKeHHast CBA3Db ¢ Opuraoit moce-
oleparoHHol peabunuraunn [39]. 3HaHme feTaneit
BBIIIO/THEHHOI! OTlepaniyi 1 IpefioiepayiHHOe COCTO-
sIHMe CYCTaBOB II03BO/IUT 00JIErYNUTh ITAHMPOBaHE
COOTBETCTBYIOLIElT IIPOrPaMMbl peabyINTaluu.

HOC}ICOHepaLU/IOHHYIO pea6I/IHI/ITaL[I/IIO [OJDKEH IIPOBO-
OUTb Q)MSMOTepaHeBT C OIIBITOM JICYCHUA FeMO(bMHMM.

Y 60/bHBIX ¢ TeMOdUINell peabMINTALNA MOXKET
IPOXOANTD MeJJICHHee.

7151 TOTO, YTOOBI HO3BONUTD OOIBHOMY JIeTIaTh COOT-
BeTCTBYIO]_[U/[e ynpa>i<HeHM;1 n YBCHI/I‘II/IBaTb O6’beM
IOBYDKEHUI BaXKeH afIeKBaTHBIN KOHTPOIb OO/N.

OTY IPMHLMIIBL TAKKE IIPYMEHMMBI IpU PUKCcALN
MepeNIoMOB U VICCeYEeHUN TICEBJJO0ITYXOTet.

«VIHrMOUTOPBI» IIpYU TeMOPIINY OTHOCATCS K aHTUTe-
naM MMyHorno6ymHa (IgG), KoTopble HeTpaIU3yoT
(baKTOpBI CBEPTHIBAHNSL.

B Hacrosiee BpeMs, KOT/ia KOHLIEHTPaThl GaKTo-
POB CBEPTHIBAHNA NOABEPralOTCS COOTBETCTBYIONEN
BUPYCHO MHAKTUBALUHU, MTHTUOUTOPBI PAaKTOPOB
FVIII u FIX cuntamTcsa caMbIMU CUIBHBIMU OC/IOX-
HEeHVAIMY [IPY JTIedeHn Y reMopunim.

ITpycyTcTBME HOBOTO MHIMOUTOPA CIIEAyeT IOJ0-
3peBaTh Y M060r0 60/IbHOT0, KOTOPbIT KIMHIYECKN
He OTBeYaeT Ha JiedeHne paKTopaMiy CBEPTHIBAHIA,
0c06eHHO, eC/Ti OH IIpeXK/ie OTBeYasl Ha TaKoe jede-
Hue. B aTOl cuTyalnuy, aHChl Ha BO3BpAT K HOpMe U
IIepUOJ IIOTYBBIBeeHNs TIepeIUTOro pakTopa cBEp-
TBIBaHMA CUJIBHO CHVDKAIOTCA.

VIHTMO6UTOpPHI Yallle BCTPEYATCs y OOBHBIX C
TsOKenbIMU (popMaMy reMOpUINM 110 CPaBHEHUIO
¢ 6OJIBHBIMM C YMEPEHHOJ WM JIerkoil popmammu
reMOGUINIL.

Kymynarusnas qacToTa (T.€. pUCK B T€UeHNE )KVM3HN)
Pa3BUTIS MHTMOUTOPA IPH TSKEON reMobUInNy TUIa
A HaxopmTcs B guanasone 20-30% v mpubIu3UTeNnbHO
5-10% 1pu yMepeHHOI1 1 JIerKoit popMe 3aboneBaHms
[53-54].

B pa3BUTBHIX cTpaHax Ipu TsKenol Gpopme reModu-
7MY TUIIA A MHTMOUTOP B CPefHEM pasBUBAETCSA K 3
rofiaM >KM3HU U paHbule. IIpy ymepeHHOI U eTKoit
reModuyy THIA A, MHTMOUTOP pasBUBAETCs OIVKe
K 30 rogam, 1 9acTo HaO/MIOaeTCA IPU NHTEHCUBHOM
neuenun pakropom FVIII Bo BpeMs Xupyprudeckoii
ornepanuu [55,56].

ITpu TsDKe0M reMOpUINM MHTUOUTOPDI He MEHSIOT
JIOKA/IM3ALVIO, YaCTOTY VIV TSDKECTh KPOBOM3/IVSHYISL.
[Tpy ymepeHHOI MY JIETKOJ FeMOGWINY MHTMOUTOPDI
MOTYT HeiTPaI130BaTh SHAOTEHHO CUHTE3UPYeMBbIil
daxtop FVIII, mpu atom dakTudecku npeodpasysi
(beHOTHII 6OIBHOTO B TSKEIIbIIL.

ITposiB/IeHMS KPOBOU3INUAHMUIL IPU YMEPEHHOII /
JIETKOJI TeMO(pUINI, OC/IOKHEHHBIX MHIUOUTOPaMI,
Jallle HAIIOMJHAIOT IPOSIB/IEHNs HAab/IofjaeMble y 60/b-
HBIX C IproOpeTeHHOIT remodumeit Tuma A (13-3a
aytoanturen gaxropa FVIII ¢ 6onpimm npeobna-
[laHMeM KPOBOMS/IMSHNUIT TIOAKOXHBIX, B CTIM3UCTYIO
000/I0YKY, yPOreHUTA/IbHBIX U SKeNTyI0YHO-KUIIEYHbIX.
[57]. CnemoBaTenbHO, pUCK CUIBHBIX OCIOKHEHUI
VIV JJaKe CMePTENbHOTO MCXO/a OT KPOBOMS/IMSHAS
Y 9TUX OONbHBIX MOKET ObITh 3HAUNTEILHBIM.

VHIMO6UTOPBI HAMHOTO peXKe BCTPEYatoTCs PY TeMO-
¢unnn B 1 nmeroT MecTo y MeHee 5% IOpaXKeHHBIX
60nbHBIX [58].

59



60

PYKOBOACTBO MO JIEYEHUIO TEMOOUNTNN

10.

11.

12.

13.

14.

15.

16.

17.

18.

Bo Bcex cy4asx, MHTMOUTOPBI 3aTPYSHSAIOT 1ede-
HIe TeMOGV/IN 3aMeCTUTETbHBIMIU KOHIIEHTPaTaMy
dakropos. [TosTomy 60/bHbIE, HAXOAAIINECA Ha Tepa-
M GaKTOPOM CBEPTHIBAHMS, JO/DKHBI IIPOXOIMUTD
CKPMHUHIOBBIE TECTHI Ha Pa3BUTIE IHIUOUTOPA.

ITogTBep>KAeHMe NPUCYTCTBUA MHINOUTOpA U
MOJCYET TUTPA BHIMOTHAETCA B Taboparopuu,
HpelIIIO‘{TI/ITeH})HO, ]/ICIIO]IbSy}I HI/I]I)KeMereH-
MoauduuupoBaHHbIl aHanu3 berte3ga (cMm.
«TecTupoBanue MHrMONTOpa Ha cTp. 34). (YpoBeHDb
1) [59,60]

JleTsaM CKpMHUHT Ha MHTUONTOPHI CIeAyeT POBO-
OUTH OTVH pa3 KaKfble 5 THell TedeHns1 PaKTopoM
mo 20 mHel medyeHMUs, KaxKabie 10 mHelt medyeH s
daxropom mexpy 21 n 50 gHEM TedyeHU, U, O
KpaliHeil Mepe, ABa pa3a B roj, B TedeHne 150 gueit
neverus (Yposens 5) [61]

Iiist B3pOCHbIX ¢ 6otee yeM 150 qHAMYU TedeHNUST
dakxropom, moMuMO 6-12 MeCIIHOI OLIEHK, TI000e
OTCYTCTBUE peaKII/ Ha 3aMeCTUTEbHYIO Tepa-
N0 KOHIIEHTPATOB afIeKBaTHOTO (paKkTopa y paHee
pearupymoiux 60nbHBIX ABIAETCA MOKa3aHNEM
I/Is OLIeHKM Ha Hammuue nHruéuropa. (YpoBens 3)
[56,62-64]

U3mepeHnne nHIMONTOPA ClIERyeT TaK>Ke HPOBOTUTH
y Bcex 60TIbHBIX, KOTOPbIe MHTEHCUBHO JICYNIVICh
B TeueHUe 00jiee MATH THET, B TeYeHIE YeThIPEX
HeJlellb C MOMEHTA MOoCIenHero BnuBanHus. (YpoBeHb
4) [63,65]

VIHru6uTopsl cnenyeT Tak>Ke OLEHUBATD Iepef,
XMPYPIu4ecKoii onepanyueii MIN eCIi TeCThl Ha
BO3BpallleHle K HOpMe He TaKie KaK OKUJATCc,
¥ KOTZa B IOC/IeONepalMIOHHBIN MepIoj, KIIHIYe-
CKasl peaKnys Ha JiedeHle KPOBOU3IMAHIS HIDKe
ontumansHoiL. (YpoBens 2) [53,63,66]

Huskopearupyromuit MTHIMOUTOP ONpefesieTcs Kak
YPOBeHb MHTMOUTOPA, KOTOPBIIT IIOCTOSIHHO Y/epXK1Ba-
eTcs < 5 EB/M1, B TO BpeMsI KaK BbICOKOPearupyoLuii
MHTYOUTOPA ONpefenseTcs 10 YPoBHIO = 5 EB/M.

BbIcokopearupyioliye THIMOMTOPbI NMeeT TeH/IEHI[VIO
He 1cYe3athb. Ec/M ux He 1€4UTDH B TeYEHME JONTOTO
BpeMeHU, TO YPOBHM TUTPOB MOTYT YIIaCThb U Jaxke
CTaTb He 0OHAPY)KMBAEMBIMM, HO IIPU 9TOM IIOBTOP-
HOe JIe4eHe OTHEeIbHBIMM IIPOyKTaMu BakTopa depes
TPU-TIATD JHEN MOXKET JaTh MOBTOPHYIO aHAMHECTH-
9eCKYI0 peaKIIIo.

HekoTopble MHTMOUTOPBI C HU3KMM TUTPOM MEIOT
TPaH3UTOPHYIO POpMY, KcUe3as B TeYeHNe MIeCTH
MecsAlleB IIepBOHAYAIbHOTO JOKYMEHTUPOBaHNA,

19.

HECMOTPA Ha HEJaBHNME aHTUT'€HHOE JIEYEHNE KOHIIEH-
Tparamu QaxkTopa.

VIHrMO6UTOPBI ¢ OYeHb HU3KUMU TUTPAMM MOTYT He
00OHapy>KMBAThCsI TECTOM Ha MHIMOUTOPHI beresna,
HO MOTYT ObITh OOHAPY>KeHbI BBUJY HU3KOTO YPOBHSI
BO3BpaTa K HOpMe 1 / M/I YKOPOYeHHOTro Ieproza
nonysbiBegenus (T-1/2) nocne BBefeHNsA pakTopa
CBEPTBHIBAHNA.

Jleuenue xposousnuAHuil

1.

4.

JleyeHVe KPOBOM3IMAHMIL Y 6OTBHBIX C MHIMON-
TOPaMy HY>KHO IIPOBOJAYUTH IPU KOHCYTBTALUA C
LeHTPOM, MIMEIOLIVM ONBIT B UX TedeHun (YpoBeHb
5) [63,67]

Bri6op neuedHOro npemapara ciexyeT OCHOBBIBATD
HA TUTPe MHIMONTOPA, 3aperUCTPUPOBAHHOI KIHY-
YeCKOIl peakuu Ha IMPOXYKT, M MECTE U XapaKTepe
KpoBousnusauus. (Yposeus 4) [63,68]

BonbHBIX C HUSKOpearnpyeMbpIMM MHIMOUTOPAMI
MO>KHO JI€4YUTh OTHETbHBIMI 3aMeCTUTENbHBIMM
dakTopamu ¢ HaMHOTO (G0/1ee BBICOKMMM T03aMI,
eC/Ii BO3MOXKHO, HEITpaan30BaTh MHTUOUTOP
q)aKTOPOM IIOBI)IHICHHOﬁ AKTUBHOCTBIO 1 OCTAHO-
BUTbH KpoBousnusinue (Yposens 4) [63,68]

bonpHbIX c MCTOpUeEi BBICOKOpEarupyoliero MHIu-
6uTOpa, HO C HUSKUMY TUTPAMM, MO>KHO 1€YNTh
TaKUM >Ke 00pa3oM IpM OKa3saHNM HeOTIOKHO
TIOMOIIY JI0 TeX, TOKa He MPOU30IET aHAMHECTI-
YyecKas peaKnys, 00bIYHO Yepe3 TPU-NATD THeT,
VICK/TIOYasI la7ibHelllIee Te4eHe KOHIIEeHTPAaTaMI,
KOTOPBbI€E COflep>KaT TONBKO OTCYTCTBYIOINI aKTop
(YpoBenn) [63,68]

Caunoit ¢paxrop VIII, n3rorasnmnBaeMslil 13 I1a3Mbl
KPOBM CBUHEI1, TIOKa3as ce6s1 3 PeKTUBHBIM B OCTa-
HOBKE KPOBOM3JIMAHNUIT Y HEKOTOPBIX OOJIbHBIX.
ITpenapatsbl, NpOM3BOHbIE OT IIJIA3MBI, CeliYac 3aMe-
HAIOTCS peKOMOMHAHTaMM KOHLIEHTpaTa CBUHOTO
dakropa VIII, B HacTosi1Iee BpeMsi IIPOXOMIAT KIIVHM-
9YeCKMe UCTIbITAaHNA.

ITpu ypoBHe unruburopa > 5 EB, HusKa BEpOsSITHOCTD
TOTO, 4TO 3aMellleHne crenuduaeckoro Gpakropa
Oynet appeKTUBHBIM I IIPEONOIeHN NUHIMONTOpa
EB3 ynbTpaBbICOKOII [JO3BI T€paNy HEIPEPBIBHON
nHby3nn.

AnbrepHaTUBHBIE IIpeNapaThl BKIIOYAIT HIYHTUPY-
IOII[/ie CPENICTBA, TaKle KaK peKOMOMHAHT pakTopa
VIla (rFVIla) u KOHIIeHTpaThl IPOTPOMOMHOBOTO
komiiekca (KITK), Bkaoyas X akTMBMPOBAaHHbIE
¢dopmer (AKIIK).



10.

11.

12.

AddexTuBHOCTD ABYX 103 rFVIIa 1 ogHOI 703BI
AKIIK gnsa neyeHus: KpOBOU3NMAHUA B CYyCTaB
0Ka3a/I0Ch 10 CYTU COOTBETCTBYIomIel (YpoBeHb
2) [69].

Hano 3aMeTuTh, 4YT0 HEKOTOPHIE GONHHDIE Pearu-
PYIOT Tyd4llle HAa OFUH Mpenapar, 4eM Ha ZPYroii,
YTO MOfYEPKUBAET HeOOXOXMMOCTD B MHAMBUYa-
IU3NpPOBaHHOI Tepanuu. (YpoBeHb 2) [69,70]

AHaMHeCTUYEeCKOJ UMMYHHON peaKUuu ClefyeT
OXMjaTh y 60nbHOrO ¢ remodunmeit B u uHrnom-
TopoM daxkropa FIX, nevaierocst KoHIeHTpaTaMu
HPOTPOMOMHOBOTO KOMIIIEKCA — aKTUBYPOBAH-
HOTO VIV HEAKTUBJMPOBAHHOTO — IIOCKOJIbKY BCE 3TU
KOHI[eHTpaThl cofiepxart ¢pakrop FIX.

C #pyroit CTOpOHBI, pUCK aHAMHe3a Yy OOTbHBIX C
reMo¢unyert A 1 MHIMOUTOPOM, JIedalerocsi akTu-
BUPOBAHHBIMI KOHIIEHTPATOM IIPOTPOMOMHOBOTO
KOMIITIEKCA, MOXKET M3MEHATHCA B 3aBUCUMOCTY OT
KOHIIEHTpaTa 1 cofiepkannsi B HéM dakropa FVII],
KOTOpOe 0OBIYHO MUHMMaIbHO. COITIACHO OIIeHKe,
AKIIK BepéT K aHaMHeCTIYeCKOI peaKIuy y mpuom-
3uTenbHO 30% MalMeHToB ¢ MHrnburopamu dakropa
FVIIL

XOTsI eCTh VMHTEpPEC K UCIIO/Ib30BAHMI0 MMMYHOIIO-
OaB/IAIOIINX Tepal’[I/HZ TS GONBHBIX C I/IHI‘I/I6I/ITOpaMI/I,
VX pOJIb II0Ka HE OIIpe/e/ICHA, I II0Ka HET BC€06].L{€I‘0
coryacusa 06 UX MecTe B IeYeHNUM TaKUX OOIbHBIX.

Annepzuueckue peakyuu y 601vHbIX ¢
2emopunueii B

1.

Y noutn 50% 6onpHBIX ¢ reModunmeit B ¢ narnbu-
TOpaMJ MOTYT Pa3BUBATbCA CU/IbHBIE a/lIepPrUIecKye
peakiuu, BKI04Yas aHaMIaKCHIO, Ha BBeICHNE
¢dakropa FIX. Takne peakuuy MOTyT OBITD II€PBBIM
CUMIITOMOM Pa3BUTHsI MHIMOUTOPA.

bonbHBIX, KOTOPBIM TONHKO YTO MOCTABMIN JMAarHO3
remopunuu B, 0co6eHHO 6OTBHBIX C CeMeITHOI
VCTOpHeii 3a60/TeBaHNA M / WIN C TeHeTHYeCKIMMU
medexramu, NpegpaconoKeHHbIMI K Pa3BUTHIO
VMHIUOUTOPA, CIefyeT TeYnTh B KIMHUKE NI 60/b-
HILIE, MMeEIoIell BO3SMOXKHOCTY IEYUTD CUIbHbIE
a/IepruyecKue peakumn Bo BpemMs nepsbix 10-20
CeaHCOB Jle4eHN s KoHIeHTparamu ¢axropa FIX.
Peakuyi MOTyT IpOMCXOIMUTD I03Ke, HO OHM MOTYT
6b1TH MeHee cunbHbIMU (YpoBens 4) [71-72]

Unoyxuus ummynnoii monepanmuocmu

1.

Y 60nbHBIX € TsKENOoi reModuueit A, TMKBUIAIVS
VHTUOMTOPOB 4YacTO BO3MO)KHA ITyTeM IPOBeeHIs

OCNOXHEHWA NPU TEMOOUNNN

TepaIII/II/I I/IH}IyKIII/[I/I I/[MMyHHOﬁ TO}IepaHTHOCTI/I
(VINT) . (Yposens 2) [73,74]

o repanuu VIN'T Boicokopearupyomme 601bHbIe
BO/LKHBI n3berath mpopykTos ¢akropa FVIII,
YTOOBI TO3BOIUTH TUTPAM MHTUOUTOPA YHACTD U
n36eKaTh NOCTOIHHOTO aHAMHECTIYEeCKOTO POCTa.
Kak 3ame4yeHO0, HeKOTOpBIe OOTbHBIE MOTYT TaK)Ke
Pa3BUTh AaHAMHECTUYECKYIO PeaKI[MI0 HA HEAKTUB-
Hble MoneKynbl ¢pakropa FVIII, cogepxaniuecs B
AKIIK. (Yposens 2) [75]

OntuManpHblil pexxnM (IIPOAYKT WK K03a) /s Tepa-
nuu VINT Bcé emte onpenensaercs. MexxayHapogHble
VICTIBITaHMSI, IPU KOTOPBIX Ie/IaTIOCh CPAaBHEHNe BBefle-
H1A 50 ME/kr Tpu pasa B Heziemio ¢ 200 ME/T B feHb,
ObUIV HEJABHO OCTAHOBJIEHDI 13-3a OECIIOKOIICTB 110
HOBOZY VX 6€30I1aCHOCTY (IIOBBILIEHHOE KOTIMYIECTBO
BHYTPEHHUX KPOBOU3NMSHMIL) B TPYIIIIe, B KOTOPOIX
BBOJAVUIM HU3KYIO /103y, B OXKM/IaHUMN [IeTaIbHOTO
aHa/M3a ¥ MHTEepIpeTaluy TaHHbIX [76].

Peaxuns Ha VIVIT MoxeT ObITb MeHee 6/1aronpusTHa
y 60JIBHBIX C yMepeHHOI / /ierkoit reModuueit [63].

OmnbIT nedeHnst 601MbHBIX TeModuneit B tepammeit
VT orpanndeH. I[IpyHIUIIBI IedeHNs] Y 9TUX OO/Ib-
HBIX IIOX0XK), HO YPOBEHb yCIleXa HAMHOTO HIIKE,
0COOEHHO Y 60/BHBIX, Y KOTOPBIX MHTUOUTOP acco-
LUUPYETCA C a//IepTUYeCKUM JIMaTE30M.

Y 6onbHBIX reModueit B ¢ narn6uropom n ncropueit
BBIP@KEHHBIX a/IePINYeCcKUX peakiuii Ha pakrop FIX
BO BpeMms Tepanuu VIMT moxxeT pasBuThcs Hedpo-
TUYECKUII CUHAPOM, KOTOPBIII He BCerja oopaTum
II0C/Ie OKOHYAHMA 9TOM Tepanun. Pexxumbl anbTep-
HATVBHOTO JIeYeHs], BKTIOUas MMMYHOIO/ABIAOLINE
TepaINIL,COITIACHO OTYETaM, YCIeIHbL. [77].

bonvnuvte, nepexobﬂmue Ha HOoBble
KOHUeHmpamol

1.

Iyt orpoMHOro 60NBIMHCTBA OOIBHBIX IIepeXof] Ha
IpyTue IpOLYKTHI He BefIET K Pa3BUTUIO MHIMONTOPA.

OpHako, B pegKNUX CIy4Yasax, C BBEJJEHMEM HOBBIX
KoHLeHTpaToB ¢pakTopa FVIII uHrnburops! passu-
BAJIUCh Y MIPEXKe TeYNMbIX OONbHBIX.

Y Takux 60MbHBIX MHIMOUTOPBI OOBITHO MCYE3AI0T
HIOC/Ie IPeKpAlljeHN s BBEJJeHVIsI HOBOTO IIPOIYKTA.

BonbHbIX, MepexoasALUX Ha HOBbIE KOHI[EHTPAThI
dakTopa, cegyer HabMIOHATh Ha IPEeAMeET Pa3BU-
i uHrnéuropa. (Yposens 2) [53]
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6.3

BOACTBO NO NEYEHUIO TEMOOUNUN

OcnoXHeHnA, BO3HUKalowee n3-3a nHpeKuuin, nepeaamLmxca npm
nepenuBaHnA KPOBU, U APYrnx uHpekumumn

[MosBnenue u nepemaun nHpexunit BIY, pupyca
reratuta B u Bupyca renaturta C yepe3 NpomyKThI
(aKTOpOB CBEPTHIBAHNA IIPMBEJIO K BBICOKOI CMepT-
HOCTHU 60NBHBIX reModunuert B 1980-bie TOAbI U B
Havaze 1990-x rogos [78,79].

MHorue ncciefoBanus, IPOBEIEHHBIE BO BCEM
MUpe, YKa3bIBAIOT Ha TO, YTO Hepefada MHPeKIui
BIY, Bupyca renaruta B u Bupyca remarura C yepes
KOHIIEHTPAaTHhI aKTopa IIOYTH OTHOCTDIO YCTPaHEeHa
[80,81].

ITO CcTaNo pe3yIbTaToOM IPUHATHS HECKOIBKIUX Mep
10 CMATYEHMIO PUCKA, KOTOPbIe BK/IIOYAIOT B ce0s
TIATe/IbHBI OTOOP JOHOPOB ¥ CKPMHVHT I/Ia3MBI,
9} PeKTUBHBIX LIaTOB I10 YHUYTOXKEHNUIO BIPYCOB
BO BpeMs Ipoliecca U3TOTOBJIEHNUs, M ITporpecca B
YYBCTBUTE/IBHOCTH AMATHOCTUYECKUX TEXHOIOTUI
0OHapy>KeHMsI pas/INYHbIX IIATOTeHOB [82].

3a noc/eiHMe ecATb JIeT, 0COOEHHO B Pa3BUTHIX CTpa-
Hax, ObUIM IIPUHSATH KOHIIEHTPAThl peKOMOVHAHTOB
¢baxropa. PekoMOVHAHTHbIE IPOJYKTBI BHEC/IV 3HAYM-
TETbHBII BK/IAJl B CHIDKEHMe pucKa MHQeKIMIL.

ITosiBneHMe 1 BTOpMYHOE MOABIeHNe NHDEKINI,
MHOTM€ 13 KOTOPBIX He MOAJAITCA HaCTOAIMM
MepaM I10 CHVMYKEHUIO PUCKA, CTaBAT HOBbIE 3a/jadM.
9T MHpEKIVN BKIIOYAIOT B ce0s BUPYCHI 6€3 -
HOJI 000/IOYKY U IPMOHBI, KOTOPBIE IO CUX TPYIHO
TOJIAIOTCSA METOJIAM [IIaTHOCTYKM M YHIYTOXKEHNA.
(81,83,84].

ITo Mepe MOABIEHNA HOBBIX METO/IOB JIeYEHNUS B
aTOI1 6BICTPO M3MeHsIowLIelica cdepe, nHPeKIUN,
Hepeyaolecs Py IepeIBaHNN KPOBU y 60/Ib-
HBIX C reMOQUIINelt, Tydlile BCET0 KOHTPOIMPYIOTCS
CIIeIMa/TICTOM.

IIpunyunvr neuenus BUY undexyuu npu

2em
1.

odpunuu

3HaHMe U onbIT B iedeHry BIIYU-unduimpoBaHHbIx
00/IbHBIX TeMO(duInell B HaCTOsAIee BpeMs orpa-
HIYEHO HECKO/IBLKVIMM CEepUAMU CTy4aeB ¥ OTYETOB.
Jleuenvie BYY nupexumm y 60mbHBIX reModumei
MI03TOMY OOIIMPHO 06CYX/IaeTcsA B PyKOBOACTBAX,
IpelHa3HAUYeHHBIX /I Hace/IeHN)s, He 00JIeolero
reMouInent.

B xauecTBe 4yacTH MpoOrpaMMbl HaJ30pa 3a nepe-
AMBaHNEeM KPOBMU, Bce 60nbHbIe TeModumeit,
NOTyYalolye TedYeHne NpogyKTaMu, IPOu3Bo-
JHDBIMU OT IUIa3Mbl, KOTOPbIe He IPOLIIN a/leKBaTHOM

BUPYCHOI MHAKTUBALVIN, TO/LKHbI TECTUPOBAThCA Ha
BU'Y nndexuuio, o MeHbLIeN Mepe, KaxKabie 6-12
Mecs1eB M KOIZia KIMHUYeCKN MoKa3aHo. (YpoBeHb
4) [85]

JMarHocTuka, NCUxXoTepanns, Ha4yajuo 1e4yeHns u
HaOmogenne BUY-nndexknnm, a TakKe nedeHne
OCIIO)KHEHMIA, cBA3aHHbIX ¢ BUYU-nndexuneit, y
MHPUIMPOBAHHBIX GOTBHBIX TFeMO(IIIHENT, JOTKHbI
OBITH TAKMMM >Ke KaK y HacelleH!sI, He 00JIelolero
remodunmneii. (YpoBens 2) [86,87]

Hu opyus u3 B HacToOs1ee BpeMsI {OCTYIHBIX KTACCOB
nekapcts npotus BUIY undexknuu He mpoTUBO-
moka3aH /st 00nbHbIX ¢ remodunueit (YpoBeHs 5)
[88-90]

IIpunyunvt neuenus eupyca zenamuma C npu
2emodpunuu

1.

Onenka nH$exuyyn Bupyca renaruta C y 601bHBIX

¢ reMoQWINeN BK/IIOYAET:

= CEepOJIOTMIO AaHTUTEN K BUpYCy renaruta C /s onpe-
JeneHns BO3IeCTBIUSA

= [IO/IMIMEPA3HYIO LENHYI0 PEAKLIMIO BUPYyCa reraTuTa
C 11 6O/IBHBIX C MTOIOXKUTEIbHBIMU AHTUTETAMM
K Bupycy remaruta C

= OIpefieNieHMe reHoTumna Bupyca renaruta Cy 60/b-
HBIX C ITIOJIOKUTEIbHON IO/IMIMEPa3HO LJeITHOM
peakuueit Ha Bupyc rernatuta C

= TecTbl Ha QYHKIMOHMPOBAaHNUE IIeYeHN Y HEVHBA-
3UBHas OlleHKa p16po3a 1 apXUTEKTYPbI IIeYeHN

Hacrosmue craHgapThI Te4eHNs BUPYca renaTnTa
C - 310 nermmposanHblit uHTEpdepoH (PEG-INF) n
PUGaBUPYH, KOTOPbIE JAIOT YCTOMYVBYIO PeaKIMIO
Ha BUPYC Y 61% 6onpHbIX reModumieii. (YpoBeHs 1)
[91-96]

HoBble aHTUBMPYCHbIE TEPAIINIU B COYETAHNY C ITUMMU
JIeKapCTBaMy, MOTYT Y/Iy4ILINTb II0OKa3aTe/Il BUPYCO-
norm4eckoit peakuuu [97].

TenoTun Bupyca renarura C n ko-undexnus BUY
IpeNONpeNeNAIOT IIOXY0 PeaKIIIO Ha TePaIIo
npoTuB Bupyca renarura C.

B Tex cnydyasax, Korga HeBO3MOKHO JOCTUYbD
MUKBUAanum Bupyca rematura C, pekoMeHmyeTca
peryisapHoe HaGmogeHne (Kakaple 6-12 mMecsiieB)
3a KOHEYHOW CTaaMell OCIOKHEHUI B IIeYEeH M.
(Yposens 3) [98]



Hpunuunwvr neuenus eupyca zenamuma B npu
2emodpunuu

1. Y Bcex 60/IBHBIX C reMO]IIIVEIT, TeYalIXCsa MPOAYK-
TaMM, IPON3BORHBIMHI OT IVIA3MbI, KOTOpbIE He
TIOABEPITIVICH a/IEKBATHON BUPYCHOM MHAKTHBAI W,
cegyeT NPOBOAUTD CKPMHIHIOBBIN TECT HA AHTH-
red remarturta B m anTtuTena remarura B, mo menpien
Mepe, KaKable 6-12 MecAa1eB 1 KOrjga KIMHNYeCKN
noka3aHo. (YpoBens 4) [99]

2. AxtuBHYyIO MHQeKnuA rematnta B ciegyeT neuntnb
COITIACHO MECTHBIM PyKOBOJICTBAM U IIPOTOKOJIAM I10
Nev4eHnIo NHPEKIVIOHHbIX 3a00/IeBaHMII.

3. bonbHBIM, HEe IMEIOIIMM MIMMYHUTETA K BUPYCY remna-
TUTa B, clefyeT BBeCTH BaKIIMHY IPOTUB BUpyca
renatuta B. Ilocne BakumHanum ciegyeT BHOBb
MPOBEPUTH 3AIUTHYIO CEPOKOHBEPCUIO. YPOBEHD
4) [99-101]

4. BonbHBIX reMo¢uINelT C HeBUOM3MEeHEHHOII cepo-
JTOTMYECKON CenNPUIHOCTDIO, CIefyeT CHOBA

bubnuorpadus

OCNOXHEHWA NPU TEMOOUNNN

BaKIVIHMPOBATh JBOJHOI 103011 BAKIIVIHBI IPOTUB
Bupyca remaruta B. (Yposeus 4) [99,102]

IIpunyunv neuenus 6axmepuanvHoil uHdexyuu
npu zemodunuu

1. ®axropamu pucka i 6aKTepyanbHO MHPEKINY AT
00/IbHBIX TeMOQUINeNt ABIAIOTC BBEfieHNe KaTeTepa
yepe3 BEHO3HBIN JOCTYIL, XMPyprudecKas apTpoIia-
CTUKA, U APyrue XUPyprudecKye BMEIaTenbCTBa
[103-105].

2. B obuem, acnupanyy cycTaBa s Te4eHNs reMap-
TpO3a CIefyeT n306eraTb, eC/IM 3TO He Je/aeTcsl paHo
IpU COOTBETCTBYIOIIEM BBeIEeHUM 3aMeCTUTENb-
HOro (haKTOpa ¥ B YC/IOBUSAX CTPOTOIL CTEPUIBHOCTH
[106,107].

3. KpoBousnusHue ckopee BCETo 3aMe/I/IAT BBI3JOPOB-
JIeHVIe M YCYTyOUT MHQEKLNIO, IIO9TOMY €Tr0 C/IeAyeT
XOPOLIO KOHTpOMpoBaTh [108].

4. Y 60/mbHBIX reModuIMelt KOHTPO/Ib ICTOYHMKA MH(EK-
LMY Ype3BbIYaiiHO BaxkeH [109,110].
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7.1

YPOBEHb NMA3SMEHHOIO ®OAKTOPA U
NMPOOONTKUTEJIBHOCTb JIEHEHUNA

Bbi6op NpOTOKONOB Tepanuu 3ameLleHus ¢pakTopa

CooTHoueHne, IOKa3HHOE Ha PUCYHKe 7-1, MeXly
BO3MOYKHBIMM IIPOTOKO/IAMY 3aMECTUTENbHO Tepa-
vt hakTopa 1 OOIIMMY pe3y/IbTaTaMM, IPefCTaBIAeT
MeTOf[bl, KOTOPBIE C/IeAlyeT MCIIONb30BaTh IIPY BEIOOpE
O3B 11 PeXUMa BBefleHMe KOHI[eHTPaToB (akTopa
CBEPTHIBAHMNAL

XOTs I7IaBHOII LIe/IbI0 3aMeCTUTE/IbHOI Tepannn
¢daxTopa AB/IsAETCA BO3BPAT K IOTHOCTBIO HOPMAJIb-
HOJI YKM3HM, 9TOTO HEBO3MOXKHO OCTINYD HeMeIEHHO
y GOJIBHBIX € TeMOQUIIell BO BCEX CUTYALVIX.

ITo BceMy MMPY ZOCTYITHOCTD K JiedeOHBIM IIperna-
paTaMm pasnnyHa U MOITOMY 3/eCh YKa3bIBaeTCs
MIMPOKIIL AMATIA30H 03, KOTOPBIMU JIe4aTcsi 607Ib-
Hble. Co BpeMeHeM HU3KUe T03bI MOTYT YBEIUYUThCA
II0 Mepe MOCTEeIeHHOTO POCTa ITI06aTIbHOI JOCTYII-
HOCTM /Te4eOHBIX MTPENapaToB.

PUCYHOK 7-1: CTPATETM NO 3AMELLEHUIO ®AKTOPA CBEPTbIBAHWA B PASHOM BO3PACTE W EFO BJIUAHUE HA
PE3YNbTATbI

[ 1]

JNeueHne 60nm
1 CEpbe3Horo
KpOBOTeUeHVs

YnyuweHve
nopaKeHHHbIX
CycTaBoB

YnyJdwaet

I D D KpaTkocpouHas npodunaktuka

Snusogunyeckoe fieyeHne

HOPMarnbHy0
AKTUBHOCTb
NoBCeAHEBHON

TpeTuuHas npopunakTmka
(nocne nposBeHNsA NopaxeHUs CyCTaBoB)

KU3HN

MuHumanbHoe

3aboneBaHune
KOCTHO-MbILIEUHOW

BropuuHas npodunakTtika
(Mocne BTOPOro KPOBOTEUEHNA B CYCTaB)

CNCTEMDI

Moyt HopmanbHoe

KOCTHO-MblLWEeYHOoe
n ncuxocoumnanbHoe

YBennueHne NHTEeHCUBHOCTU 3aMeLLeHNA <|>aK'ropa

MepBuyHas npodunakTuka
(nepep BTOPbIM KPOBOTEUEHVIEM B CYCTaB)

VYV

passutne

20 25 30 35 40

O =

v

Bo3spact B ropax

ApanTtupoBaHo 13 nocobus no Mepenusanuio kposw (Blood Transfus) u3g. 6 ceHt. 2008 r. Jon. 2:54-11
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B Ta6mume 7-1 ut Tabnuue 7-2 npepcraBieHbl IPOKO
VICTIO/Ib3yeMble METOAMKIY 110 IMKOBBIM YPOBHAM
dakTOpa 1M1a3Mbl U IPOTO/DKUTEIHHOCTY 3aMelleHNs,
KOTOpbIe OTPAKAIOT Pas3/IMYHbIe IPAKTUKY JIeYeHNs
B CTPaHaX, B KOTOPBIX HET 3HAYUTE/IbHbIX PECYPCHBIE
orpannyennit (Tabmuma 7-1) u cTpaHsl, r7ie nedeOHbIe
npenaparel orpanndensl (Tabmuna 7-2).

HpI/I JICITIO/Ib3OBAaHMM ITIOHVIDKEHHBIX 03 OJ/IA JICYEHUA
KOCTHO-MBbIIIEYHbIX KPOBOUSIUAHMI, TIEPeUnC-
neHHbIX B Tabmuiie 7-2, MOXKHO TONBKO U30eXKaTh
6O0/IBIIIOr0 MOPAXKEHNUS CYCTABOB M MHBATUU3UPY-
oKX gedopmaruii.

Boree BbicoKMe 03bI, lepeuriciienHble B Tabmuia 7-1,
II0Ka3a/an, 94TO HpI/I X VCIIOJIb3OBAHMM MOXXHO 1/136e—
JKaTb HOBpC)KHCHI/IH CyCTaBOB, HO O/Id OOCTVDOKEHUA
9TOTO OCTAETCA €MIE ONPENEUTD ONTUMANIbHYIO O3Y.

7.

8.

10.

O630pHBbIe VICCIETOBAHYA, JOKYMEHTHPYIOLIE Pe3y/b-
TaThl JIEYEHN I KOCTHO-MBIIIEYHBIX KPOBOVU3IUAHNI
I03aMU U TIPOTOKOJIOB 3aMelljeHNs GakTopa, ypes-
BBIYaiiHO Ba>KHBI /I OIPe/ie/IeHIA STUX BOIIPOCOB.

Jlo3bl TpOdMIAKTNIECKOTO 3aMell[eHN KOHI[eHTpa-
TOB (paKTOpa OT/INYAIOTCS B PA3HBIX CTPAHAX, a TAKKeE
B Pa3HBIX LIEHTPAX B TOM YK€ CaMOIi CTpaHe.

OO6bI19HO UCITOTB3yeMbIe K035l 3aMenieHns npodu-
TaKTI4YecKoro gakropa cocrasisaor 25-40 ME/kr 2-3
pa3a B HeIeNi0 B CTPAHAX C MEHBIINMU PeCYPCHBIMU
orpannyenusamu (cm. Ilogpo6uocTu B pasgene 1)
[1-3]

B curyanusx, rae pecypcHble OTpaHIYeHNUA HA
MOCTaBKY KOHIIEHTpaToB (akTopa BbIe, Mpodu-
JTAKTUKY MO>KHO HAUMHATD ¢ 60/Tee HU3KNX 503 10-20
ME/kr 2-3 pa3sa B Hegento. (YpoBens 2) [4,5]



YPOBEHb MIA3MEHHOIO ®AKTOPA U MPOAOCTXKUTENbBHOCTb JIEYEHWA

TABJIMLA 7-1: MPEQJTATAEMbBIE MUKW YPOBHA ®AKTOPA MJIA3Mbl U ANTUTENIbHOCTb EFO MPUMEHEHUA (KOTAA HET

3HAYUTENIbHbIX PECYPCHbIX OTPAHUYEHUN) [6]

TN KPOBOTEYEHUA

CycTtaB

Herny6okune mbiwupbi / 6e3
noBpeXAeHNA COCYyANCTO-

HepBHOro ny4kKa (3a nckn4yeHnem
NOB340LHO-NOACHNYHbIX MbILLL,)

MoB340WHO-NOACHNYHDbIE
" rny6oKne mMbilliLbl
noBpeXxaeHnem cocyamncro-
HEPBHOIO My4YKa nnmn
3HAYNTENbHbIMMN NOTEPAMN
KpoBu

= HayaJlbHaA

= nopgfepkaHve

LiHC/ronoBa

= HayalJlbHaA

= rnopafepKaHve

lopno v wesn

= HayaJlbHaA

= nopafepKaHve

)Kenynoquo-l(muequble

= Ha4allbHaA

= nofaepKaHue
MoyveuHble

Tny6okKue ccaguHbl
Xupyprunyeckas onepaums
(KkpynHas)

= [lo onepayuun

= [locne onepaunu

Xupypruyeckas onepauus
(menkas)

= Jlo onepaunn

= [locne onepaunu

KEJIAEMbIN
YPOBEHb
(ME/pN.)

40-60

40-60

80-100
30-60

80-100
50

80-100
50

80-100
50

50

50

80-100

60-80
40-60
30-50

50-80
30-80

FTEMOOUINA A

NPOAONXUTENIbHOCTb
(AHEN)

1-2, MOXeT ObITb JoNbLUe

NPV HeageKBaTHOWM peakLuunn

2-3, iHorga fornblue npu
HeafeKBaTHOW peaKkuumun

1-2

3-5, nHoraa aonblue n3-3a
BTOPUYHOW NPpodUNakTnKn
BO BpemA ¢pusmoTepanuu

1-7
8-21

3-5

5-7

1-5, B 3aBUCMMOCTM OT TUNa
npoueanypbl

KEJIAEMbINA
YPOBEHb
(ME/ON.)

40-60

40-60

60-80
30-60

60-80
30

60-80
30

60-80
30

40

40

60-80

40-60
30-50
20-40

50-80
30-80

FEMOOUNNA B

NPOAOIXKUTENIbHOCTb
(AHEN)

1-2, MOXeT ObITb AOMbLUE NPU

HealeKBaTHOW peakL

2-3, Horga Josnblue npu
HealeKBaTHOW peaKL

1-2

3-5, nHorga gonblue n3-3a
BTOPUYHOM NPpodUnakTuKn BO
Bpems dr3notepanmm

1-7
8-21

3-5

5-7

1-5, B 3aBUCMMOCTIM OT TUNa
npoveaypbl
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TABJIMLA 7-2: MPEANTATAEMbBIE MUKW YPOBHA ®AKTOPA MJIA3Mbl U ANTUTENIbHOCTb EFO MPUMEHEHUA (KOTAA ECTb
3HAUYUTEJIbHbIE PECYPCHbIE OTPAHUYEHNA)

TEMOOUIUA A FTEMOOUNINA B

KENAEMBbIN KENAEMbIN
YPOBEHb NPOAOMXUTENbHOCTb YPOBEHb NPOAOMKUTENbHOCTb
TUM KPOBOTEYEHUA (ME/AnN.) (AHEN) (ME/An.) (AHEN)
CyctaB 10-20 1-2 MOXeT ObITb oNblue 10-20 1-2, MOXET ObITb AOMbLLE NP
npv HeageKBaTHOM peakumn HeafleKBaTHOW peaKL
Herny6okue mbiuubi 6e3 10-20 2-3, Horpga Josnblue npu 10-20 2-3, Horga Jornblue npun
NoBpeXAeHNA COCYANCTO-HEPBHOIO HealeKBaTHOW peaKL HeafleKBaTHOW peaKL
nyyka
MoB3[0WHO-NOACHNYHDbIE
" rny6oKne mMblillLbl C
noBpexaeHnem cocyamncro-
HEPBHOrO My4YKa unmn
3HauYuTeNbHbIMU NOTEPAMU
KpoBu
= HayvasibHaA 20-40 15-30
= rogaepxaHue 10-20 3-5, nHorga gonblue n3-3a 10-20 3-5, nHoraa aonblue n3-3a
BTOPUYHOM NPOodUNaKTUKA BTOPUYHOW NPOodrnakTnKm
BO BpemsA ¢pu3moTepanmm BO BpemsA pu3motepanmm
LiHC/ronoBa
= HayvasibHaA 50-80 1- 50-80 1-3
= rogaepxaHue 30-50 4-7 30-50 4-7
20-40 8-14 20-40 8-14
lopno v wesn
= HayvasbHaA 30-50 1-3 30-50 1-3
= rogaepxaHue 10-20 4-7 10-20 4-7
KenypnouyHo-KnweyHble
= HayvasibHaA 30-50 1-3 30-50 1-3
= rogaepxaHue 10-20 4-7 10-20 4-7
MoueuHbie 20-40 3-5 15-30 3-5
Tny6okue ccaguHbl 20-40 5-7 15-30 5-7
Xupypruyeckas onepauvs
(KkpynHas)
= [lo onepauumu 60-80 50-70
= [locne onepauun 30-40 1-3 30-40 1-3
20-30 4-6 20-30 4-6
10-20 7-14 10-20 7-14
Xupypruyeckas onepauus (menkas)
= [lo onepauumu 40-80 40-80
= [locne onepauun 20-50 1-5, B 3aBUCUMOCTM OT TUNa 20-50 1-5, B 3aBUCUMOCTM OT TUNa

npoueaypbl

npovenypbl
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NMPUNOXEHUE I: OKOOPACKUW LLEEHTP JOKA3ATE/IbHOU MEAULMHBI YposH LOKA3ATE/IbBHOCTM 2011 FOAA

BOMPOC

Hackonbko
pacnpocTpaHeHa 3Ta
npo6nema?

TouHo nu 310
AuarHocTnyeckoe
WUNY KOHTPOJIbHOE
uncnbitaHue? (JuarHos)

Yro npousonpér,
ecnn Mbl He BKIIUYUM
Tepanuio?

(MporHo3)

Momoraer nu 310
BMellaTeNnbCcTBO?
(Monb3a oT neyeHns)

KakoB
PACMPOCTPAHEHHDbIIA
Bpea? (Bpen ot
nleyeHus)

Kakoe PEAKUN epen?
(Bpepn ot neueHus)

CTouT Nu NpoBOANTb
3TOT TecT (paHHei
ANraHOCTUKMN?
(CKpUHHWMHT)

LWAT 1(YPOBEHDb 1%)

MecTHble 1 HacTosLMe ONpPOChl
pPaHAOMU3MPOBAHHBIX NPO6 (Mn
nepenucb)

Cucrematunyeckoe paccmoTpeHune
MHAI/IBVI,qyaﬂbeIX nonepeyHbIx
nccneaoBaHUM € MOCTOAHHBIM
NnpuMeHeHnemM 3TaJIOHHOro
CTaHAapTa N MaCKUpoBaHUA

CucTemMaTryecKoe paccMoTpeHme
rPYNMoBbIX NCCIE[OBaHNI OT
Havana

CncTemaTiyeckoe paccMoTpeHve
PaHAVMM3UPOBAHHBIX UCTbITAHU
UAN NCCefoBaHmMe C y4acTem
0oAHOro 60/1bHOro

CncTeMaTyeckoe paccMoTpeHve
pPaHAOMU3NPOBAHHBIX
NCCNIe[OBAHMIA, CUCTEMATYECKOe
paccMoTpeHKe rpynmnoBoro
nccnepoBaHme Tuna “ciyyai-
KOHTPONb', UCCnepoBaHme ¢
yyacTriem ogHoro 60sibHOro, o
KOTOPOM Bbl MOAHVMAET BOMPOC
W He3CneprIMeHTabHble
06cnefoBaHs C CUMbHLIM
3ddekTom

CuctemaTryeckoe paccmoTpeHme
PaHAOMU3NPOBAHHBIX

nccnefoBaHUN UM nccnefoBaHmne ¢

y4yacTtmem ogHoro 60/1bHOTO

CrcTemaTtyeckoe paccmoTpeHune
PaHAOMU3MPOBAHHbIX
1ccneoBaHnin

LWAT 2 (YPOBEHb 2*%)

CuctemaTtnyeckoe paccmoTpeHmne
NCCIefoBaHNiA, KOTopble
No3BOJIAOT CBA3ATh MX C MECTHBIMU
obcToaTenbcTBaMM **

MH,CIVIBVIAyaﬂbeIe nonepeyHble
nccnenoBaHuA C NOCTOAHHBIM
npUMeHeHnem 3TaJIoHHOro
CTaHAapTa N MaCKMpoBaHMA

lpynnoBble nccnefoBaHNA OT Havana

PaHpomr3mpoBaHHOE nccefoBaHne
W HE3KMNEePUMEHTasIbHOE
obcnenoBaHme ¢ CUNbHBIM 3pdeKkTom

WNHamBenpyanbHoe
paHAOMU3MPOBaHHOE
nccnefoBaHme (MCKNoYMTENbHO)
HeacneprMeHTasbHble
06cnenoBaHNA ¢ CUNbHBIM 3pdeKkTom

PaHgomun3vpoBaHHble nccnefoBaHna
nnn (MCKNIYNUTENBHO)
HeacrneprMeHTaslbHble
obcnefoBaHNA € CUbHBIM SGPEKTOM

PaHOomun3vpoBaHHble nccnenoBaHus

LIAT 3 (YPOBEHb 3%)

MecTHas HepaHAOMU3UPOBaHHS
npo6a **

HenocnepoBatenbHble
nccnefoBaHns, unn
nccnefoBaHna 6e3 MoCTOAHHOro
NPUMEHEHNA 3TaIOHHbIX
CTaHAapToB**

pynnoBble nccnegosaHus
W KOHTPOMbHAA Fpynmbl
paHAOMU3MPOBAHHOIO
nccnepoBaHus *

He paHpomun3npoBaHHble
KOHTpONMpyemble rpynnoBble
nccnenoBaHusa / nccnefoBaHna
C OTCNneXxuBaHmem **

He paHaoMu13npoBaHHble
KOHTpONMpyeMble rpynmnosble
1CCnefoBaHus / ccnefoBaHua
C oTCNeXxnBaHvem (noct-
MapKETUHIOBOE HabIoAEHWE)
npu yCJIoBMY, YTO €CTb
LOCTaTOYHO Lndp, 4ToObI
NCKJTIOUYNTb PAcnpOCTPaHEHHbIN
Bpea ([4na ponrocpoyHoro
BpeAa NpofomMKUTENbHOCTb
OTCNEXNBaHNA AOMKHA ObITh
NoCTaToyHa)**

He paHaoMun3npoBaHHble
KOHTpONMpyemble rpynnosble
NCCnefoBaHnA /nccnefoBaHna C
oTcnexunBaHnem**

LIAT 4 (YPOBEHb 4%) WAT 5 (YPOBEHb 5)

WccnepoBaHue cepun ciyyaes ** He npumeHnnmo

O6ocHoBaHMe Ha
OCHOBE MeXaHn3Ma

WccnepoBaHne metofom ciyyvain-
KOHTPOJIb, 1 «MJIOXWE U He
He3aBUCKMbIE 3TaJIOHHbIE

CTaHAapPTbl
*%

WccnepoBaHve cepun cnyyaes
nccnefjoBaHne METOAOM CIlyyaii-
KOHTPOJIb, MV MPOTHO3HbIe
rpynnoBble NCCefoBaHNA MIOXOro
Kayecrtsa **

He npumeHnnmo

O6ocHOBaHVe Ha
OCHOBE MexaHu3Ma

WccneposaHue cepun cnyyaes,
nccnefoBaHe MeToLOM Clyyai-
KOHTPOb, NN NCTOPUYECKN
KOHTpONupyemble nccnegoBaHma **

O6ocHOBaHMe Ha
OCHOBE MeXaHn3ma

WccnepoBaHme cepun cnyyaes,
nccnefoBaHne METOAOM CIlyyaii-
KOHTPOJIb, MJIN UCTOPUYECKN
KOHTpONMpyemble nccneaoBaHua™*

O6ocHOBaHMe Ha
OCHOBE MeXaHn3ma

WccnepoBaHue cepun cnyyaes,
nccnefjoBaHe METOAOM CIlyyaii-
KOHTPO/Ib, MJIN UCTOPUYECKN
KOHTpONMpyemble nccnegoBaHmna **

* YPOBHM MOTYT CHU3MTbCA HAa OCHOBAHUM KayecTBa, HETOUHOCTY, HeHanpaBneHHOCTb nccnepaosanua ( PICO nccneposaHua He cootBeTcTBytoT Bonpocam PICO), n3-3a HecMcTeMaTUYHOCTY UCCRe[0BaHNA, UK
13-3a TOrO0, YTO pa3mMep abcomnioTHOro adpdeKTa oueHb ManeHbKNi, YPOoBEHb MOXKHO KinaccuduumpoBatb, eciv pasmep 3dpdeKkTa oueHb 6ONbLLOWA. .
** Kak Bcerga, CcTeMaTyeckoe pacCMOTPeHMe B 06LeMm flyylle, YeM MHAUBMAYaNbHOE NCCnefoBaHNe.
OCEBM YpoBHY foKa3aTesibHOCTY paboyelt rpynnbl*. “YpoBHuM gokasatenbHoctn , Okcdopg 2011 rog”. Okcpopackuin LieHTp [lokasatenbHon MeanuuHbl. http://www.cebm.net/index.aspx?0=5653
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