I'EMODUJINA:

Hudopmarus s MEIUIMHCKOTO IepcoHaa

I'emodunmsa — HaciaencTBeHHOEe 3a00NeBaHHE KPOBU, KOTOPOMY IIOJBEPKEHBI BCE PAachl U

COIIMAJIBHBIC I'PYTIIIBI. B ocHoBe 3a001eBaHUS JTEKHUT HapylIIeHNE B X-XpOMOCOMe.

Jns opraHusanuu IOMOLIM OOJbHBIM TreModuianell TpeOyroTcs mpemapaTbl KpOBU H

BCECTOPOHHEE MECAUILIMHCKOC O6CJ'Iy>KI/IBaHI/Ie.

IIpobnemsl, cBA3aHHbIE ¢ reModuiIneil, MOryT OBITh 3HAUUTENHHO COKpAILEHbI, eciau OyxyT
MIPOBOJUTHCS COOTBETCTBYIOIME HAayYHBIE HCCIEHOBaHMSA, a OOJbHBIE CMOTYT IIOJy4YaTh
JOCTaTOYHYI0 WH(pOPMAIUIO, KOTOpas MPEICTABISACT Uil HUX HHTEpPEeC, U KadyeCTBEHHOE

MECIUIITMHCKOC 06CJ'IY)KI/IB3.HI/IC

BO3-BorI
[TPOTPAMMA 110 TEHETUKE YEJIOBEKA

[Tocob6wue mo npobiieMam reMOQIITNY 1711 METUIITHCKIX PAOOTHUKOB

JanHoe u3panue ObUIO HomosiHEHO nA-poM Ilurepom JKOYH30M M HEpECMOTPEHO A-pPOM
Kaponem Kacniepom u npodeccopom Sanom ITukom B pamkax coBmectHOU nporpammel BO3

u BOT" no ucciaenosanusM B 00JI1aCTH T€HETUKHY YEJIOBEKA

[lepBoe wmzmanue ObuTO MmoAroToBIeHO B 1992 romy n-pom Ommzaber Beppu, Mapraper
Xunraptaep, [yrmmeamo Mapuanu, HWeerr Cyntan u  uneHamu  MeOUIIMHCKOTO

KOHCYJbTaTUBHOTO coBeTa BOT.

BBEJIEHUE

Ora Opounopa npenHasHayeHa A MEAMLUUHCKUX PaOOTHHUKOB, OKAa3bIBAIOLIUX I1OMOILb
CEMbSIM OOJIbHBIX TeMO(IITUEH.

I'emodunus sBuseTcss 3abojeBaHHEM, KOTOpOE IEpenaeTcs MO HACHEACTBY M CBS3aHO C
nmojgoM 3aboseBuiero. OHO  MpOABISAETCS TOCTOSHHO B TEYEHHWE BCEH  KU3HU
MIPEUMYLIECTBEHHO Y My>K4uH. 13 5 000 ponuBIINXCsS MAIBYUKOB 3a00JI€BaeT OJUH peOSHOK
Y JAHHOE COOTHOIICHHE HE 3aBUCHUT OT Pachl M COIUAIBHO-3KOHOMHUYECKOTO MMPOUCXOKIACHHUS

1



CeMbHU, B KOTOpOH BbIsABIeHa reModmins. K KIMHUYECKMM CHMITOMaM reMO(QMINH TSDKEJIOH
(OpMBI OTHOCSTCA KPOBOM3JIMSHHS B CYCTaBbl, MBIIILBI U JPyrde TKaHU, YTO MOXKET
MPOMCXOANTh KaK CIIOHTAHHO, TaK M BCJEICTBHE HE3HAUYMTENbHBIX TpaBM. Ecmm He
IIPUMEHSIETCS] COOTBETCTBYIOLIEE JIEUEHHE, TO CyCTaB Ae()OpMHPYETCs WIM Pa3BUBaeTCA
apTPHUT, YTO 3HAYUTEIBHO COKpAIAET MPOIOJDKUTENBHOCTD KHU3HU OOJIIEHOTO reMODHITEH.
CoBpeMeHHOE JIeUeHHE TeMO(QWIMM BKJIIOYACT HCIIONB30BaHHE OE30MacHBIX, C T.3.
COJIepKaHUs BUPYCOB, KOHIIEHTPATOB HEJOCTAIOIIETO (pakTopa CBEPTHIBAHUSA KPOBH, KOTOPbIE
MOTYT BBOJUTH OOJNIBHOMY CIEIHaJbHO TIIOATOTOBJICHHBIE MEIUIIMHCKHE CECTPhl WIN
MAIIMEHTHl CAMOCTOATENIEHO BBOAAT IIpenapaThl Ha JOMY; BO3MOXKHO BBEI€HUE KOHIIEHTPATOB
¢dakTopa B 1enaX NpoMIAKTUKH. BCEcTOPOHHION MEAUIMHCKYI0 MOMOLIb OOJBHBIM
reMouirell OKa3bpIBalOT CIEUUAIBFHO IMOJATOTOBICHHBI MEIUIIMHCKUI TepCcOHall; HOBBIE
TEXHOJOTMM B O0JIaCTM T€HETHUKM IO3BOJIAIOT BBUIBIATH HOCUTENEH reMouIny;
OCYILECTBIISIETCSl TpEHATallbHAash JUArHOCTHKA 3a0oyieBaHHA. 3aMeIeHHe HEeJOCTAIOIIEro
(dakTOpa CBEpTHIBAEMOCTH KPOBH COOTBETCTBYIOIIMMH JI03aMH W Ha Haubojiee paHHUX
CTaJUsIX COCTABIISIET CYTh JIEUSHUs OOJIBIIMHCTBA CIIy4yaeB KPOBOMIUSHHUM.

Ecnmu HOBOpOXIEHHOMY, Y KOTOPOTO IMAarHOCTHpOBaHa remModwiusi, OyneT IOCTYIHO
HEOOXOOUMOE KOJIMYECTBO IIperapaToB KpOBH M KBaIM(ULIUpPOBaHHAs MEAMLMHCKAS
MOMOII[b, TO OH CMOXET BECTH OOBIUHBIA 00pa3 KHU3HM, Kak JH00OH ApYyroil uenoBexk,
pasersis OTBETCTBEHHOCTH, Kak 3a ceds, Tak M 3a CBOe OyIylnee MOKOJCHHUE, H TOKHUBET 10
CTap4ecKoro Bo3pacra.

Bpourtopa ¢ cooTBeTcTBYIOIIEH MHDOpMAIUEH co31aHa U AJIsl ceMel OOJIBHBIX reMO(UITHEN.

CXEMA ITPOLIECCA CBEPTBIBAHIM KPOBH B 3IOPOBOM OPI"AHMN3ME

B cucreme ceprriBanus 6enkoB, ¢akrop cepreiBanus VIII ( F VIII) npeacrapnser kpymHoe
coeZiMHEHKe, KoTopoe conyTcTByeT ctumysinuu ¢aktopa IX ( F IX) u dakropa X (FX) Bo
BHYTPEHHEM MeTa0oIHYeckoM mporecce. DakTop VIII nupkynupyeT B KpPOBH,
coenuHsSICH ¢ Oonee KpymHbIM OenkoMm ¢aktopa ¢on Bumnebpanma (vWF), kotopsiid
3alMIIaeT IepBblid OT (EPMEHTATHBHOrO pacuierieHusi. KonnyecTBeHHbIE U Ka4eCTBEHHBIC
HapylieHuss B 3TUX OelKax BeIyT K BO3HHKHOBEHHUIO TpeX Hambojee paclipoCTpaHEHHBIX
3a0oneBaHuii cBepThIBaHUs KpoBH. Hapymenwus, cBs3annblie ¢ ¢aktopamu F VIII u F IX,
BEJYT K BO3HHUKHOBEHHIO reMopiini A u B, COOTBETCTBEHHO, a HapyIICHHUs, CBI3aHHBIC C
¢akropom vWF BoI3biBatoT Oosie3nb poH Bumnebpanna. I'emodumus A BcTpedaercs: B IATh
pa3 uamie, yeM remoduius B, omHako kIMHMYECKH HE BbIABIsAeTcsA. PaHee B jurepaType
remoduinst B HasbiBanmach PorxaecTBeHCKO# 0O0JIE3HBIO, YTO CBS3aHO C MEPBOM ceMbel, B

KOTOpOfI 9T0 3a00s1eBaHKe OBLIO ANarHoCTUpPOBAHO.



CXEMA HACIJIEJIOBAHM S 3ABOJIEBAHU I TEMO®UIIUEN

Iemodumio MOKHO paccMaTpUBaTh KaK KIIACCHYECKUH 00pa3el peecCHBHOTO 3a00IeBaHMs,
CBSI3aHHOTO C MOJIOM YeJIOBEKa. I 'eHbl, KOTOophle KOHTpOIupyroT npousoactBo F VIII u F IX
, 00a HaxomsaTcst B X-XxpoMocoMme. B cBsi3u ¢ TeM, YTO My>XYMHBI UMEIOT TOJIBKO OJHY X-
XpOMOCOMY, TIPH HApYyIICHUSX COOTBETCTBYIOIIETO T'eHa OyaeT oTcyTcTBoBaTh cuHTe3 F VIII
n F IX. Yenosek, crpagaromuii remModuimei, nepeaaer CBOI0 aHOMAIBHYI0 X-XpOMOCOMY
BCEM CBOWM JIOYEPSIM, & CBOIO 3/I0POBYIO Y-XPOMOCOMY CBOMIM CBIHOBBSIM. Takum 00Opazom,
BCE €r0 CHIHOBbS OyAyT 3H0pOBBI, M YyXe He OyIyT IepelaBaTb aHOMAJbHBIH I'€H CBOMM
JIeTsIM, a BCE €ro Jo4Yepu CTaHyT HOCHTENISIMH aHOMajJbHOro X-reHa. bepeMeHHOoCTh
JKEHIIMHBI-HOCUTENSI ~ MOXET Ppa3peIIuThCsl YEThIPbMSI BO3MOXXHBIMM IYTSIMH: MOTYT
pOIUTBCS  JOYb-HEHOCHUTENb, 3JO0POBBIM  MalbUMK, JIE€BOYKA-HOCHTENb W  MAaJbyHK,
crpanatonmii  remoduiueit. CremoBaTtenbHO, PHUCK POJUTH peOCHKa, CTPAJAIOIIETO
reMo¢mmeii, coctaBiuseT 25% WM Kaxaas deTBepTas OepeMeHHOCTh. Ciydau pOXICHUS
JIEBOYEK, CTpajarolux reModuineid, kpaiiHe penku. Takoe BO3MOXKHO, e€ciM oTel OoJieH

FeMOCbHJIHCﬁ, a MaThb ABJIACTCA HOCHTCIICM.

BBIABJIEHUE HOCUTEJIA TEMO®UIINN

Hcxons n3 cemeitHON MCTOpUM KaKAOTro OONbHOrO remModuivel, HocuTeneld 3aboieBaHus
MOXXHO YCJIOBHO DPa3/IeJNTh Ha JIB€ TPYMIBI - «OOJIMTaTHBIE» U «BO3MOXHbIE». K Tpymre
«OOJIMTAaTHBIX)» OTHOCUTCS Ta KEHIIUHA, Y KOTOPOM oTel] 00JeH reMo(Iineii Win y Hee ecTh
JiBa WK 0ojiee ChiHA OOJBHBIX reMO(HIIHel, K 3TOW IPyIIe OTHOCSITCS TaKKe YKCHIIUHBI, Y
KOTOPBIX €CTh OJMH CBIH, a TAKXKE POJCTBEHHUK-MY>KUKMHA 1O JTUHUU MaTEpH, CTPaJaIoIIue
remopmnmeir. K rpymme «BO3MOKHBIX» HOCUTENEH TeMOQWINKA OTHOCATCS JKEHIIWHBI, Y
KOTOPBIX B aHaMHE3€ OJIUH U 0oJiee POJCTBEHHHUKOB, CTPAJAIONIUX TeMO(IINEH MO JIMHUU
MaTepH, OJHAKO CBOM CBHIHOBBS 3JI0POBBI, a TAKXKe T€ KEHIIUHBI, y KOT0 reModuineil 6oneH
TOJIBKO OJIUH CBHIH, & Y APYTUX POJICTBEHHUKOB-MYKYMH TAKOM TUAarHO3 OTCYTCTBYET.
BonbmmHCTBO HOCUTENEH TeMOGUINN ACUMITOMATHYHBI, OJJHAKO, HEKOTOPBIC JKEHIIUHBI, Y
KOTOPBIX 0COOEHHO HH3KWI ypoBeHb aktuBHOCTH (aktopoB F VIII u F IX, moryr ObITh
CKIIOHHBI K TOMY, YTO y HHX JIETKO OOpa3ylOTCs KPOBOIIOATEKU, HAYMHAETCS YpPE3MEpPHOE
KPOBOTEUYCHHE TIOCIIC OMEPATUBHOTO BMEINATEIbCTBA WM yINAICHHs 3y0a, a TAaKKe MOTYT
MIPOSIBIISITH IPYTHE MPU3HAKH, BKITFOUAsk MEHOPPATHIO.

YpoBeHb aKTHBHOCTH (DaKTOPOB CBEPTHIBAEMOCTU KPOBU Y HOCUTENEH reMo(uiIny mouTH He
OTJIMYAETCS] OT HOPMBI, ¥, TAKUM 00Pa30M, BBISIBICHHE HOCUTENS TOJBKO IO aHAIN3Y KPOBH,
OTIPEICTISIONIETO YPOBEHb aKTUBHOCTH (PAKTOPOB €€ CBEPTHIBAEMOCTH, HE BO3MOXKHO.
IlepBbIM mIaroM B MPOIECCE MPUHATHUS PEHICHUS O TOM, SBISIETCS >KEHIIUHA HOCHUTEIEM
remodpuiann A wid B, MOMKHO CTaTh COCTaBICHHE IOJAPOOHOTO CEMEHHOro JpeBa.
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OTHOLLIEHNE JKEHIMHBI-HOCUTENS K MY KUHHE, CTpajarolieMy remMo¢uinei, Oy1eT BbIIBIEHO
yepe3 ee OTHOLIEHHE K CBOEH MaTepu M ee poJCTBeHHHKaM-KeHInHaM. Crenyromui mar -
ompeneneHre ypoBHA akTUBHOCTH (pakropa ceprbiBaeMoctd F VIII u anTHrena ¢axropa
¢oH BumneOpann, eciad BO3MOXHO HOCHUTENBCTBO reMo(wind A, M ypOBHA aKTHMBHOCTU
¢daxTopa ceepreiBaeMoctd F IX, ecnm Bo3moxxkHa remoduiuuss B. B cBasu ¢ Tem, uTo
CYILLIECTBYET €CTECTBEHHAs BapUaTUBHOCTb, PEKOMEHIYEeTCA IIPOBOAUTH aHAIU3 KpPOBU
OTJENBHOIO MalleHTa He MEHee TPeX pas.

JlaHHBIH aHATM3 MTO3BOJISIET, IPUMEpPHO, B 80% ciTydacB BEISIBIATE HOCHTEIS TeMOGHINT A H
B 50% ciy4aeB — Hocutens reMmoduianu B.

B cnyuae, ecnu onpeneneH HOpMaibHBIA YPOBEHb aKTUBHOCTH (PaKTOPOB cBepThIBaeMocTu F
VIII u F IX, aT0 HE ABAseTCs] JOCTOBEPHBIM J0Ka3aTEIbCTBOM TOTO, YTO JKEHIIMHA HE HECET
I'€H, BBI3bIBAIOLIMH 3a00sieBaHKE reModuneil.

TperbuM, W HauOoiee TOYHBIM ILIATOM B IIPOLIECCE BBISABICHHS HOCHUTENS TeMO(QHINH

serisiercs ananu3 J{HK, koTopsiii Taxke Hanbonee BaXKeH U IpY IPEHATAIbHOW TUarHOCTHKE.

NCITIOJIb3OBAHUE METOJA TTIOJIMMOP®U3MA B TMATHOCTUKE

OOBIYHO TIPH BBISIBJICHHH HOcHTENS TreModuinu metofgoM ananmusa JJHK u B npenaraipHOM
JIUArHOCTHKE UCIIONIB3yETCsl METOJMKA U3yUYeHUsl HacienoBanus nonmumopdusma JHK wmu B
npenenax reda F VIII wiu F IX (uHTpareHHas) MM B TECHOW CBSI3W C JaHHBIMH (DakTopaMu
(akctparennasi). IlomoOHoro poma mnomuMopdu3mbl (MU MONMUMOP(U3M  UIMHBL
orpanndeHHoro ¢parmenta (RFLP), niam HEmocTOSHHOE YHUCIIO TaHIEMHBIX JYIUIMKAIUN
(VNTR)) BeayT Kk TOMY, 4TO IIPU UCIIOJIB30BaHUN METOAUKU MHTPAr€HHOro MojJuMopdusma B
pabote c cembeil B 95% cnyyasx 3To Oyaer MHGOPMATHBHO U MOXHO OXHAaTh Oosee 99%
CTENeHN AOCTOBEPHOCTH. B Tex ke ciyuasx, KOrja MMeEeT CMBICHI HCIOJb30BaTh TOJBKO
AKCTPAreHHYI0 METOJIUKY, CTEIICHb JOCTOBEPHOCTU CHIKaeTcs 10 95%. [lanuast undopmarus
SIBIISIETCSI OYEHb Ba)XXKHBIM KOMITOHEHTOM B IpEHATalbHOW nuarHoctuke. Ha mecsaroil Henene
OepeMeHHOCTH WM I03/1Hee, MOKHO dKcTparupoBars JIHK miona u3 BopcuH XopuOHaA 1Jis
aHanM3a Ha HaJW4Yhe COOTBETCTBYIOIIEr0 HH(M)OPMATUBHOTO IOIUMOP(PHOTO MapKepa,
KOTODBIi TIPEBAPUTENIFHO BBISBISIETCS Y MaTepu. BbISBICHHE HOCUTENS TeMOQHINH
METOOM CeMeHHOro wuccienoBaHusi TpeOyer mnposeneHus ananuza JHK Heckombkux
OJIMKAWIIMX POJCTBEHHUKOB, BK/IIOYas OOJBHOrO reMouineii, a Takxke poauTenei
IIPeoyiaraéMoro Hocurend. s MOJHOTHI aHanu3a, a TalkoKe A HWACHTU(QUKALUU WU
UCKIIIOYEHUS JPYTUX HOCUTEJEeH NPEANOYTHTENbHO MNPHBIEYb K MPOLENype, KaK MOXKHO

OOJIBITIC POJICTBCHHIKOB.



BBISBJIEHUE CHELU®UYHBIX HAPYIIIEHUI TEHA

(Hanpumep, aenenus, TOUeYHas, HHCEPLMOHHAs MyTallud UJIX WHBEPCHS)

Jlannple cnenuduyeckue HapyIIeHWss TeHa BCcE 4alle WICHTUQUIUPYIOTCS, Kornaa
HCIIONB3yETCs TEXHOJIOTHSI, OCHOBaHHas Ha YCUJICHUH CHeU(PUUECKUX
nocaenoBarebHocTe ocHoBaHni B JIHK ¢ momomipio T.H. KOXKHOTO MeTOHa IMOCTaHOBKHU
KISIKC Wi TonuMmepHoi nenoyHod peakumu (PCR) ¢ menbio BbieleHWS Ha aHaju3
JIOCTaTOYHOTO KOJHW4YecTBa. JlaHHbIE METOJbI MIPUMEHSIOTCS TOJBKO B CHEIHATN3APOBAHHBIX
LEHTpax W TpeOYIOT BBICOKOW MOJIOTOBKH IepcOHaNa. BeposTHO, uYTO JanbHeime
pa3paboTKH B IaHHOW 00JaCTH MPUBEIYT K 3HAYUTEILHOMY YIPOIIECHHUIO 3TUX MPOLEAYP, YTO
chenaeT ux 0ojee MPUEMIIEMBIMU JJisi PYTUHHOTO T€HETUYEeCKOro ucciiefoBanus. OnHol u3
Han0oJee BaKHBIX pa3pabOTOK 3a MOCIeIHee BpeMsl, KOTOPOe ITO3BOJISIET UIASHTH(PUIINPOBATh
aHOMAJIBHBIN reH y mouTH 50% HCHBITYeMBIX OONBHBIX TeMOQHINel A, MPOTECTHPOBAHHBIX
HOXHBIM METOIIOM KIISIKC, BKIIOYaeT WACHTH(OUKAIIMIO WHBEPCHHU B YaCTH X-XPOMOCOMBEL.
WNuBepcus Bei3biBaeT pasaenenue reda F VI Ha nBe oTnenpHbIe 4acTU U NOCIEAYIOMIYIO €ro

HECTOCOOHOCTh (PYHKIMOHMPOBATH HOPMAIILHO.

[NPEMMVYILECTBA AHAJIM3A IHK

Kak B cityyae BbISBICHUS IOBPEXIEHUN I'eHa, TaK U IPU aHanu3e noauMopdusma, Tpedyercs
obpazenr JJHK, xoropas oOblMHO H3BIIEKaeTcs M3 oOpa3la KpPOBU IOJHOTO XMMHYECKOTO
coctaBa (TpeOyrorcs Oenble KpoBsiHble Tenbla). llpeumyinectso ananuza JIHK nepen
AQHAM30M, BBIABIAIOUIMM YPOBEHb AaKTUBHOCTH (DaKTOPOB CBEpPTHIBAEMOCTH KPOBH,
3aKIII0YaeTca B TOM, YTO OH 0oJiee TOUYCH MPH BBISBICHUH CTAaTyca HOCUTENS TeMO(WINU U B
IIpeHaTaJIbHOM JuarHoctuke, U B ToM, 4ro JJHK crabuibHa B 3aMOPOXEHHOM COCTOSHHU
(ecnu, Hampumep, KpoBb He (pakuumoHupoBanHa). OOpaslbl KpPOBH MOTYT OBITH JIETKO
TPAHCIIOPTUPOBAHBI U TIPOAHAIN3UPOBAHBI JJAJKE MTOCIIC HECKOJBKUX JIET XpaHeHus1. OCOOCHHO
BXHO COOMpaTh Kak MOXHO Ooimbmie 00pa3loB KpoBH OOJBHBIX TeMmodwimed (u
COOTBETCTBYIOIIMX WICHOB HMX CeMei) W OpraHM30BHIBATh HX XPAaHEHUE MAJS HayYHBIX
uccnenoBanuii B Oyaymem. B TIpuinokeHMHM K M3AQHHI0O MOXXHO HANTH pPEKOMEHIalNH

BceemupHnoii denepannu remodunuu o coopy u xpanenuto oopasios JJHK.

[MTPODPUIIAKTUKA TEMO®UIINHN.

U3zbexath poxaeHus peOeHKa OONBHOrO reModuinell BO3SMOXXHO TOJBKO MPU YCIOBHH, YTO
OyAyT MpoBelIeHbl JTOCTOBEPHOE BbIABIEHHE HOCUTENeH reMo(MIMKM M KOHCYJNbTalUU II0
BONpOCaM TPEHATAIbHOW JOUAarHOCTHKU. Eciu JKeHIIMHa paHblle oOpaTHTCS 3a
KOHCYJIbTallield OTHOCHUTENFHO BO3MOXKHOCTH MATE€PHHCTBA JJIsI HEE WM 10 TIOBOAY
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HEOOXOMMMOCTH MpephBaTh OEpeMEHHOCTh, ATO IPHHECET €if MEHBIIe SMOIMOHATBHBIX
pa3pylieHuii. PekoMeHIyeTcss Takke MPOBOJWTh TIEHETHYESCKUE HCCIENOBAaHHUS CO BCEMHU
YJIeHAMH CEMbH, KaK TOJIBKO TeMOo(WiIMs IUarHOCTHPOBaHA Yy OJHOTO M3 €€ UICHOB.
[penmoutHTeNnEHO COOOIIATh AETSM 00 MX cTaryce HOCHTENS TeMO(QHINK B TOM BO3pacTe,
KOTJ]a OHU B TIOJIHOW Mepe TOTOBBI 3TO 0CO3HaTh. OOBIYHO STO CTAHOBUTCS BO3MOXKHBIM B
Bo3pacTe 12 yeT, 0OJlHAKO, OYEBHUIHO, YTO WHOTJIA CTAHOBUTCS HEOOXOIUMBIM TPEIOCTABUTH
peberky nHbopManuio u B 6onee paHHEM BO3pacTe, €CId YPOBEHb aKTUBHOCTH (pakTopoB F
VIII wnum F IX HAaCTOIBKO HU3KH, YTO HEOOXOANMO PETYISPHOE JICUCHHE.

HeoOxomuMo TOMHHUTB, 4YTO B IIpOLECCE AaHANIW3a HE TOJBKO BBIIBISICTCS HOCHTENH
reMOQUIHA, HO U MOXET OBITh IONYYEH PE3yJbTaT O TOM, YTO HCIBITYEMBIH HE SBIAETCS
TaKOBBIM.

OueHb Ba)XKHO 00€CIIeUnBaTh KOHCYJIBTHPOBAHHE MO BOIPOCY O HOCHUTEIEe TeMO(GIINT TaKUM
00pa3zom, 4yTOOBI NpH JTFOOOM CBOEM PEIICHHH XCHIIMHA He HCIBIThIBAala YyBCTBA BHUHBI 32
cBoii BbIOOp. [lpm o0OCyKIEHWUHM AacleKTOB TEHETHKH KpaiHe 3Ha4yuMO He OOXOIUTh
BHIMaHHEM caMUX OOJbHBIX reModuuuedl. MmeanpHO, €y CYIIECTBYET CIIELHANUCT 10
TCHETHYECKOMY KOHCYJIbTHPOBAHUIO, OOJIQAIONIMK CHENUAIbHBIM 3HAHHEM O TeMOQHIUH,
OJTHAKO BO MHOTHX CTpaHax 3Ty pa0OTy BBHIIOJHSET METUIMHCKUI mepcoHan. Kro Obl HU
BBIMOJHAT pabOTy MO TEHETHYECKOMY KOHCYJIBTHPOBAHHUIO, NAHHBIA CHELUATIHCT IOJDKEH
MOMHUTh, YTO HU OJHMH TECT HE SBISACTCS OKOHYATENHHO IOCTOBEPHBIM M BO3MOXKHOMY
HOCHTEITIO TeMO(QHINN HHOTIa MOKHO COOOIIATh JIMIIH O BEPOSITHOCTH PUCKA, @ HE 0 TOYHOM
IUarHo3e TOro, 4YTO JKEHIIMHA SIBISETCS HocuTeneM remodunnu. Beibop mins HocuTenen
reMOQMINH W WX MApTHEPOB MOXET 3aKII0YaThCS B CIEAYIONIEM: OHH MOTYT HPHHATH
pemieHne — He WMeTh peOeHKa WM  YCBIHOBHTh YYXKUX JIeTeH, MpPOBECTU
MPEUMIUIAHTAIIMOHHYIO JHAarHOCTHKY, KaK 4YacThb OIUIOJIOTBOPEHHS «HH BUTPO», WIIH
MPEHATABHYIO0 AUAarHOCTUKY, B TOM YHCIIE, POTUTH ChIHA OONBFHOTO reMO(MINeH Wi 10Yb-
HocuTens remo¢unuu. Ecnu Oyner BbiOpaHa amarHocTHka, TO mpu 3Tom Ha 10 Hexmene
OEepeMEHHOCTH HJIM TI037[Hee OyJeT CliellaH TeHEeTHYSCKUH aHallu3 XOPHAaIbHBIX BOPCHH, Ha
14-15 Henene — IMyHKIUS IUTOTHOTO ITy3BIPs [UIS OIpENeNIeHUs Iojia Iuioja U Ha 18 Hemene
aHamM3 KpPOBHM IUIOAA JJIs ONpeneNeHUs ypoBHA (DAaKTOPOB CBEPTHIBAEMOCTH KpPOBH.
Heo6xoaumo, 94ToObI JaHHBIE TECTHI IIPOBOJMIIUCH B CHICIIUANTN3UPOBAHHBIX YUPESIKICHUSIX.
Jaxe ecnu NiIaHUPOBaHHE CEMbU OyIET MOCTPOEHO IOCTATOYHO 3(P(EKTHBHO, POXKIACHHE
O0JIbHBIX TeMOo(pWInell B TFOOOM clly4ae HEBO3MOXKHO CIIPOTHO3MPOBATh a0COIOTHO, TaK KaK
20-30% ciyyaeB pOXKAEHMsS TaKuUX OOJIBHBIX OTHOCATCS K CEMbSIM, KOTOpble HE ObLIM
3apEruCTPUPOBAHBl B TPYIIE pPUCKA, M THIOTETHYECKH SIBISIOTCS PE3yJIbTaTOM HOBBIX

MyTalHN.



CTEINEHD TSKECTHU 3ABOJIEBAHUS TEMO®UWJINEN.

Knuanueckass kapTWHa JaHHOTO 3a00JIEBaHUS 3aMETHO PAa3lIMUacTCs OT CEeMbH K CEMbE,
0JIHAaKO, B TIpeJeax oJHOI ceMbu 0OJbHbIE FeMO(UINEH YTIEHBI, B OCHOBHOM, UMEIOT OJIUH U
TOT K€ YPOBEHb aKTUBHOCTH (hakTOpoB cBepThiBaeMocT kpoBu F VIII nmn F 1X.

HopMansHbIH ypOBeHb aKTHBHOCTH (hakTopa Bapbupyercs B mpexenax 50-150%, omnako, y
MAaLUEHTOB, Y KOTOPBIX JaHHBIN Mokaszarenb cocTaBiseT 30%, pelko UMEIOT 3HaYUTEIbHbIE
KPOBOTCUCHUS, U OOHApyXMBAIOT CBOE 3a00JE€BaHME TONBKO TOTHA, KOTZAA ITOJBEPTaroTCs

Cepbe3HOH Olepaluy WK TpaBMe.

Tabmuna 1 KITIACCUOUKALNWA TUIIOB TEMO®UIINU

% daxTopoB CreneHb MpOsIBICHUS

OCHOBHBIE XapaKTEPUCTUKH
F VIII i F IX reMopuInu

YacTble CIIOHTaHHbBIE

KpoBoTeueHus. TecTol Ha
1% wnu Menee
Tspxenas CBEPTHIBAEMOCTh KPOBHU
(> 0,01 ex-1/mi)
BCET/Ia BBISABISIOT

1aToJIOTUIO

OTaenbHbIC CIIOHTAHHBIC
KPOBOTCUYCHHUS.
>1-5% KpoBoreuenus nocie
Cpennsisa
(>0,01 — 0,05 ex-u/mn) HEOOJIBIIUX TPABM.
JnurensHOEe YacTHIHOE

BpeMsi TpPOMOOILIaCTHHA

KpoBoTeueHus: BOZHUKAIOT
TOJIBKO MOCJIE TPABMbI WU

onepanuu. TecTsl Ha
>5-30%

(0,05 — 0,03 en-u/mn)

Jlerxas BEIIBIIcHUE TecThl HA
CBEpTHIBAEMOCTH KPOBU
MOTYT OBITh B Mpejienax

HOPMBI

AHOMaIbHBIE KPOBOTEUCHUS
MOTYT MPOSIBISTHCS UJTH HET
30-50% * IIOCJIE OIEPALMU HIIU
Ouenb gerkas
(0,3 - 0,5 en-/mn) TpaBMbL. TecThl Ha
CBEPTHIBAEMOCTH KPOBHU

00OBIYHO B HOpME

* OKOJIO OZIHOM TPETH HOCUTENCH reMO(UINKU UMEIOT YPOBEHb (hakTopoB 15-50%.




Tsoxenas dopma remodunuu (Menee 1% F VIII wiu F IX)

I[JII/ITGHBHLIC WX TIOBTOPAKOINHUECSA KPOBOTCYEHUSA MOI'YT BO3HHKAThb B OJHOM WA boiee
MECTax OJAHOBPEMCEHHO IIOCJI€ TpaBMbl, KOTOpass Ha CTOJIbKO HCE3HAYUTCIIbHA, 4YTO
KPOBOTCYCHUE, TAKHUM 06pa30M, OKa3bIBACTCA CIIOHTAaHHBIM. KpOBOTe‘IeHI/IC, B OCHOBHOM,
BHYTPCHHEE, KOTOPOC BEACT K KPOBOUBJIUAHUAM B CYCTaB (reMaprosaM), B MBIIIECYHYIO

TKaHb WK JIIOO0YI0 APYTYI0 MATKYIO TKaHb (reMaroma), Apyrue opransl win B oosacta [THC

(Tabnuma 1 u 2).

Tabnumna 2. Bo3aMoxkHBIE MeCTa KPOBOU3ITUSHUN

Tun kpoBOM3NMUSHUS YacrotHOCTh ciydaes (%)
T'emaptpo3bl 70 - 80
['eMaTOMBI B MOJKOXXHBIX U MBIIIICYHBIX
10-20
TKaHAX
Jpyrue BUIBI 4AaCTO CITYYaIOLIUXCS
5-10
KPOBOTEUCHU
Kposoreuenus B o6mactu [ITHC <5

Tabnuua 3. PacipocTpaHeHHOCTh KPOBOU3IMAHUM B 3aBUCIMOCTH OT CycTaBa

MecTto remapTposa YacroTHOCTH citydaeB (%)

Koneno 45
JlokoTh 30
TOJICHOCTOIIHBIN CyCTaB 15
3anscTee 3

[Tneuo 3

benpo 2

Hpyroe 2

YacToTy cilyuyaeB KpOBOTEUEHMH MOXHO OTMETUTh y peOeHKa elle B paHHEM BO3pacTe,
HampuMep, IMociie mpouenaypbl odOpezaHus. Yacto o0pa3yloTCsi CHHAKH C NPHUITyXJIOCTHIO
BOKpYT HUX. YacToTa X 00pa3oBaHHs U HHTEHCUBHOCTH MOTYT BBI3BIBATh MOJ03PCHUE O TOM,
410 pebeHka n30MBalOT. 3aMETHBIE OMyXOJH U HeXXelNaHue peOeHKa MOoIb30BaThCsl PYKOH Win
HOT'OH CBUJETENLCTBYIOT B PAaHHEM BO3PAcTe€ O TOM, YTO €CTh KPOBOTEUEHHE B MBIIICYHOM
TKaHU WM B cycraBe. KpoBoTeueHus 3o pra wid B 00JacTH A3bIKA YAaCTO MMEIOT MECTO B

AaHHOM BO3pacTC U CBA3aHbI, B OCHOBHOM, C MIaACHUSAMMU.




IToBTOpHBIE KPOBOTEUYEHHUs] B CyCTaBaxX, KOTOPbIe HE JIeYaTCsl WM JedaTcs HeaJeKBaTHO,
MOTYT TpPUBECTH K paHHEHl WMHBANUIHOCTH, KaK CJIEJCTBHE MOPAXKEHHS CHHOBHANBHOM
000JIOYKH 1 TTOBEPXHOCTHBIX IMOKPOBOB cycTaBa. /laHHBIE HapyLIeHUS MOTYT IPUBECTH U K
THIOTPO(UH MBIIIEYHBIX TKaHEH, c1ab0CTh KOTOPBIX, B CBOIO OUEPEb, CTAHOBUTCS OJHOM U3
MIPUYUH MOBTOPHBIX KpoBOTeueHUH. Eciu B cycTaBe 0TMeuaroTcsi MOBTOPHBIE KPOBOTEUEHUS,
TO €r0 Ha3bIBAIOT “‘CyCTaB- MUIIEHB .

CrayuaroTcsi TakkKe KpOBOTEUEHHMsS W3 HOCA, JKeNy[JOYHbIE, BHYTPH POTOBOM IIOJIOCTH,
reMarypus, KOTOPbIE MOTYT OBITH OOCTAaTOYHO ITPOAOJDKUTCIBHBIMUA. B HOIIO6HI>IX clrydasax
HEOOXOMUMO Cpa3y K€ MCKIIOYUTh MECTHBIE NPHUYMHBI KPOBOTE€UYEHHsA. B mporiom 6buin
pacnpocTpaHeHbl HMHTpaKpaHUaldbHble KpoBoTeueHus u B obmactu LIHC, kotopble uacto
uMenu (atanbHBId UCXOJ, OJJHAKO, HX YacTOTa CHU3WIACH, KaK pe3yJbTaT paHHEeH Tepamuu
BCEX MOBPEXAECHUN B 0011aCTH ro10Bbl. KpoBou3nusHMA B 001acTH 1IeH U 3a OPIOIIMHON Tak
JK€ COCTaBIIOT MMOTEHIHAIBHYIO YIPO3Y JKU3HH.

KpoBoTeueHuss mpoucXo[saT B pe3yibTaTe TpaBMbl, a TakXke II0CIe XUPYPru4ecKoro
BMEIIATENbCTBA, YJaleHUs 3y00B WM BHYTPUMBINIEYHBIX HHBEKIMHA. VMMyHH3anuo
IpEANOYTUTECIIBHO MPOBOAWUTL IMOAKOXHO, ITPUHUMAA oco0bIe MEpPBI MPEAOCTOPOIKHOCTH,
UCIOJIb3Ysl TOHKHE UIJIBI M 00€crednBas MECTHOE JABJEHHE B T€UEHHE ISTH MHUHYT HOCIE

HWHBCKINH.

I'emounus cpenneil sxecta (> 1 -5 %)
VIHTeHCHBHOCTDh KPOBOTEUEHHH Takas ke, Kak NIpH TsHKenoil (opme reModuianu, TOIBKO
4acToTa 3HAYUTEIbHO CHIDKEHA U SBHO COOTHOCHUTCS ¢ TpaBMaMHu. llpu cpenHeil Tspxectu
reMO(QUINM YMEHBINAETCS BEPOATHOCTh MOJyYeHHS HWHBAIMIHOCTH. CIydaroTcsl Takxke
WHTEHCHBHBIE KPOBOTEUEHHUS MOCIE BCeX (DOPM XUPYPrUIECKOTO0 BMELIATEIHCTBA U Y NAJICHHS
3y00B. MeauuuHCKUe MpenapaThl PeKOMEHYeTCsl BBOJUTh JaHHBIM OOJBbHBIM IE€POpPalbHO,
PEKTaJIbHO UM BHYTPUBEHHO, HO HE BHY TPUMBIILIEYHO.
Cnabas hopma remoduiinu (>5 — 30 %)

MHorue nroau, co cinadoii Gopmoii reMoINY Y3HAIOT O JaHHOM JHarHo3e B 0ojiee MO3HHM
MEPUOJ] JKU3HHU, €CIIM B PE3yJIbTaTe XUPYPrHYECKOro BMEIIATENbCTBA, yAaleHUs 3y0a WiH
TpaBMBbl HAYWHAETCSI HEOOBIYHO CHIIBHOE KPOBOTEUCHHE. Y OITHX JIIOJEH TaKKe CIydaroTCs
KPOBOM3JIMSIHUA B MBIILICYHBIE TKAHU WM CyCTaB I10CIIE 3HAYUTEIbHOIO TPAaBMUPOBAHMUSL.
Hereit, cTpagaomux reMopuiIneid HeoOXOJUMO IOOUIPSATh BECTH OOBIYHBIN 00pa3 >KU3HH,
OJIHAKO, OHU M MX POIUTENH O00s3aTeNbHO [ODKHBI 3HaTh O IOTEHLUAIBHO OIAaCHBIX

NOCJIEACTBUAX TpaBM IJIsI HUX.



JMATHOCTUKA

[lepBbIM IIaroM B AMArHOCTHKE pEKOMEHAyeTcsi cOOp MOAPOOHOI MCTOpPHU MalKeHTa U ero
CEeMbH, CONPOBOXKIAEMbI OCOOBIMM BOIpPOCAaMM O CKJIOHHOCTH K 0Opa3oBaHMIO
KPOBOIIOATEKOB (KaK MOBEPXHOCTHBIX, TaK M TIyOOKHX), KPOBOTCUCHHUSAX IOCIE 0Ope3aHMus,
yAajeHus 3y0OB WM TOH3WUIDKTOMHH, a TaKKe O YacTOTe KPOBOTCUEHHWH Yy OJU3KUX
POINCTBEHHHMKOB. Y J1000r0 4YenoBeKa C MNPOAOJDKUTENbHBIMU WM  HEOObSICHUMBIMU
KPOBOTCUCHUSIMH HEOOXOJMMO TPOTHO3UPOBATH BEPOSATHOCTh T'eMO(QHIMNH H TPOBOJUTH
COOTBETCTBYIOLINE TECTHl U aHAIU3BI.

BropeiMm miaroM Heo0XOIMMO TPOBECTH TECT Ha TIeMOCTa3: HPOJOJDKUTENIBHOCTD
KpoBoTeueHus mo BpemeHn APPT - BpeMsi akTHBHPOBaHHOTO YaCTUYHOTO TPOMOOILUIACTHUH,
Bpemsi obOpazoBanus mporpombOuna (PT), Bpemsi kpoBoTeueHHs OOBIYHO OTMEUAETCS «B
HOpME», T.K. pu reMominu (QyHKIUH TPOMOOIMTOB HE HapylieHbl. B 3aBUCHMOCTH OT
censzutuBHOCTH Tecta 3Tant APPT, KoTopsIil tocTatouHo MpocT, HEOOXOIUMO MPOUIUTH, €CITN
BBISIBJICHBI YPOBHH (DakTOpPOB cBepThIBaeMOCTH KpoBu MeHee 30%. Kak Obl Tam HU ObUIO, Y
HEKOTOpPBIX ~ OONBHBIX, CTpajalomMx crnaboil  ¢opmoil  remModuiInuu, pe3yJbTaThl
CKPUHUHIOBOIO TeCTa MOIYT oOka3aTtbcsi B HopMme. Ecinu APPT BbIABIS€T HEKOTOpbIE
aHOMAaJIMM WK B UICTOPHH CEMbU NallMEHTa OTMEUYEHBI HapyIIEHUs! KPOBU, TOTJa HEOOXO0IUMO
MPOBECTH aHAJIN3 YPOBHS aKTUBHOCTH (PAaKTOPOB CBEPTHIBAEMOCTH KPOBH, IS KOTOPOTO,
BEpOSATHO, MaleHTa HeoOxoauMo OyneT 1ociaTh B CHELUATU3UPOBAHHBIA IEHTD.
Heo0x0oauM0o NOMHUTB, YTO AMArHO3 ci1aboi (hOpMbl reMO(UINH MOXKET ObITh 3aTPyJHEH, B
cllydae, eclId YeloBeK ObLI MOJBEPrHyT omlepauuu, Tak kak yposeHb F VIII nonnumaercs B
OTBET Ha CUTYyalMIO CTpecca, Toraa (akTOpHBIA aHanu3 HEOOXOAUMO MOBTOPHUTH MO3JHEE
eme pas.

IIpu nepBoHauasbHOM OOCIENOBAHUHU MAIMEHTa W BO BpeMs JaJbHEHIIMX pPeryJIIpHBIX
KOHCYJIbTalluii He00X0AUMO OpaTh 00pasLbl €ro KpOBH

JUISL aHAJIM3a Ha HAIMYHe UHTHOUTOPOB (PaKTOPOB CBEPTHIBAEMOCTH KPOBH, BUPYCOB I'elaTHTa
u BUY-undexnuu. Y 601pHBIX TeMopunneld A cnaboit u cpenneit hopmsl (nedunut paxropa
F VIII) HeoOxoamMo mpoBepuTh peaknuio Ha mnpumeHeHne DDAVP  (mecmompeccus,
MUHHPHH), T.K. JaHHBIA (apMalleBTUYECKUI TpermapaT MOXET I03BOJHUTh H30ekKaTh
MIPUMEHEHHUE MPOAYKTOB KPOBU (CM. pazzen «Tepanusy).

UYro HE0OXOIMMO YUHTHIBATH MPH KPOBOTCYCHUSX

BonbHOl TspKenoil gopMol remMopuiMM OOBIYHO JIETKO MOJXKET ONPENeNUTh Haaudue
KPOBOTEUEHHUS IO XapakTepy OoJiM, KOTOPYIO OH HCHBIThIBaeT. YacTo ManueHT 4yBCTBYET
00JIb JI0 TOTO, KaK TOSBISETCS MPHITyXJIOCTh, MOTEPsl MOJBIKHOCTH CyCTaBa MU JIPYTHE
OueBHJHBIE CUMITOMBL. Bpau u Mexncectpa IODKHBI OBITh OCOOCHHO BHHMMATENbHBI K

xKanobaM TalMeHTa W cpa3y MPHCTYNaTh K TEpaluH, He OXKHIASCh, KOT/A TPOSBATCA
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BUAMMBIE CUMITOMBI. KpoBoTeueHHe MOXKET HpPOSBUTLCS B 1000 BpeMms 0e3 3aMeTHBIX
MIPUYMH, U JICUEHHUE CIIeyeT HauaTh, Kak MOYKHO ObICTpee MpH:

KpPOBOTEUEHUU B CYCTaBe

KpPOBOTE€UEHUH B Mblle. OTCPOUYCHHOE JIEYEHUE MOYKET MPUBECTH K CIABJIMBAHUIO COCYJIOB
Y HEPBHBIX ITyTeH.

paHax B o0ylacTW LIeW, pra, sA3bIKa, JIMIA M I[aza. JIuTesnbHble KPOBOTEUEHUS B 3TUX
001aCTSIX MOXKET IPUBECTH K TOMY, YTO OYJIeT IIEPEKPHIT AOCTYII BO3AYyXa.

ylapax IO TOJIOBE M HEeoOBMHOW TronoBHOH Oomm. B 30% ciryuaeB MHTpakpaHHANBHBIX
KPOBOTEUEHHUI1 OHU HE UMEIOT B IIPEIBAPUTEIILHON UCTOPUH KaKUX-THOO TPaBM.

OOMJIBHBIX U IPOJIOJKUTEIIBHBIX KPOBOTEUEHHUSAX B JII000H 00sacTH.

CHWJIHOW OOJIM WIIM 3aMETHOU OIyXOJH B JII000# obmactu. KpoBoTeueHne MOXET BBISBIATH
Jpyrue NaToJIOTHH, Kak TO, KPOBOM3NIUAHMS B MOAB3AOIIHONW obsiacTh M B oOnactu Oenpa
MOJKET YKa3bIBaTh U HA OCTPBIN alIEeHIUIINT.

OTKPBITBIX paHax, KOTOphle TpeOyIOT HaJoXeHWs IIBOB. B nmamHOM ciyuae morpebyercs
MIOBTOPHOM JIeueHHe, 10 TeX IOp NOKa paHa He OyJeT BhlIeUeHa.

JFOOBIX HECYACTHBIX CIydasiX, KOTOPbIE MOTYT IIPUBECTH K BO3HHKHOBEHHIO KPOBOTCUCHUH.
Jns npodunakTuku TpedyeTcst MEHbILIUI pacxo pernapaToB KPOBHU, YEM B TOM cllydae, iy
KpPOBOTEUEHHUE YKe Ha4aloCh.

B GonbmMHCTBE cilydaeB JICUEHUE 3aKJIIOYAETCs B NEPENMBaHUM IIpernapaTa COJACpIKallero
HezmocTaroluil (akTop Ul MOBBILIEHUS €ro YPOBHS B KPOBH. MOXKHO Takke NpeNIpUHSATH
JIONIOJIHUTENbHBIE MEpbl - TOKOH, XOIOJA, HaJOXXEHWE LIMHbI, MECTHOE HWJIM CHCTEMHOE
IIPUMEHEHUE AaHTU(QUOPUHONUTHYEKUX MpenaparoB, Jajnee - (U3NOTEpaneBTUUIECKOE
BO3EUCTBHE 10 MOJHOrO BBI3NOPOBJIECHUS. JlONONHUTENbHbIE 1036l TPOJYKTOB KPOBU MOTYT
OBbITh IPUMEHEHBI JUI 00€CIEeYCHUSI BOCCTAHOBICHHS MOJBIXHOCTH, B CIIy4ae KPOBOTCUCHUI
B CyCTaBeé M MBbIIIIAX, YTOObl peaduiuTanus NPOXOAMIA YCHEUIHO 0e3 IONOJIHUTEIbHBIX
KPOBOM3JIUSIHUN M CHUKAJIaCh BEPOSATHOCTb BOSHUKHOBEHUS JIOJTOBPEMEHHBIX OCJIOXKHEHUH,
KOTOpBIE BKIIFOUAIOT XPOHHIECKUH CHHOBUT, apTPHUT, 0Opa30BaHUE KHUCTHI KOCTHOI TKAaHH U

Pa3IMYHBIX KOHTPAKTYP.

ECJIM ECTb I[TIPOI'HO3 KPOBOTEUEHU S, HAUMHAWTE JIEYEHUE!

JIEHEHUME

Jus nedenust reMopmind A MOXXHO HCTIOJNB30BATh CBEKYIO WM 3aMOPOXKEHHYIO TUIa3My,
OJIHaKO CIIOXKHO MOJHATH ypoBeHb (axTopa F VIII Oonbiue, yem 20 —25%, T.K. 11 3TOro
Tpedyetcst 60Jbmoi 00beM mpenapara. OTkpbeiTue B 1964 romy Goraroro ¢akropom F VIII
KPUOMPEIUITUTATOM  O0ECIeYMSI0  BO3MOXXHOCTh  JOCTUTaTh  yOBJIETBOPHUTEIHHOTO
remoctatudeckoro ypoBHs F VIII u ero MoXHO cUHTaTh CTApTOBHIM MOMEHTOM IS
MOCJIEAYIONIET0 Mpoliecca CO3JaHWs MHOTHX KOHIIEHTPATOB (DaKTOPOB CBEPTHIBAEMOCTH
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KpoBHU. XOTsI KPUOIPELUITUTAT BO3MOXKHO JIeNaTh Ha 0a3e NepesinBaHus KPOBU NPU KIMHUKE,
€ro MPUTOTOBJIEHUE TPpeOyeT cOOp KPOBH B CHCTEM COCTOALICH M3 MHOYECTBA IJIACTUKOBBIX
MAKeTOB, a TakXke Haluuue UeHTpU(YTrH, MNO3BOJIONICH 3aMOpPaXHUBaTh MPOLYKIHIO.
Kaxngprit maker comepxkut okono 80 emmnuir F VIII, u ogHOMYy B3pocioMy st JieUeHUs
noHanobutecst 8 — 16 makernkoB. HeoOXoAMMO XpaHUTh KPUONPELUIHTAT B YCIOBHUSAX
rIyOoKOi 3aMopo3ku (HmKe 25 Tpam Moposa), yToObl moanaepuBaTh akTuBHOCTH F VIIIL
JlaHHBIE YCJIOBHMs HE MO3BOJIAIOT HCIIOJIB30BaTh KPHO AJIS IOMAIHEIo JIEYEHHs, €CId HeT
arperata, MO3BOJISIFOIIETO COOTBETCTBYIOIIYIO 3aMOpO3Ky. Hannmume IroQprIn30BaHHBIX
(cyxoif 3aMOpO3KM) IUIa3Mbl M KPHOIPELUIHUTATa MOXET OOJEerduTh OpraHU3aLUI0
JTIOMAIIIHETO JICYEHHUs, T.K. MOXKET XPaHUTHCS B 0OBIYHOM OBITOBOM XOJIOJMIBHHKE.

B cBsi3u ¢ TeM, YTO aHHBIE MPOLYKTHl KPOBU HE MPOXOAST BUPYCHYIO MHAKTHUBALMIO, OUEHb
Ba)KHO, YTOOBI IOHOPHI OBLIM TIIATENBHO OTOOPaHBI Yepe3 aHKeTUPOBAaHUE U coOeceJOBaHHE
Y MHIVBHIYaIbHO MPOILTH TECTH Ha BUPYCHI renatuta 1 BUY-undekunu.

ITpu cnaboit hopme reMOQIINH MIEPBEIM CPEICTBOM JUISl JISUeHHS JTODKeH ctath DDVAP.
Orot aHanor BazonpeccuHa ocBoboxnaer ¢akropel F VIII u ¢on Bunebpanna uz mecr ux
XpaHEHUs B OpraHu3Me (SHAOTEIHAIbHBIX KIETOK M TPOMOOLUTOB), YTO MOBBIIIAET YPOBEHb
F VIII 1 cniocoGCTBOBAaTh HOCTHM)KEHHIO T€MOCTAaTUYECKOr0 YPOBHS. B naHHOM ciydae umeer
3HAaYeHHE Jaxke INOBbIIEHHE YpoBHA ¢akTopa B 3 — 4 pasa. [Ipemapatr BBOAUTCA
BHYTPHBEHHO, IMOJKOXXHO WJIM HHTPaHA3aJIbHO B BUJE CIpes M JaeT HEMHOI'O MOOOYHBIX
3¢bdeKToB, U3 KOTOPBIX CaMbIMH pAaclpPOCTPAaHEHHBIMH SBISAIOTCS TOJOBHas Oo0ib U
noxpacHenue nuna. [Ipu 3ToM HE0OX0AUMO N30eraTh Ype3MEPHOro MOTPEOIEHUS KUIKOCTH,
TaK Kak 3TO MOXKET BbI3BaTh runepHarpemuto; DDAP mMoxxeT ObITh UCIIOIB30BaH AN JICUEHUS
KPOBOTEUEHHUH Mocje TPpaBM M JJsl MOBBILIEHUS YPOBHS (akTopa B KPOBHU Nepe] yAaleHUEM
3y0OB M OIEpaTHBHBIM BMEMIATENbCTBOM. [ emoctaThueckoro 3d@dexra HEBO3MOXHO
JOCTUYb, €CJIM CaMblii BBICOKUIl ypoBeHb cojepxkanus B kpoBu (axropa F VIII nmxe 10%,
TakuM oOpazom, DDV AP Oecronie3Ho UCMONB30BaTh MPH TSHKENOH (hopMe reMOGUIIng, U ero
JICCTBUE OTPaHIYEHO IIPH FeMODHITIH CPEAHEH TSKECTH.

3amMecTuTeNnbHas Tepanus GakTopoM NMpu reModuIny B MoXkeT oCyLecTBIATECS CBEXeH Win
3aMOpOXKEHHOW TIJIa3MOM, OJHAKO HEBO3MOXKHOCTH HCIIOJIB30BATH HEOOXOIUMBIE OOBEMBI
BEIIECTBA MPEISATCTBYET JOCTHKEHHUIO YAOBICTBOPUTEILHOTO YPOBHS (PaKTOpa B KPOBH.
JanbHelilee pa3BUTHE METOJOB JedyeHus remopuanu A u B mpuBeno k paspaborke
kouieHrpatoB ¢axtopoB F VIII u F IX. IlepBrie kontentparsl F IX yacTo M3BECTHBI MO
Ha3BaHMEM KOHLEHTpaThl HpoTpoMOuHOBOro kommiekc PCC, T.K. OHU copaepkaT Apyrue
(akropsl cBepThiBaeMocTH KpoBu 3aBucumMble oT ButamuHa K (FII, FVII, FX). Konuenrparst
PCC u3BecTHBI KaK TpOMOOTCHHBIE, 0COOCHHO, €CIIH MCIIOJB3YFOTCS IS JICUCHHS MTallHCHTOB
MMMOOMJIM30BaHHBIX MOcie OOLMMPHOM onepanuu. Jlanee mociaenoBanu pa3pabOTKU YHUCTOTO

KoHueHTpaTa ¢akropa F IX.
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Cyxue mpenapaTbl, COXpaHie€Mble Ha XOJOAE OuY€Hb JIETKM B HCIIONb30BAaHUM, TaK KaK MX
HEOOXOJUMO IOpa3/lo MEHbIIE 0 00BEMy Ha BeC Tella, M3BECTHA aKTHBHOCTH (haKTopa, U UX
JeiicTBue cTabWIIbHO MpH KOMHATHOH Temmeparype. KoHumeHTpaTbl mpou3BomsaT 1uO0 U3
IJ1a3MBbl, KOTOPasl MOJIy4eHa U3 IyJla KPOBU HECKOJBKUX THICSY YEJIOBEK, ITyTEM pPa3IUYHBIX
npoueayp ¢paxiuonupoBanuss uian no texuosorun JHK. Ilens mpomecca — mosyduTh
CTEPWIBHBIN IIPenapaT BBICOKOW OYHMCTKHU.

KoHueHTpaTsl MOTYT M JOJDKHBI OBITH MOABEPTHYTHl 00pabOTKE METOAAaMHU MOJAaBIICHUS
BUPYCHOM aKTUBHOCTH, YTOOBI JOCTHTaTh BBICOKOW CTENEHH CTEPHIBHOCTH. Te METOJBI,
KOTOpbIE HCIOJNB3YIOT B HAcToAllee BpeMs, BKJIIOYAIOT HarpeBaHME (HalpUMep, MaTepualn
cyxoii 3amopo3ku HarpeBaercs 10 80 rpaa.C B TeueHue 72 4acoB), COJBEHTHO-IETEPIEHTHY IO
00pabOTKy, OYMIIAIOUIYI0 XPOMATOrpadUUEcKyl0 Cemapamuio W yIbTpadUIbTPaIHIo.
HecmoTps Ha Takue Mepel, HM OIMH IIpemapar, MPOW3BOAWMBIA U3 KpPOBH, HE HMeEeT
MOJTHOCTBIO TapaHTUPOBAHHYIO 0€30MacHOCTb. JlaHHOE yTBepKICHHE TAaKKe NMPUMEHUMO K
HMeIoIMUMcs B HacTosmee BpeMs npemnaparam ¢akropa F VIII JIHK, tak xak oHu coaepxar B

Ka4y€CTBC CTa6I/IHI/I3aTOpa YeJI0BEUYCCKUI aJ'II)6y'MI/IH.

JIO3POBKA

AzekBaTHasl JIO3UPOBKA 3aBHCUT OT 00beMa IUIa3Mbl, YPOBHS (pakTopa B KPOBH HAa MOMEHT
JIeYeHMs, AKTUBHOCTH MHCHOJBb3YyE€MOro IpemapaTa M CTEIEeHH BOCCTaHOBJIEHHUsS €ro
aKTHBHOCTH IIPH MOJATOTOBKE K BBEACHHUIO.

VY BBenenHoro gakropa F VIII merabommueckuil mepuoj monypacrana cocTasisieT 8-12
4acoB M (paKTOp B OCHOBHOM OCTAeTCsl B MHTPABACKYJIIpHOW 0b6aacTH, B To BpeMs kKak y F IX
Mepuol Toiypaciaga cocTaBisieT 16-32 wacoB, OJHAKO TONBKO ToJoBMHA Maccel F IX
3aJiep>KuBaeTcs B obnactu cocyZoB. Takum oOpa3oM, HE0OX0IMMO BBOJUTH 103y MOYTH B JIBa
pasza OOMNBIIYIO Ui TOTrO, YTOOBI TocTUraTh HeoOxoxumoro 3¢ dekra. [lomypacnaa dakropa
ompenenseT yactoty JieueHus. F VIII, BeposiTHO, HE0OOXOIMMO BBOJMTH KaxKable 8-12 4acos,
a F IX MOXHO BBOOUTH OJUH Pa3 B CYTKHU JUIS NOJAEP’KaHUS HOPMalbHOIO ypoBHA. BaxxHo
MOMHUTh, YTO BO BpeMs KpOBOTEYEHHs (M TOTJa, KOrZa OHO BO3HHKAECT B PE3yJbTaTe
omepanun) (aza ypaBHOBEIIMBAHHA U1 KaXIOro (akropa CBEPTHIBAEMOCTH KOpOYE, YeM
00BIYHO, Ta KaK B IIPOLIECCE CBEPTHIBAHUS (PAKTOPHI UCTOLIAOTCS.

Hozupoka F VIII u F IX cunbHO oTiaM4aeTcs B 3aBUCUMOCTH OT TOTO, JICUCHHE WIIU
npopuIakTUKa Kakoro KpPOBOM3IMSHMSA IPOBOAMTCS, M IpeajaraeMas J03UPOBKa,
BbIp@)KEHHAs B €IMHMILAX Ha KUJIOIPAaMM Beca Tela, a Takke YpoBeHb (akropa, KOTOPBIH
KENATeIbHO JOCTUTHYTh (BBIPAKEH B MPOICHTAaX) B PA3JIHYHBIX KIMHUYCCKAX CUTYAIHAX,
nanbl B Tabnuue 4 Ha cTp.16.

B cpennem, enunnna F VIII Ha kuinorpamm Beca MOBBIMIAET YPOBEHb JaHHOTO (pakropa B
kpoBu Ha 1,5%, a onna equanna F [X noBeimaer ypoBeHb 3Toro (pakropa B kpoBu Ha 0,9%.
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Enunnna aktTuBHOCTH KOHIEHTpUpoBaHHBIX (pakTopoB F VIII/ F IX paBna aktuBHOCTH 1 Mi
00bIuHOM TIa3Mbl U dkBuBaneHTHa 100% aktuBHOCTH. B 00miem, mo3sl Qaxrtopa F IX
JOJDKHBL ObITh Oombie, yem Qakropa F VIII B aHANIOTMYHBIX KIMHUYECKHX CHTYalUsX
(cM.TEKCT).

Jo3a, BeIOMpaeMast IJIsi TOTO WK WHOTO CIy4asi KPOBOM3IUSHHUS, JOIDKHA OBITh TAKOH, YTOOBI
OKa3bIBaTh HE3aMEIUIUTENIFHOE JIeHiCTBHE B MOJOOHBIX CIy4asX, KaKk B COOTBETCTBUH C
MHEHHEM Bpada, TaK U B COOTBETCTBUM C OIIYLIEHUSAMH IMalueHTa. TakuMm oOpazom,
JIO3MPOBKA OyZEeT MEHSTHCS OT OJHOTO MAIMeHTa K IPYroMy, a TakKe B 3aBHCHMOCTH OT
COCTOSIHUSI CYCTaBa U CTENEHHU TSHKECTH KPOBOM3IUAHUSA. Jl03bl HUXKE PEKOMEHYEMBIX MOTYT

OBITH 3(1)(1)6KTI/IBHBI TOJIBKO B TOM CJiy4dae, €CJIM NIPUMEHAIOTCS Ha CaMbIX PaHHUX CpOKax.

Tabmuna 4. Hocratounslii remocratmueckuii ypoBeHb F VIII m F IX B paznuunbix

KJIMHUYECKHUX CUTyalusx u 1o3upoBka KoHueHTparoB F VIII u F IX.

Heobxonumas
Heobxonumas ai1s remocrasa
KOHLIEHTpALUs [1a3Mbl
Knunanueckas curyanus J03a
% 0T 1U1a3MBl, TOJTy4EHHOU
ME Ha kr Beca Tena

13 IyJia
T'emapTpos u
PP 15-25 10-15
HE3HAYUTEIIBHBIC TEMATOMBI
Tspkemnble TeMapTpo3bl U
30-60 20-35
3HAYUTEIBHBIE T€MATOMBI
Xupyprugeckoe
BMEIIATEILCTBO U
60-100 40-60

KPOBOTCYCHUs, YTPOKAIOIIHE

KU3HHU

[loBTOpHOE BBEAECHUE PEKOMEHIYEMBIX J03 B TEUEHHE HECKOJBbKMX JHEH 4YacTo ObIBaeT
HY’)KHBIM II0CJIE€ 3HAYUTEIBPHOW TPaBMBl WIHM OIEpPAllMd, a TaKKe IIOCIE pPaccachIBaHUA
OOIIMPHOM reMaTOMBI B MBIILIEYHON TKaHH.

Jleuenwne, BEPOSTHO, MOXKET TAKKE MOHATOOUTHCS JIJIsl BOCCTAHOBIICHHS TTOIBUKHOCTH OCIE
KPOBOTEUEHHUII B CyCTaBe WJIM MBIIILE, YTOOBI NMpOLEcC UX peadMIUTalUK NpoABHUraics 0e3
MTOBTOPHBIX KPOBOU3IUSHUH.

[Ipu yBenmmuenun mosupoBku PCC, Hampumep, eclid 3TO HEOOXOTUMO IPH ONEPATHBHOM
BMeIlATeIbCTBE, MOBBIIIAETCS PUCK TpoMOo3a. besomacHee, BO3MOXKHO, BBEIEHUE Ipenapara
MEHBIINMHU JI03aMH HECKOJIBKO pa3 B JeHb. AHTH(QUOPUHONIUTHYECKYIO TEparHio

(IuknokanpoH, AMHKap) He cilefyeT IPOBOJUTh COBMECTHO ¢ JeueHueM PCC.
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Ecnmn  xnuMHuueckas — peakuus ~ Ha  PEKOMEHJOBAaHHYIO  JO3UPOBKY  SIBJI€TCA
HEYJOBJIETBOPUTEIBHOM, TO 3TO 3HAYMT, YTO IMOO aKTUBHOCTH Mpernapara HeaJeKBaTHa, 1100
00pa3oBaIMCh HHTUOUTOPHI (PAKTOPa (CM. OCTIOKHEHUS MIPH JICUCHUH).

Wuréurops! obpasyrorcs y 30% O0dbHBIX Tskenod (opMbl reMOQUINM A U Yy MEHBLIETO
yrcia OonbHBIX TeModuimelr B. B oTBer Ha Tepamuio y pa3HBIX OOJBHBIX BBIABISIOTCA
OTIIMYAIOIIUECS YPOBHH WHTHOUTOPOB. [laliMeHTOB ¢ HU3KHUM YPOBHEM MHTHOUTOPOB MOXKHO
JIe4uTh ¢ 0O0JIbILEH, YeM 0OBIYHO PpeKOMEHIyeMast, 10301 (HaKTOpOB.

BonpHBIE ¢ BBICOKMM ypoBHeM wuHrHOmTOopa (akropa F VIII odeHs Tspkeno mommarorcs
JIEUEHHIO, OJJHAKO MOTYT pearupoBaTh Ha BBegeHHe PCC u “aKTUBUPOBaHHBIN KOHLIEHTpAT
¢dakropa F IX, mpenapar, monydeHHbIH W3 KpPOBU >KMBOTHBIX (cBuHOU ¢akrop F VIII) u
Jpyrue akTUBHpOBaHHbIe npenapathl ( rVIla).

[Tpodunakruueckas (moanepxKuBarolias) Tepanus, IPOBOAUMAs Ha PEryJsIpHOl OCHOBE VIS
n30eKaHUs KPOBOTEUEHHH, HCIIONB3YEeTCs B HEKOTOPBIX CTpPaHaX, OCOOCHHO Ui JAeTel |
moJpocTkoB. KpaTkocpouHas mpoQriiakTHKa Ha OCHOBE PETYJIIPHOTO BBEICHHUS IPEIaparTos,
HampuMep, TPU pa3a B HENeNl0 B TEUEHHE HECKOJIbKUX HeAesb, YacTO HMCHOJb3YeTCs UL
MPEOTBPAIICHHUsS] MMOBTOPHOTO KPOBOTEUEHHS B «CYCTaB-MHUIICHB», OCOOCHHO B TEPHOJ
aKTUBHOM peadMIuTaliK, a TaK)Ke paclpoCTpaHeHa IpH JICUEHUH XPOHUYECKOro CHHOBUTA,
KOTOPOMY YacTO TIIOJBEPXKEHbl JIOKTH, KOJEHH W TOJEHOCTONHbIe CyCTaBbl. Pa3oBas
MpopHUIaKTHKa MOXKET OBITh TaKXKe IMOJIe3Ha HAKaHyHE CIUHUYHOTO CTPECCOBOTO COOBITHS,
HanpHuMep, IK3aMeH, IIyTelleCTBUE WM TPEHUPOBKA C HEOOBIYHOM HArpy3Koil.

[lepen omepaTMBHBIM BMELIATENLCTBOM TpeOyeTcsl TLIATeNbHas IOArOTOBKA, KOTOpas
JIOJDKHA TPOBOIUTBCA TOJBKO B YCIOBHAX OOJBHMLBL, IJl€é IEpPCOHA] HMEET OIIBIT
0€301acHOr0 OCYILIECTBICHUS MPOLEeNyp I OONBHBIX reMOpUIHEH.

[epen omepauueil He0OOXOAUMO MPOBECTH aHANM3 HA HAIWYME y MAIEHTa MHTHOHTOPOB.
UroObl oOKa3plBaTh IOMOLIb OOJbHOMY remModuiued BO BpeMs ONepalud U B IOCT
OIEPallOHHBII TepHoa HEe0OXOIUMO 3HAYUTEIBbHOE KOJIMUECTBO (hakTopa. Y pOBeHb (akTopa
HeoOXouMo OyieT ToAHUMATE Oostee, 4eM 10 60% u moIepKuBaTh JOCTUTHYTHIH YPOBEHD,
110 KpaiiHeil Mepe, B Te€UeHUE HeAEIH Cpa3y IOcie OIepaluu U Ha YyTh 0oJjiee HU3KOM YPOBHE
JI0 TeX MOp MOKa He HACTYMUT MOJIHOE BbI3goposineHue. JBaxabl B aeHb (g F VII) u pa3 B
nenb (s F IX) Oyzxer HeoOX0aMMO JieNiaTh MHBEKIIHU B IIEPUO]] CPa3y JKe TIOCIIE ONEPaIiH.
Jus apdextuBHOM paboThl HE0OXoaUMa T1a00paTOpUsi U COOTBETCTBYIOIIUM MEPCOHAN IS
HaOJFOIeHNS 3a CABUTaMHU B YpoBHE (aktopa. [Ipu ornepaTHBHOM BMENIATENbCTBE MAlHCHTaM
c sierkoit ¢opmoil remounuu TpedyeTcs CTOIBKO ke 3a00Thl U BHUMAaHMA, CKOJIBKO 3TOIO
HEOOXOIUMO B ciy4ae C TsKeJIol remoduineil, MOMHS, YTO JiI00O€ OCJIOKHEHHE OOBIYHO
TpebyeT NOMOTHNUTENEHOTO JICUCHHS.

AHTU(UOpUHONIUTHYECKHE TpenapaThl, KOTOpble NeHCTBYIOT, MPeNoTBpallas eCTeCTBEHHOE
paspyiieHue  C(OPMHPOBABIIMXCS  CTYCTKOB  KPOBH, MOTYT ObITh  3(PQPEKTUBHBIM
JIOTIOJTHEHUEM K 3aMECTHTEIBHOW TepaluH IMocje yAajdcHus 3yOoB, a TakkKe MPU OTKPBITHIX
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paHax u MeHopparuu. OCHOBHOW MOOOYHBIN 3¢ ekt — TomHoTa. J[Ba Hanboiee MIMUPOKO
M3BECTHBIX Ipernapara - Amicar (SIICHIIOHOBAasi aMUHOKAIIPOHOBasi KUCI0Ta) U L{ukinokanpox
(TpaHPK3EeMHUHOBAs KHCJIO0Ta). [JJaHHBIE TIpemapaTsl He ClIeAyeT UCIONb30BaTh OJTHOBPEMEHHO
¢ PCC, Tak kak MoBBIIIA€TCS PUCK TPOMOOIMOOIHH.

ACHHpHUH M acCOMPUHOCOAEPIKAIINe TpenapaThl He0o0X0AUMO H30eraTh, TaKk Kak OHH UMEIOT
HeOJIaronpusTHOE BIMSHHUE HA TPOMOOIHUTHI. Jpyrue npenapatsl, KOTOPbIE H3BECTHB CBOUMH
nmobouHbiMH dPdexTaMu Ha TPOMOONIMTHI, TaKXKE CJEIyeT KCIONb30BaTh C OOJBIION
OCTOPOXKHOCTBIO. J[JIs JIedeHusT XpOHUYIECKOW OO BO3MOKHO HCIIONIB30BAaTh HECTCPOUTHBIC
NPOTUBOBOCTIANATENbHBIE TTpenapaTsl (NSAIA), omHaKO UX HEOOXOAUMO MPUHUMATEH TOJIBKO
MOCJIE €Ibl ¥ IPUMEHEHUE CICAYeT MPEeKPaIlaTh, €CIH MOSBIIOTCS CUMITOMBI JUCKOM(OpTa
B DIIUTACTPATBHON OOJIACTH WIIM KPOBOMBIHSHUH B KeETyIOYHO-KUIIEYHOM TPAKTe.
AJleKBaTHOE JI€UEHHE M03BOJIICT OOJIBHBIM Ja)Ke reMO(MIneH TSHKEIOW CTeIeHH MPOKUBATH
CPEIHIOI IO MPOJOIDKUTEIBHOCTH KHU3Hb U OBITh CIIOCOOHBIM TOJHOCTBIO BBHITIOJIHATH CBOIO
(YHKIHIO B COITIyME.

B 3axmoueHun, HEOOXOAUMO OTMETHTh, YTO KPACYTOJbHBIM KaMHEM JICUCHHsS TeMO(UINU
SIBIIICTCSL  aJIEKBAaTHBIC TOCTaBKM Oe30macHbIX W 3()(EKTUBHBIX TpenapaTroB, KOTOPHIC

HCO6X0,Z[I/IMO BBOAWTDH, KaK MOKHO paHbIIC, B CJIy4dac KpOBOHSHHHHHﬁ.

OCJIOXXHEHUA 1TPU JIEHEHUUN

OCHOBHBIE OCIIOKHCHUS npu JICHCHUU FEMO(I)I/IJ'II/II/I OTHOCAT K 3apaXCHHK0 BHPYyCaMH,

COACPIKAIIMMHUCA B KPOBHU, U ITOABJICHUTIO I/IHFI/I6I/ITOp0B.

Bupycsr

I'ematut

VY CcOBpEeMEHHBIX MNOKOJIEHHMI 3a00JieBaHHs TIEYEHH BCTPEYAIOTCS JTOBOJIBHO YacTO, U OHH
MOTYT OBITh BBbI3BaHbI BHpycoM rematuta B (HBV) ¢ TpexrpaHHO# mOBepXHOCTHIO WK 03
nee, Bupyc rematuta C (HCV), wim Bupycel rematutoB He-A u He-B. OcnoxsHeHus
BapbUPYIOTCS OT MPOCTHIX OMOXMMHUYECKUX M3MEHEHHH 10 IUppo3a U renaromsl. ['enatut B
3a TMocjeqHee BpeMs MPAaKTUYEeCKW JIMKBHIMPOBAaH BO MHOTHX CTpPaHaX ITyTeM BBISBIICHHS
JIOHOPOB KPOBU C NMO3UTUBHBIM Pe3yJIbTaTOM TECTOB Ha aHTUI€HBI renaTuta B u nocpeactsom
uMMyHHU3anuu. [IpiMeHeHne aHanmu3a Ha BbIsBiIeHHe rematuta C JODKHO B JAJIbHEHIIEM
COKpaTUTh 4acTOTy 3a0oieBaHui renaturamu He-A u He-B. Llenbio Tekymux mpoueayp o
ocnalleHUI0  BUPYJIEHTHOCTH  MHKPOOPTaHM3MOB  SIBJSIETCS  IOJHOE  MCKIIIOUEHHE
BO3MOKHOCTH TIepefaul BCEX BHUPYCOB TelaTuTa, a Take Ooriee JabMIBHOTO BHpyca
nmmyHonedunura uenoBeka (BUY), koropeiii Bbe3biBaeT 3aboneBanue CITNowm.
TiaTenbHbI aHATU3 UCTOPUH OOJE3HEW AOHOpA, TaOOPATOPHBIA CKPUHUHT U MPHBICUYCHHE
XOPOIIIO HM3BECTHBIX IMOCTOSIHHBIX JIOHOPOB 3HAYUTEIBHO COKPATWIM PHCK TPUMEHCHHS
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IUTa3Mbl U KPUONpEeLUIHUTaTa. Y COBEpLICHCTBOBAaHHAS BUPYC-UHAKTUBALMA, IPOLEAYPHI 110
OUYMCTKE INpenapaToB WU pa3padoTKa PEeKOMOMHAHTHBIX (DaKTOPOB CleNald KOHLEHTPATHI
ropazgo Oomee Oe3omacHBIMH. BaxknuHanuss TpPOTUB remaTtura B HacTosTENbHO
peKoMeHIyeTcs BceM OONIbHBIM reMoQMIMedl W djeHaM MX CeMeH, €clid OHM elle He
MPOXONWJIM BakIMHAIMIO. B HacTosiiee BpeMs pPEeKOMEHAYEeTCS M BaKIMHAIMSA POTHUB
remaTura A, TaKk KaK OTMEYEHO, YTO Iepefaya JaHHOTO BHpPYCa acCCOIMUPYETCS C

NEPCIMBAHUCM KOHIICHTPATOB (I)aKTOpOB CBEPTHIBACMOCTHU KPOBH.

BUY-undexuns nu CITN

Bupyc nmmynoneduiura yenoseka (BMY) O0bu1 nepenan MHOTUM OOJBHBIM reMOQUIINEil BO
BpeMsI MIepeTMBaHus IPENapaToB KPOBU 10 TOTO, KaK ObUTH pa3padoTaHbl TECTHI AJIs JOHOPOB
U TEXHOJIOTMM II0 BHUPYCHOM ouunctke. Craructuka 3apaxkeHus ormeuyaer a0 10% B
eBpOIeHcKuX cTpanax u 10 70% OonbHBIX Tskenol Gopmoit remoduimu B CLIA, KoTopsie
IpUHAMAMH Kypcsl Jedenns 1o 1984 roma. C 1991 rona He OGBUIO BBISIBICHO HHU OXHOTO
ciyydasi cepokoHBepcud K antuTenam BMY y nanneHToB, KOTOpbIE MOABEPraloTcs JCUEHHIO C
1987 roma TonbKO IMpenapaTaMy, MPOU3BEACHHBIMU U3 IIa3Mbl THIATEIBHO MPOBEPEHHON Ha
HaJIM4ue BUPYCOB JJOHOPCKOI KPOBH.

B mnacrosmee Bpems upentudukanus BUY-uHexkuun NpoOBOAUTCS IyTEM BbIABICHHS
AQHTUTEN U Y JIOHOPOB, U Y PELUIHEHTOB, XOTs pa3paboTaHbl U Jpyrue OoJjiee CEH3UTHBHBIC
KOHTPOJIbHBIE CCTEMBI.

COop u XpaHeHHe CepUHHBIX 00pa3LOB IUIa3Mbl OTO BCEX JIIOJACH, NPOXOJUBIIUX JieUeHHE,
SIBIIIETCA OYEHb BAKHBIM MOMEHTOM B IIPOLIECCe OIpEAEeHHUs craTyca, a TakkKe JUIs
OyAyIIMX CPaBHUTENBHBIX UCCIIEA0BAaHUN HH(EKIIMOHHOTO MaTepHrara.

Ecmu BeBisieTcs manmeHT ¢ aHtutenamMu BUY-nH(exkuuu, peKoMeHIyeTcsl MPOBOIUTH
peryiaspHble oOcnefoBaHus pa3 B 3-6 MecsAleB, B 3aBUCUMOCTH OT KIMHHYECKUX
TOKa3aTeseH.

Heobxomumo mpenoTBpamark Iepenavyy BHpyca IPYTUM JIFOASM M TeM, KTO CEKCYalbHO
aKTHBEH, CllelyeT JaTh COOTBETCTBYIOIIME HHCTPYKUMH. Bo3MmoxHO, HeoOxomumo Oyner
paboTaTh C KyJNbTYpHBIMH YCTaHOBKAMH OTHOCHTEIBHO HCIIOJIB30BaHU IPE3epBATHBOB.
Tpebyercs  THIATENBbHBIA  KOHTPOJb  HCIOJB30BAHUS  OJHOPA30BBIX  COCTABISIOIINX
annapaTypsl A BHYTPUBEHHOIO BBEIEHMS NpPENapaToB M MHCTPYKTUPOBaHHE OONBHBIX O
HEOOXOUMOCTH H30eraTh paHbl HIIIOW. VICIONB30BaHHBIC MBI HEOOXOIMMO pa3MelIaTh B
COOTBETCTBYIOLIME KOHTEHHEpHl U 0o0Jiee HE MCIOJIb30BaTh, a €CJIU BO BPEMs HEpeUBAHUS
MIPOJINBAETCS KPOBb, €€ JIyyllle BCero oOpadoTaTh JTOMAIIHUMM CPEICTBAMH, COAEPKAILUMHU
ximop. TpeOyercst cTporo coOmromaTh OOINEH3BECTHBIE MEphI  3alUTHI, BKIIOYAs
UCTIOJIb30BaHUE MEepPYaTOK, KOrja IPOUCXOAUT HCTEKaHWe Jo00H JKUAKOCTH U3 Tena

"Hocureas BUY.
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OueHb BaXHO, YTOOBI Cpeau IepcoHaja HALUIUCh COYYBCTBYIOIIME U IOHUMAIOLIHE
COTPYAHUKH, CIIOCOOHBIE 0OECTIeYUTh MOAJEPKKY, 00CYKICHHE €XKETHEBHO BO3HUKAIOIINX
npo0JeM W CHH3UTh OCTPOTY YyBCTBA OJMHOYECTBA U W3OIUPOBAHHOCTH, KOTOPHIE MOTYT
pa3BuBathesl y 0onbHBIX BUY-uH(exued n uwieHoB ux ceMell. KpoBom3nusHus B CycTaB u
JpyTHe BUABI KPOBOTEUEHUH HYXHO MPOJIOJIKATh JICUUTh IperapaTaMu KPOBU TaK ke, Kak B
crygae ¢ BUY oTtpunatensHeiME O0NMpHEIME TeMogmmeil. Ecnmn cranmapTHoe edeHne He
JlaeT Kakoro-jiubo pe3yjbTaTa IpU JIEYEHHUH I'eMapTpo30B, HEOOXOAMMO MPEANOJIOKUTD
BEPOATHOCTb  CENTHYECKOro  apTpura. llepen  WHBa3UBHBIMH  JHArHOCTHYECKUMHU
IIpoLieIypaMu, ClleyeT MPOBOIUTH NPO(UIAKTHYECKOE JIeUeHHE KOHIIEHTpaTaMH (pakTopos
nmn DDAVP. KoopmuHamuio BpadeOHbIX Mep TpeOyeTcsi MpPOBOJUTH IO KOHTPOJIEM
nepcoHaina LleHTpa mo nedeHunro reMopuiIny.

JletssM HeoOXOoAMMO NPOBOAUTH BAaKIMHAIMIO B COOTBETCTBUM CO CTaHIAPTHOH cXeMoii,
uckmoyast BIDK. Jleuenne MMMyHOTTIOOYIMHOM BO3MOXKHO B TE€X CIy4asx, KOTJa OTMEYEHO
HHOUIIPOBaHHE peOeHKa TAKUMU 3a00JICBaHUSIMH, KaK BETPSHAS OCIa U KOPb.

Cepuist aHaTM30B 1O BBISIBICHUIO YPOBHs muMdorutoB CD4 ( T4) pekoMeHayeTcsl IPOBOIUTH
JUIA  ONpeIeNieHHss CpPOKOB Haudala aHTUBHUPYCHOW Tepamuu. HeoOxommma —Takke
npouIakTHKa IHEBMONMCTHOW ??7???7carinii 77?7?77 mnHeBMOHMH. MenuuHCKOMY
MepCOHAly HEOOXOAMMO MpOSBIATH 0CO00€ BHUMAaHUE K HecHenH(UUYECKUM CHMITOMaM
(Hanpumep, ciaboCTh, MOTEpS Beca), MPSIMBIM HApYNICHUSM pPaOOThl HEPBHOH CHCTEMBI
(memennusi, mepudeprudeckas HEBPOMATHS) OIMYXOJsiM (OCOOCHHO JIMM(OY3IIOB), a TaKkKe
YCIOBHO-NATOT€HHBIM ~ MH(eKuusM  (ONOACHIBAIOIIMK  JHMIIAl y  JeTeld; POTOBOIA,
JIUCCEMUHUPOBAHHBI U oe3odaruan KaHAWA03, Pa3HOBUAHOCTU TyOepKyje3a M Ipyrue
OakrepuanbHble MH(ekunu; IIHeBMOLMCTHAS KapuUHUM [HEBMOHMSA; KPHUINTOKOK U
TOKCOIUIa3MO3  LEHTPAJIHOW  HEPBHOM  CHCTeMbl; HMHQEKIMs  LUTOMETAIOBHpYCa,
KpUNTOCIOPUANO3 KHIleuHWKa). JleueHne maHHBIX 3a0ojeBaHMid, corpoBoxpatonmx BUY-
WHQPEKIHI0, HEOOXOIWMO BBINONHATh MpPU KOHCYJBTAllMM JPYTHX COOTBETCTBYIOIIUX
CHENHAINCTOB, BKIOYas BpavyeH-MHQEKIMOHUCTOB, a NalueHThl JOJDKHBI HUMETh
BO3MOXHOCTb JICUUTbCA HAWIy4lIMM IIpenapaToM 3uioByauHoM (AZT) u np., a Takxe
HAaWIYYIIUMH TIpernapaTaMH Ajsl JICYeHUS OIyXOJieH, yCIOBHO-NMATOT€HHBIX HHOEKIUHA H
npyrux ocnoxuneHuit npu BUY-undekuuu. [IBa ociiokHeHHsT UMEIOT 0c000€ 3HAYCHUE MPH
3a0oneBaHNM reModuianell — BBICOKAs yacToTa 3a00JeBaHMS CENTHYECKHMM apTPUTOM H
OCTEOMHUEITUTOM, a TaKXke JOIOJHUTEIbHBIH PUCK KPOBOTEUEHHH, Tak Kak BUU-unpexnus
BBI3BbIBAET TpoMOoLMTONneHH0. KilnHuueckoe TeueHue, BKIIOYas peakluio Ha aHTUBUPYCHbIE

mpenaparbl, Takoe ke, Kak U y APYTHX IPyII HaceneHus, 3apaxeHHblx BUU-undexuunei.

MEPHI IPEJOCTOPOXHOCTU JI51 IEPCOHAJIA
Puck nndunupoBanus BUY u apyrumu Bupycamu, coAep KalllMMHUCS B KPOBH, Ha paboyem
MecTe O4eHb Hu30K. OnHaKo, BECh IEPCOHAT U POJCTBEHHHKH, KOTOpPbIE MMEIOT JAEI0 C
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KpOBBIO WM TIperaparaMd KpOBH W OOECTeYMBAIOT yXOJa 3a OOJIBHBIM JOJDKHBI COONIONATh
mpaBuiia 0E30MaCHOCTH. DTO BKIIIOYAET KCIIOJIb30BAHUE TEPYATOK W 3alUTHON OIEKIbI,
KOTJa 3TO HeoOXonumo. PaHeHHs WO MMEIOT CaMblii BBICOKHU PUCK 3apakeHHs (OKOJIO
0,4%), n wWrnael HEOOXOIWMO JepXKaTh C OCOOON TNPEAOCTOPOKHOCTHIO: WX HE CIeAyeT
crubath, MOBTOPHO MbITATHCS HAJNETh HA HUX KOJIAYOK, HE CHUMATh KOJIMAYOK IO TeX IOp,
MoKa B 3TOM He OylneT HeoOXOIUMOCTH. B pamkax OOJNBHUIIBI CJEIyeT OpraHu30BaTh
oOydJaromue MporpaMMbl JUIsl TIEpcoHalla 10 MepaM MPeAOCTOPOXKHOCTH, W 00ECHeunuTh
MePCOHA HEOOXOJWMBIMHU 3alllUTHBIMH CpEJICTBAMH. TeM, KTO paboraeT ¢ OOJbHBIMH
remouiIreld He0OXOIMMO MPONTH BaKIMHAIMIO OT remaruta A u B, ecnu oHu emie ee He

IPOXOaUIIN.

MHI'MBUTOPHI (AHTUTEJIA)

Cnenuduaeckie HHTHOUTOPHI pa3BUBaIOTCs Y 1ouTH 30% Bcex OOMBHBIX TSDKENON (GopMoit
Henocratounoctd F VIII u y 2-3% crpamaromux Tsoxenoit popmoii Henoctatounoct F IX.
WHrnburopsl TNpencTaBiusioT coOOW  aHTUTeNa, KOTOphle pa3pyLIaloT BBOJUMEBIE B
koHnenrparax F VIII u F [X, uro 3HauntensHO 3aTpyaHseTr jedeHne. HrHOUTOPBI MOTYT
pa3BuThCs y O0JIBHOTO TeModuiueii B JIF000M BO3pacTe, M JIOJMKHBI OBITH 0COOBIM 00pazoM
BBISIBJICHBI, €CIM CTaHJapTHas Tepamusi He JaeT pe3yjibTaToB, a TaKKe€ HX YPOBEHb
HEOOXOIUMO KOHTPOJIMPOBATh Iepel KaxIoW omepaunueil, BKIoyas yhajaeHue 3y00B. Y
OonbHBIX TremMouiaueld C WHrMOMTOpPHOM (opMOH He BBIABICHO CKIOHHOCTH K
KPOBOTEUEHHUSAM OOJbllle, YeM Yy OCTaJbHBIX, OJHAKO JIEYEHUE MPEICTaBIseT Oosblile
TpyaHocTeil (cM. Takxke pasznen «Jleuenuey). HemaBHO Obul pazpaboTaH MmOAXO0H, KOTODBIHA
moMoraeT UHAyupoBath TojaepanTHocTh K F VIII, - mpu 3ToM 9acTo exenHeBHO BBoauTcsa F
VIII uHOrza B COYETaHHWH C HUMMYHOJENpecCaHTaMH. YCHEIIHOCTh MOAOOHOrO JICUeHHS

JOCTUTACTCA MMOCJIC HECKOJIbKUX HEACIb UIN JaKE MECALICB.

TPOMBO3

JlanHoe sBiIeHHME OBLIO OMUCAHO y OONBHBIX TIOCIIE WCIHOJIB30BAaHMUS OONBIINX 103
koHneHrpatoB ¢akropa F IX (PCC), nanpumep, npu onepaTUBHOM BMEIIATENBCTBE WU Y
TeX, Kro cTpajgaeT 3a0oJieBaHHAMH TieueHH. AHTU(GUOPHHONUTHYECKAS  Teparus
IIPOTUBOIIOKA3aHa, €CIM UCIOJIb3yIoTcsa mpenapatsl ¢akTopa IX. B Hacrosiee Bpems erle
pPaHoO TOBOPHUTH O BEPOSTHOCTH DPAa3BUTUS TPOMOOIMOONMH Yy OOJBHBIX, KOTOPBIX OyAyT

JICYUTh OOJIee OUHUIIICHHBIMHU ITpenaparamu (akropa 1X.

JPYI'ME IIOBOYHBIE DOPEKTEBI
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Anneprudeckas peaxkuus JI000H CTENEHU TSHKECTH MOXET MPOSABIATHCA IOcie JIr00ro
BBEJICHHOTO IIpenapaTa, 0JJHaKo, 3T0 0ojee XapaKTepHO B CUTYaLlUH 110CTIe BBEJCHHUS TIa3MBbI
WA KPUOIIPEIMIINTATa. AHTUTUCTAMUHHBIE CPEACTBA MOXKHO IaBaTh B HPOMMIAKTUYECKHX
LeNsIX, B TSDKEIBIX CIydasX MOXHO PEKOMEHAOBaTh aApeHamuH U crepouzsl. llpm
UCTIONB30BAaHUY IUIA3MBI BO3MOXKHA IIEPEIO3UPOBKA, BBEACHHE MpemapaTa B OOJBIIMX
KOJIMYECTBAX MOXKET BBI3bIBATh I'eMOJIU3 Y OONBHBIX ¢ rpynnoi kposu A mnu B. B stom
cllydae IIPU 3aMELIEHUM SPUTPOLIUTOB HEOOXOIMMO MCIOJb30BaTh B IEPEIUBAHUU KPOBb

rpynisl O.

OBILNI YXO/I 3A BOJIbHBIM TEMO®UIUEN

OnTumanbsHasi TOMOIIb MpH 3a00JIeBaHUU TeMOIIINell MOXeT ObITh oOecredeHa JINIIb Ipr
MOJUIUCUUIUIMHAPDHOM — TMOJIXOJAE, BKIIOYAIOUIEM  CaMOBBEICHHE  IPernapaToB IO
PYKOBOJICTBOM TIepCOHaJia ¥ JISYCHHE Ha JIOMY. BCECTOpOHHSS IEHTpaTu30BaHHAsK TIOMOIIIb
oOecrieunBaeT OONBHBIM C PENKUM 3a00JEBaHUEM JIEUEHHE CIELHUAIbHO MOArOTOBIECHHBIMU
9KCHEPTaMHU B JaHHOH 00JIacTH, KOTOPBIE OKa3bIBalOT Hambojiee 3((GEKTHBHYIO JUIS JAaHHOM
KaTeropuu OOJBHBIX MOMOIIb. Takoi MoAX0/ MO3BOJISAET PELINTh MHOTHE NpoOsieMbl Ha Oase
aMOyJIaTOPHOTO JIEYEHHS, YTO COKpallaeT CTOMMOCTb JI€YeHUS TeMO(QWIMH, I[TOMOTraeTr
WHTETPUpPOBaTh OONBHBIX TeMo(dwinedl B OOINECTBO IMOJHOUCHHBIMH (YHKIMOHATHHBIMH
YJICHAMU.

[lepconan BcecTopoHHEH MoMoLIM OOJIBHBIM TeModuianeil 0ObIYHO BKIIIOYACT MeAuaTpa UiH
TepameBTa, reMaToyiora, MeJCecTpy, XUpypra-oproneaa, 3yoHoro Bpaua, Gpu3noTepaneBTa U
coLualibHOro paboTHUKa. MencecTpa BMECTE € 3aBEAYIOLIMM LIEHTPOM 3aHUMAETCs IPHEMOM
coobuieHnii mo TenedoHy, €KeIHEBHBIMH OpPraHU3AlMOHHBIMU TNPOOJIeMaMu, Kypupyer
OOJIBHBIX, MTOJIy4YalOIIUX JIEYEHHE Ha 0MY U OTBeuaeT 3a 00pa3oBaTelbHble IPOrpaMMBbl IS
MAIMEHTOB, POIUTENeH M MEOUIHWHCKOrO MepcoHala MO YIYYLICHHIO MOMOILIM OOJbHBIM
reMOQHITHeH.

B uneane, nentp snedeHus reMopming HEOOXOOUMO pasMellaTh B paMKax Oosee KpyMHHOM
KIMHUKA HIMPOKOro Mpo¢uis, 4YToObl HMETh HeoOXoauMyr 0a3zy oO0opylnoBaHUS W
CHENMAIMCTOB B Oojee y3kux oOnactsx. [lomoOHBIE I[EHTPHI JIOJDKHBI  BECTH
KOH(pUICHLIMAIBHBIA PErucTp JIoe ¢ pa3nu4YHbIMU 3a00JIeBaHUAMHU KPOBH AJISI MECTHOTO
MOJIb30BaHUS, & TAK)KE U HA YPOBHE TOCYJAapCTBa, ISl BBISBICHHS TEX, KTO MPEJCTABIAET IO
JaHHBIM 3a00JIeBaHMAM TIpyNIy pUCKA, Ui obOecredeHuss HMHGOpPMAaLUU B CTPYKTYpBHI,
IUTaHUPYIOLIe 00ecIIeYeHne TepaneBTUIECKUX TOTpeOHOCTel B Oy Iy1ieM.

[ManmenTaM HEOOXOAUMO MPOXOAUTH B IIEHTPaX JICUCHHUS TeMOQUINU PEryIsipHBIE OCMOTPHI,
B 3aBUCUMOCTM OT KIMHUYECKOH KapTuHbl ux 3aboneBanuii. Hampumep, BUY-
WHOULUPOBAHHBIM MAIIMEHTaM CJIeAyeT MPOXOAUTh OCMOTP KaxIble TPU MecAl, OOJBHBIE C
MEHEE CIIOKHOM KIMHUKON — €KEroHO. PeryisapHble OCMOTPBI BKIKOYAKOT OCMOTpP Tela C
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LIEJIBIO OLIEHKH KOCTHO-MBIIIEYHOW CUCTEMBI U MOJBUKHOCTU CYyCTaBOB, 00CY)KIEHUE CXEMBI
WCTIONIb30BaHMA JIeYeOHBIX MpenapaToB U ee 3(pdekTUBHOCTH, OCMOTp 3yOOB, 00CyXIeHHE
npoOsieM NpodeccHoHaIbHON 3aHATOCTU M APYTUX COIMAIBHO-IICHXOJIOTHYECKUX BOMPOCOB.
JlaGopaTopHble  HMCCIENOBaHMA JOJDKHBI  BKJIIOYaTh  CEPOJIOTMYECKUH  aHaIu3  IpH
3a00NICBAHUSIX TENaTUTOM U OLEHKY (PyHKIMOHHPOBAHUS IMEUCHU. TeCThl Ha aHTUTENA K
BUY-nudexim HeoOX0IMMO IPOBOANUTE PETYIIIPHO Y T€X OONBHBIX, KOTOPHIE paHee JaBaJIN
HETaTUBHBIA pe3ysbTaT, a MO3AHee JeUmIuch npenaparamu kposu. [lis BHY-no3uTuBHBIX
MAIEeHTOB HEOOXOIMMO OICHUTE YpoBeHs auMpormtos CD4 (T4).

Ha coBMecTHBIX 3aceaHusaX MepCOHaN LEHTpa J10JDKEH PaclpeienuTh O0JIBHBIX reMopuiinei
[0 TPyNIaM M 3aKpenuTh 3a JaHHBIMH TPYIIaMH, OTBETCTBEHHBIX Bpauei, MPUHUMAIOIINX
pelIeHHss OTHOCHTENBHO CTPAaTeTMU JICYEHHS TOTO WIM HHOTO MAalHeHTa, a TakKxke
MOJAEPKUBAIOIINX TECHBIH KOHTAKT C TE€palleBTaMH, KOTOPblE NPUHUMAIOT ITUX MAI[MEHTOB
[0 MECTy JKUTENIBCTBA, YTOOBI OCYIIECTBIATh KOHCYNBTaTHBHYIO IoMomb. Heobxommmo
MOOUIPATE Yy TAIHWEHTOB NPOQHIAKTHKY CBOETO 3I0POBBS, B YACTHOCTH, OTHOCHTEIHHO
COCTOSIHUSL MX 3yOOB, 4TOOBI MOXHO OBUIO M30€raTb OCHOBHBIX «JIOBYLIEK» IJIsi OOJIBHBIX
reMoQuirell BO BpeMs HMHBa3HBHOTO 3y0OOBpaueOHOr0 BMELIATEILCTBA, YTO BICYET 3a OO0
JIOTIOJTHUTEJIbHBIE pacXo/ibl Ha NMpeObIBaHNE B CTALlMOHApE M IPUMEHEHHUH JOMOIHUTEIHHOTO
KOJINYECTBA MIperapaToB.

[Monnepxanue Gusrueckoit GopMbl UMEET BAKHOE 3HAUCHHE B MPOPHIAKTUKE KPOBOTECUCHU I
U COBMECTHO ¢ (hpM3MOTEPAIEBTOM MOXHO pa3padaThIBaTh MHIUBHyaJbHbIE IIPOIPAMMBI IO
MoJAepKaHUI0 (PU3NYIECKOro 370pOBbS Ha 00OPYAOBAaHUU TOW KIMHUKH, B paMKaxX KOTOPOM
co3laH LeHTp JiedeHuss remodunuu. Heo6XxoaumMo NmoompsATh 3aHATHSA CIIOPTOM y OOJIBHBIX
remouineii. OcoOeHHO pexkoMmeHayercs IaBaHue. IlpoTuBomokazanbl Ookc, perdu u
(yTOOI B CBSI3M C MOBBIMICHHBIM PHCKOM TPaBMUPOBAHHS TOJIOBBI U IIEH.

BBenenue seueHuss Ha oMy M oOyueHHE OONBHBIX TeMOQMIHEH CaMOCTOATENILHOMY
BBE/ICHUIO TIPENIapaToOB 3HAYUTENHHO OOJIErYIIN CTUNb JKU3HH HX CeMEH B MONOKHTEIBHYIO
CTOPOHY, @ BO3MOXHOCTh, KaK MOJKHO paHBIIE OKa3bIBaTh IIOMOIIb COKpATHJIA UHCIO U
TSXKECTh OCTaTOYHBIX SIBJIEHMHM B CyCTaBax M APYIMX MecTax KpoBouziusaHuil. OnHaxo,
JICYCHUE Ha JOMY HE MOXKET 3aMECTHTh BCECTOPOHHIOI IOMOIb IIPU JICUCHUH TeMO(UINH.
IToctostHHOE 0Opa3zoBaHNe OOMBHBIX, UX CeMeH M MECTHBIX Bpadei, OTCIIC)KUBAHIE UCTOPUU
Oosie3HEl M peryiaspHble OCMOTPBI pa3HBIX CIELUUAIMCTOB SBIAIOTCS HEOOXOAUMBIM
YCIIOBHEM JTOCTATOYHOW TTOMOIIH OOJEHBIM TeMODUITHEH.

Xopouio pazpaboTaHHas cucTeMa KypUpPOBaHMsS JICUEHHS TOIO WM MHOIO OOJIBHOI'O MOXET
3HAYUTENIFHO COKPATUTh 3arpy’KEHHOCTb LIEHTpPA JIEYeHUs] TeMO(pHINH, TI03BOJISAS IepCOHATY
CKOHIIGHTPHPOBATHCS HA BONPOCAX MOCTOSHHOTO MOBBIIIEHHS KBATH(HUKAINK U 00pa30BaHUs
ceMell co cinydyasMu reMoUJIMH B UCTOPUM, a TaKKe Ha OKa3aHUM IOMOIIM OOJBbHBIM C

pasHOro poAa OCIOXKHEHUSIMH, Kak, Hampumep, ¢ BUWY-unbunupoBaHHBIME uepes
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TIepeNuBaHie IIPErapaTroB, JICYCHHE KOTOPBIX WHTETPHPOBAHO B CHCTEMY BCECTOPOHHEH
MTOMOIIIH OOJTEHBIM TeMOpUITHEH.

B Tex perumonax, riie He CyIIECTBYET IIEHTPOB JICYCHUS reMO(UINM, OYCHb Ba)XKHO, €CIIU
HaljieTcss ONWH W3 Bpaueldl MECTHOH OONBHUIBI WM TIONHMKIWHUKH, KOTOPBIH Mpoimer
CIIeMAaTIBHYIO MMOATOTOBKY U OPTaHU3YeT IOJITOCPOYHYIO CUCTEMY TOMOIIM AJI MAIllHeHTOB C
3a00/eBaHUSIMH KpPOBH. TakuMm e o00pa3oM Tpymma Bpadyeld MOXKET CO34aTh TpPyHIy
AKCIIEPTOB, MPOBOJASIIUX pETYJSIpHbIE KOHCYJIBTAaTUBHBIC BCTPEYH, BEAYIIMNX MECTHBIN
peructp OONBHBIX ¢ 3a00JI€BaHMSAMU KPOBHU M HCTOpUHM WX Oonesneit. K Tomy ke, maHHbIE
TpyNIbBl MOTYT TIONyYaTh KOHCYJbTallUd B CIEMUAIM3UPOBAHHBIX IEHTPaxX JICYECHUS
reMo(uiInK, 4YTOOBI TOBBIIATH CBOIO KBAIM(UKALMIO MO OKAa3aHUIO IMOMOIIH CEMBSIM

OOJIbHBIX TeMO(HIINEH B pETHOHE.

IF'EMOOWJINA U CEMbA

[Ipobaembl remomiInM KacaroTcsi BCEX WIEHOB ceMbH. Marepu 4acTo 4YyBCTBYIOT ceds
OTBETCTBEHHBIMH 3a TO, YTO CIIyYHJIOCH C HX CHIHOBBSIMH, 3Hast O CBOEU POJIM B Mepeaye reHa
reMouiINM Mo HacineacTBy. Hepemennas nmpoOrieMa 4yBCTBa BUHBI BEAET K TOMY, YTO OHU
HAuMHAIOT Ype3MepHO omekaTh pedeHka. HexoTopwle OTIBI C TPyIOM MOTYT HpPUHSATH
JIMarHo3, XOTs Apyrue OepyT Ha ce0s OCHOBHYHO OTBETCTBEHHOCTH IO YXOJY 338 CBOHUMH
neTbMu. HeraTuBHbIe B3aMOOTHOILIEHHSI MEXKAY CYNpyraMy, a TalkoKe MEXIY POIUTEISIMU U
peOEHKOM MOTYT BBI3BIBaTh y peOEHKa YyBCTBO OTBEP)KEHHOCTH U H30JIMPOBAHHOCTH.
Crenuanuctsl B 001acTd reMO(WINM IOJDKHBI HPU3HATh W IOCTOSIHHO INPUHUMATh BO
BHUMAaHHE TO, KaKOe€ ICHXO-COLMAJIbHOE BIMSHUE OKa3bIBaeT JAaHHOE 3a00JIeBaHHE U €ro
OCJIOXKHEHUSI Ha poauTeNed, OpaTheB M cecTep Ooieromero pedeHKa, a TakkKe Ha IPYyTUX
YJICHOB ceMbH. BcecTopoHHSA noMolb Ipu reModuiivy B HacTosLIee BpeMsl HallpaBieHa Ha
peuieHue npoOieM Bceil ceMbu 0ONILHOrO reMouinell B 1ejI0oM, OCOOEHHO, €ClM TEYCHUE
3aboneBanus ocioxxHeHo renaturoM C, BUU-uHexmel 1 0macHOCThIO pa3BUTHS CHHAPOMA
npuobperenHoro nmmyHoedunura (CIIM/]), Ha yTo OosbIIel YacThi0 HAPABICHBI yCHIIUS
Bpaueil eHTpoB JieueHus reModunuu. Ecnu mocraBineH nuarHos reMoQuiInd, He0OX0AUMO
MOCTOSIHHO TIOJJICPKUBATh KOHTAKT CO BCEHl ceMbeld U obecrieunBaTh BpaueOHBI KOHTPOJIb.
Jns BeIiBAeHUS HocuTened u mnpoBedeHue ananu3a JIHK B mpeHtanbHbIl mepuon
norpedyeTcs MpHBIEYh CecTep OOJBHOrO TeMOGWIUe | JPYTHX POJICTBCHHUKOB.
CouunaynbHblii pPaOOTHUK MOMKET OKa3aTh OOJbIIYIO IIOMOLIb B BBIABICHUM CUTYaLMi,
BBI3BIBAIOIIUX CTPECC B CeMbE OOJBHOro remModuineld, odecrneuuBas MNCUXO-COLUAIBHYIO
MOJICP)KKY W KOHCyJbTupoBanue ( cm.takke «['emodunusa: wmHbopmanms ansg cembu

OOJBHOTOY).
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3AKJIIOYEHUE

lemodunus sBisieTCs HACIEICTBEHHBIM 3a00JIEBAHUEM, KOTOPOE TPeOYyeT MEIUIIMHCKOIO
KOHTPOJSI B TEYECHHE BCCH JKM3HM OoNbHOro. JleueHHWe OCYHIECTBISIETCS C LENBIO
MaKCHUMaJbHO CHU3UTh DPHCK HWHBAJIUIHOCTH, MPOJUIUTH >KU3Hb, CO3[IaTh YCJOBUS JUIS
COLMAITLHOTO U (PU3HYECKOTO OJIAaroCOCTOSIHUSL OOJBHBIX M MOMOYb IMAIlUCHTAM KaK MOXKHO
MIOJTHEE PACKPhITh CBOH JKM3HEHHBIN TOTeHIAL. KpaeyrolbHEIM KaMHEM JICYCHUS TeMO(QHITHT
SIBIISICTCS aJICKBaTHAsS MMOCTAaBKa O€30IACHBIX M JCHCTBEHHBIX NPENapaToB, KOTOPhIC TOJKHBI
BBOJUTHCS Ha CAMBIX PaHHUX CTAINSIX KPOBOM3IIHSIHHH.

3a mocnenuue 30 JeT yaanoch JOCTHYB MHOTHE U3 MOCTABICHHBIX IEJICH IMPH OpPraHu3aluu
nedeHus reMouinu Onaromaps HOBBIM JOCTHIKEHUSIM B TEXHOJOTMH H3TOTOBIICHHS
MPErapaToB M OCYIIECTBICHHS MPUHIIMIIA BCECTOPOHHOCTH IMOMOIIH IpH remodminu. BUY-
nHpEeKIHA 10 CHX IIOp OKa3blBaeT BIMSHHE Ha COOOIIECTBO JIIOACH, CTpalarollnux
reModuireld, 0OCOOCHHO B Pa3BUTBIX CTpaHax, OJHAKO IOCTOSHHAas padoTa Haja JydIlei
OYKCTKOH MpenapaTtoB KPOBH OT BUPYCOB JAeNaeT UxX Bce Oonee 6e30macHbIMU. JlOCTIDKEHUS
MOJIEKYJISIPHOH OHONIOTMH U TexHoJoruum pekomOuHantHoW JIHK mo3ommnm paspaborathb
CHHTETUYECKHH KOHIEHTpAT (hakTopa CBEPTHIBAEMOCTH KpPOBH, NMPOBOAUTH OoJjiee TOUHOE
BBISBJICHHE HOCHUTENeil 3a00JeBaHMs U MPEHATAIbHYI0 JUATHOCTHKY, a TAaKXKe MO3BOJIMIN

HAJICATHCA, YTO B OyAyIeM I'eHHAs Tepamus PemuT mpodieMy reModuiny.

JOITOJIHUTEJIBHBIE CBEJAEHW A

«PexoMmenganuu 1o pa3pa60TI<e HallMOHAILHOU IporpaMMbl OKa3aHUs ITOMOIIU OONbHBIM
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