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BCTYIIUTEJBHOE CJIOBO

Kak oTBeTcTBEHHBIH 3a peann3anunio IporpaMmMbl TeHETHKHU deroBeka BecemupHoi
opranmu3anuu 3npaBooxpanenus (BO3), st umeto yecth coodbuuTh Bam, uto BO3 3anHTEpecoBana
B coTpyaHuuecTBe ¢ BcemupHnoii ¢penepanun remodunmu (BOT).

3a mocneanue aecathb et BO3 ocymiecTBua psij mporpaMm 1o coopy u o0padoTke
nHGpOpMaIMK O PAcIPOCTPaHEHUH 3HAaHUK U3 00JacTH reHeTHKH B oO1iecTse. IIporpammsl o
pemreHuro npobieM Jofei ¢ Hanbdosee paclpocTpaHEHHBIMI HACIEICTBEHHBIMHI COCTOSHUSIMHA
opraHu3Ma, TaKMMH Kak TajacceMus, reMo(mIns 1, ObUTH CO31aHbl C LEJIbI0 pa3padoTaTh
MOJXO0/bI K KOHTPOJIIO OJOOHBIX COCTOSIHUN M BBECTH X B CYILECTBYIOIIYIO CUCTEMY
MEJUIUHCKOM moMomy. Hair onsIT mokasai, 4To Jito0ast CoOBpeMeHHas porpaMma moiaepiKKu
YeJI0BEeKa C HacleCTBEHHBIM 3a00JIeBaHUEM JI0JDKHA ObITh OCHOBAHA HA BCECTOPOHHEM IIOAXO0AE,
KOTODBI BKJIIFOUAET JUATHOCTUKY, KOHCYJIbTALUH, BO3MOXHOE JICUCHHUE U POPHIAKTHIESCKHE
MepomnpusThs. B TakoM KOHTEKCTE TeMO(HIHIO MOKHO pacCMaTPUBaTh, KaK OJTHO H3
HACIIEICTBEHHBIX COCTOSIHUHM, KOTOPOE MOYKHO KOHTPOJIUPOBATh HanOOIee YCIEUIHO.

Y4uuThiBas TOT (HaKT, YTO reMOIITUS ABISETCS HACIEICTBEHHBIM IIMPOKO
pacrpocTpaHeHHbIM B Mupe 3aboneBanueM, BO3 obOpaiaer npucranbHoe BHUMaHUE Ha Te,
po6JeMbl, KOTOpBIE CBsI3aHa C 3a00JI€BaHUEM U OTPa)kaeT UX B MPOTrpaMMe I10 FeHETHKe
genoBeka. O4eBUIHO, YTO yCIIeNHas pa3paboTKa JF000H MporpaMMbl OKa3aHHs TIOMOIITH
HY>KAAIOLIUMCS], BO3MOXHA TOJIBKO IIPU TECHOM COTPYAHUYECTBE BCEX 3aUHTEPECOBAHHBIX
HWHCTUTYTOB, MEXIyHAPOAHBIX OpPraHU3allii U MPaBUTENbCTBEHHBIX OpraHoB. UTOOBI yIiyOUTh
HHGOPMUPOBAHHOCTh OOIECTBA U CIELUAINUCTOB O IpodieMax reMo(uiInu U pacIpoCTPaHUTh
3TO 3HAHUE Ha MeXTyHapogHoM ypoBHe, BO3 cotpyanuuaer ¢ BOI' u mogaepxuBaer Bo Bcex
CTpaHax MPOTPaMMBbI OKa3aHUsl BCECTOPOHHEW OMOLIM Npu reModuini. S yBepeH, 4To
COBMECTHBIMHU YCHJIMSIMU yJIaCTCS BBIIBUTH U IPUMEHUTDH BCE BO3MOXHBIE CTPATETMH KOHTPOJIS
COCTOSIHUS YeJloBeKa ¢ reModuireld. Mupopmanus o pe3ynpTaTax HOBEHIINX MCCIEOBAHMIA,
MPaKTUYECKOTO OIBITA H OTPEOHOCTEH ceMeil ¢ reMo(uIInei MOCTOSTHHO OOHOBIISACTCS U
00CyK1aeTCsl Ha COBMECTHBIX BCTpEUax. DTO PyKOBOACTBO HE ABJSETCS UCKIIOUEHUEM U
MPEACTaBIACT HOBEUIIHNI OMBIT coBMecTHOH paboTsl BO3 u BOT'. S BeIpaxaro ocodObie
MIO3/IPaBIICHUS aBTOPY 32 €TO BBIIAIONIMECS yCUIHS IO Pa3paboTKe 3TOr0 PyKOBOJICTBA.

51 xorten Obl MPU3BATh BCEX, KTO padOTaeT HaJl pelieHreM NpooiieM JoaeH ¢
reMoQuiIrel, CaMUX JIM MMAlUCHTOB, YWICHOB X CEMEH, MEUIIMHCKUX paOOTHUKOB HIIH
IIpeJCTaBUTEIIeH OPraHoOB 3[paBOOXPaHEHHs, OObEAUHUTHCS B paboTe HaJ| pellieHHeM BOIIPOCOB,
CBSI3aHHBIX C reMOQUIINel 1 JpyTruMH 3a00IeBaHUAMU KPOBH.

J-p Buxmop Bynvenxos, BO3
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1. BBEJAEHUE

HacnenctBeHHBIe HAPYLIEHUS CBEPTHIBAEMOCTH KPOBH IPEACTABIISIOT OTPOMHYIO TIpOOIIeMy s
OpraHOB 3[PaBOOXPAHEHMSI U COLMAIbHOM 3alUThl. DTH HapYLIEHUS MOLAAI0TCS JICUEHHIO JJaXKe B
UX caMoii Tsixkenoit popme. Eciu 3a0051eBaHus HE JICYHUTh, TO 3TO BEJIET K XPOHUUYESCKUM
COCTOSIHUSIM Y MHBAJIMJTHOCTH €Il JI0 TOTO, KaK YeJIOBEK CTAHOBHUTCS B3POCIBIM, a TAKIKE K
paHHel cMepTH. AleKBaTHOE JIeueHHe CTOUT JOPOro, OJHAKO, HeaJleKBaTHOE JieueHHe 00X0AUTCA
ele Jopoxke, Kak IS CaMoTo TAIHEHTa M €ro CEMH, TaK U JUIS 00IIecTBa.
Haubonee pacnpocTpaHeHHbIM U3 TaKUX 3a00JeBaHuil ABisieTcs reMopmius A, MM HEAOCTaTOK
¢dakropa ceepreiBaemMoctr VIII. I'emodunus B, uinm HerocTaTOYHOCTH (hakTOpa CBEPTHIBAEMOCTH
kpoBu X (uHOT/a M3BecTHA Kak 0oJe3Hp KprcTMaca — 0 IMEHH MEPBOTO MAIMeHTa, CITyJaii
KOTOpOTO OBLJI OIIMCAaH), BCTPEYAETCS B IISITh pa3 pexe, yeMm remodminst A. 3a00aeBaHUs
MepeAaoTCs 10 HACIEACTBY, a PELIECCUBHBIN T€H CBSA3aH C MOJIOM YeJIOBEKa, IIepelaloIIero
MOBPEXKACHHBIN reH ¢ X-XpoMocoMoil. OTIeNbHbIE CllyYan HeJOCTATOYHOCTH APYTHX (aKTOPOB
CBEpPTHIBAEMOCTH KPOBH MEHEE PACIPOCTPaHEHbI, TaK KaK PELieCCUBHBIE IeHbI HACIEIYIOTCS C
HETIOJIOBBIMH XPOMOCOMAaMH, T.€. B IaHHOM ciy4ae 00a poAUuTeNsi HECYT OBPEXKICHHBIH I'eH.
Hapymenue, HazpiBaeMoe 6one3Hb10 poH Buebpanna, npu KOTOPOM NMOBPEXIEHA MOJIEKyIa
¢axtopa VIII, 00bIYHO HacnemyeTcs 10 JOMUHAHTHOMY THITY, BEPOSITHO, IOATOMY Haubosee
pacmpocTpaHeHo, OJTHAKO, OHO MEHEE TSKEJIOE B CPABHEHUH C APYTHMU HAPYIICHUSMH
CBEPTHIBAEMOCTH KPOBH.
I'emodunus A nposisisiercs y 1 uenoseka u3 10 000 nacenenus. B tsokenoit popme (pu ypoBHe
¢axtopa VIII menee 1%) ona nposiBisiercs y 1 yenoseka u3 16 000. I'eorpaduyeckue,
STHUYECKUE U pacoBble (HaKTOPHI HE BIUAIOT Ha yacTOTHOCTh remodunun A u B. Ilogcunrano,
YTO C TSDKENIOH U cpenHel (opMoit reMouIuu A B Mupe ZODKHO ObITh 0koi1o 350 000 uenosek,
a ¢ TshKeNor u cpexHert popmoii remoduun B — okomo 70 000.
Y4uTBIBas pEAKOCTH 3a00JI€BaHHS, MOXKHO MPEATIONI0XKUTh, HACKOIBKO MOXKET OBITh c1a00
OpPTaHU30BaHO WIIM HE OPTaHU30BAHO €ro JICUCHUE B CTPaHaX, Il CYIIECTBYIOT MIPOOIJIEMEI C
rOJIO/IOM U PaclpoCTPaHEHHOCThIO MH(MEKIHH, a TaK )K€ TaM, I/Ie 3[paBOOXPaHEHHUE U COLUaJIbHAS
3alIUTa HE SBJIAIOTCS MPHOPUTETHBIMU HAIIPABJICHUSIMH TOCYAaPCTBEHHOTO (PMHAHCHPOBAHHSI.
OnHaKo, KaK Ha yPOBHE OJIHOT'O YEJIOBEKa, TaK M HA YPOBHE OOIIECTBA, HEOOXOAUMO MPU3HATH,
410 reMouIus TpedyeT JeUeHus, U ITO BaXKHO,

®  KaK JUIi OTAETHHOTO YEJIOBEKa, TaK KaK CTpaJlaHus U MOTePsi CHOCOOHOCTH

3apa0aThIBaTh Ha XKU3Hb YCYTyOIAIOTCS IPU OTCYTCTBUHU JIEUEHUS;
® Tak M JuIsi OOIIECTBa, IOTOMY YTO OPTaHU3AIHUs YXO0/1a 32 YSIOBEKOM ¢ TeModuineit
MOXKET CTaTh 00pa3LoM MpH padoTe CO MHOIMMHU APYTHMMHU XPOHUYECKUMU

3a00JI€BaHUSIMU.



JlaHHOE PyKOBOACTBO OBUIO CO3/1aHO Ha OCHOBE Iporpamm BecemupHo# deneparyu remoduianu
(B®I'), yT0OBI MOMOYB 3aMHTEPECOBAHHBIM B PELICHUH NTPOOIEMBI CEMbSIM BO BCEM MHUpE.
OO0cCyxIeHre MaTepHalioB MPOXOJUIIO Ha COBMECTHBIX 3acenanusx BOT u BO3. BOI npu3sHnaer,
YTO pa3paboTaHHOE JIeUeHHe FeMO(QUIINK B HACTOALIEE BpeMsl JOCTYITHO Tosbko 20% mroneii ¢
TSDKETION (POPMOIi HApYIIIEHUSI CBEPTHIBAEMOCTH KPOBH U TOJIBKO B Pa3BUTHIX CTpaHaX. TakuM
00pa3om, ecThb 1elTb — CIIeNIaTh BCE BOBMOXKHOE, YTOOBI TOMOYb KOJUIETaM H NalieHTaM B
pa3BUBAIOIIUXCS CTpaHaX AOOUThCs Oe3omacHOro u 3ddexTuBHOroO JeueHus. B pykoBoxacTse
W3JI0)KEHBI OCHOBHBIC UJICH, KOTOPhIE MOTYT IIOMOYb B CO3JIaHUH OOIIIECTBEHHOW HAIIMOHAIBHOM
OpraHU3allliy U aKTUBU3ALUU ee IoAJep KUBatoIell pyHKIUU. PyKOBOJCTBO HE 3aMEHSET BCe
ocranpHble myoaukanuu BOI o remopminn. Oco6eHHO A1 TeX, KOT0 HHTEPECyeT pyKOBOJACTBO
10 OpraHu3aliy JeUeHHUs MallueHTOB, pekoMeHayeM oTueT o CoBecTHOM 3aceannu BO3 u BOI'
10 BOTpocaM KOHTpoJIst remoduiiu — CoBpeMeHHOe Jiedenne remopmnnd, 1994, Ha KOTOpbIi

€CTh CCBUIKA Ha cTpaHwuie 65.

Crp.4
2. OCHOBbI COBPEMEHHOTI'O JIEYEHUW A

I'emoduims — 3TO HacIeACTBEHHOE HApyILIEHHE CBEPTHIBAEMOCTH KPOBH. TsKecTh HapyIIEHHS
3aBUCHUT OT YPOBHS aKTUBHOCTH cBepThIBaromux (axropos VIII mwmm IX B kpoBOTOKE.
AKTHBHOCTb OIIpeaeNnseTcs HeOOIbIINM KOJIMUECTBOM OENKOBBIX COEJUHEHUM, 00pa3yoLXCs B
MEYEHH U LHUPKYIUPYIOLIHUX B KPOBOTOKE. JIou ¢ Tshkenoi (opMoii reMopHINN HUMEI0T MEeHee,
ueM 1% aKTHBHOCTH', H HOJIBEPIKEHBI YaCTHIM OOMIILHBIM KPOBOTeueHHAM. JII0IM ¢ AKTHBHOCTBIO
B quarnasoHe ot 1 10 5% UMeIoT TeMOQHIINIO CPEeTHEN TSHKECTH, IPU aKTUBHOCTHU Ooee 5%
remModuiust — aerkoid popmel. B Hopme akTuBHOCTB (akTopoB VIII u [X ocrasmsger ot 50 1o
200% (5-20 ME/nn) co cpenanm 3nauenne — 100% cBepThIBaroIeii akTHBHOCTH.

VYposenb paktopoB VIII u [X y HOcHTENnn reMOGHINT YacTO HUKE HOPMBL. Y TaKHX JKEHILIH
CYIIECTBYET PHUCK HAPYIICHUS T€MOCTa3a BO BPEMs ONIEPAaTHBHOTO BMEIIATEIHCTBA WIIH yAaJICHUS
3y00B, €CJIi He IPOBOAUTH CIIELIMATU3UPOBAHHOTO JICUSHHS; HHOIJa y HUX HaOIro1aeTcs
MEHOpparus.

YpoBeHb (akTOpa CBEPTHIBAEMOCTH KPOBH OOBIYHO OMpPEACIICT KIMHUIECKYI0 KapTUHY CTETICHH
TshKecTH reMopuiny. Jlroau ¢ Tsxenol GopMoii CTpasaloT CIOHTAHHBIMU KPOBOTEUEHHUSIMU B
CYCTaBBI ¥ MBIIICUHBIE TKaHU. Y JIOJeH ¢ reMOoQIIINel cpeaHeH TsShKeCTH HaOMoaaloTes
KPOBOTEUEHUS [10CII€ Pa3InNYHOro poAa TpaBM, IIpH JIerkoil popMe HapyIleHHs CBEPThIBAEMOCTH
KpPOBHU NPOo0JIeMbl BO3HUKAIOT OOBIYHO MOCHIE 3HAUYUTEIBHOT0 XUPYPrUuecKoro BMemareabCcTBa

HUTH TSDKEIIOMN TpaBMBI. OI[HaKO, OYCHBb BaXHO 3HATH, YTO CTCIICHD TAXKCCTH 3a00JICBaHUs HE

: nu3MepsieTcs Takke 1 MexayHapoaHoi exuHuLei Ha neumtp (ME/mn)



BCeT/Ia SIBJIETCS HaJe)KHBIM KPUTEPUEM ISl BRIOOpA CIIOCOOOB MPOQHITaKTHKH KPOBOTCUCHHUN 1
UX JICUCHUSL.
Ecnu nmpouszonuio XoTst 06 OJJHO KPOBOU3IUSHUE, TO YEIOBEKY C JIETKOW (POPMOH reMopHIIum

HYXXHO OKa3bIBaTb TAKOC€ X€ MPUCTAJIbHOC BHUMAHUE, YTOOBI HOPMAJIM30BaTh €ro remocras,

Crp.5

KaK U MMaIUEeHTY C TKETIOH (POPMOIA.

ITpu remounuu KpoBOU3IUAHUE MOKET IIPOU3OHTH B JIt000€ BpeMs cyToK. O0beM
MEePBOHAYAIILHOI KPOBOIIOTEPH 3aBUCHUT OT TSKECTU TPaBMBI, HO €CJIM HE IIPOBOAUTH JICUSHHS, TO
OHO OyJeT elle 1 MPOIOJLKUTENBHBIM. ECIIi He JIeUnTh OTKpPBITOE KPOBOTEUEHHE (HAIIPUMED, U3
OTKPBITO PaHbl WU KUIIEYHHUKA), TO TO MOXKET B KOHEUHOM UTOI€ IIPUBECTH K
00eCKpOBIMBaHHIO NaMeHTa. KpoBOM3IHAHUE B 3aKPBITOE MPOCTPAHCTBO (BHYTPHU Yepena,
CHHOBHAJBHBIX CyCTaBOB, KPYITHBIX MAaCCHBOB MBIIICYHON TKaHH) IPEKPATHTCS TOIHKO B TOM
cllyyae, €Clii JaBJieHHE, CO34aBaeMOe OKPYKAIOLIMMHU TKaHSAMH, PABHO WM IPEBBIIIAET
JIaBJIEHUE, CO3/]aBaeMOM M3IUTON KpOBbI0. KpOBOM3INSAHNUS B CYyCTaBbl M MBIIIIIBI IIOCTOSIHHO
noBTopstoTcs. OOBIYHO y YenoBeka ¢ TsKeslol ¢popmoil remodunun A u B otmeudaercs B cpeiHeM
OKOJIO 35 KpOBOM3IHUSHUHN B FOJl, OTHAKO Y HEKOTOPBIX ATO MMPOUCXOIUT exeaHeBHO. YacToTa
KPOBOTCUCHUH YBEIIMYMBACTCS B TEX TKAHIX, B KOTOPBIX YXKe OBUIO KPOBOM3IIUSHHE, H €T0 HE
neuwnu. Y nmofel ¢ remodpuianeid B KpoBoTeueHUs CIlydaroTCsl peKe, YeM OIMCAHO BBIIIE.
Ocrtpas 6011b ABIAETCS HEMOCPEACTBEHHBIM PE3YIbTaTOM KPOBOU3IUSAHUS B CYyCTaB WIH
MBILIEYHYIO TKaHb, €CJIM JIedeHUe He OblJIo HayaTo cpasy. Jlydie Bcero ¢ 60JIbI0 MOXKHO
CIIPaBUTHCS, €CJIU Cpa3y XKe HauyaThb JiedeHue KpoBousnusaHus. [Ipenaparsl, cogepkaiiye acnuput
MIPOTUBOIOKA3aHbI, TAK KaK YCHJINBAIOT TEHJIEHIMIO K KDOBOTOYMBOCTH, OKa3bIBas
oTpuLaTeNIbHOe JecTBIE Ha (PyHKIMIO TPOMOOLUTOB. TakuM ke 00pa3oM HECTEpOUIHbIE
MIPOTHBOBOCHIATUTEIbHBIE MIPenapaTbl MOTYT IPOBOIMPOBATH KPOBOTEUEHHUS, OCOOCHHO B
JKEITyTOYHO-KUIIIEYHOM TpakTe. [loBTopstonrecss KpOBOTEUEHHUS B OJIUH U TOT XK€ CyCTaB, B
KOHIIE KOHLIOB, IPUBOJAT K €r0 MOBPEXICHUIO U Pa3BUBAETCS XPOHUUYECKUI 00JI€3HEHHBIN
apTpUT, YTO BeAET K MHBAIMAHOCTH. [Ipu TakoMm apTpuTe cycTaB HE MOJAAETCs
BOCCTAHABJIMBAIOIIEMY JICUCHHUIO, a (DYHKIIMOHAIBFHOE HapyIIeHHE U OOJIe3HEHHOCTh

Ipeoao0JIEBAIOTCA TOJIBKO IyTEM JUINTCILHOU peKOHCTPYKTHBHOﬁ onepauneﬁ.

Crp.6
CreoBaTenbHO, YEIOBEKY € TSDKENOM (opMoit reModuinnu TpedyeTcs, Mpexae BCero:
e TOYHAs AMATHOCTHKA, BBIIBILIIONIAS HEMOCTAIOMUI (haKTOp CBEpPTHIBACMOCTH KPOBH, H
€ro YpOBEHb aKTUBHOCTH;

° BO3MOXXHOCTb Ha4YaTh JICUCHUE ITPU KPOBOTCUCHHUHU B moboe BpEMs CYTOK.



Jledenue

Jleuenne reMopMIMIECKUX KPOBOTEUEHHUI OKa3bIBaET MPSIMOE AeHCTBHE. AJICKBATHOE
KOJINYECTBO 3aMelIaroNero (hakropa CBEPThIBAEMOCTH KPOBU BOCCTAHABIIUBAET
reMOCTaTHUYECKYIO PeaKkIHIo YeJI0BeKa 10 HOPMaJIbHOTO YPOBHSI, U KPOBOTEUCHHE
OCTaHaBIIMBAETCS OOBIYHBIM IyTeM. UeM paHbllie Ha4aTo JICYCHUE, TEM MEHBIIIE BEPOSTHOCTh
TOro, 4TO KpOBOTEUeHHUe OyeT porpeccupoBaTh. Ecii jeueHne He IOCTynaeT BO BpeMs, TO
KPOBOTEYEHNE CTAHOBUTCS MMPOJOIDKUTEIBHBIM, YTO YCHIIMBAET MMOPAKCHNE TKAHEH U
YBEJIMUMBAECT KPOBOM3NUsHUA. TakuMm 0Opa3oM, JiedeHue, HauaToe Ha CaMblX paHHUX dTamax,
MPeOTBpAIlaeT Pa3BUTHE HEAEECIIOCOOHOCTH MallUeHTa U YKOHOMHUT CPENICTBA, TaK KaK
MOBTOPHOE JICUEHHE, BEPOATHEE BCETO HE MOHATO0HUTCS.

®axrop VIII u IX HeBo3moxkHO BBoAUTH yepe3 JKKT min nogkoxHo. JleueHrne mpoBOaUTCS
TOJIBKO BHYTpUBEHHO. DaKTOpPhI CBEPTHIBAEMOCTH KPOBH U3BJIEKAIOT U3 3J0POBOM IJIa3MbI
JOHOPCKOH KpOBH. J{JIs1 IPUTOTOBJIEHHS TIPETIapaToB TPeOyeTcs:

e (e3omacHoe MOJy4YeHHUE KPOBH y 30POBBIX IOHOPOB;

e TpoBEpKa KaKJOW MOPIMH JOHOPCKOH KPOBU Ha HOCHUTEIHCTBO M3BECTHBIX MATOTEHHBIX
BHPYCOB, OCOOEHHO, TakuX Kak Bupyca remnatura u CIINJ 1 u 2;

e ObicTpas u KBaIH(UIpOBaHHAS NepepadOTKa KPOBHU, B pe3yJIbTaTe KOTOPOi
KOHCEPBHPYETCSI COJIepKANIUUACS B Hell (pakTop CBepTHIBAEMOCTH U TIOBBIIIAETCS
BO3MOXHOCTb HOJIYYUTh €0 HauOOJIbIIee KOJTMYECTBO HA BHIXOJIE;

ctp.7

®  AHTHBHPYCHBIE TEXHOJIOI'HH, 00ECIICUUBAIOIIUE BHICOKYIO OUUCTKY KOHEYHOTO MPOIYKTa
OT TIepellaBacMbIX Yepe3 KPOBb HHDEKIUIA.

Henasnee otkpeiTre MonekysspHoro ctpoerns dakropos VIII u IX mozBonuio papadoraTsh
MIPOAYKT FeHHOW MHXKEHEPHH, [ IPUTOTOBIEHUS KOTOPOT'O UCHOIb3YETCS METO/
pexkombunanTHOU JJHK. Kornma-HulOyap npenapartsl, H3roTaBIrBacMble U3 IUTa3MbI YeIIOBEKa,
OyZAyT BBITECHEHBI PEKOMOMHAHTHBIMH KOHIIEHTpaTaMu (paKTOPOB CBEPTHIBAEMOCTH KPOBH.

JlomalHee jeyeHne U npoQuiIakTUKa

Camblil yn0OHBIN BapHaHT — €CIIM IIpenapaT BBOAUT cebe caM MAalMeHT WIH KTO-TO U3 CHEeLHAIbHO
00y4YeHHBIX pOJCTBEHHUKOB. TakuM 0O6pa3oM, MOKHO 00ecIiednTh, YTOOHI IedeHne ObIJI0 HayaTo,
KaK MOYKHO paHbIlle, U COKOHOMUTH CPENICTBA, KOTOPBIE, B IPOTUBHOM Cllydae, 3aTpaynBaloTCs,
9YTOOBI OPraHN30BaTh JIeueHHe B aMOyJIaTOPHBIX ycaoBUsAX. Tak, Harpumep, NOIPOCTKY C
TsDKeTIoN Gopmoii reModuimu A, kotopsiid Becut 50 kr, Tpedyetcs 35 000 exunun dpakropa VIII
B TOJI, 9TOOBI JISUNTH ero KpoBoTeueHus (35 kpoBomsnusauii Tpedyror 1000 exunun pakropa
VIII, ecnin neyeHne HA4aTO HA CaMbIX paHHMX dTanax). Eciau y pedeHKa XpoHUYECKUH apTpUT, TO

ata nudpa Oynet Oosblie (cM. Takke cTp.39).



ANbTEpHATHUBOM JIEYEHUIO, KOTOPOE HA3bIBAETCS «I10 TPEOOBAHUIO» WU «KPU3UCHOE, SIBIISETCA
Tepamnus, KOTopas HallpaBjeHa Ha Npe0TBpallleHne KPOBOU3IHUAHUH, TaK Kak obecrieuynBaeT
HOPMaJIbHBIA ypOBEHB (PAKTOpa CBEPTHIBAEMOCTH B KPOBH ITALIMEHTA MOCTOSIHHO. JTO Ha3bIBACTCS

npodunakTuka. Onucanue pa3IMyHbIX GOpM JIedeHns reMo(WINY 1aHO Ha ClleAyolleil cTpaHuLe

B Tabmuue 1.

Tabiunna 1. Buns! neueHns

I[OMaH.IHee JICUCHUC

BHyTpuBeHHOE BBeieHHE (PaKTOpa CBEPTHIBACMOCTH KPOBH BHE
aMOyJIaTOPHBIX YCIOBUHN 1 0€3 HAOII0IEHHSI MEAUITTHCKOTO

HepcoHana

Jleuenue «1mo

IIpenapats! pakTOpOB CBEPTHIBAEMOCTH KPOBU BBOJATCS, KaK MPH

TpeOOBaHUIO/ JIOMAIITHEM JICUEHUH, IIPH MEPBBIX MPU3HAKAX KPOBOTCUEHUS

«KPU3UCHOE»

[Ipodunaxtuxa [IpenapaTbl BBOAATCS «3apaHeey sl MPeAoTBpaIleHHS
KPOBOTECYEHUS

EnunoBpemeHHast IIpenapaT BBOAUTCS HAKaHyHE KaKOro-1100 COOBITHS, B IIpoLiecce

npoduIaKTHKa KOTOPOTr'0 BBICOKA BEPOATHOCTb KPOBOM3IHUSIHUS

IMpodumakTruxa Ha

OrpaHUYEHHBIN Nepuos

PerynsapHoe BBeeHHE NpeniapaTa MIPOBOAUTCSA B OTPAHUYCHHBIN

nepuoa BpEMEHH, YTOOBI CHU3UTh JacToTy KpOBOH?:J'IPIHHPIﬁ

JurenvHas [IpenapaT BBOAUTCS PETYISIPHO, YTOOBI MPEJOTBPALIATH
(mocTostHHAs) KPOBOTEUEHHSI M apTPOIATHIO
po(HITaKTHKA

OueBUAHO, YTO 0OXOAUTCS JOPOXKE U pacCUUTaHA Ha JUINTEIILHOE BPEMs, «KPU3UCHOE) JICUCHHE
MIPOBOAUTCS B 0oJiee KOPOTKUE CPOKU M 00xoauTcs femesne. OQHAKO, B OTHOIIEHUH
MIPEIOTBPAIICHNS HHBAIUIHOCTH M COXPAHEHUS 37J0POBHS BO B3POCIIOM BO3PACTE MPEUMYIIECTBA
o HIAKTUYECKOT' 0 JIEUEHU BO MHOI'OM II€PEBEIINBAIOT JOCTOUHCTBA 00JIee KPaTKOCPOUHOTO 1
JIeIIEBOT0 JICUEHHS M0 TPeOOBaHUI0. DTO OCOOCHHO 3aMETHO B PadOTe ¢ MallUeHTaMH C
remodunuet B. Im tpebGyercs BBeneHne Gakropa [X Ui oJMH WK J1Ba pa3a B HEJIEIIO, YTOOBI
MIPeOTBPAIIaTh CIIOHTAHHBIE KPOBOTEUEHHs. DTO BO3MOXKHO, B CBSI3H € T€M, UTO Yy ¢axTopa IX
MIEPUO/] TOJTypaciaia B KpoBOTOKe Ooublie, ueM y gakropa VIII. [Nanuentam ¢ remopumeit A
JUTS IPO(MITAKTHKY KPOBOM3IIUSHUHN TpebyeTcs BBenenue gaxropa VIII Tpu pasza B Hezemto,
OOBIYHO, B TIOHEJIEJIHUK, CPEY U MATHHILY, YTO TOPA3/I0 JIerye 3alOMHUTD, YeM B TeX CIIydasx,
KOTI'Jla BCe BpPeMs IPENHICHIBAIOTCS pa3Hble JHU. CTPYKTYPHUPOBAHHBIHN MOAX0J K OPraHU3alNN
paboThl ¢ reMopUINE MOKET IOMOYb YAOBIETBOPUTH TOTPEOHOCTH IMPOKOM IPYMIIBI TIOJEH C
JpPYTUMHU HapyIIEHUSIMH 310pOBbs. Takoi M0JX0/ MOMOTaeT Tak )K€ BBITOJIHEE paCIpeesuTh B

0COOBIX 00ACTAX 3PAaBOOXPAHEHHS OTPAHMUCHHBIC PECYPCHI, KaK MePCOHANA, TaK 1



¢unancuposanus. besonacHas u 3¢ dexTuBHas cucrema 6aHKOB KPOBU MOKET 00CIIy>KUBATh BCE
CO0OIIECTBO, a HE TOJBKO HEMHOTOYUCIICHHYIO IpyIITy Jrojel ¢ remodunueil. Takum xe
00pa3zoM co3naHue J1a00paTOPHH, TJe MOKHO BBHITIOJIHATH aHAIU3 KOATYJISIUN KPOBH MOYKET
IIOMOraTh BCEM, Y KOT0 BO3HUKAET HapyllIeHHe reMocTa3a, HalpuMep, [0CIe XUPYPrudeckoro
BMEIIATENbCTBA, OOIMIMPHON TPaBMBI MIIM BO BPEMS POJIOB, a TAKXKE U JUIA JIIOJEH ¢ reMOUIneH.
PazH000pa3Hoil MOKET OBITh U TI0JIB3a OT Pa3BUTHS HAYYHO-TIpaKTHUeCKol ceprl. Hampumep,
(u3noTEpaNeBTHl, CIEIUATM3UPYIOLINECS Ha OKa3aHUHU ITOMOILH JIIOASIM C XPOHUYECKUMU
HapyIeHUSIMHU (PYHKIIMA KOCTHO-MBIIIEYHBIX CUCTEM, HJIH YYCHBIE, BEIyIHe UCCIICIOBAHUS B
oOnacTu reHeTuky. Eciau e)XxeHEeBHOMY yXOJy 3a UEIOBEKOM C reMouinel 00y4aroTcs
CIIELMAITUCThI U3 YHCIIA CecTep, PU3MOTEPaIleBTOB, IPYTUX MapaMeIUKOB WM YJICHOB CEMbH
3TOT0 YEJIOBEKA, 3TO MO3BOJISIET 3KOHOMUTD PECYPChI, KOTOPBIE YXOJAT HA OIUIATy €XEeIHEBHOU

paboTsI Bpaua.

Mepsl IpeI0CTOPOKHOCTH IIPU FCMOCbI/IJII/II/I

Acrnmpun (ACK) cTporo npoTuBomnokasas Jr000My YEIIOBEKY C HApyIICHUSIMU KPOBU. ACIUPHUH
IUIOXO BIHSIET HA (P)YHKLUIO TPOMOOIIMTOB U CIM3UCTYIO 000JIOUKY KETyIKa, YTO MOYKET
IIPUBOJUTH K FeMaTeMe3UCy (pPBOTa C KPOBBIO).

Hecreponnnsie mpoTHBOBOCTIANUTENBHBIE TPENapaThl (IpUMEHsIeMble AJIS JICUSHHUs apTpuTa,
HaTpUMep) HEOOXOMMO MMPUMEHSTH IPU reMOQUIINE OCTOPOIKHO, TaK KaK OHU MOTYT BIIHSATH Ha
OpraHu3M TakK ke, Kak U aclUpUH. VIX Heo0X0IMMO NIPUMEHATH TOJBKO MOCIIE €/1bl, a eClIU
KeyJJOK HauMHAaeT IJI0X0 paboTaTh, TO MPEKPaIIaTh UX MPHEM.

IIpoTHBONOKAa3aHB! BHYTPUMBIILIEUHbIE HHBEKIMH, TAK KAK OHU MOT'YT CIPOBOLIMPOBATh TSAXKEIIbIE
BHYTPHUMBIIIEYHbIE KPOBOMIUAHUS C IIOCIEAYIOIUM 00pa3oBaHUEM KUCTHI WiId (PHUOPOHIHBIX
mpamoB. [IpeanouruTensHee JOAsIM ¢ reMouIInei BBOIUTD MpenapaTsl OpajlbHO, PEKTAIBHO,
MOJIKOKHO MJI BHYTPHUBEHHO.

OOBIYHO UIMMYHHM3ALUS TPOBOJUTCS BHY TPUMBIIIEYHO, TOTrIa Oe30MacHee NPUIaBUTh MECTO
WHBEKIUH MAIBIEM B TCUSHHE TISITH MUHYT, OJIHAKO, yI00HEe, €CITM IPUBUBKHU OYIyT ClICIaHbI
noxokHo. Eciiu nmocne npuBuBKM 00pazoBajach reMaToMa, TO, BO3MOKHO, IOHaJOOUTCS
3aMEeCTUTENIbHAS Tepamusl.

[pu remodrimu HEOOXOAUMO MOOIIPATH PU3HMIESCKYIO AKTUBHOCTD M 3aHATHS CIIOPTOM, TaK KaK
MIPU3HAHO, YTO Pa3BUTAast KOCTHO-MBIIIEYHAs CHCTEMA NIPEAOTBPAILAET KPOBOTEUEHHUSI.
Heo0xommmo 0TKa3bIBaThCsI TOJIBKO OT T€X BUJIOB CIIOPTA, KOTOPBIC MOTYT ITPUBECTH K TPaBME

TOJIOBHI, KaK, HarpuMep, pyTdo nim perou.
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Crp.11
2. BBLUIABJIEHUE CJIYYAEB ’EMO®UJIUHA

OIIHa TPETH CIIy4YacB FeMO(bI/IJII/II/I BBIABJISICTCA B CEMbBAX, B HCTOPUU KOTOPBIX HE OBLIO

IpeuecaACHTOB. HpI/IHHTO CYHUTATh, UYTO 3TO MPOUCXOAUT 110 ITPUIHNHE TeHHOM MyTaluu.

Ecmu B ucTOpUUM ceMbH €CTh CITy4au reMOQIIHH, 0COOSHHO TSKETIOH POPMBIL, TO HYKHO
IPEANPUHATL MEPbI, YTOOBI BBISIBUTh HOCUTEJIS CPEIU JKEHIUH 3Tol cembu. Hocurens
OTIpeZIeTISIeTCsI TI0 aHAJIM3y CBEPTHIBAEMOCTH KPOBHU PA3HBIX WIEHOB CEMBH, a HAanOOJIee TOYHO O
ananmuzy JJHK. Ouens BaxxHO coOpath KpoBb mist aHanm3a JJIHK y oCHOBHBIX WIEHOB ceMbU 10
TOro0, KaK KTO-HUOYAb yMpeT. [ 3Toro KpoBb MOXHO MOMECTHTh B XpaHWIUILE IS aHATTN3a
no3aHee. PykoBoacTBo 1o xpaneHuto kpoBu g aHanu3a JJHK onucano B [Ipunoxenuu 2.
Ecny >keHIMHA 3HAaeT, YTO OHA HOCUTENb TAXKeJIoH (GOopMbI FeMOQUIINH, IS Hee CYLIECTBYET
ompeneNeHHbI BEI00p. Bo3MOXKHO, MPOBECTH ANArHOCTHKY AMOPHOHA Mepe]] MMIUIaHTallueH B
ciIy4ae 3a4aTHsl B IPOOHMPKE, aHAIN3 XOPHOHNYECKUX BOPCHHOK 1o TexHonornu JAHK, ananms
CBEPTHIBAEMOCTH KPOBH MPH (PETOCKOMUH WIIM IPOBECTH aMHHUOLIEHTe3 (ITyHKLHIO MJI0AHOTO
My3BIpA).

OpnHa TpeTh HocuTenel reMo(pMINI UMEIOT YPOBEHb (PAKTOpa CBEPTHIBAEMOCTH KPOBU HIKE
HOPMBI U TAKMM 00Pa30M MOJBEPratoTCsl ONACHOCTH YPE3MEPHOr0 KPOBOTEUEHHS [TOCTIE TPABMBI,
XUPYPrU4eCKOW OTepaliy WK yAaJdeHus 3y0a. B Takux ciydasx HOCHTENSM reMopiine A He
Tpebyercs 3amelenue daxtopa VIII, Tak Kak XKEHIIMHBI XOPOLLIO PEarupyloT Ha 1eCMOIPECCUH
(DDAVP). Bo Bpemst 6epemenHocTr ypoBeHb GakTopa VIII moBbliiaercst ecTeCTBEHHBIM
obpazom. Hocurensam remopunuu B ¢ HU3KUM ypoBHEM (axTopa Tpedyercs 3aMecTUTeIIbHAs

Tepanus, Ipy 3TOM BBOJUTCS OUMIIEHHBII OT BUpYcOB mpenapar ¢axrtopa IX.

IIposBnenune reMoGuInm

Tsoxenas popma reMoUITMN IPOSIBISIETCS B IIEPBBIA e TOJI BBITYKJIBIMA HEOOBIYHOTO LIBETA U
pasMepa CHHSIKaMH WU MPOJO0IDKUTEIBHBIMUA KPOBOTECUSHHSMH, YACTO OT HEOOIBIIUX
NoBpexAeHuil Bo pTy. i yrouneHus nuarsosa TpeOyercs 1adopaTopHOe HcCIeJOBaHHE.
WHorna kpoBoTeueHHE BOSHUKAET MOCiIe 00pe3aHusl, YTO MOYKET MPUBECTU K CMEPTH MJIaJICHIIA.
I'emodunms cpenueit wim cmadoit GopMbI TSHKECTH MOXKET BIIEPBBIE MIPOSIBUTHCS TOCTIE OTICpaii
WK yJaneHus 3y0a, Korja BO3HUKAIOT AJIUTENbHbIE MM BTOPUYHBIE KPOBOM3IMAHUS. VHOT1a B
TAHHBIX CIydYasx BO3MOXKHA TPOMOOIIATHS TIOCTIE YIIOTPEOICHHS acIUPHHA — CIEAYET IIPOBECTH
n1a00paToOpHBIN aHANU3.

Heobxoaumo cpasy ke yTOYHATh AUarHo3, Tak Kak B cirydae remopunun A unu B Heo6xonumo

MIpUCTYNATh K COOTBETCTBYIOIIEMY JICYCHUIO.
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Crp.13
3. JUATHOCTHUYECKOE KOHCYJIbTUPOBAHUE

[lepBblii Iar B AMarHOCTUKE — 3TO TIIATEIBHBIH cOOp MHPOPMAIMH IO KITMHUYECKOW UCTOPUH. Y
JozeH ¢ TshKenoi unu cpenneil popmoit reMo MM 0OBIYHO B IPOLIJIOM €CTh SIBHBIE CIIy4au
00pa3oBaHHsA HEOOBIYHBIX TEMATOM HJIM BO3ZHUKHOBEHHS MPOIOKUTENBHBIX KPOBOTEUECHHUH
nocJye TpaBMbl. [lanueHTsl co cnaboii GopMoit reMOpIITHI MOTYT JKaJIOBATHCS JIUIIb Ha
HEOObIYHBIE KPOBOTEUEHHS [10CIIE OIIEPALMIOHHOIO BMEIIATENbCTBA.

Hanee npexacrasiieH obpazer coopa HHYOPMAIIUY O TTAIUESHTE OT HETO CaMOT0 HIIH ero/ee
poaureneil. TEKCT MOYKHO BBOJUTH B KOMIIBIOTEP MOJHOCTHIO, YTOOBI IPOBOAUTE B JaJIbHEHIIIEM
CpaBHUTENbHBINA aHAJIM3, @ Ha Oymare Bpay MOXKET OTMEYaTh TO, YTO COOTBETCTBYET KaXKIOMY

CITy4aro, «rajJouKo
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UCTOPUA PASBUTHUA 3ABOJIEBAHNA

Jaanyro hopMy MOXKHO JIeTKO Mpeodpa3oBaTh IJisi KOMIIBIOTEPHOI 00paboTKu

®.N.0.:

Ilon:

Jara poxaeHus:

JHata ocMoTpa:

[Tpuunna obpamenus:

OIIMCAHUE CJIYYAEB

IIPUMEPHBIE BOIIPOCHI

1. OOpa3oBanusi reMaToM

1.1 Ypesmepnoe 1 O0sraHOE 2 Y Bac nezxo obpazyromces
cemamombi?

1.2 Bcerga nocne tpaBmsl 1 bvisaem nu 'y Bac, umo Boi ne
3Haeme,

WHorpa ciontanHo 2 omuezo obpasosanace cemamoma?

1.3 Pa3smepsl reMmatom Cpasnusatime c pasmepamu

U36E€CMHBIX
Ooxpimme (> 5 cMm B nuametpe) 1 MOHem.
HeOonpIue ( < 5 cM B quamerpe) 2
1.4 Temaromsl tockue 1 Ecnu cemamoma 6 mackux mxamsx,
C IPUITYXJIOCTHIO 2 mo 0bpaszylomcs iu npunyxiocmu?

1.5 I'myboxkas remaToma obpa3zoBbiBanach 1

He 00pa3oBbIBaiach 2

1.6 T'nme B ocHOBHOM 00pa3ylOTCsi TeMaTOMBI:



2. OOpa3oBaHHuS NYyPHOYPLI

2.1 O6pazoBbiBaniack 1 He obpa3oBsiBanach 2

2.2 Mecra oOpa3oBaHHUS:

2.3 TlocraBiaeHHBIE JUATHO3EI:

3. HocoBbIX KPOBOTEYEHMI

3.1 Ypesmepnsie 1 Bpewms ot Bpemenu 2

bvinu y Bac obpazosanus KpacHvlx
NAMHBIULEK, NOXOJICUE HA CLIND,
KOmMopble ucue3anu, MeHssCh 6

yeeme, KaK CUHAKU ?

Hocoeuvle kpogomeuenus mozym y

1106020 4eno8exka conpogolicoans

npocmyoy.
3.2 JIMMTEeNnbHOCTD:
3.3 TlocraBieHHBIE TUATHO3BI:
Cmp.15
4. JKeJy/I0YHBIX KPOBOTE€YEHHIH
4.1 Temaremesuc 1 He 6bu10 2 VY Bac 6wvina xoeda-nubyowv peoma

4.2 CtyJ ¢ KpOBBIO

4.3 TlocraBieHHBIE TUATHO3HI:

5. I'ematypun/ reMacnepMmu

5.1 Beo 1 He 66110 2

5.2 TlocTaBneHHBIE TUATHO3EI:

uiu cmyiji ¢ Kpoebvio.
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6. 3a001eBaHHA CYCTABOB (0COOCHHO KOJICHHOTO, JIOKTEBOT'O, TOJICHOCTOITHOTO)

6.1 ComyrtcTBOBaio omyxaHue | JI10601i uenogex co crabvimu
cycmagamu
OnyxaHus He ObLIO 2 Modicem Onucvleams c80uU

owyyenue, Kax
06y0mo y He2o «08olHble CYCMAasbly, 6
MAKUX CAyYasx 06bIYHO HApYyULeH
0enoK coeOuHUmenbHOU MKAHU
(konnaeen), 5mo cocmosiHue
Haciedyemcs u Ha3vlaemcs

6.2 Cnabsle cyctaBel 1 CyctaBsl B HOpMe 2 cunopomom Dnepca-Llannoca. ¥ nux
mooice 1e2Ko 06pazyIomcs

cemaniomaol.

PEAKIIMS HA BO3JEMCTBUS, YTPOXKAIOIIUE TEMOCTA3Y

7. Pa3pbIB TKaHei

7.1 Bruio 1He Obmio 2

7.2 IIponomxuTenbHOE UIN BTOPUYHOE KPOBOU3IUSHUE |

bes IIPOAOJIKUTEIBHOT'O UJIW BTOPUYHOT'O KPOBOUBJIHUAHUS 2

7.3 3axuBieHue panbl BHE HopMbl 1 Hopmanbaoe 2

8. Yaajaenue 3y00B

8.1 Breuio 1He Obuio 2

8.2 KpoBoteuenue nociue ynaneHus:

HpO,Z[OJ'DKHTeJ'ILHOC HJIW BTOPUYHOC KPOBOUBIHUAHUC 1

B Hopme 2

15



8.3 Ecnu ¢ ocnoxHEHUsIMHU — 3TO OBIBAET MOCIIE KaX/I0TO yaaieHus 3yoa?

Ha 1 Her 2

8.4 [MoxpoOHOE omucanue MOOOro reMOCTaTHYECKOTO JICUCHHS:

9. Xupypruveckoe BMeNIATEIbCTBO

9.1 Bbouto 1 He 6pu10 2 Ocobenno paccnpocume 06
onepayuu oope3anus u
yoaneHus 21aH0

9.2 TlompobHee 0 XUpyprUYECKUX BMEIIATEIbCTBAX:

9.3 IIpogomxuTenbHOE WIK BTOPUYHOE KPOBOU3NUSHUE |

B HOop™Me 2

9.4 T'emaroma B pailoHE paHbl WJIH PACXOXKIEHHUE IMBOB 1

3akuBiieHUE B HOpME 2

10. Jleyenune MeIUKAMEHTAMH

10.1 Tlpumenenue actiupuHa 1 AcHUpHUH HE IPUMEHSICST 2

10.2 VYnorpebieHne Apyrux MpernapaToB, BKIOYas HECTEPOUTHBIC U

IIPOTUBOBOCTIAIUTCIILHBIC:

I'MHEKOJIOI'Usl/ BEPEMEHHOCTDB

11.1 OrHocutes x nanHoMy nanuenty 1 He otHocurcs 2

11.2  O6wieHast MeHcTpyams 1 Cnabast/ B Hopme 2

11.3 KpoBoreuenus nocne menonayssl 1 He Obuto 2

11.4 Ects 6epemenHocts 1 He 6epemenna 2
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Ecnu 6epemenna, cpok nocienaux Mecssaabix (CITM):
11.5 KonuuecTBo NpeaplIynx OEpEeMEHHOCTEH
11.6  KpooreueHus B mocnepoioBoii nepuon 1

CocTosiHuE nocie poJoB B HOpMe 2

11.7 Hcnonb3yemble METOIBI KOHTPALICIIIUH:

NHOOPMAILUA O TPACOY3UAX

12.1 Tpancdy3zum Obum 1 He 6puto 2

12.2  TlogpoGHoctu o TpaHcdy3usx, BKItoYas Aaty. Oocyoume ananuzvl Kposu Ha
Hanuyue ungexyui,

nepeoasaemvix uepes Kpogb.

JOIMOJTHUTEJIBHA S BA’YKHASA UH®OPMALIUA O TAIIMEHTE

13.1 Ha 1 Her 2

13.2  TlompoGHee:

13.3 CseneHus 0 BaKIMHALIUHA T'ematur A Ja 1 Her 2

I'enatut B Ja 1 Hert 2

CJIYYAU 3ABOJIEBAHUI KPOBU B CEMBE

14.1 Crnyyau ectp 1 He 06puto 2
14.2  Ecnu ecTph, TO HapuCyiTE CEMEWHOE IPEeBO

OT™MeThTE HO,Z[pO6HOCTI/I (6] 60ner01u1/1x A OOJIEBIINX POACTBEHHUKAX U CTCIICHb POACTBA

C IalMC€HTOM
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OU3NYECKOE COCTOSAHUE

EcTb 111 Hapymenus

Ha 1 Her 2

15.1 Teneanruskraszus (JIOKaJIbHOE YpE3MEPHOE PACIINPEHHE MEIIKUX COCYIOB)

15.2 Hapymenus B 00pa3oBaHUU TeMaTOM

15.3 Ilypmypa

15.4 T'emaptpo3

15.5 JHpyroe

5. JABOPATOPHBIE NCCJIEJOBAHUA U HABJIIOAEHUE 3A COCTOAHUEM
HANIMEHTOB

MHoTHe aHaJIN3bl, KOTOpBIE TPeOyeTCs MPOBOIUTD ISl TUATHOCTHKH U JICUCHHUS
HaCJIeICTBEHHBIX 3a00JI€BaHUI KPOBHU, IPOBOIATCA B OOBIYHBIX J1aOOpaTOpuUsiX, KOTOpPBIE
©XKeIHEBHO 00CITy>)KUBAIOT BCEX, Y KOT'O BOSHUKAIOT MPOOJIEMBI C KPOBBIO, B T.U. U T€X, Y KOTO
HapylleHa ee CBepThIBaeMOCTb. HekoTopble 6oee CloxkKHbIe TECThI IPOBOIATCS 10 OoJiee
CJIO’KHBIM METOJMKAM U UX MO>KHO MPOBOAMTH TOJIBKO B YCJIOBUSAX KPYITHBIX MEIUIIMHCKUX
1eHTpoB. OYeHb BaKHO NP MPOBEACHUH aHATN3a CBEPTHIBAEMOCTH KPOBU IPUACPIKUBATHCS
HallMOHAIBHOI'O WJIM MECTHOI'O CTaHJIapTa, & TAKXKE OCYILECTBISATh KOHTPOJIb KauecTBa
TECTUPOBAHMUSI.

Bcemupnas ®enepanus ['emodummm pazpadoTana npeuioskeHHs B TIOMOIIb J1a00PaTOPHSIM,
obciyXuBaromuM naruenToB ¢ remoduimeii (Peake u np., 1995). ABTOpHI MOTYEPKUBAIOT
Ba)KHOCTbh TECHOTO B3aMMOJICHCTBHUS M COTPYAHUYECTBA MEXK/Y TAKHMU JIAOOPATOPUSIMH, a
TaKXKe POJIb Pa3BUTHIX J1a0OPATOPHA B IOATOTOBKE U MOBBILICHUS KBATU(PUKALUU KaIpOB IS
Pa3BUBAIOLINX LIEHTPOB.

Uro0bI 00ecTeYrTh MHOTOTIPO(PIILHY IO 3KCIIEPTHU3Y U COOTBETCTBYIOIINE PECYPCHI.

Hpez[naraeTC}I cOo3aaBaThb J'Ia60paTOpI/II/I TPEX THUIIOB!
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CrangapTHas KoaryJasanHOHHas J1adopaTopus

CrangapTHas KoaryJsiiHOHHas 1abopaTopus T0HKHA UMETh BO3ZMOYKHOCTD OIPEeNsITh
CJIEAYIOIIUE TapaMeTpPhL:

e  BpeMs KPOBOTECUCHUS

e  KOJMYECTBO TPOMOOLIUTOB

e arperaiusi TpOMOOIIMTOB

®  peTpakiHs KPOBSHOTO CTYCTKa

e nporpomOuHOBHIH nHIeKe (10 KBuky) — [T1

e AUIIB (akTHBHPOBaHHOE YaCTHIHO MPOTPOMOMHOBOE BPEMsI)

e  KOpPEKLHUOHHBIE TECTHI ¢ ucnonb3zoBanueM [T u AUIIB

e akTuBHOCTH (akTopa VIII

e akTUBHOCTH (hakTopa [X

e (ubpuHOTEH

®  UHTUOHUTOPHI

OO0partuTe BHUMaHuUe, 4TO Bpems cBepThiBaHMs KpoBU (BCK) He sBnsieTcs HaJeKHBIM
[I0Ka3aTeJleM COCTOSIHUA reMocTa3a. OHO MOXKET OBITh B HOPME AaXe MU TsKeJIol (hopme

reMO(HITHH.

MuoronpoduibHas KoaryasanuoHHast JabopaTopus

MHoronpodHIbHas KOArySILHOHHAs Tab0paTopys B AOMOTHEHHE K MEPEUHCICHHBIM
BO3MO’KHOCTSIM JIOJDKHA HMETh 000pYAOBaHUE JJISI BRIIBICHUS OoJe3Hn GoH Bunebpanna u

ypoBHSs ¢akTOpoB cBepThIBaeMocTy kKposu nomumo VIII u IX, T.e.

e OmpeieNsaTh aHTUTeH K (hakTopy ¢poH Bunnedpanna (Ar @pB

® [POBOAUTH KauecTBeHHBIN aHamn3 Ar @B mepekpecTHBIM HIMMYHO3JIEKTpOdope3oM

® TIPOBOJIUTH KAYECTBEHHBIN aHAN3 aHTUreHa (oH BuimeOpanma aByxmnapaMeTpoBbIM
UMMYHOJIEKTPO(GOpe3oM

® OIpPENEIATh AKTUBHOCTH (hakTopa GB

® OIpPENETATh arperannio TPOMOOIMTOB C PAa3IMIHBIMI KOHIICHTPAIUSIMH aJICHO3HH
nudocdara, KomnareHa, SnuHeQprHa 1 PUCTOLETHHA

e ompenaensath Gaxropsl I (mporpom6bun), V, VII, X, XI 1 kauecTBeHHBIH aHanu3 dakTopa
X1

® [IPOBOOUTH KOJWUYECTBEHHBIN aHAIN3 I/IHFI/I6I/ITOpOB
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KO&I‘YJ’IHQI/IOHHEH{ J'Ia60[zaTO[!I/II/I KOHTPOJIA KaueCTBa

B pononHeH#e K BBILICTIEPEYUCICHHOMY, KOAryJIAIHOHHAs Ta00paTopHsi KOHTPOJISI KAYeCTBa
JOJDKHA 00eCTIeunBaTh CICAYIOIIIE TECTHI:
e onpezaeneHue pakropa GpB ¢ ucnonp30BaHNEM MYITBTHUMEPOB
e onpezeneHue ciocobHocTH hakropa VIII accomuupoBaThes ¢ pakropom Bunebpanma
e oOmpezeicHUe aHTUreHa K gaxropy 1X
® BBISBJICHUE HOCUTES 110
: penorumy
: TCHOTHITY
e [IpeHATaJIbHbIA AUATHOCTUYECKHUI TECT
e onpezaenenue akropa XII
e ompeneseHUe APYruX KOHTAKTHBIX (pakTOpOB (KHHUHOTCH, MPEKALTMKPEHH )
e aHTUIIa3MUH Albga 2
He cMotps Ha To, 4TO 1a00pPaTOPHH, OYCBHUIHO B YEM-TO JTyOIHPYIOT IpyT APYra,

pPEKOMEHyeTCsl Ha HallMOHAThbHOM YPOBHE OPraHMU30BaTh, 10 KpaitHel Mepe, OHY

Ta00paTOPHIO, KOTOPAsk MOKET OOCITYKUBATH CIIOJKHBIE CITydaH, B T.4. 00eCIIeUnBaTh
BbIABIIEHHE HOcUTels. Takas nabopaTopus H0/KHA ObITh B LIGHTPE MHOTONIPOGUIBLHON
MIOMOIIH TTpU TeModrinu.

[Ipu neyenun remopuany 4acTo TpedyroTCsa U Jpyrue J1a0opaTopHbIe aHAIN3BL,

BKJIIOYas BBIBIEHHE MapKepOB 3a00JieBaHUH, TEpEJatoLNXCsl IPU NepEIMBaHUN KPOBH, KaK
Hanpumep, renatutsl A, B u C, a taroke Bupyc ummynoaedunura (BUY 1 u 2). [Tanuenr,
MH(QULUPOBaHHBIA BUPYCOM I'eNIaTUTa, HYKAAaeTcs B HaOMI0AeHNUH 3a (PyHKIMEH ero IeueHH.
Jns BUU-unbumpoBaHHBIX MOTpeOyeTcsi HAOIIOIEHUE 32 COCTOSIHUEM X UMMYHHOM

CUCTEMBI

O6D33HLI KpOBHU 1A TCHCTUYCCKOI'O aHaJIn3a

Kposs s ananmmza JIHK Tpebyercs Bcerna, korma HE0OX0ANMO BEISIBUTH HOCUTEIS MITN
IIPOBECTH MPEHATATIbHYIO IMarHOCTHKY. Ecnu oTcyTcTBYeT 00paser] KpoBH 3HAUUMOTO JUIs
JAHHOW CUTYyallluu pOJICTBEHHHKA, TO TAKOM aHATN3 CTAHOBUTCS HEBO3MOXKHBIM.
Pexomenayercs Opatb 00pa3is! kposu it aHanmza JJHK wnu camy JIHK mis jymmrensHoTO
XpaHEHHUs y BCEX, KTO CTpaaaeT reMmoduinreid. XpaHuTh Heooxonumo npi t - 20° C (cm.

NpUIOKEHHE 2).
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BesonacHocTh

Bce, kTo paboTaroT ¢ 00pa3iiaMu KpOBH MalMEHTOB, KOTOPBIM HEOJHOKPATHO JIEIai
nepesiuBaHue, TOJDKHBI COOI0AATh BCEOOIIHE MEPHI IIPEIOCTOPOIKHOCTH, YTOOBI
MpenoTBPaTUTh Nepenady uadekun. CoTpyTHUKOB XpaHHIUIIA HEOOXOAMMO
MPOUHCTPYKTUPOBATH O MEpaxX 0E30MaCHOCTU U CTUMYJIUPOBAThH MX, YTOOBI OHU COOIOIATH
BCE COOTBETCTBYIONIHME HAIMOHAIBHBIE PYKOBOJCTBA. KaXkIbIil COTPYIHHK JOIDKEH MPOUTH
aHaJIM3 KpPOBM Ha Han4ue aHTuten renatuta A u B. Eciin pesysibrar orpunarenbHelii, TO
COTPYIHUKY CIEAYET MPEIOKHUTH COOTBETCTBYIOIIYIO BaKIIMHAIINIO. AHAJIN3 HA aHTHTEIA
MO3BOJIUT COKOHOMHUTH CPEJICTBA HAa HEHYKHYIO U IOPOTYIO BaKIIMHY JUIS TEX, KTO yKe

pUOOpeN eCTeCTBEHHBI UIMMYHHUTET.

6. OCHOBBI JIeYeHUs1 reMopuanu

B cnyuae cuiapHOro KpoBOTEUEHUS], OHO MIPEKPAIAETCS, KaK TOJIBKO JIOCTATOYHOE
KOJIMYECTBO IUPKYIMPYIOIIETO B KPOBH (paKTOPa CBEPTHIBAEMOCTH JJOCTUTAET MECTa
noBpexaenus. Koraa kpoBoTeueHue MpeKkpaiaeTcs, BOKPYT paHbl Cpasy e CO3/1al0TCs
YCJIOBUSI 17151 HOPMAJIbHOT'O CTYIIEHUSI KPOBU U TIOCJIEYIOIIET0 BbI3I0POBICHHUS.

IIpu Ts0K€I10M, @ yacTo U NpH cpeaHelt popme reMoUINYU NAUEHTY HEOOXOAMMO BBOAUTh
COOTBETCTBYIOIINI (PaKTOp CBEPTHIBAEMOCTH, YTOOBI JOCTUYb HY>KHOTO YPOBHS €r0
KOHIICHTpanuy B KpoBH. Ecii remodmmust A u 6ome3sns Gpor Bumnebpanna (poacTBeHHOE
HapymieHue Mosexyisl hakropa VIII) cnaboit popmel, TO opranu3M manueHTa MO>KEeT HauaTh
BBIpa0aThIBaTh IOCTaTOuHOE KosmdecTBO (akropa VIII, ecnu BBeCTH CHHTETHYECKUN
TOpMOHaIBHBIN necMorpeccuH (1-ae3amuno-8-J[-aprunun Bazonpeccus; JJABII; cm.
TaKXKe CChUIKK). JlecMOIpecCH MOYKHO BBOJAUTH BHYTPUBEHHO, TIOJJKOXKHO MJIM BIIPHICKMBATH
yepe3 Hoc. JlecMomnpeccHH, momnajaas B OpraHu3M, He BEICBOOOXKaaeT paktop [X, moaromy
npenapar He MOXKET OBITh [T0JIE3EH JI0AM ¢ reModuiueit B.

CryuieHue KpoBU M 3a)KUBIICHHE PaHbl MOYKHO YCKOPHTB, BBOJS TaKOH aHTU(QHOPUHOIHUTHK,
KaK TPaHAPK3eMHas KHUCII0Ta, KOTOpasi CIOCOOCTBYET 00pa30BaHUIO CI'yCTKA KPOBH.
AHTU(GUOPUHONUTUKY HE CIIeyeT UCI0Ib30BaTh, €CJIU MAalMEHTyY BBOJAT MIperapaThl
(akTopa IX, Tak KaKk 3TO MOXKET crIocoOCTBOBATH 0Opa3oBaHHI0 TpoMOOB. X HE0OX0aMMO
TaKXKe UCII0JIb30BaTh C OCTOPOKHOCTHIO AIIMEHTaM, CTPAJAIOLIIM reMaTypuel, Tak Kak eCTh
OIaCHOCTb 3aCTOS CTYCTKOB KPOBHU M HapyllleHHEe (YHKLUH [OYEK.

[Tpu TsDKEMBIX KPOBOTEUCHHUSAX WIIM OOIITUPHOM TIOBPEXKIICHUN TKaHEH, HallpuMep, BO BpeMs
XUPYPTU4YEeCKOM BMEILATEIbCTBE, MALMEHT HY>KIaeTCs B HENPEPHIBHOM HJIM KYPCOBOM
JIeYEeHUH 3aMeleHneM (pakTopoB, 4TOOBI MOAAEPKUBATH B KDOBOTOKE T€MOCTaTHUECKHIMA
YPOBEHb COOTBETCTBYIOMIETO (paKTOpa CBEpTHIBAEMOCTH. Eciii mpenapaToB He XBaTaeT WIIH
OHHU OTCYTCTBYIOT, TO IMMOOMIIM3AIM MECTA PAaHEHUSI MOXKET CIIOCOOCTBOBATh

HOPMAJIBHOMY 3a)KHUBJICHUIO.
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I/IH(i)I/IL[I/IpOBaHI/Ie PaHbl MOXKET BbI3BATH IOBTOPHOC KPOBOTCYCHUEC, ITOITOMY PEKOMCHAYCTCS
Ha4daThb JICUCHUC aHTI/I6I/IOTI/IKaMH, KaK MO>XHO paHbIIE. BBoauthk nx CJICAYET UC€PE3 POT UJIN

BHYTPUBEHHO, HO HE BHY TPUMBIIIIEYHO.

7. JleyeOHbIE IPEeNapaThbl

Jleuenune TspKenon U cpeHed GOpPMbI TeMO(HIINH, a TAKKE POJICTBEHHBIX 3a00JI€BaHUI

3aBHCHT OT HAJIMYMS MpenapaTos, conepxkammx gaxrop VIII n IX.

®axrop VIII conepxkures B:

LEIbHOU CBEXKEU KpOBU*

CBEXKEOTAEICHHOU IIIa3Me*

CBE)K€3aMOPOKEHHOH IIa3mes*

cyxoii (JTMOUIN3UPOBAHHON) CBEXKEH IIa3Me*

KPUOTPEIHITUTATE *

koHueHTpar dakropa VIII (denoBeka)*

koHmeHTpar dakropa VIII (cBuHOIT)

koHnentpar ¢akropa VIII (p JHK)

* COIEPXKUT Taroke pakTop (hoH Bunedpanna xak yact Mojekysl pakropa VIII. O6pature

BHUMaHMe, 9To (paxrop ¢pB He comepxutcs B koHIeHTpaTax (akropa VIII BEICOKOIT 0UMCTKH.

®axrop IX conepxxutcs B:

LEJNBHOM CBEKEN KPOBU*

CBE)KEOTAEIICHHOU IIa3Me*

CBE)KE3aMOPOKEHHOH I1a3mes*

IU1a3Me, OTJETICHHOM 0T KpHONPEIIUIIUTAT

cyxoi (JTMOPUIN3UPOBAHHOI) CBEXKEH IIa3mMe*

CyXO# (JIMOPUIM3UPOBAHHOH ) INIa3Me, OTAETEHHON OT KpUONpeLuIuTaTa*

koHIeHTpar (akropa IX (uenoseka)*

koHueHtpar pakropa VIII (p AHK)

* 3TH IIpenapaThl COAEPIKaT HeAOCTaTOYHOE I 3(P(PEKTUBHOIO JIeUeHHsI KOJINYECTBO
¢axTopa IX. Ecnu nanuenra jieyaT 3TUMM IpenapaTaMy, TO CllelyeT IpUHUMaTh BO BHUMaHHUE,

YTO MPH ATOM MEPErPyKAETCS KPOBOTOK. A MOUYKH MEPErPyIKAIOTCS OEIKOM.
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IIpumeuanus:

Ceunoii paxrop VIII (Hyate C) cienuaiabHO HCHOIB3YETCS MPH JIeYeHHE NAllUEHTOB, Y
KOTOPBIX BBISIBIIEHBI HHTHOUTOPHI (pakTopa VIII.

K MoMeHTy BbIlyCKa TaHHOH MyOnuKanuu opUuIraabHO 3aperuCTpUpOBaHo 4 mpenapara
pexomOuHaHTHOTO (hakTopa VIII, ucrmonszyemMoro B HEKOTOPBIX cTpanax. OHH CTaOMITU3UPOBAHBI
anp0yMHHOM uenoBeka. [Ipenapar, cogepkanuii MoauduurpoBanHyo Moiekyiy dakropa VIII,
He TpeOyIONIyIo CTa0NIN3aINN aTb0yYMIHOM, €IIle TPOXOUT UCIBITaHHE.

Konnenrpars ¢akropa [X cymecTBytor B AByX Gopmax

: KoHIIeHTpaT KoMIuiekca nporpomouna (PCCs), conepxkammii ¢pakropsr 11, VIL, IX u X B
Pa3IMYHBIX COOTHOILIEHUSIX

: KOHLIEHTPAThl BBICOKOW OYHUCTKH, COAepKallye ToNIbKo pakrop IX
ITpu npumenennn PCCs ObIIM OTMEUEHBI CITydan TPOMO03IMOOINH B HE PEKOMEHIYIOTCS JUIs
JIeYeHUe MalUeHTOB ¢ TeModunneil B, koTopele ObLIM UIMMOOUIN3UPOBHBI IPOJOIKUTENBLHOE

BpeMs1, HallpuMep, IMOcCJie ONepanny.

PexoMOMHaHTHBIN KOHIIEHTpaT (pakTopa [X kK MOMEHTY JaHHOW ITyOIMKAIIMKY HAXOAMICS B

CTaJiuu Pa3pabOTKH.

CHabxenue JieueOHBIMY IpeapaTaMi

B HacTosmee BpeMst peKOMOMHAHTHBIE TIpenapaTtsl, pa3paboTaHHbIE TEHETUKAMH,
MIOCTABIISIIOTCS. B CPABHUTEIILHO OTPAaHUYEHHOM KOJIMYECTBE, U OHU rOpa3zio JOPOKE, YEM
npenapaTsl U3rOTaBIMBaeMble U3 MIa3Mbl. TakuM 06pa3oM, OONBIIHHCTBO JHOJEH ¢ reModuIei
3aBUCHMBI OT CUCTEMBI 3aT'0TOBKU I171a3Mbl uesloBeka. He cMoTps Ha TO, yTO MHOrHUE
HaIlMOHAJIBHBIE U MEXIyHAPOIHBIE PYKOBOIAIIME OPTaHbl, B TOM 4uCie U BecemupHas
opraHu3alys 3ApaBoOXPaHEHHs], PEKOMEHIYIOT OpaTh KPOBb U €€ COCTaBIIAIOILIE TOJIBKO Y
JIOOPOBOJIBHBIX JIOHOPOB, OTJAIOIIMX KPOBb Ha 0€3BO3ME3/IHOM OCHOBE (OecIuiaTHo), Ha
MPaKTHKE, OONBIIMHCTBO ITOCTaBIISIEMBIX Ha MUPOBOH PBIHOK KoHyenmpamos Gaxropa VIII u IX
U3rOTOBIIECHBI U3 (PPAKIHOHUPOBAHHOI I1a3My, IOTy4aeMOli KOMMEPUYECKUMH OPraHU3alUsIMU OT
JIOHOPOB, KOTOPBIE OIIAYMBAIOTCA. A B OOJBIINHCTBE PA3BUBAIOIIUXCS CTPAH JIOIH C
reMo(urei 00CITyKUBAIOTCS MECTHBIMH CTaHLIUSAMHU IEPEIUBAHUSA KPOBH, II€ MPOU3BOIUTCS
CBEXKE3aMOPOKEHHAsI I1a3Ma U KPUOMIPELUIIUTAT, HOTy4aeMble U3 KPOBU 10OPOBOIBHBIX
ToHOpoB. KakoBs! OB HM OBUIM UCTOYHHKH, OUCHD BAYKHO HA KaXJIOM 3TaIle ITOJrOTOBKA

KOHEYHOTO JIe4eOHOro npenapara CO6J'I}OZlaTB MEPBI 0e30MMacHOCTH.
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OcHoBHas 1ens BeemupHoii ¢penepanuy reMoQUINKM — NOCTOSHHO YYUTBHIBATh IOTPEOHOCTH
mozei ¢ remoduireil B 1eueOHBIX MpenapaTax 1 NoAAepKUBAaTh BCe WHUIIUATHBBI,
HaIpaBJICHHbIE HAa yBEJIWYEHHE TPOU3BOICTBA U MIOCTABOK NMPOIYKTOB KpoBH. OHAKO, CAMBIM
IJIaBHBIM Ha BCEX dTarax cOopa ChIpbs, IPOU3BOJCTBA U paclpelesieHHus ITOH POy KU

SABIIACTCA CO6J'IIOII€HI/IC MEp 6e3OHaCHOCTI/I, KaK 1J1s1 JOHOPOB, TaK U JJIA PCHUIINCHTOB.

Bbe3omacHOoCTh JIeueOHBIX IpenapaToB

Jlo HeaBHETO BpeMEeHH IOBCEMECTHO OBLIO PUHSTO CYMTATh, YTO PUCK Nepenavn HH(eKIuu
IIPY IepeTUBaHUU aHTUTeMO(MIBHBIX [IPENapaToB MEHBIIIE, YeM PUCK CMEPTH WK IOITy4EHHS
WHBAJIUIHOCTH B PE3yJIbTaTe KPOBOTEUEHUs, KOTOpoe He Jeunau. B nauane 80-X rogoB npomuioro
Beka B cBs3u ¢ pacnpoctpanenuem CIIM/la u BeisiBieHneM ¢axtoB nepenaun BUY-undexunn
IIPY IepeBaHUU NIPENapaToB KPOBU ObLIN pa3paboTaHbl MEpPhI IPEAOTBPAILEHHS 3apaXKeHUS
9THX MPEnapaToB BUpycaMu. BbITo mpeaycMOTpeHo clenyromiee:
e [poBepKa KPOBU KaXKIOI'0 JOHOpPA HA U3BECTHBIE IATOI€HHbIE OPraHU3MBbI WIH
CypporaTHbIe MapKephbl
e BBEJICHHC KapaHTHHA Ha IIEPHO MEXIY COOPOM KPOBH U €€ pacipeie]IeHUeM, 4TO
MIO3BOJIAET MPOBECTH AOTONHUTEILHYIO IPOBEPKY 340POBbs JOHOPOB
®  yJaJieHHE BCEro MaTepuala, B KOTOPOM MPUCYTCTBOBAJIA IUIa3Ma JOHOPa, Y KOTOPOTO
BBISIBJICHBI 3a00JICBaHUs, TIepeIaBaeMble yepe3 KPOBb
®  OTKa3 IOHOpPaM, B UCTOPHH KOTOPBIX ObLIH BBIABICHBI KOHTAKTHI, C OOJIBIION
BEPOSTHOCTHIO BeNlyIMe K MHPHUITUPOBAHUIO KPOBH
e BCceMepHOE MOOLIPEHHEe Pa3BUTHS JOHOPCKOHN CITyKObl, IPUHUMAIOILIEH MIa3my
TOJIBKO OT JOOPOBOJIBIICB
PexomenayeTcs Takke UCIOJIb30BaTh ITyJIbl MEHBLIETO pa3Mepa, YeM T€, YTO UCIIONB3YIOTCS B
HacToslIIee BpeMsi Ha KOMMEPUYECKHUX MPEIIPHUSITHAX, U OT HeOOIBIIOro Yrcia JoHOpoB. Ha
CEeroJHsI ATO IMHCTBEHHAsI BO3MOXKHAS Mepa (He CUUTAs U3bITUS BCEX MaTECPHAIIOB HA OCHOBE
3apa)KeHHOM IUIa3MBbl), B CIIy4ae €CJIM BOSHUKAET OMAaCHOCTh 3HAYUTEILHOIO PAaCIPOCTPaHEeHUS
BUPYCOB CO clla0bIM AEHCTBHEM Ha OPraHU3M WU Apyroe (Hampumep, 3a00sieBaHe
Kpoitndunna-Skobda).
PaccmatpuBas Bompochl 0€3011aCHOCTH MPENapaToB is JIeUeHUs reMOo(pHINH, HEOOXOANMO
o0paIiaTh BHUMaHHE Ha YaCTOTHOCTh TOW MJIM MHOW MH(EKIUH Cper HACEJICHUs, U3 KOTOPOTro
Habupatotcst foHopsl. Hanpumep, oHOPHI KpHo U3 paiioHa, riae yacToTHocTh uHpekimun BUY n
renaruta C HU3Ka, oOecnieyar Oojiee OE30MACHBIN MPOIYKT, YEM JJOHOPHI U3 PallOHOB C BHICOKOM

YaCTOTHOCTBIO ATUX MH(DEKIIHIA.
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IIpuMenenne Mep 06€30HacHOCTH IIPU MIPOU3BOJICTBE IIPEIAPaTOB

Ecnu obGecniedena 6e30nmacHOCTb IOHOPCTBA: TPOBEPEHA KPOBh KAXKOTO JOHOPA, U IIPH
(pakIMOHUPOBAHUH COOIIONANNCH BRICOKUE CTAHIAPTHI KAYECTBa, TO TePalleBTHYECKAs
0e30IacHOCTh KaX/I0TO Mpenapara 0y1eT 3aBUCETh OT TOT0, B KAKOW CTETIEHU U3 HETO YAaJIeHbI
BCE BO3MO’KHBIE BUPYCHL. B HacTosiee Bpemsi CyIIEeCTBYIOT M UCIOIB3YIOTCS CIeIyIoIne
METO/IBI:

e Harpes/ macrepu3anus

®  COJIbBEHTHO-ICTEPIreHTHBIN

®  OT/ENICHUE MOHOKJIOHAJILHBIX aHTUTEI

e  xpomarorpauuecKuii

e  ynpTpaduIbTpaUsl
[Nonnas 6e30macHOCTh M0OOTO MPOAYKTA 3aBUCUT OT CTPOTO KOHTPOJIS KauecTBa Ha BCEX CTAIHAX
cOopa ChIpbs U IPOU3BOJICTBA MPOIYKIINH. 3a NCKIIOYEHHEM HarpeBa B OCHOBE BCEX METOJIOB
OYHCTKH OT BUPYCOB, CYIIECTBYIOIIUE HA CETOAHSAIIHUN JIEHb, 3aJI0’)KEHBI CTa/INU, KOTOPHIE
MPUCYTCTBYIOT B TIpoIiecce (ppakIroHNpoBaHus. BeisiBieHo, uTo HarpeB 1o 80° B TeueHue 72
4acoB y’Ke 3aredaTaHHoro (UIakoHa ¢ THO(GUIN3NPOBaHHBIM KOHIIEHTPATOM ITO3BOJISIET yIAIUTh
Takue OCHOBHbIE natoreHHbie BUpPYychl, kak BUY u renatut C. ConbBEeHTHO-AETEPTEHTHBIN METO
OBUI pa3padoTaH Il OYHCTKH OT BUPYCOB Ta3Mbl. OH IPUMEHSETCS AT CBEXKE 3aMOPOKEHHON U
TMOQUIN3NPOBAHHON TUTa3MBbl, a TAKXKe ISl KPUOTIPEIUIINTATA, YTOOBI CO3/1aTh YCIOBUS
0€30IacHOCTH [T CO3JJaBaeMbIX 00Jiee KOHIIEHTPHUPOBAHHBIX MTPOAYKTOB 3aIUTHBIA Oapbep Ha
cambIX paHHHX cTagusx. OHaKo, Ha CETOAHS HU OJUH U3 CYIIECTBYIOIINX METOIOB OYHCTKH HE
yAasieT U3 KOHIEHTPATOB Bce BUPYCHL. Hanpumep, YenoBeyecKuil mapBOBUPYC, 3aKIIOYCHHBIN B
OCIIKOBYIO 000JI0YKY, CYMTAETCS YCTOWYMBBIM KO BCEM METOJIaM BO3JIeHCTBUS. BO3MOXKHO, TakKe,
YTO HEKOTOPEIE BUPYCHI c1a00T0 IEHCTBUS, MOTYT OCTaBaThCsl B MPOAYKTAX KPOBH, HE CMOTPS Ha
BCE METObI BO3AECUCTBUS, BKIIOUas acTepuzaluio npu 60° B teuenue 10 yacos, KOTOpbIE

HCTIONB3YIOTCS. OOBIYHO MPH MTPOU3BOJCTBE AIbOYMHHA.

OO6ecneuenne ge4eOHBIMM IpenapaTaMu

Crpoc Ha npenapaTbl KpOBU MOCTOSIHHO MPEBBIMIACT MPEJJIOKEHHE, 0COOCHHO B Pa3BUBAIOLIUXCS
ctpaHax. s mo00ii cucTeMBbl 37JpaBOOXPaHEHHS SBJISETCS aKCHOMOW TIOJI0KEHUE O TOM, YTO
HEOOXOIUMO TPHUKIIAIBIBATE BCE YCHIIHS, YTOOBI KXKIBIA MAIIMEHT MOTyYal He00X0IUMOe JUIs
Hero Jiedenne. OIHAKO, Y T€X, KTO TUIAHUPYET YCIYTH, 4aCTO OBIBAET OYSHD HEOOJIBIIION BEIOOD
WJIM €T0 HET COBCEM, U TOT/Ia IPUXOUTCS PAcCTaBIIsATh NpruoputeThl. Ha crpanuiie 7 JaHHOTO
PYKOBOZCTBA IIpeJICTaBIeHa CpeaHsist nrdpa HeoOXoUMBIX st ogHoro nanuenTa 35 000 enquHUIL

¢dakropa VIII B ron. B 3aBucuMoCTH OT BO3pacTa ¥ WHAMBHYy AlIbHOW MOTPEOHOCTH YENIOBEKa C
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reMoIITHeH OHa MOJKET OYCHBb CHIIBHO MEHATHCA. [|JI1 HEKOTOPBIX, 0COOCHHO TeX, Y KOTO
uHruOuTopHas popma (cM. ctp.30) UK HyKAAIOUIMXCS B OONBIIUX 033X IS MPOPHIAKTHKH,
nudpa moxet coctaBiats 6onee 100 000 enunun daktopa VIII exeroaHo.

[Mpexae yeM IIaHAPOBATh, YNHOBHHUKH JTOJDKHBI 3HATH KOJIMYECTBO MAIIUEHTOB CBOCH CTPaHEI,
KOTOpBIC HYXXJAIOTCS B JIeueHUU. HacTOsATENbHO peKOMEHAYETCSI K COOTBETCTBYIOLIEMY CPOKY
TUTAHHPOBAHUS IIPETOCTABIITH HAITMOHAIBHBIA MTHIEMHOJIOTHIECKIH 0030p 9aCTOTHOCTH
3a00JICBaHUI KPOBH B PETHOHE, YTOOB! OBUIM BO BpEMsI OPTraHU30BAHbI YCIyTH JUIS TAIINEHTOB U
UX ceMei, M TOOMBaThCsI, YTOOBI IPABUTEIHCTBO HECTIO OTBETCTBEHHOCTH 33 OPTaHHM3aINI0 PadoTy
IO pe3yJbTaTaM 3Toro 0o3opa.

Korza cTaHOBHUTCS H3BECTHOCTH KOJIMUECTBO M MECTO IPOKUBAHNUS JIIOJICH, CTPaAaOIINX TEM UIN
WHBIM 3200JI€BaHUEM, TO MOKHO MHOT'O YCIIYT JJIS MAIIUEHTOB C reMOo(UINell OpraHu30BaTh 3a
CYeT MECTHBIX pecypcoB (cM. cTp.49). Ecin pecypcsl orpaHUdeHsbl, B TI000H mporpaMMe
OpraHU3aluy MOMOIIH JIFOAIM ¢ reModunueil Heo0X0IUMO MEPBOE MECTO OTBOAUTH JETSIM,
0co0eHHO npobireMe NPO(MIAKTHKY Y HUX HHBAJIMIHOCTH, KOTOPAsi, B IPOTHBHOM CIIydae,

CACIacT UX 3aBUCMMBIMHU OT MHOXKECTBa CI)S.KTOpOB BO B3p0CJ'IOI>i KH3HHU.

Crp.30

8. HH'MBUTOPBI PAKTOPOB VIII U IX

WHruburopamu sBISIOTCS aHTHTENA, KOTOPBIE CHIDKAIOT 3¢ (EKTUBHOCTh 3aMECTUTENBHOM
teparmu ¢akropamu VIII u [X. Pa3BuTre nHruOMTOPOB HE MpeIcKa3zyeMo U MOKET TPOSIBUTHCS B
mo6oe BpeMsa. DTO MeHee BEpOSTHO, KOTa MAllMeHTy YKe ObUT BBEIEH COOTBETCTBYIOLIHN
¢axrop 100 pa3. YacroTHOCTH MHTUOUTOPHOHN (GopMbl reModuanu B Hike, ueM remMopuinu A.
ITpu remodunuu A, npeanoaoxKuTesnsHo, y 50% nanueHToB, KOTOpbIM BBoAWIH ¢dakTop VIII,
pa3BUBAIOTCSA MHTHOUTOD.

JleticTBre MHTHONTOPOB 3aBUCHUT OT UX CHJIBI M TUTPA. HU3KMHA TUTP HHIHOUTOPOB JIETKO
IIPEOJI0JIETh, MJIH MOBBIILIAs 103y Ipenapar, Uil PeryJsipHO U 4acTo BBOJS €ro, YTOOBI IIOBBICUTD
YCTOWYNBOCTh UIMMYHHOH CHCTEMBL. BONBIIMHCTBY HHTHONTOPHBIX MAIIHEHTOB TOMOTAeT BTOPOE.
OO6sr4HO peaknns HA BBeAeHHBIH paktop VIII ctaHOBUTCS HOpMAaNBHO 1 GOIBITMHCTBO MOJIEKYJT
(akTOpa BEDKHBAET.

Yamre Bcero TUTp MHTHOUTOPOB M3Mepsiercs B eauannax beresma (B.U.). JIrogu ¢ Tutpom < 10

> 10 B.U., 1 ux Ha3bIBalOT BHICOKHE MTPOJYLIEHTHL. Y HUX 3aMECTUTENbHAs Tepanusi pakTopom
VIII npoBonypyeT aHAMHECTUYECKYIO PEAKIUIO, YTO BBIPAYKAETCS B YCWICHHUH MTOAABICHUS
LUPKyJIUpyomero B kposu ¢axropa VIII. MHrMOUTOPEI BEICOKOTO TUTPA MOJTHOCTHIO MOAABISIOT

neiicteue akropa VIII, BBomumoro naxe B 04eHb OOJBIINX 103aX.
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BrIsiBIIeHHE HHTHOUTOPOB

WHrnbutopsl MO>KHO BBISIBUTH TPEMs BO3MOXKHBIMU CIIOCOOaMU:
® [IyTeM pEryJIApHOro JJadOPaTOPHOTO aHAIU3a KPOBH, YTO JOJDKHO CTaTh OOBIYHOM
MPOIIEY POl pH HAOFOICHHN TTAIIMEHTa C TeMO(HITHen
e uepe3 HaONIO/ICHUE 32 peaklnel manrenTa Ha ieueHue pakropom VIII, 00brdHO 3TO
MIPOBOJNTCS A0 ¥ MOCIIE XUPYPTUIECKOTO BMEIIaTEIhCTBA
e  Ha0IOEHUE CaMOTro MalleHTa WIK ero POAMUTEIIel 3a peakLuel B T00bIX CIydasx
BBEJICHUS JICUEOHBIX MPETapaToB.
[ToaTBepxaeHne HaTUYKs HHTHOUTOPOB OCYIIECTBIISIETCS. HA OCHOBE CMEIIAHHOI'O UCCIIEI0BaHUs
C UCIIOJIb30BaHUEM IUIa3MBbl MTALIMEHTA U IUIa3Mbl O3 HapylleHUH. Y BeIUYeHue yucia
WHTHOMUTOPOB 3aBHCHUT OT BPEMEHHOTO MEPHOa U MOBBIIIAETCS PU BHIJICPKUBAHUH TIA3MBI TTPH
37°C. UroObl OIy4YUTh KOJIMYECTBEHHBIHN pe3ysbTaT py aHaiause 1o merony baresas! (Kasper u

Ip.), TpeOyeTcs BbLACPKUBATD IIa3My B T€UEHHE 2 YacoB.

KoHTpoJib YPOBHS HHTHOUTOPOB

0030p BO3MOXKHBIX METOJIOB JICUCHHUS] HHTUONTOPOHOI (POPMEI TeMODIITHH MOKHO HAlTH B
nyonukaru BO3 3a 1994 r., a Taxke B MpriioskeHUH K xxypHany «['emodumus» 3a 1995r. Y
MHOTHX HU3KHX IPOAYIIEHTOB YPOBEHb HHTHOUTOPOB CHIKAETCS CIIOHTAHHO WM TTOCTIC JICUCHHS
¢ HeOOJIBIIMM HOBBIIIEHHEM J03UpOBKHU (akTopa VIII min ero exxelHEBHBIM BBEIEHUEM B
Kosm4ecTBe 0KoJ0 25-50 en/kr. st BRICOKMX NPOIYLIEHTOB JieueHne Ooiiee mpodaeMaTHIHO, 1
OHO MOXKET OBITH OYEHb JJOPOTHM. DTHM IAI[MEHTaM MOKHO CHOBA BEPHYTh XOPOIIYIO PEAKITHIO
Ha jeuenue paxropom VIII, ecnu UM exeAHEBHO BBOAUTH (DAKTOP B OUEHb BBICOKHX /103aX,

Hanpumep, 200 en/Kr B TeUeHHE roaa («CTUMYJIISIIHSA UMYHHOH TOJIEPAHTHOCTH).

[Ipu ocTpBIX KPOBOUINUAHUSIX IPOBOIUTCA CIIEAYIOLIEE JIeUeHHE:
- KypCOBOE HJIM HETpEphIBHOE BBeAeHUE KOHIeHTpaTa (akTopa VIII yenoBeka
- BBegenue ceuHoro (akropa VIII (“Hyate C”, Speywood Laboratories, Benmukodpuranus)
- BBEJCHHE KOHLEHTpaTa MPOTPOMOUHOBOTO KOMILIEKCa
- BBEJICHHE KOHIICHTpaTa aKTHBHPOBAHHOTO poTpoMOnHOBOro Komiutekca (FEIBA,
Immuno, Asctpus; Autoplex, Baxter, CIIIA)

- BBEJEHHE peKOMOMHAHTHOTO akTuBUpoBaHHOTO (akTopa VII (Novo Nordisk, Haxus).
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Br100op neueHust U pe3yabTaT 3aBUCAT OT TUTPa U IPEALIECTBYOLIEH MOJEeNN peakluy Ha
nedenue. Muruduropsl pakropa VIII yeroBeka 00BIMHO UMEIOT CIIA0YIO CITOCOOHOCTH
HeiTpanu3oBaTh cBUHOU (aktop VIII nerde mogHuMaeT ero ypoBeHb B IIa3Me, YeM
yenoBeueckuil. KoHLleHTpaT MpoTpOMOMHOBOI0 KOMILIEKCA, KaK aKTUBUPOBAaHHbIH, TaK U He
aKTHBHPOBAHHBIH, WM aAKTUBUPOBAHHBIN (akTop VII MOTYT CTHMYIHpPOBATH FEMOCTA3
HE3aBHCHUMO OT THTPAa UHTUOUTOPOB. DPPEKTUBHOCTH ATHX MPETapaToB ONPEILNAeTCS B
Ipoliecce HabIIOAEHN 3a peakliel nalyueHTa Ha UX BBEICHHUE; B 3TOM Cilydae JJabopaTopHbIe
TECTHI HE TIOMOTAIOT.

Ecnu HeoOxonumo ynanenue 3yba nin odpa3zoBaiach OTKpBITas paHa, TO HHOTJa [IOMOraeT
MeCTHOE JieueHue koHueHTpaToM ¢akropa VII. [Tokazana crporas IMMOOMIN3ALHS
KpOBOTOYAIIIETO MECTA.

VHBa3uBHbIE IPOLEypbl B JaHHOM CIIydae CIMIIKOM onlacHbl. Ha3HaueHHbIe npoleayphl JTy4lie
BBINOJIHAT, KOT/Ia CHU3UTCS TUTP HHTHOUTOPOB. CyIIeCTBYeT OKHO JUIsl OpraHU3aluu

3¢ PEKTHBHOTO JICYCHUS, IO TOTO KaK BOSHUKHET aHAMHECTUYECKas peaKIlys, KoTopas KpaifHe
yCIOXHUT Tepanuto. [Tnazmadepes nomoraer BHIUTPaTh BpeMs, TaK KaK MOKET BPEMEHHO

CHU3UTH TUTP I/IHI‘I/I6I/ITOpOB.

DuHaHCOBBIM aCHEKT JICYSHMUS

[Ipy MEeTUIIMHCKOM CTpaxoBaHUKM HEOOXOUMO 3HATh, YTO HHTHOUTOPHI BO3HUKAIOT CIIOHTAHHO B
mo6oe BpeMs. Eciu 3To IPOUCXOOUT U pa3BUBAETCS BHICOKUI TUTP, BEPOSATHO, CTUMYJIALHS
MMMYHHOH TOJIEpaHTHOCTH Ha paHHUX CTaIUsAX MOXKeT ObITh ycnemHoil. [To atoit mpuunne
peKoMeHtyeTcs pa3paboTaTh CTPATETUIO JIEUEHUs FeMOGHINY C BPOXKAECHHBIM MU
MpUOOPETEHHBIM BEICOKMM TUTPOM MHIMOUTOPOB HA HAIIMOHAJILHOM YPOBHE U B COTPYAHUYECTBE
C 3aBeIYIOIIMMH BeAyIIUX HEHTPOB reMopuiun. OTCyTCTBUE TaKOW CTPATErny MOXKET MPUBECTH

K OI'pPOMHBIM HEOIIPpABAAHHBIM (1)I/IHaHCOBLIM pacxonaam.

9. COINAJIBHASA N NICUXOJOI'MYECKASA NOJAEPKKA

Jlvarno3 reMoGuIMM OKa3bIBAET BIUSIHUE HABCE CTOPOHBI XKU3HH YEIOBEKA M €r0 CEMBH.

A. Temodunus — penkoe 3a0oseBanue. B Tsokenoid popme remoduins A mposiBisercst y 1
yenoBeka 13 16 000. bonbmuHCTBO J0AeH, BKItOYas Bpaueil U napaMeauKoB, ¢ OOJIBIION
BEPOATHOCTBIO HUKOTJ]a HE MEPECKYTCS B CBOCH XKU3HH CO CIydaeM IreMOpUINU.

b. I'emo¢umust mepenaercs o HacaeacTBY. CBsI3b 00JIE3HH C ITOJIOM MEepeIaronero HapyeHHbIH
TeH M HaclleI0BaHHE MeHa 110 PEECCUBHOMY THITY IPUBOAUT K TOMY, 4YTO MaTEpH-HOCHTEIH
UHOTJa TyMaloT, YTO OHU SIBIISIFOTCSL (IIPUYMHOI» cTpajaHus peOeHKa. DTa yCTaHOBKAa HAHOCHUT
0COBIif Bpes, €CITN CIIIBHBIC KPOBOTEUEHHS HAPYIIAIOT o01Iiee pa3BUTHE peOeHKa, MITH
MPUXOJUTCS] IPUHUMATH 0COOBIE PEIIEHHUs] OTHOCUTENILHO OEPEMEHHOCTH U MPeHaTaIbHOU

JHUAarHOCTHUKE I1J1044a.
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B. T'emo¢umust BeI3bIBaeT KpoBoTeUeHUsI. He CBsI3aHHBIE ¢ IPOOIIEMOH JTIOIH 9acTO HEBEPHO
TPaKTYIOT TaKOE SIBIICHHE, HE 3HAs, 4TO OOJIBLIIMHCTBO KPOBOTCUCHUH BHYTPCHHHE — B MBIIIIAX U
cycraBax — a He BHemHue. CylecTByeT MU, 4TO JIFOIU ¢ TeMO(UINEH MOTYT UCTOIUTHCS U
HCTEYh KPOBEIO ITOCIIE OOBIYHOM TPaBMBI, 1 OH CHIIBHO TIPEYBHIMIUBACTCS IIPECCOM.

I'. B cBsi31 ¢ TeM, 4TO IPH reMOPUITNHA IPUXOAUTCS JeNIaTh BHY TPUBEHHBIE MIEPENIUBAHUS, 3TO
CBs3aHO ¢ HHpEKIM(PMHU TTepelaBacMbIMU Yepe3 KPOBb. Y JIIOJICH B CO3HAHWH BO3HUKAET CBS3b
Mexny remoduiueit u Bupycom nmmynoaedunura (B1Y), a raxxe ¢ CI11Jom. HenasHo

OIIeCTBEHHOCTH CTaJI0 OECIIOKONTE, YTO Yepe3 KPOBb IPOUCXOANT 3apakeHueH renatntoM C u

J.ITo BceM 3TUM MpUYHUHAM CEMbH, II¢ BBISBISIETCS TeMOQIIIHS, JIETKO CTAHOBSITCS
M30JMPOBAHHBIMHE OT 001iecTBa. HapyIaercst HOpMalbHbIHA IPOIECC POCTA U PA3BUTHUS CEMbBH.
CymiecTByeT TEHICHINS CKPBIBATh AUATrHO3 OT OKPYIKAIOMINX, BKIIOYAs U TeX, KTO OKa3bIBaeT
Pa3IHYHbIC YCIYTH ITUM CEMBSIM.

E. Heo6x01uM0, 4TOOBI MaTbUMKH TIOCEIIATH OOBIYHBIC IIIKOJIBI M TPOXOIMIIHA BCE CTYNIECHH
Pa3BHUTHS CO CBOMMH CBEpCTHHKAaMH. Eciu yuuTens mioxo nHGpOPMHUPOBAHBL, TO OHU C HEOXOTOM
JOIYCKAIOT MAJIbYUKOB ¢ reMO(MUIHEl K aKTHBHBIM COPEBHOBATEIBHBIM HIPAM CO CBEPCTHUKAMH.
Ponureny MOTYT HCIIBITHIBATE CTPaX Mp\epel] TeM, YTOOBI MX JETH ITOCCIIai AETCKHE IUIOMa KN
U netckue canpl. st HOAPOCTKOB BMECTO OOBIYHOI MIKOJIBI BRIOUPAIOT Takue GOpMbI 00YIHUS,
KOTOpBIE OOBIYHO IIPEIATAIOT HHBAIUIAAM U TEM, KTO MOXKET 00y4aThCsl TOJIBKO MHANBHIYTEHO
Ha JIOMY .

XK. MHoraa monsaM ¢ reMoprineil MOXKET OBITh OTKa3aHO B MMOCEIICHUU MECT OTIbIXa M 3aHSTHI
CIIOPTOM, HE CMOTpSI Ha TO, YTO HET MIPUYUH IS TOTO, YTOOBI OTKa3aTh UM B IIPaBe
COPEBHOBATKCS C IPYTHMH Oe3 prcka 1uist ceds1. s aroaeit ¢ Tskenoit Gpopmoit reModuiiu
MOBCEMECTHO HACTOSITEIFHO HE PEKOMEH/IyeTCsI 3aHUMATHCsI OOKCOM MM PerOu, Tak Kak B HUX
BEJIMKA OITACHOCTH MTOJIYYUTH TPABMY T'OJIOBBI MITH IICH.

3. HempocBeleHHbIi padoToaaTeNb MOKET CONIPOTHBIIATHCS TOMY, YTOOBI IPEJIOKUTH PadOTy
4enoBeKy ¢ reModuireii, 0coOeHHO eciu JeJI0 KacaeTcsl py4Horo Tpyaa. HeobocHoBaHHbIH cTpax
nepe KPOBOTEUSHNEM OKa3bIBAaCT BIMSHHE HA KOJUIET, BO3HHUKAIOT IIPOOIIEMBI CO CTPaXxOBaHUE,
MCHCHUSIMH, €CIIH Y€IOBEK MOTEPSLI MPEABIIYIIYI0 paboTy n3=3a 4acThiX OOJBHUYHBIX, TO €r0
MECTO TIPEIIOUTYT OTJATh YETIOBEKY, y KOTOporo HeT remoduinu. Ha camom nmene moawm ¢
reMo(UIHel CTAaHOBSTCS OYCHb XOPOIIMMHU PabOTHUKAMU, OCOOCHHO €CIM OHH 00Y4eHBI
OKa3bIBaTh camMoroMortb. OXHUIaHHe TOTO, YTO pabOTOAATETh MOXKET PEIINTh, €CIIN Y3HAET O
reMo( TN, 3aCTaBIIET €r0 CKPHIBATh JHAarHo3. Bo BpeMs paboTEl OH MOXET OTKJIaIBIBaTh
HAYaJo JICYCHHUs], YTOOBI He IPUBJICKATh BHUMAHUE K CBOEMY COCTOSIHHUIO, @ 9TO, €CIH OyIeT 4acTo

TIOBTOPSITHCSI, MOKET MMPUBECTH K apTPOTIATHH, XPOHNIECKOH 00JIM 1 HHBAJIMIHOCTH.
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i Toro, y Koro reModuiIus, He MOAXOAUT JIUIIbL OAUH BUJ pabOThI, KOTOPBIA HECET OUEBUAHBIN
pHcK 1100 A1 caMoro paboTaroLero, 100 A TeX, KTO paboTaeT ¢ HUM. DTO KacaeTcs CIyKObI
B apMMH, TIOJHUIMHU U T.II.

. HennpopMupoBaHHOCTb OKPYKEHUS U U30JILKSA IPEeApacoaraoT K TOMy, YTO JIFOJU C
reMouirel BeIyT JOCTaTOYHO YEAWHEHHBIH 00pa3 )KU3HU ¢ HEOOJIBIIUM YHCIOM KOHTAKTOB. Y
HUX ci1abee OpUCHTAINS Ha CO3[aue CeMbH, YeM y JF000TO JPYToro YeI0BeKa.

K. ITpoaomKuTeNbHOCTD KU3HU Y JIIO/IEH ¢ reMO(uIIrei MOKeT ObITh CpellHEl, ecii OHH
MOJYYaroT TpaBHIIbHOE JieueHHeECin TakoBOe OTCYTCTBYET, TO y YesioBeKa ¢ T\KeIoH GopMoii
reMO(QUIIMK CKOPEE BCEro Pa3oBbETCA TSKEIIBIM O0JIE3HEHHBIH apTPUT, a TAAKKE MOXKET

HaCTyIUTh NPEKACBPEMCHHAA CMEPTH OT KPOBOTCUCHUS.

Kakue yciyru HeoO0X0 UMbl ITPU TeMO D HITAH

[Ipu opranm3anuy MCUXOCOUNATBHON MOANEPKKA OUYE€HBb BAXKHBI JIBA aCTEKTa:

®  BO3MOKHOCTb JIETKO MOJYy4aTh YCIYTH KBATU(PULIUPOBAHHBIX MEACECTEP, COLUATBHBIX
pabOTHHUKOB U TICHXOJIOTOB

® [IOCTOSIHHOE 00pa30BaHUE POJUTENEH U TeX, KTO 00CIyKUBaeT Jrojeil ¢ remodunueit u ux
CEeMbH, MO3BOJISISI UM CAMUM OBITh AaKTUBHBIMH YYACTHUKAMH BCETO TOTO, YTO C HUMH

MIPOUCXOIUT.

K?7?? pabore B leHTpax reMoQUINH HEOOXOIUMO JIOIYCKaTh TPYIIIBI T0OPOBOJIBIIEB, OCOOCHHO
B)KHBIMH CPE/IM HUX SIBJISIOTCS MECTHBIE U HAIIMOHANbHBIE 00IecTBa reMOHIHU. ITn 0bIecTBa
4aCcTO KOHTaKTUPYIOT ¢ BecemupHo# denepaitueit reModnu U MOTyYT MPEAOCTABHTH HOBEUIIY IO
(dakTHyecKyo HH(POpMAIIHIO CBOUM WICHAM, a TAKXKE 0Ka3aTh MPAKTHYECKYIO TOMOIIb U

JPYKECKYIO TOANEPKKY.

CoTpynHHYast ¢ MEOUIIMHCKAM [IEPCOHATIOM PAOOTHHKH IICHXOCOIUATIBHBIX CITYKO TOJKHEL:

e BiazeTh o0l HPopManuen 0 reMopUInY, ee JICUCHHH, O TOM, KaK PaCTH ACTSIM C
remouirel, KAKUMHU BUAaMU CIIOPTA MOXKHO 3aHMMATHCS IIPU TeMOGUIINT, KaKoi padboToi
3aHMMAThCs, KaK MMyTeIIeCTBOBATh M OTIBIXATh;

e  BIaJETh 0CO00H HH(pOPMALIUEH O CEKCYaNTbHBIX B3aUMOOTHOILIEHHUAX ITPH TeMO(IIHH,
CO3ZIaHUH CEMBH U POAUTEIBCTBOBAHUH, O TOJIM, KaK IMOJIYYUTh KOHCYJIBTAUIO TEHETHKA U 110
mo0oMy Ipyromy acleKkTy CBOMX OCOOEHHOCTEH, 00pazoBaHue, paboTy, NpeUMYIIECTBa,
KOTOPBIE NIPEAOCTABIISIET TOCYIaPCTBO U MECTHBIC OPTaHbl JIIOISIM C XPOHUYECKUMHU
3a00NIeBaHISIMH; YMETh MOACPIKUBATE CBSA3U CO BCEMH OpraHaMH, KOTOPBIE MOTYT

MOHAIO0UTHCS YEIOBEKY C reMOQUITHEH.
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Bospias gacTh ncuxocounanbHoN paboThl 0OBIYHO MPOBOAMUTCS B paMKax OOJIBHUIIBI, OHAKO
OUYeHb YaCTO TaKas padOTa MOKET MOMOYB, €CJIM IIOCEIIIATh CEMbH A0Ma, BCTPEUaThCs C
YUUTENAMU AllUEHTOB, C TEMHU, KTO 3aHUMAaeTCs PO eCCHOHaNbHON OpUeHTauuell, ¢
MOTEHIUATBHBIMU pab0TONATEISIMH, €CTI BECTH Pa0OTY U MOOLIPSTH CEMbU C TeMO(HIIHEN K

KOHTaKTaM MEXIy COOOH.

JlonmoaTHUTEIbHBIC PEKOMEHIAIIMH 10 OKA3aHMIO ITOMOIITH JIFOJISIM C FCMOd)I/IHHCﬁ

CeMbsM, T1i¢ BBIIBICHA TeMOQIIHs OyIeT 3HAYUTENBHO JIerde, €CIIu

e y HEX JoMa Oyzet TenedoH. OUeHb BaKHO, YTOOBI y CeMbH OBLTa HAJEKHAsI CBSI3b C
LEHTPOM reMO(IINH B TI000€ BpeMsl THS  HOYH.

e y HHX OyJeT nelpKep WM MOOWITBbHBIN TelaedoH, 0cOOEHHO y poauTenel, y KOTOPBIX
MaJIBYHK €Ille MaJeHBKHH. Y T00Has CBA3b 00ECIIeunBAaET OIyIICHHE YBEPCHHOCTH H
POAUTEISIM M TEM, KTO OCTAETCsl CMOTPETh 32 MAIBIIIOM (HSHSM, YUUTEISIM, TPEHEpaM).

e M Oyzer obecnieyeHa TpaHCIIOPTUPOBKA. JIromsam ¢ reModuimeit, 0coOCHHO, €Cli OHH He
MOT'YT CAMOCTOSITEEHO OKa3bIBaTh cebe MOMOIIb, HEOOXOIMMO MOIyYaTh €€ B JH000e
BpeMs, KOT/Ia M 3TO IMOHAT0OUTHCSI, U HIMETh BO3MOXKHOCTB ObICTpee BO3BpAILAThCs
JIOMOH.

e Mmaukimry OyneT obecredeHo Oe3onacHoe okpyxkeHue. PebeHky ¢ reModuineii B mepByo
ouepenib HeOOXOAMMBI TPUCTIOCOOICHHS OE30IIaCHOCTH, KOTOpPhIe pa3paboTaHbl BOOOIIIE
IUTSL BCEX NIeTeil, Takue Kak:

- ynoOHas 00CTaHOBKA M BBIXOJ] B CaJI WJIM K MECTY, IJIe MOXXHO [TOUTPaTh

- JIECTHUIBIL, 3alUIICHHbIC CIIEIHATFHBIMHA BOPOTIAMU

- JIeTCKOE KPEecio B MAlIMHY U PeMEHb 0€30IacHOCTH, MOAXOASAIINE IS €r0 BO3pacTa

- IUIeM, KaK JJIs MOTOIMKIIUCTOB

- o0ecrieyeHHbIe 3alIuTON HpI/ICHOC06J'IeHI/IH JIJISL 3aHSATHI CIIOPTOM.

Crtp.40
10. HABJIIOJEHUE Y CIIEIIMAJIMCTOB

[TocTostHHBIE HAOIIOACHNUS y CIIEIUATMCTOB — OCHOBA yXO0/1a 33 YeJIOBEKOM C reMopuinei.
JIroboro pebenka ¢ Tshxennoit GopMoit TeMOQIITUN KaXKIbIe IIECTh MECSIICB JTOJKESH HAOII0aTh
Bpay, IMEIOIUI CHICNUAIBHBINA ONBIT B JAaHHOW o0yiacTH. Kaskapiil B3pociblil ¢ reMopumeit

JOJDKCH Ha6J'IIOZ[aTBC)I Yy cnenuaincra, rno KpaﬁHeﬁ MEpe, pa3 B IoA.
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Jronu co cpenneit, cnaboit popmMoit TeMOGHINT MK POJCTBEHHBIM 3a00JIEBaHIE MOTYT
MOCeIaTh CIEUANCTA PEXe, 10 TeX MOP MOKa He MOydaT KOHIEHTPAThI (JakTopa, B TOM YHCIIe
PEKOMOMHAHTHBIC.
Tewm, y xoro B OTIOTHEHNE K TeMO(UITNH €CTh IPYTHe XPOHUUECKHE 3a00JIeBaHUS, CIIEYET
rmocemarh Bpava Jailie.
Te, kTO 00ECIIEUNBAIOT BCECTOPOHHIOK MOMOIIb JIFOISM C TeMOQIITHEH U UX CEMbSIM, JTOJKHBI
103a00TUTHCS O TOM, YTOOBI UX MAIMEHTHI PETYJISIPHO MPUXOIMIN Ha 00CIIeIOBaHUE K
MejicecTpam, pU3N0TepareBTaM, COUATLHBIM pabOTHUKAM, a TAKXKE HAIPABIISUINCH HA
KOHCYJIBTAIIMH K CIIEIAJIUCTaM B OoJiee y3Kux oOyacTsax. Pekomenyercs obecrieunBaTh
MaIUeHTaM ¢ TeMO(IITUEH peryIsipHbIA OCMOTP Y 3yOHOTO Bpaya.
C nmanueHToM U €ro POJAUTEISIME CIeyeT 00CYKIaTh CICIYIOIINE aCIeKThI:
® KPOBOTEUEHHS], KOTOPBIE OBLIM C MOMEHTA ITOCIIEIHETO BU3UTA
® KypCBI JICUSHHUSI, TPOHICHHBIE C MOMEHTA IMOCJIEHETO MTOCEIICHHS
- BUJ mpenapar, KOTOPbIA UCIOJIb30BAJICS
- KOJWYECTBO Mpernapara
- HOMeEp cepuu
- pe3yJbTaThl JCUYECHUS
® YCJIOBUS B IIKOJIE WJIM Ha pabore
® pe3yJIbTaThl aHAJIN3a HA HHTUOUTOPHI
® COCTOSIHUE MBIIIII] U CYyCTaBOB: aMILIUTY/a JBUKCHHUS CYCTABOB M CHITY JICUCTBUS MBIIIII]
® pe3yNbTaThl PAIUOJIOTHIECKOTO HCCIETOBAaHNS U CKAHNPOBAHUS CyCTaBOB, B KOTOPBIE
OBLIO KPOBOM3IHMSHNE I B HUX OIIYIIAIACh OOJIb
e PesynpTaThl aHanu30B Ha renatutel A, B, umu C, a takxe sHa BUY 1 u 2, ecnu 510
TpeOyeTcs B TaHHBIII MOMEHT

® PE3YJIbTAThl UMMYHOJIOTHYECKOI'0 aHaJin3a, €CJIk 3TO Tpe6yeTCf{ B JAHHBIM MOMEHT

[NanmeHTaM M UX CEMBSIM HEOOXOMMO MPEJOCTABUTH BO3MOKHOCTb 00CYKAATh MPOOIEMBI
3JI0pPOBBS M OTBEYATH Ha BOIPOCHI Bpaua B 00CTaHOBKE KOH(HUICHIINATHHOCTH.

O6cnenoBanue Oynet Oosee 3PPEKTUBHBIM, €CITH MALMEHTaM OYIyT MPEIOCTaBISIThCS
HaTJSITHBIE TOCOOUs, OOBSACHSIONINE COJICPIKAaHKE JICUYCHUS H HOBBIC IPUEMBI, PEKOMEH,Ty eMbIe
crieranucram. [Ipeanaraercs BeCTH OTYET O pe3ysibTaTax 00CIeIOBAaHUS U JICICHHS BECTH B
Buzie TaOnuibl. [TaliMeHTsl MOTYT HarJIsIIHO BUAETH HE TOJIBKO CBOM PE3YJIBTAThl, HO U
CpaBHHMBATh CBOE COCTOSIHUE C APYTHUMHU MAIMCHTAMH, UMEIOIIMMH aHAJIOTUYHOE COCTOSHHE.
Takue TabnuIbl 0COOCHHO IIOMOTAIOT B TEX CIy4asiX, KOraa HabIIoaeTCs YacToO MOpaKaeMblii

CyCTaB WJIN BEACTCA HpO(bI/IJ'IaKTI/I‘IeCKOC JICUCHUC*.
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* KommenTapuii k Tabnune: Tabnuna-kajieHaapb pe3yIbTaToB JICUEHHUs AIEHTOB C
remoduinreil A u B nentpa Hetokacma. BepTukanbHas JTHHUS OMKUCHIBAET OAWH CIy4aid JISUSHHUsL.
['nsans Ha oTAENBHBIE TUHUH, MOKHO JIETKO BBIJEIIUTH CITydai, KOT/1a MAMeHT II0X0
OTpearupoBaj Ha TO WIKM HHOE JieYeHHe, Hanpumep, MapT 1988 1. — KpoBOU3IHSIHUE B JIEBYIO
TOJBDKKY. [TOBTOpHOE KPOBOMBIHSIHUE B TOM K€ MECTE YKaXKET Ha CYCTaB, KOTOPBIN TpeOyeT
HaOJro1eHNs U, BO3MOXHO, U3MEHEHUs B JeueHuU. Clie10BaTeNnbHO, €CIIM OTMEYat0OTCs
MIOBTOPHBIE KPOBOTEUEHHE, HALIPUMED, B IPABOE IUICUO, & TAKXKE B MPABBIN JIOKOTh U JIOABDKKY, K
TOMY ke B 00a KOJIEHA, TO MOYHO MPEIOI0KUTh, YTO ITOMY MAIUEHTY MOTPeOyeTcs peryspHast
npodunaxTuka. Ilpodunakruka Hayara B Mapte 1989 r., ¢ TOro MOMEHTa OTMEUEHO TOJBKO OJJHO
KpOBOU3IIUSIHUE B IIPaBYIO JIOJBDKKY, KOTOpasi XOPOILIO OTpearnposaja Ha OJHO NEepeuBaHueE,
Jlajiee B TEUEHUE JIeBATH MECSLIEB KpoBOTe€UeHHH He ObL10. Jlo perynspHoi NpoQUIakTUKU ¢ Mas
1988 1. mo mapr 1989 r. manueHT caM BBOAMI ce0e mpenapar 10 TOTro, Kak IpeAroiaraioch
BO3MOXKHOE KpoBOM3JIMsIHUE. Bee octanbHOE JIedeHne MpoBOANIIOCH IO TPEOOBAHMIO, KOTIA
KPOBOM3JIUSHUE YK€ Mporcxoauio. Tabmuua mutocTpupyeT oObIYHbIN IpUMep NPOTEeKaHUs
TSOKETION (POPMBI TeMOQHINH A U Pe3yJIbTaThl ee MPOUIAKTHKH. Ompbigok u3 kHueu I1.

Lorcoynza «Kusnv ¢ cemounueiin, 4-e uzo., [lpecca ynueepcumema Oxcghopo, 1995 2

cTp. 42. HaBepxy 0003Ha4YeHBI TO/1a
Caepxy BHH3: IIPaBOE IUICYO, JICBOE IUICYO, IPABBIH JIOKOTb, JICBBIH JIOKOTb, IPABOE 3aISICThE,
JIeBOE 3aIACThe, IpaBasi pykKa, JieBas pyKa, mpaBoe 0epo, JeBoe 0epo, MpaBoe KOJIEHO, JIEBOES

KOJICHO, IIpaBasd JIOAbDKKA, JICBAaA JIOAbDKKA, IIpaBas CTYIIHA, JIEBas CTYIIH, MBIIIIbI, 3Y6LI.

11. HPEAYHNPEXJAEHUE PACITPOTPAHEHUSA TEMOPUINHN

CoBpeMeHHBIE TOCTH)KEHMsI, BKJIrouasi TexHonoruu aHanusa JHK, pacimmpsror BEIOOp 1715t ceMbH,
KOTOpas IJIaHUpYeT cBoe pa3BuTHe. Eciu B ceMbe ecTh ciryyan reMo(uInu, TO CeroHs
BO3MOXHO TOYHO BBISIBUTH KEHIIMHY, KOTOpasl SABISAETCA HOCUTENIEM HapyIIEHHOI O reHa.
JKeHIMHBL, KOTOpPBIE 3HAIOT, YTO OHU HOCHUTEIIN MM MOTYT OBITh HOCHTEISMHU reMODHIIUH,
HUMEIOT BO3MOXKHOCTb BOCIIOJIb30BaThCs IPEHATAIbHOM JUarHOCTUKOM, YTOOBI IOy YUTh
HH(POPMAINIO O COCTOSIHUY TIJI0AA.

I'emodunusa A u B HacnenyroTcs o peLieCCUBHOMY THUILY, M 3TO CBA3aHO C I10JIOM IEpEealoIIero
red. ['enerndeckas napopmanus o pysakiusx pakropos VIII u IX conepxutcs B X-xpoMocome.
Ecnu ren HapymeH, To ManburK poxnaaercs ¢ remodunueid A nim B (XY), a neBouka (XX) Her,
TaK Kak oJjHa U3 X-XpOMOCOM, KOTOpbIE OHa HaclleyeT HECET HYKHYIO He Pa3pyLIeHHYIO

UHPOPMALHIO.
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Hacnenosanue remodmianu A u B

Mars Ortent Bo3zmoxHble neTu
XX + Y X = XX* pmn XX* wm XY nim XY
12 34 13 23 1424

Hopwma I'emodumus Houepn-Hocurenn 3110pOBbIE CHIHOBbS

X#* = xpomocoma, KOTopasi HeceT 'eH reMoriny 1 HHpopMaIuio moja pedenka. Jlouepu otua ¢
reMo(uiIrel CTAaHOBATCS HOCUTEISIMH, TaK KaK OHH HacJeAyloT X-XpOMOCOMY C HapyIICHUsIMH, a

CBIHOBbBA y HCTO 3MOPOBLI U HE NIEPEAAIOT 00JIE3Hb CBOUM JACTAM.

Marts Orern Bo3MoskHBIE I1eTH
XX + YX = XX mm XX mm XY wm XY
12 34 13 23 14 24
Hocurens  Hopma Hocurens  Henocurens Crin Ce
C  370pOBBIA
reMoQuiren

VY matepu HocuTens B 1 ciayyae U3 IByX MOXKET POJAUTHCS 10Yb-HOCUTENb reModmiun. Taxke B
OJTHOM CITy4ae U3 IByX MOXKET POJUTHCSA ChIH ¢ reModmineil. B pequaiimmx cnydasx neBodka
MOJKET yHacJIeZI0BaTh reMO(UIINIO, €CIM €€ MaTh SBJISIETCS HOCUTEJIEM, a OTell CTpalaeT

remoduimei cam. B Takom ciydae 06e X-XpoMOCOMBI HECYT pa3pyLICHHbIH I'eH.

Hocurenn

JKeHIIWHBI C TEHOM FCMO(i)I/IJ'II/II/I Ha3bIBArOTCsI HOCUTCIISIMHU. OGBI‘IHO, HO HC BCCTJd Y HUX

OTCYTCTBYIOT CUMIITOMbBI HApYIIECHUS CBEPTHIBAEMOCTU KPOBH.

QOnuraTHBIA HOCUTEIb

K rpynmne o6auraTHeIX HOCUTENEH OTHOCATCS KEHIIUHBL, Y KOTOPBIX:
e oTel ¢ reMouInen
e (QoJiee OJTHOTO ChIHA C TeMO(IITHEH (MICHTUYHBIC OJM3HEIbl YUUTHIBAIOTCS)
®  O/IMH CbIH C reMO(QUINeH U 10Yb-HOCUTEINh

e  OJVH CHIH C TeMOQIIIHEH U POJCTBEHHHUK CO CTOPOHBI MaTepH
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OueHb penKko reMouIus NposABISIeTCs TOTAA, KOTrla MaTh MO3alyHa, T.€. Y Hee pa3BUBAIOTCA JBE
TeHeTHYECKH Pa3IMuHbIe IMHUM KIETOK U3 0HOH 3urotel. Hampumep, OmnogoTBopeHue
SIMIIEKJIETKH U3 MaTEPHUHCKOI0 SIMYHHUKA, KOTOPBIN OTIMYAETCS TeHETHYECKH, MOKET IIPUBECTH K
poxaenuto pedenka ¢ remodunuei, xorst aHanms JIHK 3Toit MaTepn MOKET OBITH ¢ XOPOIIUM

MPOTHO30M.

BeposTHEI HOCHTEH

BeposaTHBIM HOCUTENEM CUUTAETCS JKEHILUHA, Y KOTOPOH:

®  O/IMH CBHIH C reMopuIne

®  MaTb-HOCHUTENb

® POICTBEHHMK C TeMo(puIneil o MaTepuHCKON JTUHUH
[MoapoOHOCTH BBISIBICHHS HOCUTEIHCTBA TeMO(MUIINH, TECTOB, KOTOPBIC TIPOBOISTCS B HACTOSIICE
BpeMs, a Takke BO3MOXKHOCTEH IpeHaTalbHOW AUAarHOCTUKHU U3JI0KEHBI B JOKJIAJle O COBMECTHOM
3acenannu BOI u BO3 B 1992 r. (cM. ccbuiku). Co BpeMeHH 3TOro 3aceaaHus ObLin
pa3paboTaHsl ele Oosiee coBeplleHHble TexHonoruu ananusa JJHK 1 BbIsIBIE€HUS HOCUTEIbCTBA,
ocobenno, remounu A (Lakich u np., 1993) u 60ne3nu Buieopanna (Eikenboom, Reitsma u
Briet, 1995). OTkpbITHE HHBEPCHH, BKIIOYAIOIIEH HHTPAXPOMOCOMHYIO IIEpErpyIIIHPOBKY
MOCJIEI0BATEIFHOCTY HHTPOHA 22 Ha BEPIIMHE X-XPOMOCOMBI, TIO3BOJISIET CETOAHS TIOCTaBUTh
nuarHo3 Hocurens remoduinu A B 50% cinyvaes. B cinydae ¢ remodunmeid B, eciny Bo3MOXHO
noronHuTenbHO necnaaoBars JIHK poncTBeHHNKA, TO BEPOSITHOCTH MMOATBEPANUTH MIIH

HUCKJIIIOYUTh HOCUTEJIIBCTBO, BBISIBUB MY TAallUIO (baKTOpa IX, O4YCHb BBICOKA.

BrlsBacHHE HOCUTENS

JKeHIMHbI, KOTOPbIE UMEIOT TeH reMO(GUINH, HY KIAI0TCA B 1€TMKaTHOM KOHCYJIbTUPOBAHUHU U
HOAJIEPIKKE, OCOOCHHO, €CIIH y HEE B CEMbE BBIBIICH CIydail TSHKEION (OpMBI HapyIICHHS
remocra3a. JKenaHue npoiTH TECTUPOBaHKE U NIPUHATHE PELIEHUS Ha OCHOBE €T0 PE3yJIbTaToB B
Pa3HbBIX CEMbSAX U Pa3HBIX CTPaHaX MPOSBISIETCS MO-pasHoMy. KakoBel Obl HU ObLTH
00CTOATENHCTBA, CAMOMY TECTHPOBAHHIO JIOJDKHO IPEIIECTBOBATh KOH(HICHIINATEHOES
KOHCYJIFTUPOBaHHE, a TAKXKe HEOOXOJUMO MPOAYMaTh CpeICTBa HAOIIOAEHHS 3a 3J0POBLEM TOU
KEHIIUHBI, KOTOPAst OKAKETCs HOCUTEIIEM.

B HekoTOpbIX cTpaHax IIMPOKO paclpoCcTpaHEHO MHEHUE He poBoauTs aHanu3 JJHK c nensto
BBISIBIICHHUS HOCUTEIbCTBA FeMODMIINH 10 TeX MOP, TOKa JEBOYKA HE CMOXKET OCO3HAHHO
BOCIIPHHHAMATH NTPEAOCTABICHHYIO el HH(OPMAIHIO, T.€. IPUMEPHO, A0 MOAPOCTKOBOTO BO3pacTa.
OpnHaxo, B ciy4ae ¢ reModuianed A u B o4eHb BaKHO 3HaTh (DEHOTHI peOEHKa B I€TCTBE, TaK Kak

ee gaxrop ceepreiBaeMoctu VIII mnum IX, eciiu oueHb HU3KHUI, MOKET BBI3BATh MPOOJIEMEI C
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reMOCTa30M I0CiIe OOIIMPHON TPaBMbI MJIM XUPYPrUUecKoro BMemareiabeTsa. [Ipuannoii aTomy
MOTYT CTaTh HEKOTOPBIE KIETKH, BhipadarbiBatomiue (hakrop VIII wim [X, oqHako copepikariie
MOBPEXAEHHYI0 X-XpoMocoMy. M3 3Toro cienyer, 4To MOCTOSIHHOE MPOSIBJIEHUE HAPYIIEHHOTO
neiicrBus dakropa VIII wm IX, curHanu3upyer o HOCUTENbCTBE. TakuM JIeBOUKaM MOTpedyeTcst
CHeNUaIbHOE JICYEHUE BO BpeMsI OTIepaLliy WIH YJalleHus 3y0a Wik JeCMOIIPECCHHOM, €CITH He

xBataeT (akropa VIII, wmn npemapatom dakropa X, ecam He mocTaeT IMEHHO €ro.

BEI100p METOJI0B IPEHATAILHON IUATHOCTUKH

Yaempazeyx

Bcewm xeHmpHaM BO BpeMsi 0€peMEHHOCTH PEKOMEHIYETCs IIPOUTH yIBbTPa3ByKOBOE
HCCIIeI0BaHUE, YTOOBI yTOUHUTD CPOK, BBIIBUTH MHOYKECTBEHHYIO O€PEMEHHOCTb, U UCKIIIOUUTh
CUJIbHBIE HapYLICHUS Pa3BUTHS IJI0J1a. YIbTPa3BYK, IPOBOAUMBIN Ha 16-20 Henene
0epeMEeHHOCTH, MOXKET ITOMOYb OIIPEAEIUTh oI pebenka. Eciu 310 neBouka, TO MOKHO
OTKAa3aThCsl OT HHBAa3UBHOI'O METOJa JUArHOCTUKU TreMO(UIINH.

Popurenn, KoTopble pemnaoT NPOBECTH JOTOIHUTENbHYIO PEHATATBHYO TUAarHOCTHKY, TOJKHBI
3HaTh, YTO OHA IIOKa3aHa TOJbKO, €CIIM PEUYb UJET O BBIOOPE — IPEphIBATh WM HE IIPEPhIBATh
O6epeMeHHOCTb. Bce mpoBogMMBIE TECTHI COAEPIKAT PUCK, XOTS U HEOOIbIION — MeHee 3% OT Bcex
CIIy4aeB TUarHOCTHUKH. PoInTeNnn UMEIOT mpaBo B Jr000H MOMEHT U3MEHHUTH CBOE MHEHHE B
3aBUCUMOCTH OT Pe3yJIbTaTOB TecTupoBaHusi. Oco0oe BHUMaHHE HEOOXOJUMO YAEIUTh TOMY,
Kakoil TshkecTH hopMa reMOCTaTHYECKOTI0 HapyIlIeHHs BBIBsIIEHAa B HICTOPUH ceMbU. OOBIYHO HE

PEKOMEHIyeTCsl IPOBOIUTH JUArHOCTHKY, €CIIU B CeMbe reMo(puins cnadoil popMsl.

CyIIeCTBYIOT CIEAYIOIINE BUABI JUATHOCTUKHU:

IlepBEIi TpEMeECTP

e aHanu3 XopuanbHbIX BopcuHOK (CVS)

Broncus TkaHel XOpHoOHA HA paHHEH cTaguu OepeMEHHOCTH ITO3BOJISICT IIPOBECTH aHATIH3
JJHK. MoxHO onpeienuTh Kak MmoJl pe0eHKa, Tak U HATM4Kie TeHa TeMOQUINH.

L AMHHUONCHTE3 TAKXKE ITO3BOJIACT ONPEACIIUTD I10JI pe6eHKa 1 HAJIMYME HApYIIEHHOT'O I'€Ha

Bropoii TpemecTp

° AHaJIU3 KPOBU IJIOAA C UCTTOJIb30BAHUEM IIpUEMaA (1)6TOCKOHI/II/I TMO3BOJIACT ONIPCACIIUTDH

(denoTHI IO pe3ynbTaTtam aHanu3a gakropa VII u [X
Bce 3t MeTO/1b1, 0COOEHHO aHaIM3 KPOBHU IUIOJA, TPEOYIOT IPUCTAILHOIO BHUMAHUA K AETaIIM.

TpeboBanus n3noxeHsl B COBMeCTHBIX MaTepuanax BO3 u BOI' mo npenaranbHON TUarHOCTHKE.
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AHanu3 TKaHed IYHOBUHBI

JlmarnocTuky (heHOTHIIA MOXKHO IIPOBECTH IO aHAIN3Y CBEXHX TKaHEH ITyMOBUHBI, TOMEIIEHHBIX
B sodium citrate. AHanu3 KpoBU Ha ypoBeHb paxTopa VIII nim [X npu poxxaeHnn 10omkeH ObITh
IIPOBEPEH, KOT/a Nepu(epuIecKie BeHbI CTAHYT HACTONBKO OKPEMIINMHU, YTO MOXKHO OyaeT
6e3001e3HEHHO B3STh 00paser] KpoBHU. TakuM 06pa3oM IPOBEPSIIOTCS MONIPABKH, KOTOPEIE
JOIYCKAIOTCS IPH aHAJIHN3€ MaTePHAIOB B IIPEHATANBHBIN NEpHO, Koraa ypoBeHb (aktopa VIII
i [X MoxeT oTandaThes, 0COOCHHO TOCTIEeTHNH, HETOYHOCTH MOTYT OBITh BBISIBJICHBI H B
OTHOIIICHHUY aHAJIM3a TKaHESH IMyHOBHHBI, KOTOPBIE MOKET OBITh TPYIHO 00paboTaTh, HIM KOTOPHIH
MOXET OBITh BBIIIOJHEH C 33I€PHKKOI.

IMporuBomnokasano OpaTh KPOBb HA aHAIU3 U3 BEH Ha OeApe WIIH IIed MJIJIeHIA, TaK KaK 3TO

MOXET BbI3BATb KPOBOU3JINAHUEC U O6p330BaHI/Ie reMaToMbl B IIIEHHOM OTJEJIC WM B naxy.

12. HEHTPBI TEMO®WJINN

upoxwii Kpyr moTpeOHOCTEH JtoAel ¢ reMouiel Jierye 00ecneynTh CreuaaTn3npOBaHHOMY
LEHTPY, YeM OTJeIbHOMY Bpady. LleHTp, KOTOpBIH OTBEYaeT BCeM KPUTEPHSIM Ha3bIBAeTOCS
HenTp MHOTONpOdUILHON TOMOIIHM Npu TeModminu (I'emuenTp). B nydiem ciydae Kak b
TeMIEHTP JIOJDKEH OBITh CIIOcOOEH 00eCIeYnTh BCECTOPOHHIOK MOIIICPIKKY, 10 KpaiHei Mepe, 40
YeJIOBEK C TsXKeJIoN popMoi reMopuiIny.

OueBUIHO, YTO HEBO3MOXKHO OXKHJIATh OT KKJOT0 MallUeHTa, YTO OH WJIM OHA B KAXKIOM CIIydae
noeayT B reMueHTp. CaMoe BasKHOE 3aK/II0YaeTCsl B TOM, YTO KaXKIOMY YeJIOBEKY C HapyLIEHUSIMU
CBEpPTHIBAEMOCTH KPOBH B ClIydae HE0OX0IUMOCTH OyAeT obecrieyeHa IOMOLIb MEAUIIUHCKOTO
paboTHUKA, KOTOPBIH CIEHUATU3UPYETCS 110 BOIPOCcaM reMO(QHINH, WK KMEET BO3MOXHOCTD
COTPYAHHUYATh CO CHELUAINCTaMU B 3TOH 06sacTu. IMEHHO 3TO 1 00ecreunBatoT MECTHbIE
TeMLEHTPBI, KOTOPbIE MOCTOSHHO KOHTAaKTHPYIOT B MHOTONPOQHIbHBIME [eHTpaMu. Habop ycmyr
MECTHBIX TEMIICHTPOB MOXET OBITh Pa3HBIM, YTO 3aBUCHT OT YPOBHSI TOJTOTOBKH HMEIOIIETOCS
[IepCOHaJIa, OJHAKO, B OOLLEM, OHHU JIOJDKHBI UMETh BOBMOXKHOCTH JUAarHOCLUPOBATh FeMO(UIHIO,
OKa3bIBaTh MEPBYIO MOMOIb M IPOBOAMUTE aeKBATHOE MEPBUYHOE JICUCHUE aHTUIeMOPIIbHBIMH
npenapatamu. Hanbonee 3 hekTHBHBIM Kak ¢ (PMHAHCOBOW TOUKH 3pEHHS, TaK U B paboTe ¢
HaceJIeHueM, OyAeT UHTEerpalisi CUCTEMBI JOCTYIIHBIX T€MIEHTPOB B OOILYIO CUCTEMY
3/IPaBOOXPAHCHHUS CTPAHEL.

B HekoTopbIX cTpaHax TpeOOBaHMs K KPYITHBIM M MECTHBIM IeMIIEHTpaM pa3paOoTaHbl
HaIMOHAJBHBIM OPTaHOM 37]paBooXpaHeHus. B BenukoOpuTanuy Takue LEeHTPHI IOCIEIHUH pa3
ObuTH TopaboTaHbl B 1993 T. M UCTIONB3YIOTCA B IPYTHX CTpaHax, Kak PYKOBOJCTBO IT0
OpTaHU3alUU aHAJIOTUYHBIX YCIyT. IMEHHO 3TH MaTepualbl HCIIONb30BaHbl U B TaHHOM

PYKOBOJCTBE.
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Hcropus Bompoca

[ManmenTs! ¢ TeModuiHet 00pa3yroT TPYIILY JIIOAeH, MEIUIMHCKOE 00CTYKHUBaHHE KOTOPBIX
CIIOXKHOE, U goporocroduiee. CII0)KHOCTb, IPEXIE BCEr0, B TOM, YTO 3a00JI€BaHUE PENIKOE,
COXpaHSETCs BCIO KH3Hb, IIPOABISETCS B pa3HbIX MO TSDKECTH (POpMax, a TaKXKe U B TOM, UTO
MAIMEHTHI HE SBIIIOTCS «OOIBHBIMI» B OOIICTIPUHATOM IIOHHUMAHUH 3TOTO ciioBa. OKpyKaromM
HE Bcer/a MOHATHO, YTO OTCYTCTBHE aJIeKBaTHOI'O JEUEHUS MOXKET IIPUBECTH K MIPOAOIIKUTEIBHON
TOCIIHTAIN3AI[IH, HAITPACHOMY HCIIOJIb30BAHHUIO, & B HEKOTOPBIX CIIydasX MPOCTO K PACTOUCHHIO
JOPOTUX IpenapaTos.
Jlionu ¢ remodunrel MOryT BEIOMpPATh TOT MM MHOW TEMIEHTp MO Pa3HBIM IPUUYUHAM, U 3TOT
LEHTP MOXKET HE OTHOCHUTHCS K UX aJIMUHUCTPAaTUBHOMY WIIU reorpadguieckomMy pailoHy
IIPOXKUBAHUA. DTU NALIUEHTHI CTPEMSTCA IIOCEIaTh ONPEAeICHHbIE TeMIEHTPBI U 00XOIUTh CBOUX
CEeMEUHBIX Bpauel Jaxke Mpu HeOOXOJMMOCTH IOJIyYUTh MPOCTEHIYI0 KOHCYJIBTALNIO, IIOTOMY
YTO OHH MIIYT CIIEUAIICTOB B 3TOH KOHKpETHOH obnactu. [InaHupys yciayru s NaiueHToB C
reMoQuiel, IpeaCcTaBUTEeNN OPraHOB 3PaBOOXPaHEHUs JOIDKHBI OyIyT UMETh B BULY DAL
BOIIPOCOB, PelIas 3a/1a4y CO3AaHUs JOCTYITHOW CHCTEMbl MHOTONPO(HUIBHOMN MOMOIH IIPH ATOM
COCTOSIHUH:
®  pa3nu4Me CTENEeHEH TSKECTH COCTOSIHUHM MPH TeMO(DHIIHH;
®  CIOXHOCTH COCTOSIHHSA, IIPH KOTOPOM MOKET MOTPeOOBAThCS MIMPOKUIT U pa3HOOOPa3HbIH
CIEKTp YCIYyT. YUUTBIBasi IPUPOAY COCTOSHUSA, MOXKHO MPEANONIOKHUTD, YTO KOJTHUYECTBO
BHJIOB JICYCHUS JUIS KQXKJOTO OTACIBHOTO MAIMEHTa MOXET ObITh HERPeOCKa3yemuim,;
e  HEBO3MOXXHOCTb BE3/l€ OJJMHAKOBO II0 BCEH CTpaHe OJJMHAKOBO 00ECIIeUnTh JIEUCHHE
reMO(HIINH ONBITHBIMU CIIEIHATHCTAMU;
e OTPeOHOCTH B JOCTYIIE K IIpenapaTaM KpoBH Ul oOecTiedeH s IporpaMMBbl JIeUeHUs Ha
JIOMY;
®  BO3MOXKHOCTH MOOOYHBIX 3(p(PeKTOB MpH JIeUeHUH MpenapaTaMi KPOBH, BKITFOYast
uHuurpoBanue Bupycamu renatura C u BUY, koTopble mpeacTaBifioT 3HaUuTEIbHY 10
mpobaeMy U JaHHOW TPYIIbI MAIIMEHTOB M TPEOYIOT IOTOJTHUTENBHOTO JICYCHUS 1
KOHCYJIbTUPOBAHUS;
e TOT (akKT, 4TO y JOJeiH co ciaaboit popmoit reMopuIMy MOXKET U HE OBITH TOTPEOHOCTH B
PEryJIsipHOM HaOJIIOZICHUH U JIEYEHUH, HO B HEKOTOPBIX CIIy4asx UM Bce 3TO Tpedyercs U

B OOJIBIINX 00BbEMaXx.

HCHTDLI JICHYCHUA FeMOd)I/IJIPII/I

I[HS[ YHOpOUICHUA OpraHnu3anuy npeajrara€rcsa co3aaBarh ABa THUIIAa HEHTPOB AJIA IMMATUEHTOB C

reMo(IIHeH:
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- LenTps MEHOrONIPOGMIFHOH HOMOIIH ITPU TeMO(HINY;

- Uenrpsl remounnu (MECTHEIE).
B nononHeHMe K HEHTpaM CO3Jar0TCs KOAryJIALMOHHBIE TaOOpaTOPUH KaK 4yacTh OOIIEH
reMaTOoJIOTHIECKOH CITy>KOBI B peTHOHATIBHON KIIMHUIECKOH OONBHHIE, KOTOPAs CIIYKUT
KOHCYJIFTATUBHBIM LIEHTPOM IO CIIOKHBIM BOIPOCAaM THATHOCTHKH COCTOSHUSI MAIIUEHTOB C

HaCJICACTBECHHBIMU HAPYHICHUAMHU KPOBU.

A. Yciyru, npeaocraBiasieMble MHOTONPOGUIBHBIM HEHTPOM reMo(puIuu

L. OOBIYHbBIE MEAUIIMHCKHE YCIIyTH, OKa3bIBA€MbIE ONBITHBIM [IEPCOHAJIOM IIallUEHTaM C
HapyLIEHUsIMH reMocTasa U UX CeMbAM IO IEPBOMY TPeOOBaHHUIO B JII0OOE BpeMsl JTHS
U HOYH.

II. J1a00paToOpHBIE YCIIYyTH 110 BHINOJIHEHUIO BCEX TECTOB HEOOXOAUMBIX I TOYHOM
MOCTAaHOBKH TMarHo3a reMo( iy 1 BceX U3BECTHBIX HACIIEACTBEHHBIX
reMOopparndecKux HapyIIeHNH, BKII0Yas HACHTH(UKAIUIO U aHAIN3 aKTHBHOCTH
COOTBETCTBYIOIIMX reMocTaTuyeckux (akropos. JlabopaTopus goynkHa
obecreunBaTh HAOMIOIECHHE B IPOLIECCE JICUCHUS U BBITIOIHSITH AHAIH3HI 110
NEPBUYHOMY BBIBIEHHIO HHTHOUTOPOB.

II1. ecnu TpedyeTcs U I0Ka3aHO MPOBOAUTE B COTPYAHUYECTBE C APYTHMMH FeMIEHTPaMH
JanbHeiee o0cie0BaHNe POJCTBCHHUKOB TAIIEHTOB ¢ TeMO(GIINESH U IPYyTHMHU
POICTBECHHBIMHU HAPYIICHUSIMH FeMOCTa3a.

Iv. o0ecreynBaTh KOHCYJIbTUPOBAHUE ITALUEHTOB U OJIM3KUX POJCTBEHHHKOB IO 0COOBIM
acrniektaM remo¢unuy. KoHcynpTUpoBaHHE JOJKHO OBITh MPEUIOKEHO B
COOTBETCTBYIOIIEH (opMe 1 CeMEHHBIM BpadyaM MallMeHTOB ¢ reMOpHInei.

V. o0ecreynBaTh yAOBICTBOPUTEIBHBIA KOHTPOJIb KaueCTBa BCEX 1aOOPAaTOPHBIX
aHaJIM30B, IIPOBOAMMBIX B IIpoLiecce padoThI C MAl[MeHTaMH, KaK 3a CYeT BHYTPEHHUX
peCypcoB, a TaKXKe y4acTus Ha OIPEAEICHHOM YPOBHE B CUCTEME Ka4eCTBEHHOM
OLICHKH paboT B chepe CBEPTHIBAEMOCTH KPOBH.

VL BECTH COOTBETCTBYIOIIHUE 3aMIUCH; HEOOXOIUMO (PUKCUPOBATh BCE CIIydau JICUEHUs U
BCE CIIydJad IJIOXOH peakuuu Ha tedeHne. Heo6xoaumo pa3paboTath crienuaabHyo
MEIUIIHCKYIO POPMY JUIS 3aITHCH BCEX MOJIPOOHOCTEH, KOTOPBIE MOTYT OBITH
MOJIE3HBI B OY/yleM, U BECTU PETUCTPALIMIO BCEX MALUEHTOB, KOTOPhIE 00paIlaoTCs
B LIEHTD.

VII.  npoBoaUTb KOHCYJIETUPOBAHUE MALIMEHTOB U UX POACTBEHHUKOB B 0OCTaHOBKE
KOH(UIEHIUATBHOCTH.

VIII.  y4acTBOBaTh B COOTBETCTBYIOIIECH OTYETHOCTH.

IX. €CII He00X0IMMO, KOHCYJIbTUPOBATH 110 OPraHU3aliK JEYSHUs Ha JOMY WU

UHAWBUAYAJIBHO, UJIX B COTPYAHUYIECTBE C IPYTMMU HEHTPAMU FCMOCbHHHH.
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X. obecrnednBaTh IpPOrpamMMbl TPOPUIAKTUYECKOTO JICUSHHS ITalleTOB ¢ TeMoGuiInel 1
JIPYTUMU T€MOCTaTUYECKUMU HAPYILICHUSMU.

XI. OpPraHU30BBIBATH KPYTJIOCYTOYHYIO KOHCYJIBTAlHOHHYIO CITYKOY I MECTHBIX
TEMIICHTPOB, a TAK)Ke HEOOXOAUMYIO MM TTOJIJIEPKKY .

XI1I. o0ecrneurBaTh KOHCYJIBTALMU TAKUX CICIHUAIMCTOB, KaK XUPYPT, OPTOIe/, 3yOHOI
Bpay, "HPeKIIHOHUCT (ocobeHHo BUY u rematutsn), neauarp, TeHETHK, ITUPOKast
conuangbHas MmojajepKa U 00ompHBIX ¢ BUY, a Takke Mcuxoiornyeckoe
KOHCYJIbTHPOBaHHE.

XIII.  obecrieunTh AOCTYT B 1a0OPATOPHIO, KOTOPAst MOXKET YTOYHHUTD AHATHO3,
MOCTaBIICHHBII B MeCTHOM remiieHTpe. ObecreunBaTh JMarHOCTUKY aTUITNYHBIX
ClIydaeB, aHAN3 Ha HaJIMYUe HHTHOUTOPBI M aKTUBHOCTD BCEX BO3MOKHBIX

IE€MOCTAaTUYCCKUX Q)aKTOpOB, ANAarHoCTUKY HACJICACTBCHHBIX HapymeHI/Iﬁ pa3BUTHA

€CITi He00XO0IUMO COCTABIISTh PEKOMEHIAINH 10 TPOBEJICHUIO aHATUTHYECKHX
OpoLenyp.

XIV. mnpenocraBisTh 000pyIOBaHUE U TTOCOOHS 1JIsi OOY4EHHS U MEPETOArOTOBKU BpadeH,
MeJICecTep, COTPYAHUKOB J1TabopaTopuii, HCUXOCONUATBHBIX KOHCYJIBTAaHTOB M APYTHX
COTPYIHUKOB, €CJIU 3TOr0 TpedyeT Oonee 3 PeKTHBHAS OpraHU3aIHs TOMOILIH
MaIMEHTaM.

XV.  KOOpIWMHHPOBATH MPOBEICHNE KOHPEPCHINI 1 BeICHNE HAyYHO-HCCIICI0BATEIbCKUX
IporpaMM, BKJIFOYasi OPraHU3alNI0 KIMHUYECKUX UCIIBITAHUI, a TAKKe CO3JaBaTh

IIPOrpaMMBbl ¥ y4acTBOBATh B KOHTPOJIE 32 OpraHu3alell paboTbl FeMLIIEHTPOB.
B. Ycayru, npenocraBisieMble MECTHBIM LIEHTPOM reMO(puIuu
PaboTy Takoro reMueHTpa MOXHO OyJIeT CUMTaTh OPraHM30BAaHHOHN HAaMIIyuyIIUM 00pa3oM,

€CIIM OH CMOXKET 00ECTIeYHTh T€ BUIBI Pa0OT, KOTOPBIE ONMUCAHBI BhINIe B MyHKTax ¢ [ mo I1X.

13. KOHTPOJIb AEATEJBHOCTH ’TEMIIEHTPA

Koneunas 11enb KOHTPOJIS — YIIyYIIMTh KAYECTBO YCIYT IS HalMeHTOB. D((HEeKTHBHBIHA
KOHTPOJIb, C OTHOHM CTOPOHBI, YIUTHIBACT OKUAAHUS MTAIIEHTOB, C JPYTOil CTOPOHEI,
OLIEHMBAET YPOBEHb PA0OTHI TOI'O MM MHOTO LIEHTPA ¢ TOUKH 3PEHUSI UMEIOLIUXCS Y HETo
pecypcoB. MImeroTcs BBULy HEMEANIIMHCKAN TIEPCOHAT TapaMeInKoB, YCIOBHUS IS
MIPOBEICHUS JICUCHUs, HATMYUE NIPENapaToB UIsl ICYECHUS U yPOBEHb PACXOI0B.

BHyTpH 0TAENIBHOH CTpaHbl KOHTPOIb pabOThl HEHTPOB MOKHO OCYILECTBIATh, COOMpas
MaTepHabl 0 IeMorpauy MalueHTOB U UCIIOIB30BAHUH TEPANICBTUIECKUX MATEPHAJIOB TI0

(baKcy WK IIOYTE, a HE ITOoCCIIasa uX BCC JIMYHO.
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OpHako, TMYHBIM BU3UT CIIOCOOCTBYET Oosiee 0ObEKTUBHOM JPYKECKON U MOTHOCTHIO
KOH(UIEHIMATFHON OLleHKe Pa0doTHI IIeHTpa. Bo BpeMs BU3UTa MOKHO TaKKe O3HAKOMUTHCS
C TOYKOW 3pEHMsI MAlMEHTOB Ha OPraHU3aI|I0 ITOMOIIH JIJIsl HUX.

KoHTponb oka3aHus MOMOIIHU NPHU reMOGHINH JOIKEH OCYILECTBIIATh CIELUAINCT B ATOH
00J1acTH, HO TIPECTABISIOIINI KaKOH-TO Apyroi pernoH. O4eHb BaXKHO B KOHTPOJIUPYIOILYO
IpYIIY BKIFOYATh YEJIOBEKa, ONIBITHOTO B 00JIACTH OPraHU3AIMU IIOMOIIIN TIPU TeMOQIITUH,

TaK KaK OpraHu3anus Takoil MHOronpo@uiIbHOM NOMOLIM UMEET 0cO0YI0 IPUPOAY.

OCHOBHBIE PEKOMEH/IAIINN K OpTaHH3aI[H KOHTPOJIS:
1. Exeronublit cOop nHGpOpMauK sl OPraHU3alMy KOHTPOIIS HA FOCYAapCTBEHHOM yPOBHE®
(*ocHOBaHO Ha returns LlenTpa remopminu Okchopaa, BenmukoOputanus)

a) O6mast nHpopMAaIHs:

o UMt
o JaTa poXKACHUS

o JIMArHO3

. ypOBEHb (pakTopa

o LEHTP OCHOBHOW PErUCTpaIiy
o JaTta CMepTH

310 ocHOBHas nemorpaduyeckas nHGopManys o0 NaMeHTax ¢ HapyILIeHUSIMU KpOBHU. 3HaHHE
KOJIMYECTBA JIFOJICH B CTpaHE ¢ TSHKEION U CpeHed (POPMOii TaKMX HAPYIICHUH MO3BOJISET
TOYHO OLIEHUBATh MOTPEOHOCTH B (haKTOpax CBEPTHIBAEMOCTH KPOBU. 3HAHUE BO3pacTa
CMEpTH ATHX MAIIMEHTOB MO3BOJIET OBICTPO MPOBOAUTE CPABHEHHE C MPOJODKUTEIBHOCTHIO
KH3HU MYKCKOH 4acTH HacelleHHs, He CTPAIAIOIINX reMOQHIHEH.

3HaHHe UMEH TO3BOJISIET H30€KaTh IlY6J'H/Ip0BaHI/I5I.

0) CriernanpHast THPOPMAIIHS:

Io moure

. ob11ee KOIMYECTBO MPENapaToB (paKTOPOB CBEPTHIBAHUS KPOBH UCIIOIb3YEMOE
€KETOIHO AJIsS Je4eHHs TeMOGHINU U APYTUX POJCTBEHHBIX 3a001eBaHUM

o o01IIee 9MCIIo MaueHToB ¢ reModummei A, B, 6one3nsio ¢oH Bumnebpanna u
JPYTMMH HacleACTBEHHBIMU HapyIIEHUSIMU FEMOCTa3a, €KETOAHO MOy YaomnX
JICYCHHUE B LIEHTPE.

Ota nHbOpMaIys yKa3eIBaeT Ha KoiandecTBo exnHAL Gakropa VIII u IX, ncnons3yemsIx B

OJHOM LCHTPEC HAa OAHOI'O MaluE€HTa B IO, a TAKXE 06mee KOJIMYECTBO (l)aKTOpOB,
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HCIIONIB3YEeMOe TI0 BCel cTpaHe. DTH U PEI UMEIOT 3HAUCHHUE JUIST MEKITYHAPOIHOTO

CPaBHUTEIBHOTO aHAIM3a JaHHBIX.

o KOJINYECTBO MALIMEHTOB C MHTHOUTOPaMHU, C YKa3aHHEM, €CIIH U3BECTHO, HU3KOTO MU
BBICOKOTO TUTpa (0OBIYHO yKa3bIBaeTCs B equHUNAX bare3na)

. HHPOPMaIHs O JIeUSHHE TALIMEHTOB ¢ HHTMOUTOPaMH.

B 3aBUCHMOCTH OT BO3MOXHOCTEH IIEHTPa MOKHO TaK)Ke COOUPATH JOMOJHUTEIBHY O

WHPOPMAIHIO O APYTUX OCIOKHEHHAX JICUSHHS, TPUINHAX CMEPTH, KOINYECTBE HOCUTENCH

reMOIITHH.

B) Ilpu JINYHOM HOCEIICHUY IICHTPA

o 03HaKOMJICHHE ¢ pab0TOH KOaryJIUOHHON JTabopaTopun
- IPOBOJUMBIC TECTHI
- BO3MOKHOCTH JIJIsl KOHTPOJIS
- BO3MO’KHOCTB IIPOBOANTH aHAIN3 B OKCTPEHHBIX CIyJasx
o 03HAKOMJICHHE C BEJJICHHEM MEAMLIUHCKOTO 00CITy KUBAHUS
- HaJMYHe IIepCoHaNa, CIICIHAIN3UPYIOMIErocs: B 001acT reMo(Inm
- BpeMms IpueMa MMalieHTOB
- yCIIOBHA IpUEMA:
OpraHu3alliy JOCTABKH MAIHeHTa
JiedyeHrne B aMOYJIaTOPHBIX YCIOBHIX
TOCTIMTAIA3AITHS
KOHCYJIETHPOBAHHUE B OTACIFHOM MOMELICHUH
BO3MOXKHOCTH HAIPaBJIATh K CIICIHATIICTAaM B Ooiee Y3KOi
obJacTu.
o OCMOTp apXuBa U GOPM BEICHUS 3aIIUCH
- 3aIHCh TUArHO30B
- uHpopMaIys 0 CEMEHHOM IpeBe
- pe3ynbTaThl TCHETUYECKOW KOHCYIbTalluU
- wmHpOpMaIH 0 CIyJasx KpOBOTCUCHHS U UX JICUCHHE\I
- uHdopmalys 0 BU3UTAX MMAIMEHTa U ero jKanooax
- pe3yibTaThl aHAJIH3a HA HHTUOUTOPHI
- uHbpopManus 0 MOOOYHBIX dPPeKTax JeUeHUs
- uH(bopManus 0 IPUBUBKAX

- uHbopMal¥s OTACICHUS TOCITUTATU3AIUN

42



r) U3 onpoca naiuenToB

3TOT ONPOCHUK MOXKET OBITh pa30CiaH MO0 II0YTE OTPAHUUYEHHOMY YHCITy MaleHTOB (MeHee
20), KOTOpBIE TOCEIIAIOT LEHTP, B KOHBEPT MOKHO BJIOXKHTH KOHBEPT JJIsl 0OpaTHON OTCBUIKH U
HMHCTPYKLUIO K OIPOCHUKY. OTBETHI Ha BOIIPOCH! MOXHO MOJyYUTh B MHAUBUIYalIbHOU Oecene ¢
MAlMEHTOM U €T0 CeMbel BO BpeMsI IMYHOTO BH3HTA B IEHTP. Tak Kak ONPOCHUK HE TpedyeT
yKa3aHUs UMEHH WIIH JPYToil THIHON HH(OPMAINH, TO IIEPBHI cIIoco0 MO3BOJINT cOOpaTh Golee

00BEKTUBHBIE JaHHBIC.

AHKETY-OIPOCHUK CIIelyeT NPeIUIoKUTh NaleHTaM ¢ TsKeJIon U cpeaHeit popmoil remoduinmu,

a Taxke ¢ OonesHbto GoH BuneOpanna.

OINPOCHUK /UIA NTATIMEHTOB

1. Bbl peryssipHo nocemaere T0T LeHTp?
2. Kakoii npenapar oObIYHO UCTIONB3YyETCs AJisl Barero jgeueHus:
HenbHast KpoBb
Caexasd miazma
Caexe3aMOpoXKeHHasl 1a3ma
Kpuonpenunurar
Konuentpat akropa, IpUroTOBIEHHbII U3 IU1a3Mbl YeJIOBEKa
PexoMOMHaHTHBIN KOHIIEHTpAT (hakTopa?
3. Bbnl HaxoauTech Ha:
Jomainem nedeHun (caMu BBOJUTE Mpenapar)
[IpodunaxTruyeckoM edeHnH (peryspHble HHBEKIHH IS IPEJOTBPALICHUS
KpOBOTEYECHHN).
4. Ecnu Bam B mo0oe BpeMst OHa00UTCSI TOMOIIIb, JIETKO JIK BBl MOXKeTe ee MoTyduTh OT
CJIEAAYIOIIUX CIEUATUCTOB?
a) reMaTroJIor
0) meguaTp WK TepamneBT
B) XUPYPT-OpTOIIe
) MeZicecTpa
1) hu3noTepaneBT
) 3yOHol Bpau
) TeHETUK-KOHCYJIbTaHT
3) COIMaNbHBIN pabOTHHUK

€) MCUXO0J0r
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5. Tloxanyiicta, OTMEThTE, HACKOJIBKO BBl y10BIETBOPEHBI TOMOIIBIO, KOTOpYIOBam
OKa3bIBAIOT B LICHTPE
a) TIPY JISYEHUH KPOBOMBIUSHHUN
0) Ipu JIeYeHNH apTpUTa U APYTUX 3a00JIeBaHUI
r) Koraa Bel paccnpammBaere 0 reMO(UINN U €€ JICUSHUN
) pEryJIIpHO HaOIoaaeTech (OICHUTEe MEIUITTHCKOE 00CITy )KUBaHHE)
€) MpH JICYEHUH JIF000ro ModouHOoro h(eKTa JeueHus

6. Kaxkue 051 ynmyumenns Bam xorenocs 051 BBecTH B Barrem rientpe?

ctp. 61
14. OBIIIME PEKOMEHJIAIIUNU

1. Temo¢umus nognaercs nedeHnIo. BEICOKast CTONMOCTD JICUCHHUS OKYIIAETCSI TEM, UTO
YeJIOBEK ¢ reMO(UIINS MOXKET BECTH 30POBBIA 00pa3 kKHU3HU U padoTtars. Ecnu
reMO(UIINIO HE JIEIUTH, TO 3TO MOXKET IIPUBECTH K MIPEXKIECBPEMCHHON CMEPTH,
MHBAJIUJHOCTH U IOXKU3HEHHOH SKOHOMHUYECKOH U COLMAIbHOM 3aBUCUMOCTH OT CEMbU U
rocyJapcTBa.

2. CruexyeT HOCTOSHHO 0OecCIIeunBaTh MOCTOSTHHOE MH(OPMUPOBaHHE U 00pa30BaHNe, KaK
ceMei, rzie ectb reMouiIus, Tak 1 uX Bpadeld. IHBaNuAHOCTb U CMEPTHOCTD YEJIOBEKA C
reMouiIrel MOXKHO MPEJOTBPATUTh, €CIM U30eraTh HEOIPaBAaHHOTO MEAULIMHCKOTO
BMEIIIATENbCTBA, a TAK)KE €CIIM IIPOBOJUTH a/leKBaTHOE JICUEHUE KPOBOTECUEHHI.

3. 3amectuTenbHas Tepanus npu reMopuiIny He 00A3aTeIbHO TPeOyeT UCIOIb30BaHHS
JOPOTOCTOSIIIIUX UMIIOPTUPYEMBIX IIpenapaToB. I maBHOE — coOMI0aTh 6€30MacHOCTh IPH
IIpOBEIeHUH IpoLeayp nepenuBanua. OpraHu3anys MECTHOH CIIyObl epeIuBaHUs
KpPOBHU — IIEpBUYHOE TpeOOBaHNE K 0OECTICUSHUIO YCIOBUH 3IpaBOOXPaHEHUS JIF0O0T0
HaCeJICHHUS.

4. EsxenHeBHBII yX0J 3a 4€JIOBEKOM ¢ reModuineit He TpeOyet 6onbiux pacxonos. [Ipu
COOTBETCTBYIOILIEH TOATOTOBKE OOJBIIYIO YaCTh IIPOLEAYP MOTYT BEIIOTHATH YICHBI
CEMBH U NApaMEIHUITMHCKIH IIEPCOHA, a TAKXKE MEICECTPHI U (PU3NOTEePaIeBThI.

5. BaxHO# cocTaBisOIIEH CHCTEMbl MHOTOTIPO(IILHOM MOMOIIH MPH FeMOQUIHU SBISETCS
PEryIsipHOE MEANKO-COIMAIBHOE HAOIIOACHHE 32 MAMCHTAMH 1 €XETOAHBIH KOHTPOIb
KayecTBa yCIIyT AJs HUX.

6. B HEKOTOpBIX ceMbsX TeMO(UINI0 MOXKHO MPEJOTBPATUTh. TO MOXKHO OCYILECTBUTH C
[IOMOIIIb}0 TECTOB Ha ONPEECICHUE HOCUTEN U UHAUBUYAIbHOIO T€HETUYECKOT0 U
MICUXOJIOTMYECKOT0 KOHCYIbTUpoBaHus. Heo0XonumMo XpaHuTh 00pa3iibl KPOBU UJIEHOB

CeMbH ¢ TeMouInel JJis TOro, 4To0bl MOKHO ObLITO BhIONHATH aHanu3 JJHK B Tor
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MOMEHT, KOT/Ia 3TO IOTPeOyeTCsl, C EIBbIO BBISBICHHS HOCUTEIHCTBA HITH IIPU
MPEHATaIbHOW AUArHOCTHUKE.
7. Ecnu tpebyercs qomoaHuTeNbHAs MpodeccuoHanbHas HHPOPMALUS 10 BOIIPOCaM
reMo(uIHH, MOXXKHO oOpamaThcsi BO BecemMupHyto denepanuro reModuim:
1310 Green Avenue, Suite 500, Montreal, Quebec, Canada H3Z 2B2.
Tel: (514) 933 7944
Fax: (514) 933 8916
e-mail: wth@wfh.org
Web-site: http//www.wth.org

15. BJATOJIAPHOCTD

OTO0 pyKOBOACTBO OBUIO MOATOTOBIEHO Ipu coxeiicTBuu Ilpesunenra BcemupHoil henepannu
reMo(pHINH U WieHOB M cromHUTeNnbHOTO coBeTa, a Takxke CekperapuaTta. Mbl HCKpEeHHE
6narogapum r-Ha bpaiiena O’Maxonu u uieHoB Coseta u Cekperapuara BOI': Tepkens
Annepcena, XKan-Bunnema Auape ne ns [lopre, Uapnwssa biskioka, leiiny Bpeitnunr, n-pa
Bproca OBarra, 1-pa Kapons Kacnepa, a-pa I'ynsenmo Mapuanu, n-pa Iutepa JleBuna, n-pa
Kesuna Pukapna, n-pa Knayca [llumnda, Kenera Iloiizepa, Jlaitn Podbumnapa, [xenaudep Pocc,
Anexannpa Bapraca, mouetHoro uieHa coBeta AsaHa TaHHepa, a TaKke WIEHOB 00beJUHEHHON
koH(pepenun BO3 u BOTI 3a nx Bkiax B 00CyXICHNE HEKOTOPBIX Pa3/ICioB.

BosblIMHCTBO MaTepuaioB OCHOBaHbI Ha pe3yibTaTax padorsl PykoBoacTBa bputanckoro nenrpa
remouinn. Beipaxkaro Takxke 6marogapHocTs A-py bpaeiiny KonsBuny u 1-py Mapeuny
Ixunbepry, npod. Any Iluxe u npod. FOpuro 3enunrcony. S ocodenHo oGmarogapeH a-py
[TapTTpanopny Aiicapankypa, 1-py AmnaiiBany Kancymputy u a-pit ['nanamy dropancamu 3a ux
JOTIOJTHEHU S, YUYUTHIBAIOIIIE 0COOEHHOCTH pa3BUBAIOMIMXCS CTpaH. Mumiens CTeHxays
(Horokacn) u Keitr Puxmraitn (BO3, XKenesa) obecriedniii BEJIMKOJICTTHYIO paboTy Kak
CEKpeTapH.

[TyGnukanyist HaCTOSIIETO PYKOBOJCTBA CTaIa BO3MOXKHA MPH NOJIepKke BecemupHoil dpeneparym

remopuinu @onna Karapunst Kykcon MHoromnpoduiasHoro riearpa remodunnn Herokacna.
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17. LJIOCCAPU

Konuentpar KonuenTparamu sBistoTcs 0THPaKLUOHUPOBAHHEIE,
BBICYILICHHBIE U 3aMOPOKEHHBIE (PaKTOPBI UJIH TPYIIa
(bakTOpOB CBEPTHIBaHUS KPOBH. B KOHIIEHTpaTax
COJIEPIKUTCSI COOTBETCTBYIOLIAs BEICOKAs 103
MarepHaia, IIO3BOSIOMmAs OBICTPO OCTAaHABINBATh
kpoBoteuenue. [Ipenapar pa3Boaurcs: cTepuibHON
BOJIOW M BBOAUTCS B BeHY (Kak Bce IpernapaThbl KPOBH).

Kpuonperunurar Cocrapisromniasl 4acTh KPOBH YeJTIOBEKa, BBIIEIIICMAast
B IIpOLIECCE OTTAaUBAHUS CBEXKE3aAMOPOKECHHOM
riasMel. Kpuonpenunurat oboramieH gpakropamu
VIII, ¢pon Bumnebpanna u pubpunorenom. OH He
conepkuT akropa [X.

®axTop VIII OnuH u3 6enkoB ((haKTOPOB) CBEPTHIBAHHS KPOBH,
BbIpa0aThIBa€Mblii IEUEHbIO U IIOCTABIISIEMBIH B
kpoBb. Hegocrarok nnm orcyrcrue daxropa VIII
Ha3bIBAIOT reModummei A.

daxTop IX OnuH n3 6enkoB (PaxTOPOB) CBEPTHIBAHHUS KPOBH,

BbIpabaThIBacMbIi TieueHbl0. HemocraTok wiu
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OTCYTCTBHE (paKTOpa Ha3bIBaeTCs reModuineii B.
®daxropst 11 (mporpom6bun), VII, IX n X cocraBistor
"MIPOTPOMOHMHOBBII KOMILIEKC", U UX BBIPaOOTKA B

OpPraHn3Me 3aBUCHUT OT HAJIMYHMs BUTAMUHA K.

CaexezamopoxenHas mia3ma (C3I1) [Tnasma uenoBeka, OTAEICHHAS OT KIETOK KPOBH

T'enornn

I'emaptpo3
Femodumusa A

I'emodunmus B

Lentp MHOTONPOQHITBHOM

MIOMOLLY ITpU reMo(uiInu

cpasy e IocJIe €€ MOydeHHs OT JOHOpa U TITy0oKo
3amoposkeHHas npu — 40°C. C3II comepxut Bce
(baKTOpPBI CBEPTHIBAHMS KPOBHU, HO B HU3KOM
koHnerTpanun. C3I1 MoxeT OBITh 3aMOPOKEHHOH B
CYXOM BHJE (CyXas 3aMOpOKeHHas I1a3Ma), 4To He
TpeOyeT XpaHeHHe B XOJI0/e.

I'eHeTn4eckas KOHCTUTYIIMSI YEIOBEKA — €T0
HaclencTBeHHas uHpopmanus. Hanpumep,
cTpykTypa reros ¢axropos VIII mmm IX.
KpoBouznusHue B cycras

Henocratok ¢axropa VIII B kpoBu

Henocratok ¢akropa IX (M3BecTHa Takxke Kak
6one3ns Kpucmaca)

LlenTp momoI BBICOKOI KaTeropuu,
o0ecrneurBaroNuii MONHBIN CIIEKTP YCIOBUH IS
JIMaTHOCTHUKH U JICUEHHsI HACIIEICTBEHHBIX

3a00JIeBaHUI KPOBU.

MectHble HeHTphl TeModuiann  LleHTphl TOMOIIHM CpeiHeil KaTeropuw,

o0ecreYnBaloIUi TIONHBIA CIIEKTP YCIOBUH IS
JIMaTHOCTHKH U JICUCHHSI HACIIEICTBEHHBIX
3a0oseBaHui KpOBU. MeCTHbIE LIGHTPbI FeMOGHINH
JIOJIKHBI COTPYAHUYATH C IEHTPaMHU

MHOTOIPO(UIBHON OMOIIY ITPU TFeMO(PUIHH.

I'emodunuueckas aprponatuss boje3HEHHBIN XPOHUYECKUNA apTPUT, KOTOPBII

T'emocra3s

pa3BUBacTCA KaK HpﬁMOfI pe3yabTaT HEAAEKBATHO
HPOJICYSHHOT0 reMapTpo3a. Takoro poaa apTpur
0CcOOEHHO O4eBUAEH B 00JIACTH KPYITHBIX
CHHOBHAJIBHBIX CYCTaBoB (IL1€40, JIOKOTb, 6e/po,
KOJICHO U TOJICHOCTOITHBIIA).

Mexanuszm npe€aoTBpaAlICHUA CIIOHTAHHBIX
KPOBOM3JIMSIHUI M HEONPABJaHHOW MOTEpH KPOBH U3

TIOBPEKACHHBIX COCYI0B.



I[OM&H.IHH)I Tepanusa

Wuruburopst

denoTHI

CauHoit daxrop VIII

OOuuii TepMUH, OIPEAEISIONMNA yCI0BUS, IPU
KOTOPBIX MAIlUEHT CaM HJIM KTO-TO U3 €ro
POACTBEHHHUKOB BBOJUT (haKTOP CBEPTHIBAHHSA
KpoBHU BHE aMOynatopun. B ycinoBusx nomansei
Tepanuy NalueHTa He 3aBUCUT OT

MEIUIMHCKOTO IIepCOHala U MOKET OBICTpee BCETo
OKa3bIBaTh ceOe IOMOILIb.

AHTHTENA K OJHOMY 13 (DaKTOPOB CBEPTHIBAHHS
KpoBH, 00b14HO K (axTopy VIII. MHrnbutopst
MOTYT pa3BUBATbCA U y T€X, KTO HE CTpajaeT
remoduiuend (mpruoOpeTeHHble UHTHOUTOPHI), B
TaKOM Cllyuyae Takxe Tpebyercs eueHue GakTopom
CBEpPTHIBaHMS KPOBH.

Brenaue nmpu3Haky denoBeKa — BHEITHEE
BbIpakeHHe reHoTuna. Hampumep, ypoBeHb
¢axropa VIII nnu IX B kpoBH YenoBeka C
WHTHOUTOPaMH.

Konnenrpar ¢akropa VIII npuroroBieHHsbIi U3
IJ1a3MbI CBUHOM KpOBH. VcIIoNb3yeTcst B OCHOBHOM
JUIS JISYeHUs aleHTOB ¢ MHTMOUTOpaMu IIpU

remopuinn A.

HenTp remodmnmu nepBuaHor LleHTp okazaHus IEpBOil ITOMOIIH JIFOJISIM C

[Ipodunaxruka

PexomMOuHaHTHBIE MTpenapaTbl

CroHTaHHOE KpPOBOTECYCHUEC

HacJIeICTBEHHBIMH 3a00JI€BaHUSIMH KPOBU.

Bce moapasnenenus, oka3bIBaroIIue MEPBUIHY IO
HIOMOLIb ITPU TeMO(UINU TOJKHBI COTPYAHUYATEH C
MECTHBIMH LIEHTPAMH U IIEHTPAMH

MHOTONPO(HUIBHON MOMOIIY ITPH TeMO(HITHH.

PerynsapHoe BHyTpUBEHHOE BBeieHHE (haKTOPOB

CBEPTBIBAHUSA KPOBHU C LEJIBIO TPEAOTBPAILICHUA

CIIOHTaHHOT'O KPOBOTCUCHM .

KOHL[QHTpaTLI IMPUTOTOBJICHHBIC IO TEXHOJIOTUAM

TeHHOW MHKeHepuH. B HacTosIee Bpems
CyIIECTBYIOT peKoMOMHaHTHBIE (hakTopbl VIII.
PexomOuHaHTHBIN TPOAYKT (akTopoB IX u Gpon
BusuteGpan TONBKO pa3pabaThiBacTCsl.

KpoBoteuenue, 00bIMHO BHYTPEHHEE, KOTOPOE
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MPOUCXOIHNT B JIF000€ BpeMs 63 BUANMOM MPUYHHEL
HaubGonee omnacHoe NposIBICHUE TSHKEION (OPMBI
remoduinu A u B.

bonesns ¢pon Bumiebpanna HacnenctBenHOe 3a00sieBaHUE KPOBH BCIICICTBUE
HenocTaTouHOCTH (akropa GpoH Bumiedbpana. Dtot

¢axTop cBsizaH B KpoBH ¢ hakropom VIIL.

[punoxxenue 1

Bcemupnas denepanus remopuanu

Bcemupnas dhenepanust remoduiny U sBisieTcs heaepanneid, WieHbl KOTOPOH MPeaCTaBIsIOT
HallMOHAJIbHbIE OpraHu3anuu u3 84 crpas.

OcnoBHast nenb BOT" criocoOcTBOBaTh OpraHU3aliy CIIeHUATbHBIX YCIYT, TOCTYIHBIX IS JIIOJeH
¢ reMo(WIHeH U POJICTBEHHBIMH 3a00JICBAHUSIMH BO BCEM MUDE.

Juis noctmkenus atoi nenu BOT pazpabareiBaeT mporpaMmbl MEIUIIMHCKOM, TICUXOCOIUAITBHOM,
HAY4YHOH U TEXHUYECKOH MOJACPIKKU M OpraHU3yeT HEeHTPHI IpodecCHoHaTBFHON MOATOTOBKY. B
23 MeXIyHapOoAHBIX LieHTpax noaroroku kagpos (IHTC) yuaTcs nroau, okasslBaroIne NOMOILb
npu remounuu. B BOI” pazpaboransl nmporpaMMbl 00beIMHEHUS B IAPhI U1 COTPYIHHYECTBA
LEHTPOB ¥ 00IIECTB reMOMHINK U3 Pa3BUTON M Pa3BUBAOIICH CTPaHBI, YTOOBI OHU OKa3bIBAITU
JpyT Apyry MOMOILb pecypcaMy U KOHCYJIbTalsIMU. Pa3pabaThIiBaoTCs U Ipyrye NporpamMmMel,
HampHUMep, CIIy>k0a MOJAEPKKU XUPYPrUIECKUM OTAEIEHHUIM, a Takxke mporpamma «Jloctym k
YIPaBJIEHUIO», KOTOpas BKIIKOYAET TEXHOJIOTHU BO3JEHCTBUS Ha IPABUTENbCTBO C LIEbIO
3aCTaBUTh AIMUHUCTPALIMIO IPUHATH OQUIIMATIbHBIE JOKYMEHTHI 110 OKa3aHUIO MOIIECPIKKU IIPU
00CITy>KUBaHUH MalleHTOB ¢ remodunueii. [logpoOHyI0 HOBeliITy0 HHPOPMAIIHIO MOXKHO
MIOJIyYHTb II0 aJpycy:

UcnonuurensHsiit aupextop BOT

1310 Green Avenue Tel: + 1 514 933 7944
Suite 500 Fax: + 1514933 8916
Montreal e-mail: wth@wfh.org
Quebec Web site: http//www.wfh.org

Canada H3Z 2B2

Nudopmaryro 06 oduiuanbHbIX HEHTpax NOArOTOBKU KajipoB BOI Mo)KHO MOmMy4uTh B
cekperapuare. Ha MomeHT nmyOnukaruu takue 1eHTpsl BOIT OTKpBITHL:

banrkoxk, Tannann

bazens, llIBeitnapus

Bysnoc-Aiipec, AprenTuHa
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Uosrnn Xwusur, Cesepras Kaponuna, CIITA
Xponunren, Hugepnanasl
XenbcuHku, OUHIIHIUS
JIésen, benprus

Jlonnon, BenukoOpuranus
Jloc-Anmxkenec, CIITA
Mansme, HIBenms

Munan, Utanus

Hero-Mopk, CILIA

Oxkcdopn, Benukobpuranus
[Mapmx, Opanmus
Qunanensdus, CHIA
Puo-ne-Kaneiipo, bpasunus
Pouecrep, Munnecora, CLLIA
Teddunn, BenukoOpuranus
Cunneit, ABcTpamus
Tenb-ABus, U3panns

Tokuo, Snonus

Bena, ABctpus

Yopuecrep, Maccauycerc, CIIA

B nacrosmee Bpemst B BOI' odunnanbHO NpUHSATH HAIIMOHAIBHBIE OPTaHU3AINH CIIETYFOIINX

CTpaH:

Anbanus T'ongypac [Tanama
Amxup Benrpus [Taparsait
AprentuHa Ucnannus [lepy
ABcTpanus Nnnns (O3 8507000007030
ABcrpust Nanonesnsa ITonpmra
benbrus Upan [Mopryranus
Bonusus Pecny6imka Kopest
bpazunus Upnanaus PyMbiaus
Bousrapus Nzpaunb Poccus
Kanana Uranus Cunramyp

YUunn SImaiika CrnoBakus

Kurait Snonus CroBeHus
Konymous Kenus Comanu
Kocra-Puka KyseiiT Oxnas Adpuka

51



XopBaTus JlaTBUs Ucnanus

Kyb6a JIuBau IBerus

Kunp JIutBa [Betinapus

Yexus JliokcemOypr Taunann

Janus Manaiizus owiBIIas FOrocnasus
JlomMmuHMKaHCKas MansbTa Makenonus

PecrmryOmika

Eruner Mapokko Tpununan u Tobaro
CanbBamop Hemnan Tynuc

DcTOHUS Hunepnanaet Typuus
OunsHaus HoBas 3enangus BenukoOpuranus
®paHuus Huxaparya

I'py3us Hurepus

I'epmanns Hopserus CIIA

I'peuns [Taxucran Ypyraaii

I'Batemana Benecyana 3umbabBe

3a oMONHUTENBHOM nH(OopMaIueit oopamaiTech B ceKpeTapuar.

[leau BOI'

B crparernueckom mnane BOI™ chopmynmpoBanst 5 neneii.
1. CnocoOcTBOBaTh CO3JaHUIO U Pa3BUTHIO CHCTEMBI YCIIyT HAUBBICIIETO YPOBHS B
JIMArHOCTUKE, MHOTOMPO(UIBHON OMOIIU ¥ MOAJEPIKKE s JItoIek ¢ reModuinel u

POACTBEHHBIMHA 3a00JIeBaHUSIMH BO BCEM MHpE.

2. CogpeiicTBOBaTh pa3pabOTKe U BHEIPEHUIO MPOrPaMM, PEIIAIOIINX MECTHBIE OCOOCHHBIE

IPOOJIEMBI, MEIIAIOIIHNE JTIOASIM C TeMOQIUIHEH U UX CeMbSIM B PAa3BUBAIOIINXCS CTPaHAX

TOJIy4aTh BCECTOPOHHIOIO IIOMOIIb.

3. Cmoco0cTBOBaTH 00PAa30BAHUIO U MOBBIIICHUIO KBATU(PUKAIMH JIOJCH, OKa3bIBAIOIIUX
ITOMOIIIb TTAI[EHTaM ¢ TeMO(HINeH, a TAKKe CaMHUX ITAI[UEeHTOB, WICHOB HX CeMei,
OTHOCHUTEIILHO OPraHU3alluK MEAUIIMHCKUX YCIIyT, OOLIECTBEHHOH paboThI 1
B3aMMOOTHOIICHUH C OKPYXAIOIMUMHI Hanbosee 3 (eKTUBHBIMU CIIOCOOAMH.

4. TlomnepxuBaTh UCCIIENOBaHUS B 00JIACTH JICUCHUS TeMO(UIINN U POACTBEHHBIX
3a00JI€BaHUM, a TaKKe PA3BUTHE TEXHOJIOTUYECKON 0a3bl HCCIEeI0BaHUHA.

5. CrpeMHuThCs K OCYIIECTBICHHIO CBOMX IeIel Yepe3 COOTBETCTBYIOIIYIO OPTaHHU3AIHIO
PaboTHI Ha MEXKIYHApPOIHOM, PETHOHAIBEHOM M HAI[MOHAJIBHOM yPOBHSX.

IIpaxkTuueckas paboTa 10 pealn3aluy LeJleil U 3a1a4
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Crpaternueckoe IiIaHUPOBaHUE TpeOyeT HeNpepbIBHON OTBETCTBEHHOM pabOThI C IHTY3Ua3MOM U
MIPEAaHHOCThIO KOHKPETHBIX Jroneil. OcHoBHasA 3agaya BOI — cnocoO6cTBOBaTH OpraHu3alui
BCECTOPOHHEH IMOMOIIIU BCEM CEMBSIM, T1Ie BbIsiBIeHa reMouiist. OCHOBY pelIeHUs dTOH 3a1a4n
COCTaBJIIET COBpEMEHHOE 00pa3oBanue, U BOI™ npunaraer Bce ycunus, 4ToObl paclipoCTpaHATh
HOBeHIIyI0 HH(pOpMAaLUIO 0 TeMO(MINK Ha BCeX YpOBH:X oOmecTBa. Hanpumep:
- Pa3 B aBa roga nposoautcs MexayHapoasslii koHrpecc BOI', Ha
KOTOPBIH NPUITIAIIAOTCs BCE 3aMHTEPECOBAHHBIE B OpPraHU3auN
MHOTONPO(UIBHOM TOMOIIY MTPU TeMO(UIINH JTIOAH: YYCHBIE, BPaUH,
napaMeJUIHUHCKIE PaOOTHUKH, CAMHU IALIUEHTHI ¢ reMO(pMINEH 1 YIeHbI
ux ceMei.
- IIpoBonsaTcs peryisipHble CEMUHAPHI CIIEIIMANIBHO JUIS IIpEeICTaBUTENEH
Pa3BUBAIOLIMXCS CTPaH, KOTOPbIE 3aMHTEPECOBAHBI B OPraHU3aLuu
KBaTH(UIIPOBAHHOH MMOMOIIM pH remodunnn. Ha cemunapax
YYUTHIBAIOTCS 0COOCHHOCTH CTPAaH-YYaCTHHII, H MOTYT OBITh
OpPraHM30BaHbI AaXe JEMOHCTPALMH J1a0OPaTOPHBIX TEXHOIOTHUH, T.H.
BJIAYKHBIE CEMHHAPBL.
- ExexBapTanbHO u3aercs opuIHMaIbHbIH MEXAYHAPOIHbIH Ky pHa
Bcemupnoii dpeneparyn remodmnnn «emodunusy (CODEN HAEMF4
ISSN 1351-8216). XKypnaun BeityckaeTcs uzaarenbetBoM Okcdopaa
Blackwell Science Ltd o anpecy
Osney Mead, Oxford, OX2 OEL, UK
Tel: +44 1865 206206
Fax: +44 1865 71205
XKypHan comepuT cTaTbi, OpUrHHAIbHBIE JOKYMEHTBI M OTYETHI O JICYCHUH reMOQUITUH.
- To xe oxcdopackoe U3aTENLCTBO BBITYCTUT PyKOBOACTBO 110
JIeYeHHIO0 TeMO( UMY, B KOTOPOM H3JIOXKEHA JIeTalbHast HH(popMalus no
JICYCHHIO KaK JJIsl Bpadel, Tak | JJIsl ITapaMeIUIITHCKOTO MePCOoHaa.
- MmmoctpupoBaHHBIN CIPABOYHUK 10 TeMO(UINY, BKIIIOYAIOLIUN
pasnensl mo BUY-uHbekum, B TOMOIIb TeM, KTO IIPOBOAUT 00y4aroune
CEeMHHApPHI 10 OOIINM BOIPOCcaM reMO(WINY U €€ JICUYCHHUIO.
- Msnan «Ilacnopt nauueHTta ¢ reMouiInei», BKIOYAIOMINN CIIUCKU
LEHTPOB 1 O0IIECTB FeMO(IITUH, a TAKXKE YCIYT, KOTOPbIE OHH
IIPEAOCTaBIISIOT.
- Pazpaborano PykoBoJCTBO MO OpraHu3alluy HAllMOHAJIBHOM
OOIIECTBEHHOW OpraHU3aliy B TOMOIIb T€M, KTO 3aHUMAETCsI Pa3BUTHEM

HAIMOHAJIbHON CUCTEMbI IIOMOIIN npu I‘CMO(i)I/IJ'II/II/I.
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- B HHTeprete coznan GopyM 1mo reMoHIHH 11t IpodhecCHOHATBHOTO
KOHCYJIETHPOBAHUS CIICHUAIIMCTOB 110 BOIIPOCAM OKa3aHUsI OMOIIH MPU
reMO(HITHH.

[MonpoGHOCTH cripammBaiiTe B cekpeTapuate BOT.

C 1969 roga BOI" 6p11a IpH3HAHA KaK HEMPABUTEIBCTBEHHAS OPTraHN3anust — O(QHUIIHATBHBII
naptaep BO3. CoTpytHUYECTBO HAIPaBIIEHO HA pPa3BUTHE JIEYEOHBIX U TaOOPAaTOPHBIX
HCCIIEOBATEIECKUX TEXHOJIIOTHH B OOIIEH CHCTEME 3paBOOXPAHEHMs, a TAKXKe B 001aCTH
reMO(QIIHH Ha YPOBHE OTIEIBHOTO TocynapcTBa. CM. paszer MOCIeIHIX Ty OTMKaIIi ¢

OTYETaMH O COBMeCTHOH aesarenbHocTH BO3 u BOI'.

[punoxenue 2
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