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NPEAUCIIOBUE

OTO — MY>XCKOW Mup!

TonbKo YenoBek, MOHNMAKOLLMI CBOKO 60M1E3Hb, MOXKET
npaBwiibHO 06XOAUTLCSA C HeW. [1o3TOMYy Mbl XOTUM
06bsACHNTE Bam Ha cneayoLwmnx cTpaHnLax Ba>kHenwmne
daxThbI n 06CTOSATENBLCTBA, CBsi3aHHble (o]
reMounnen.

[ouvTtaiiTe aTy 6poLuopy OO KOHUA AN MOnyyYeHus
[OMNoSHUTENbHOMMHG OpMaummn o Balem3abonesaHuu,
BO3MO>KHOCTSIX €r0 fieYeHuns, a TakxXe 0 TOM, Kak Bbl,
HEeCMOTPS1 Ha reMounno, BCE-Takn CMO>XKETe BECTU
HOpManbHbIA 06pa3 >u3HW. Mbl >xkenaem Bam
WHTEPECHOIO ¥ NO3HaBaTEeNIbHOr0 YTeHUs!

Bawa dwmpma «Bayer HealthCare» — «Bayer Vital»
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MY>CKOI MUP

MoHATbL CyTb remounuu

Femocbunnss — 9TO HacnencTBeHHOe 3abonesaHue,
BblpakaroLLleecs B TOM, YTO onpefeneHHblii hakTop
CBepTbIBAHUSA KPOBM 60 BOOGLLE OTCYTCTBYET, NGO
MMeeTCs B HeJOCTaTOYHOM KonudyecTBe. B cnydae
remopunun A Takum pakTopoM ABNSETCs akTop
csepTbiBaHus kposu VI, a B cnyvae remocounumn B —
dakTop cBepTbiBaHus kposu IX. emocpunms A
cuntaeTtcs «KJ1TACCUHECKON» 6011e3HbI0
KPOBOTOYMBOCTMU.

Ha cnepytowmx cTtpanuuax Bbl mMoxxeTe 6onblue
y3HaTb 0 reModunmmn n e€ oCo6eHHOCTSIX.

MY>CKOI MUP

KakoBb! (byHKUMK hakTopa
csepTbiBaHus kposu VIII?

Y 300p0BbIX NHOAEN AaHHbI PaKTop LUMPKynupyeTt
B KpOBM U HaxoAuUTCA B TeCHOM KOHTaKTe C Tak
HasblBaeMbiM  akTopoM  doH  BunnebpaHpa.
MocnenHuii nogasnsieT paspyLieHne gaktopa VI n
LOCTaBNseT ero B TO MECTO, rAe AOJIKEH MPOUCX0ANTb
npouecc cBepTbiBaHMs Kposu. 3apadeit daktopa
VIIl B npouecce cBepTbiBAHUA KPOBU SBMSETCS
yCKOpeHue pacliennenuns dakrTopa CBepTbiBaHUSA
KpoBu X dakTopoM cBepTbiBaHus IX. Ecnn gaHHas
peakumsi He MPOWCXOAWT, MPOLECC CBEPTbIBAHMSA
KPOBM HE MO>XXET MpoTeKaTb HOPMarnbHO, ¥ NO3TOMY
Hanmune paxke HebonblUMX paH MOXKeT BbI3BaTb
onacHoe KpoBOTEYEHWE — Takue cryyau HasbliBaroT
reModuninen nm >e KpoBOTOUNBOCTbHO.

["'emodpmnms A v HacNeaCTBEHHOCTb

lemocbunua A — 3TO camoe pacnpoCTpaHeHHoe
HacneacTBEeHHOE 3a60/1eBaHVE CUCTEMbI CBEPTbIBAHMSA
KpoBu. ['eH, copep kalmnii «nnaH cuHTe3a» daxktopa
VIII, HaxoanTCs TONbKO B X-XPOMOCOME U OTHOCUTCS K
TOMY TUMy 4YesioBe4YeCKUX reHoB, KOTOpble y>Ke O4YeHb
[AAaBHO U3BECTHbI YYEHbIM. )KeHLLl,I/IHbI oéna,u,aroT ABYyMs
X-xpomocomamn. Ecnu reH, oTBevarowmin 3a akTop
VI, noBpe>aeH TOMbKO Ha OAHOM 13 X-XPOMOCOM, TO
HEMoBPE>XAEHHbIV MeH, PacnosioXKeHHbIA Ha apyrom X-
XPOMOCOME KOMIMEHCUPYET 3TOT AedeKT, U MoaToMy
remoounms He BO3HMKaeT. OAHAKO Takas >KeHLmHa
MO>XeT nepepartb 9TO 3aboneBaHue CBOMM MOTOMKaM
Nno HacnepacTBy. Takyt >XEHLUMHY B HayKe Ha3biBalT
HOCUTENEM UNN XKe «KOHAYKTOPOM>» BOMNE3HW.
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MY>CKOI MUP

B oTnvuve OT >KEHLUMH My>4uHbl 06nafaroT OA4HOWM
X-xpoMocoMon u ofHOW Y-xpoMocoMoW. [loaTomy
KoMreHcupoBaTb fedeKkTHbli reH daxTtopa VI,
pacnofioXKeHHbli B X-XPOMOCOME, HEBO3MO>KHO,
MOCKOJIbKY B Y-XpOMOCOME COOTBETCTBYIOLLEro reHa
HeT. OTO NpmMBOAUT K HepocTaTky daktopa VI n K
pasBUTUIO reMoUNnNK.

My>kunHbl, cTpapatowme remodpunueir, He MoOryT
nepepaTtb 9TO 3abofieBaHWe CBOMM CbIHOBbAM MO
HacneacTBy (MOCKONbKY CbIHOBbS MOMy4YaroT OT oTua
Y-XpOMOCOMY), O[Hako X [o4Yepu SBASKOTCA
HOCUTENAMUN UK XKe «KOHLAYKTOpamu» 3abonesaHuns
(nouepu nony4aroT AedeKTHbIN reH ¢ X-XpoOMOCOMOM
oTua).

MaTb / HocuTenbHMUa OrTeu / 3popoB
X, X X Y

X, X X X X, Y X Y

Houb Houb CbiHC CblIH

HOCUTENbHWLA  340pOBa remochunveil  3[0poB

MaTb / 3poposa Oteu / c remocunven
X X X, Y
XH* X XH* X X ' Y X ' Y
Noyb Noyb CbIH CblIH
HOCUTENbHULA HOCUTENbHULA 340p0B 3[,0pOB

MY>CKOI MUP

OpHako npuMepHo Yy 33 % nauMeHTOB He MMeeTCs
M3BECTHbIX Clfly4aeB 3abonesBaHusi remocunven B
cembe. Y Takmx NaumMeHToB 3TO 3aboneBaHne MoXeT
6bITb 0OBSACHEHO, CKOpee BCero, Cnopaavyeckon
mMyTaumen. Cpean My>XKCKOW 4acTu HaceneHns 4yactota
3abonesaHnii remounmeli coctasnsieT npuMepHo 1

Ha 5000 yenoBsek.

Kak nposiBnsetca remogounns A?

B 3aBMCMMOCTM OT KOHLUEHTpauuu Unn e CTeneHu
ocTaTo4Hol akTusHocTy dhakTopa VIl B nnasme Kposu
remopununs  nopgpaspensetcs Ha 3 pasnnyHble
CTENeHn TsXXecTn 3abofieBaHus:

m Jlerkas copma:
5-25 % oT 06bl4HON akTMBHOCTK hakTopa VI

m CpepHsis hopma:
1-5 % OT 06bI4HON akTMBHOCTU hakTopa VIII

m Tsaxxenas copma:
MeHee 1 % 06bI4HON akTuBHOCTU hakTopa VI

MpumepHo 70 % nauveHTOB, CTpajaroLLmX
remochunuen, UMerT TSXKENyro dopmy
3a60neBaHns.

Femodunma A xapaxkTepu3yeTcs,, B 4HacTHOCTW,
clefyroLWmMMmn CUMNTOMamu:

m FeMapTpo3: MNOBTOPSAIOLUMECS BHYTPUCYCTaBHbIE
KPOBOM3NSAHUS NPU TAXKENon opme reMounmu.
Mpe>xpe Bcero, UMEHHO KPOBOM3NNSHNSA B CycTaBax
COﬂpﬂ)KeHbICOCJ’]O)KHGHI/IFIMVI.TaKVIerOBOVISJ'IIAﬂHI/Iﬂ
yalle BCero BrepBble NOSBAAIOTCA HA NEPBOM UK
BTOPOM rO4y >XM3HW, MMEHHO Torga, korga AeTu
y4aTcsl X0OMTb M, COOTBETCTBEHHO, YacTO najarT
NN yaapsiioTCsl 0 Kakme-Hnbyab NnpeameThbl.

m [emMaToMbI: BHYTPUMbILLEYHbIE KPOBOU3JIUAHUA,
Bbl3blBaeMble TpaBMaMW.

m KpoBOM3NUSIHMSE B MO3r: OHW BO3HWKAIOT OYEHb
penko, HoO MOryT okas3aTbCA CMepTeslbHbIMU, eCln
He 6yaeT NpoBeAeHO Haanexatlee nevyeHuve.

m FemaTypusi: NOsIBIIeHNE KPOBU B MOYe.
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MY>CKOI MUP

e

JlevyeHue

Jloon, ctpagatrowme remodunueid, MoryT CeromHs
BECTM MOYTM HOPMabHbI 06pas >kmn3Hn. EctecTBeHHo,
YTO MPEANOCHLINIKON ANs 3TOro SBASETCA XOpoLuas
Tepanus. Ha nocnepyrowmx ctpaHmuax Bel cmoxeTe
y3HaTb O CYLLECTBOBAHUM Pa3fIMyHbIX BO3MO>KHOCTEW
fleYeHMs U 0 ToM, Ha 470 Bbl pomkHbI obpawartb
BHUMAHUE.

MY>CKOI MUP

-

Tepanus

HepoctatoyHoCcTb unuM  Xe  gedekT  yHKumn
dakTopa ceepTbiBaHus kposu VIl npuBoant K
HapYLUEHNIO CBEPTbIBAEMOCTM KPOBM Yy YenoBeka,
HasbiBaeMoMy remocunuen A. Tepanusa remoumnmm
A ocHoBaHa Ha 3ameHe dakTopa VIII.

Ons npoBeAeHMss  9TOW  Tak  Ha3biBAaeMOW
3aMeCcTUTEesNbHOW Tepanuu noHavyany ucrnosb3osanu
KpOBb, a Mo3>e pakTop cBepTbiBaHMs kposu VIII,
KOTOPbI Nofy4yany n3 nnas3mMbl HeN0BEYECKON KPOBU.
C nosiBieHnemM BO3MO>XHOCTHU nonyyeHus
BbICOKOOYMLLUEHHbIX  NpoAdykToB  paktopa VI
yAanocb B 3HAYNTENbHOW Mepe COKpaTuTb 06bEMbI
HEO06X0ANMbIX MHBEKLIMI 1 TEM CaMbIM CYLLLECTBEHHO
YyNyylWnTb  YPOBEHb  >KM3HEHHOro  komdopTta
NauMeHTOoB.

OpHako obecneynTb BCEX NALMEHTOB, CTpaaaroLmnx
remModunmen, AocTaTo4HbIM KONMYECTBOM dhakTopa
VIl 661710 HEBO3MO>KHO. KpoMe Toro, npu nofy4eHun
nnas3mbl KPOBW, HECMOTPS Ha BCe NPeAnpUHUMaeMble
warvu no geaxkTvBauuu BUPYCOB, HEBO3MOXHO 6bIS10
MOJIHOCTBID  UCKIIKOUUTL  PUCK  MHUUMPOBAHMKSA
nauMeHTOB HOBbIMW, elle He M3BECTHbIMWU Hayke,
BMpycamu.
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MY>CKOI MUP

PekombuHaHTHbI dhakTop VI

Ha cerofHsWHWI feHb YacTb 3TUX NpobrieM peLueHa
6narogaps NPYMEHEHWNO METOLOB FrEHHOM MH>KEeHepum
npv MNpou3BOACTBE (hakTopa CBEPTbIBAHWA KPOBU
VIIl. TeH, oTBevarowmii 3a ¢axktop VI, asnsetcs
OQHWM W3 Hauboree KPYMHbIX U CIOXHbIX FEHOB B
4YenoBeyeckoM opraHu3mMe. B pgaHHOM  reHe
COLEpP>XXMUTCH «MfiaH CMHTe3a» MNpPOTeuHa, KOTOPbIi
BblpabaTbiBaeTCs B Me4YeHW M OTTyaa MocTynaeT B
KPOBOTOK.

Yenose4veckunii reH nepeca>knsaroT B KINIETKW, B3ATble
Yy XOMSIKOB ¥ 3aT€M BbipallyBaeMblie B 1abopaTopHbIX
YCIOBUSIX. Mocne nepecanku JlaHHble
TPaHCOPMMPOBAHHbIE KIIETKM XOMSIKOB HauuHAaKoT
npon3soanTb Yenoseyeckunin paxtop VIl v BbiaensoT
ero B nuTaTesibHyto cpeny. bnarogaps ontummsaumm
yCnoBui NuTaTenbHOM cpelbl U npoueccy pocta B
6uopeakTopax gaxkTop cBepTbiBaHUs kposu VI
MO>XHO NMPOM3BOANTL B MPOMbILLAIEHHbIX MacluTabax.
Ha cerogHsiLLHWMIA OeHb B pacnopsi>KeHun Bpadven B
60bLLMX KonmyecTBax nmeeTcs
BbICOKOK@4YeCTBEHHbIV (PakTop CBEPTbIBAHUS KPOBU
VI, M3roToBJfIEHHLIN C WCMOJIb30BAHNEM TEHHOW
NH>XeHepumn " rapaHTUpyoLnia BbICOKYO
6€e30MacHoOCTb.

MY>CKOI MUP

AP DEKTUBHOCTb M 6€30MaCHOCTb

OdpekTnBHOCTE ¥ 6e3onacHocTb  aktopa VI,
M3roTOBJIEHHOrO  C  UCMOJIb30BAHWMEM  TEHHOW
WH>KEHEepUu, JoJKHA NPOBEPSATLCA HA MHOMMX aTanax:

u npOMSBO,D,I/IMbIe KNEeTO4YHbIE KYNbTYypPbl AOJI>KHbI
noaBepraTbCsa CTPOroMy KOHTPOJIKO Ha OTCYTCTBUE
BO3MO>KHbIX VIHCtJeKLIVIOHHbIX areHToB.

m [Ins ouncTtkun paktopa VIII n3 nutatensHomn cpepl
TpebyroTCs CTaHAaPTU3NPOBAHHbIE
TEXHOJSIOrMyeckme onepaumu.

m [lepen 0OMyCcKOM K MPUMEHEHUIO eLLe pas3
TLWAaTEeNbHO NPOBEPSAIOTCS BCE XapaKTEPUCTUKM
nosy4eHHoro ¢axkTopa.

Camo cob6oii pasdyMeeTcsi, YTO BCE 3TO rapaHTupyeTcs
narotosutenem. NposeseHne TECTOB Ha BCEX aTanax
TEXHOJOMrMYECKOro npovecca obecneunsBaeT
HEW3MEHHO  BbICOKOE KayecTBO BCeX MapTui
KnnHu4eckmn ncnonb3dyemoro daktopa VIil.
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MY>CKOI MUP

Cso6oAHOe BpeMs

MauvenTbl, cTpagarowwme remounnent, ToXXe MOoryT
HacnaXkAaTbCs >KU3HBHO, UM HE HY>KHO OTKa3bIBaTbCs OT
BbICOKOIO >KM3HEHHoro komdpopTa. [lpu cobnroaeHnn
HEKOTOPbIX npaBuJl1 1 COBETOB OHW MOryT npenaBaTbCA
CBOVM JIHOOUMbBIM 3aHATUSIM © nony4artb yaoBOJsibCTBUE
OT XKU3HW.V

MY>CKOI MUP

[lyTewecTsuns n Noe3axu

MyTewecTsyiiTe!

Bo3Mo>KHOCTb nyTeLlecTBoBaTb, YNTU B
OTNycK M CBO6GOAHO nepemelyaTbes —
3TO Ba)KHas cocTaBHas 4YacTb Bawei
XU3Hn. W 3a rpanvuen Bbl  He
OCTaHeTeCb B OJMHOYECTBE, MOCKOJIbKY
nauveHTbl, cTpajarowme reModunnen,
>KUBYT noBctogy. bbino 6bl HEMMOXO Bbly4YMTb
HECKOJIbKO BbIpa>KeHuii 1 pas, KOTopble MOryT
noHagobutecs Bam B 6ecene o remocomnum, nnm xe,
ecnm y Bac BO3HMKHYT BOMPOCbI, CBS3@HHbIE C
reMopunuen.

Monnep>xusaiiTe xopoluyio cpuanyeckyo copmy!
PerynsipHo TpeHupy#Tech Npu NoaAroToBKE K
npencTosel noesgke. [Ans atoro
Hanbonee NoAXOAALUMMY ABNSAKOTCS
Takme  Nerkue  BULbl e
PM3NYECKOW aKTUBHOCTH,
Kak: rmMHacTvKa, nnaBaHue
W e3fa Ha Benocunege.

XopoLuee hunanyeckoe CoOCTOsIHNE Ba>KHO:

H 0515 Toro, 4tobbl Bbl Mornm nyyule cnpaBiAaTbCA C
CpI/I3I/1HeCKVIMI/1 Harpy3kamu, COMNpsi>eHHbIMKU  C
nyteuwecTtBnem,

B 0N npeagoxpaHeHua CcyctaBOB - YCTaJioCTb M
HepoocTtaTto4Has TPEHNPOBAHHOCTb noBbIWaT
BEPOATHOCTb BO3HWKHOBEHUSA TpaBM CYyCTaBOB C
pacTsa>KeHneM CBA30K U KpOBOTe“IeHVIﬁ B TKaHsX.

Bawa popo>kHas anTeuyka
Ewe po noesgky nocTapaiTecb MONyYuTb
UHopMaUmto 0 MELMUMHCKUX YYPEXKAEHMSX,
pacnosio>KeHHbIX No nyTu Bawero
cnefoBaHns, a TakXKe B MecTe
Bawero oTapixa.
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MY>CKOI MUP

Bbl 0OMKHBI 0693aTENbHO 3HATh O TOM, Kakyto LO3Y
¢akTopa VIl Bam Heo6xoanmo BBECTH

B 415l NpefoTBpalleHnst KpOBOTEYEHMUiA,

B 415 6bICTPON OCTAHOBKM KPOBOTEYEHUS.

MpokoHcynbTUpyiiTec C¢ Bawum Bpayvom, Hy>HO
M Bam B3sATb C coboW B [OpOry Kakue-Hnbynab
LOMNOJHUTENbHbIE MEANKAMEHTbI.

Mosa6oTbTecb 0 Bawmux AOPO>KHBIX
DOoKyMeHTax!

Bo3bmuTe y Bawero nevaiiero
Bpaya Crnpasky, B KOTOpPOW
O6yneT ykasaHa BCSl Ba>kKHeWnLuas
MHopMauumsiococTostHumn Bawwero
3[0pOBbS HA AAHHbIN MOMEHT 1 06
nctopum Bawen 6051e3Hu.

KcTtatu: meamumnHckas TepMUHONOruns

BO BCEM MUPE OYEHb NMOX0>Ka, @ KONMYecTBo hakTopa
VIIl, B koTOpoM Bbl Hy>XaaeTech, ykasaHo B cripaBke
— MO3TOMY U 3a rpaHuLeil BO3HUKHOBEHME MyTaHWLbI
npakTn4eCkn HeBO3MO>KHO.

Ecnun Bbl cobupaeTtecb noexatb B 0AHy 13 cTpaH EC,
To Bam Heo6xoaMMO AOMONHMTENBHO B3SATb C COOOW
opmynap «E111», koTopbkIv rapaHTupyeT Bam goctyn
K 6ecnnaTtHoMy MeaMLMHCKOMY OOCHy>KMBaHWIO BO
BCEX rOCYyAapCTBEHHbIX 60NbHULAX.

MY>CKOI MUP

Kak nocTynaTb B Ype3Bbl4ahHbIX cm’yauuﬂx?

Ecnv Bbl nyTewecTByeTe M yXe 3apaHee ys3Hanu
O TOM, FAe pacrosio>KeHbl MECTHble MeAULMHCKME
yyYpe>XaeHus, TO Mpu noucke Heobxoaumon Bawm
nomowm Bbl He CTONKHETECH C  KakuMu-nmbo
npobnemamu.
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Il 16

BaxHble APECA

CTpaHuLbl ANs NaUMeHTOB

Hemeukoe o6uecTBo 60sbHbIX remocdunuei «Deut-
sche Hamophilie-Gesellschaft» («DHG»)

O6LiectBo, o0b6beavHsOWEee Nvu, CTpaaaroLmx
BPO>XXJAEHHOW unv npuobpeTeHHON remMounmen, mx
POLACTBEHHUKOB ¥ 61IM3KMX, & TaKKe UX MEAULIMHCKUX
1 coLmanbHbIX KypaTopoB.

[(aBHOe oTaeneHwve:
Neumann-Richardt-Str. 34
22041 Hamburg

Ten.: 040 -67 22 970
®dakc: 0 40 — 67 24 944
NuTepHeT: www.dhg.de

3apeructpupoBaHHoe o6ulecTBo «Interessengemein-
schaft Hamophiler e.V.» («IGH e.V.»)

O6LLecTBO NAaUMEHTOB, AEWCTBYOLLIEE MO BCEW
TeppuTopumn depepatuBHoi Pecnybnvkm Mepmanms,
npeAcTaBnsoLee MHTEPECH! NAEN, CTPaAarLLmnX
BPO>KAEHHON reMohunneit, a Takxxe nx poLHbIX un
6nm3kmx. YneHamm obectea «IGH e.V.» ssnstoTtcs
nauneHTbl, X POAHbIE U 65IM3KNE, APY3bsi, CMIOHCOPbI,
BpPayM 1 yyeHble. TaM MOXKHO HainTu, B HaCTHOCTMH,
LIMCKYCCNOHHbIE (POPYMbl, TEMATUYECKMe pasaenbl,
HOBOCTW, LEHTPbI reMouinm.

[(naBHOE oTAeneHune:
Johannesstr. 38

53225 Bonn

Ten.: 02 28 — 42 98 955
®dakc: 02 28 — 42 98 966
WHTepHeT: www.igh.info

BaxHble APECA

Me>xayHapopHas opraHusauus «World Federation of
Hemophilia» («WFH»)

Me>xayHapoaHasi — opraHuMsauusi,  3aHuMaroLasicst
BCEMWU acrekTamu feyYeHus e, CTpaaaroLmx
remMounnein n noao6HbIMY aHOManMUsIMK, CBSI3aHHbIMU
C KPOBOTOYMBOCTHHO.

MuTtepHeT: www.wfh.org

KOHTPONb 1 LOMYCK K MPUMEHEHNIO

KomuteT no Bonpocam rematonorum «Arbeitskreis
Blut» npu UHcTuTyTe MM. Pob6epta Koxa

KoMuTeT akCcnepToB, KOHCYNbTUPYOLLMIA hefepanbHoe
npaBUTENLCTBO MO Bonpocam 6e30MacHoOCTU  Mpwu
MOJTYYEHUN U UCMONBb30BAHNM KPOBU M MPOAYKTOB Ha
OCHOBE KpPOBW.

UHTepHeT: www.rki.de

UuctutyT um. Mayns Spnuxa («PEl»)

®depnepanbHOe BEAOMCTBO M0 BOMNPOCaM BakUMH U
CbIBOPOTKM — OTZAEN MO BOMPOCAM KPOBY ¥ MPOAYKTOB
Ha OCHOBE KPOBMU.

Paul-Ehrlich-Str. 51-59
63225 Langen
Ten.:06103-770
®akc: 06103 -77 12 34
MHTepHeT: www.pei.de
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JIEKCUKOH

BuopeaxTop:
Cocya ons BblpalnBaHNSa MUKPOOPraHU3MOB U KNETOK.

FeMaToMbI:
BHyTpuMbILLIEYHbIE
paHeHUAMM.

KPOBOUIJTUAHUA, Bbl3BaHHbIE

FemapTpo3:
[MoBpe>kaeHWe cycTaBoB B pe3ynbTaTe MNOBTOPSHOLLMXCS
BHYTPUCYCTaBHbIX KPOBOUIJIUSHUN.

Femopunus A:
CHW>KeHa aKkTUBHOCTb hakTopa cBepTbiBaHuns kposw VIII.

Femocunus B:
CHu>XeHa akTMBHOCTb (hakTopa CBEpPTbIBAHUSA KPoBHM IX.

Fematypusi:
[MosiBNeHne KpoBM B MOYeE.

FeH:

EnuvHnua HacneacTseHHOCTK; onpeaenenHblii yyactok JHK,
cojep>xalwyuii  MHpopmauuo, HeobxoanMyo ANs CUHTe3a
npoTemHa.

JKeHwwuHa-KoHAYKTOp:

Bce poyepm 6051bHOro reMomnmeit SBASOTCA KOHAYKTOpaMm
(HocuTenbHWMUamMu) faHHOro 3abonesaHus. OTO O3HAYaeT,
YTO OHM Camu He CTpajarT remModusMen, 0gHaKo MoryT
nepenasarb CBOIO MOBPE>XKAEHHYO X-Xpomocomy,
yHacne[oBaHHyt0 OT MX OTLa, CBOMM JeTsM. YacTo oTum
3a6oneBaHeM CTpPaAaloT TakXKe U MaTepu.

MyTauus:
Bcsikne n3ameHeHVs B reHeTMYecKoOM maTepuane unm ke B
OHK.

HacneacTBeHHOCTb:

eH dhakTopa cBepTbiBaHus kpoBu VIII pacnonoxkeH Ha
>KEHCKON XPOMOCOME — Ha Tak Ha3blBAeMOW X-XpOMOCOME.
>KeHwmHbl o6nagatoT AByMs X-XpOMOCOMamu, M MO3TOMY
flaxke ecnv oaHa 13 X-XpOMOCOM SBNSeTCst AeEKTHON, OHM
BCE-Taky oOcTatoTcs  340poBbiMM. OpHAKO OHW  MOTyT
nepeaasaTtb 6011€3Hb CBOUM AETAM. B 0Tnnume OT >KEeHLUMH y
MY>UMH MMeeTcs ogHa X-XpomMocoma v oaHa Y-xpoMocoma.
Ecnu ren, otBevaromii 3a paxtop VI, necexTeH, To Takme
MY>K4YMHbI CTpajatoT remodunvein A.

JIEKCUKOH

MutaTenbHas cpepa:
[nTaTenbHbIi  pacTBOp, MpeAHa3HayeHHbln Ans pocta
MUKPOOPraHN3MOB U KIEeTOK.

MpoTeuH:
Benok;LenovkaaMmmMHOKUCIOT, COEAIMHEHHbIX BONPEeAENIeHHOM
nocnenoBaTesibHOCTU. OT1a nocnenoBaTesnibHOCTb

onpepensieT  cneuuduyeckoe  cknagblBaHne  LEnoyKu
aMWHOKMCIIOT, a Takasi Liernoyka, B CBOK o4epe/ib, onpeaenser
dopMmy u dyHKUMO npoTenHa. B kavecTtBe npumepos
npoTenHa MOXXHO MPUBECTU TOPMOH WHCYNWH, hakTop
cBepTbiBaHusi kposw VIII, konnareH —KOo>KHbI CKNeponpoTenH
1 Takne PepMeHTbI, Kak anbda-1-npoTenHassbl.

®akTop cBepTbiBaHusi kposu VIII:

OCHOBHOIi  KOMMOHEHT CBepTbIBaHUS KPOBW. YckopsieT
pacienneHve aktopa cBepTbiBaHMs X Mpu  NOMOLLK
hakTopa cBepTbiBaHus IX.

®akTop oH BunnebpaHpa:

®dakTop cBepTbiBaHUS KpoBU, Kak un dakTop VIII. HegoctaTok
takTopa hoH BunnebpaHza sBnsieTcs HacneACTBEHHbIM U
BCTpevaeTcs valle, 4em HegocTaTok chaktopa VIII.

®daKTopbl CBEPThbIBAHUS KPOBM:

CocTaBHble YacTK KPOBUW, KOTOPblE aKTUBUPYIOTCS B Clyyae
paHeHns ©  Takum  06pa3oM  3anyckaroT  MexaHu3m
CBEPTbIBAHWSA KPOBMU.

XpoMocomMa:

Monekyna [AHK, nnoTHO ynakoBaHHas npoTenHamu W
HaxoAsaLwascs B aape KaXkAow Knetku. PasHble opraHu3Mmbl
MMEIOT pasfniM4yHoe Y1Co XPOMOCOM. Y nofei umeetcsa 23
pasnuyHble napbl XPOMOCOM, T.e. B O6LUei CROXHOCTU 46
XPOMOCOM. [leTv Mofly4aroT NOsioBUHY XPOMOCOM OT CBOEM
MaTepu, a BTOPYHO MOJIOBMHY OT CBOEro oTua. Tofibko B
O[HOW eJMHCTBEHHON Nape XPOMOCOM, B Tak Ha3blBaemoi
MosI0BO XPOMOCOMHOW Nape, XPOMOCOMbI OTANYAIOTCS APYT
OT Apyra no cBoei hopMe — NX Ha3blBaOT COOTBETCTBEHHO
X-xpomocomMa 1 Y-xpomocoma.

YacroTa:
Cpefin My>KCKOI 4acTv HaceneHust YactoTa 3a6os1leBaemMoCcTm
remocpunuein A coctasnseT 1:5000, a remocunuen B -
1:20000.
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