Bcecemupubiii 1eHb reMopuanmn

Exeronno 17 anpens MHOTME CTpaHbl IPUCOEIUHSIOTCS K
W aKiun Bcemupnoii benepau reMounuu
" (WorldFederationofHemophilia, WFH) u Bcemupnoii
P opranuzauuu 31paBooxpaHeHuss (BO3) u orTmewaror
f_\*ho Bcemupnbiii nenp remoduinu (WorldHemophiliaDay).
OO6m1as uenab NPOBOAUMBIX MEPONPUSITHII COCTOUT B TOM,
4yTOOBI MpPHUBJIEYL BHUMaHUE oOONIecTBa K IMpobieMaMm
reMo(puINK U CAENATh BCE BO3MOXKHOE ISl YIy4lICHUs
KauyecTBa MEIUIMHCKONW TIOMOIIM, KOTOpasi OKa3bIBaeTcs OOJBHBIM 3TUM
HEU3JICUUMbIM IT'€HETHUYECKUM 3a00JI€BaHUEM.

Cama pnara, 17 ampensi, mpuypouy€Ha KO JHIO POXKIAEHUS OCHOBATENs
WFH®psnka [naiibens u ormeuaercs ¢ 1989 roma Bo MHOTHUX CTpaHax mupa. A
reMo(p NSl — HECBEPTHIBAEMOCTh KPOBU — OJIHO U3 TSDKEICHINX TeHETHUECKUX
3a00JieBaHUH, BBI3BAHHOE BPOXKICHHBIM OTCYTCTBHEM B KpOBHU (DaKTOpOB
ceepreiBanus VIII u [X.

Bcemupnblii 1eHb TeMOQWINMY» OTMEYAeTCA KaXKIbIM TOJl MOJ pa3HbIMU
no3yHramu: "Yurture u Mens", " TBos moMolb HaMm oueHb HykHaA'", ""Jleuum BmecTte"
U T.JI.

[To nanubiM BcemupHOW opraHu3aiii 3paBOOXpPAHEHUs], HA CETOAHSIITHUMA
J€Hb 4uci0 OO0NBbHBIX remModuianeil B mupe cocrabisger npumepHo 400 Teicsy
YeJI0BEK, U3 HUX OKOJIO0 15 Thicsy npoxkuBatoT B Poccun.

JIo HemaBHETO BpPEMEHU CPEAHsS MPOJOJDKUTEIBHOCTh JKU3HU JIIOACH C
remounueit cocranmsa 30 ner.

Ceiiluac B apceHale MEIWKOB HUMEITCS HOBBIE METOJbl TEpaINH,
MTO3BOJISIONINE 3HAYUTEIHHO TOBBICUTH KAU4€CTBO JKU3HU MAIIMEHTOB U YBEITUIUTH €€
IPOJOIKUTEIHHOCTb.

[Ipu gOCTaTOYHOM KOJIMYECTBE JIEKAPCTBEHHBIX MPENapaToB Takue OOIbHbBIE
MOTYT BECTH MOJHOLICHHYIO KU3Hb U SBIJISIFOTCS MOJHOIEHHBIMH YJIEHAMU COLIMYMa.

bnaronapss ycunusim  «BceMHpHOM — OpraHu3aii  3/[paBOOXpaHEHUs»,
«Bcemupnoit ¢enepanuun  remopuniuny, «OOmeEcTBa OONBHBIX TIeMODHIUEHY,
YUEHBIX U Bpauei, TMarHo3 «reMo(uins mnepecrang ObITh CMEPTHBIM MPUTOBOPOM,
HO 3TO HE IOBOJ MOYMBATH HA JIaBpaX M JO OKOHYATEIBHOW MOOEIbl HAJl 3TUM
3a00s1€BaHUEM €lIe J1aJIEKO.

I'emodummst — reneTnyeckoe 3a0oeBaHue, 00yCIOBICHHOE MyTalliel reHa,
koaupytomero VIII mub6o IX ¢akrop cBepThiBaHHS KPOBH, YTO MPHUBOJIUT K
HAPYIICHUIO TEMOKOATyJISIIUU U BOSHUKHOBEHHIO KPOBOTCUCHHUH.

3a0oneBaHnue A0 CUX MOp SBISETCS HEU3JIEUYUMBIM. ECThb BO3MOXKHOCTH
MPOBEJCHUS 3aMECTUTENIbHOM Tepamuu, MpaBia, OHA HE IO3BOJSET MOJIHOCTHIO
HOpMaJIM30BaTh CHUCTeMY remocTa3a. Kak Tmoka3biBaeT COOCTBEHHBIA OIIBIT,
MOATBEPKIACHHBIN JaHHBIMU 3apyOeKHbIX KoJuier, 90% nanueHToB ¢ reMmopuineii B
Bo3zpacte 30—40 ner MMEIT OCJIOKHEHUS B BUJE apTPOMaTHil, a BBHIMOJHEHUE
XUPYPrUYECKUX MAHUITYJISIIIUN COMPOBOXKIAETCA OOJIBIIMMU KPOBOIIOTEPSAMH.



bosie3np mepenaercss mo penEecCMBHOMY CIEINICHHOMY C X-XpPOMOCOMOM
THUITY, T.€ )KEHIITUHBI SBIISIOTCS HOCUTEIHLHUIIAMU T'€Ha, HO 00JI€3Hb TIEPEIal0T CBOUM
cbiHOBbsIM. Kaxnasi moub Takoil xeHiuHbl umeer 50 % maHc cTaTh HOCUTEJIEM.
Kaxnaplii poauBiviicss y 3TOM XKEHIIMHbI Malbuuk umeer 50 % 1maHc cTath
00JIBHBIM TeMODUITHEH.

I'emodunus BcTpewaeTcss pgoctatouHo peako (1 OGospHOM Ha 10000
HOBOPOXXJICHHBIX, WK 1 Ha 5000 HOBOPOXKIEHHBIX MaJIbUUKOB). Tspkenbie GopMbl
BcTpeyarotrcs y 1 u3 16 000 genosek. Bo BceM Mupe HaCUHUTHIBAETCSI OKOJIO 350 000
TBHICSIY YEJIOBEK C TeMO(HIIUEH.

Paznuuarom mpu muna cemopuauu (A,
B, C).

I'emopunua A, wnu  Kiaccuyeckas
remodunus (pereccuBHas MyTarusi reHa F8 B \
X-XpOMOCOME). ‘

OT1oT BUA TreMO(QUINH BO3HUKAET H3-3a
OTCYTCTBUSI B  KPOBU  AHTUTeMO(UIBHOTO —
rnodynuna, uin gaxropa VIII (cm. ctpykrypy dakropa Ha goto 2). Bectpeuaercs y
80-85 % OONBHBIX TeMOpUITHEH.

Kemamu, 6 cmapuny, eemogunus A 6vina docmamouno pacnpocmpanena 8
KOponesckux cemvsax Eeponsi, 3a umo noayuuna nodmuueckuil snumem "eemopunus
6eHYeHOCHbIX".

2. I'emogpunus B(peueccuBHas mytarus reHa F9 B X-xpoMmocome). ITOT BU
remouinu Ooyiee peIKUd U BO3HUKAET H3-32 OTCYTCTBHMSI B KpOBHU (hakTOpa
Kpuctmaca (axropa I1X). Berpewaercs y 15 % GonbHbIX remoduiueii.

3. I'emogpunun C (ayTocOMHas pelieCCUBHAsI MyTaIus).

OTOT BUA TeMOPWIMU CETOJHS HUCKIIOYeH M3 KiIacCu(pUKaluuu, T.K. €€
KJIIMHAYECKHE MPOSBIEHUS 3HAUUTENIBHO oTiInyaroTcs oT A u B. OHa BcTpeuaercs B
OCHOBHOM Yy €BPEEB-AIIKEHA30B.

bonbHON Temodunmeil MOXKeT cTpanaTh OT CHIBHBIX M JIMTEIbHBIX
KPOBOTEUEHUI, BOSHUKAIOIIMX B pe3yJIbTaTe 000U TpaBMbl UM PaHBL;, B TSKEIBIX
ClIy4asix MOTYT HaOJI0JaThCs CIIOHTAaHHBIE KPOBOTEUEHUS B MBIIIIIIAX U CyCTaBax.

KpoBoTeuenue npu reMoGuiini MOXKET BOSHUKHYTh B JII000€ BpeMs CYTOK U
JUIMTBHCSl JOCTATOYHO JOJTO MPU OTCYTCTBUHU JIOJDKHOTO JieueHus. B aTom ciyuae
OHO MOKET NMPUBECTHU K AHEMUH.

B TunuunoMm ciydae 60JbHOM ¢ Tsokenou ¢hopmoit remodunuu "A" ctpagaer
KpOBOTEUYEHHUEM 35 pa3 B roj.

VY OONbHBIX BOZHUKAIOT KPOBOUZIUSHUS B CYCTaBbl, MBIIIIBI U BHYTPEHHUE
OpraHbl, KaK CIIOHTaHHbIE, TaK U B PE3yJIbTaTe€ TPaBMbl WIH XUPYPTUYECKOTO
BMEILIATEIbCTBA. BHYTpEHHHE KpPOBOTEYEHMSI BCTPEYAETCS Yy JIIOAECH C TSHKEIION
dbopMoii reMoPHIINN U Y HEKOTOPBIX JIUI] C YMEPEHHON reMOpUIHEH.

Jletn ¢ nerkoil U cpefHel CTENneHbI0 reMO(UINU MOTYT BOOOIE HE UMETh
HUKAKUX TPU3HAKOB 3a00JieBaHUs Mpu poxaeHuu. [lepBbie cumnTombl (B BUIE
CUHSIKOB, KPOBOIIOJITEKOB U TEMATOM) MOTYT MOSIBUTHCS JIMIIb TOT /1A, KOT1a MaJIbIIII,
IIPU MEPBbIX MOMbBITKAX XOAb0bl, HAUMHAET MMa/1aTh, WU YIAPSIThCS.




Cepbe3Hble OCIIO)KHEHUSI BCTPEYAIOTCS MPU  TSKEIOW U YMEPEHHOM
reMopuiIuu, M yYalle BCEro MPOSBISAIOTCA B BHJE pPAa3pyLICHUH CyCTaBOB U
pa3zBuTHeM apTpuTa. [Ipn 3TOM KpOBOTEUEHHS B CYCTaB NMPUBOIAT K Pa3pyLICHHUIO
HOPMAJIBHBIX TKAaHEW CycTaBa M Pa3BUTHI0 XPOHHYECKOrO, OOJE3HEHHOIO0 U
OPUBOJAIIETO K HapylmleHWto (yHKUMKM cycTtaBa apTpuTa. KpoBousnusiHus B
CyCTaBbl TakK >K€ OTMEHYAIOTCA M y AeTedl ¢ 2-3 jeTHero Bo3pacTa. Yaie Bcero
MOPAXKAIOTCS KPYITHBIE CYCTABBI - KOJIEHHBIE, JTOKTEBbIE, TOJICHOCTOIHBIE.

KpoBouznusinue B CycTaB HAUYMHAETCS OOBIYHO CIIYCTSI HEKOTOPOE BpeMsi
nocye TpaBMbl. OZHUM U3 MPOSIBICHUN KPOBOMBIUSHUS SBISIETCS OCTpasi OOJIb.
[TopaskeHHBIN CycTaB yBEIMYMBAETCS B pa3Mepe, KoKa HaJl HHUM CTaHOBUTCS
ropsiueii, TmoOBbIMIaeTcss oOmas Temneparypa Tena. [lomHuTe, YTO TIpHU
KPOBOUBIIUSHUSAX, AJISl CHATUS OOJIM, HU B KOEM CIIyyae Helb3sl JaBaTh OOJHLHOMY
acCIHpUH, WM HECTEPOHMIHbIE MPOTHBOBOCHANIMUTEIbHBIE cpencTBa (MOympodeH u
1p.), T.K. 3TH MpenapaThl CIIOCOOCTBYIOT CHUKEHHUIO CBEPTHIBAEMOCTH KPOBH.

[Tpu KpOBOM3IUSHUY B CyCTaB, Ha HErO HAKJIAAbIBAIOT 3JACTUYECKUN OMHT U
OCTaBJIAIOT B MOKOE HA 3-4 nHS.

OTOT TUN apTpUTa HEOOPATUM M BOCCTAHOBJIEHUE HOPMAIBHON (PYHKIIMU WU
obOnerdyeHusi OOJIEBOIO CHHAPOMA MOXHO JOCTUYb TOJBKO PEKOHCTPYKTHUBHOM
XAPYPTHUEM.

Jereii ¢ qaHHBIM 3a00JieBaHUEM HEOOXOAMMO 00eperaTth OT TpaBM, U30eraTh
yaajieHus 3y00B MyTeM TIIATEIbHOM CaHaIMK MOJIOCTH PTa U KBAIM(PUIIMPOBAHHON
CTOMATOJIOTUYECKON MTOMOIIIH.

MexayHapoiHble OpraHU3alui PEKOMEHIYIOT MTPOPUIAKTHYECKOE JIEUEHUE
BCEM JICTAM C TsKenou popmoii remodunnu A u B.

BonbHBIM JEeTSIM HEe CTOUT O0AThCA 3aHUMATHCS CIIOPTOM U (DU3KYIBTYpOIl.
Poaurenu n1oJKHBI HOOMIPATH 3TO 1€7aTh!

Hammonaneueiii ®onma I'emodpunmu (CHIA) Hakonmuia OOTAaTEUIINANA OTMBIT
NPUBJICYCHHS] CBOUX MAIMEHTOB C TeMmodwinei K 3aHsATHsM crnoptoM. Korma
YeJIOBEeK aKTHBEH (PU3WYECKH, OH 0OJiee CTPECCOYCTOWYMB, M JIerde Mepe’KuBaeT
OOBbIYHBIC KU3HEHHBIC HCIBITAaHUS. IJTO OCOOEHHO BAaXXHO JISI MOJPOCTKOB, VY
KOTOPBIX POpPMHUPYETCSI ICUXKUKA M OTHOIIEHHUE K OKPYXKAIOLEMY MUDPY.

Monoaple J10aU  AOHKHBI  OCO3HATh, UTO MOJJEpKaHUE (HU3NYECKON
aKTUBHOCTA OYEHb BAXXHO IS YKPEIUICHUS HMX MBI, CBSI30K U CYCTaBOB.
Meiieunas ¢iaabocTh, OTCYTCTBUE THOKOCTH, U TUIOXasi KOOPAUHAIUS JABMXKCHUM -
BCE 3TO 3HAYMTEJILHO IMOBBIIIAET BEPOSITHOCTh TPABMbI CYCTaBa M IMOCIEIYIOIIETO
pa3BUTHS BOCHIAJICHHS - apTPHUTA.

B mupe yxe mosBuiInch NpodeccCHOHANbHBIE CHOPTCMEHBI, CTPAIAIOIIIe
remounueil. YpoBeHb WX (PU3NUYECKON MOATOTOBKU TaKOM, YTO KPOBOTEUEHHM BO
BpEMsl 3aHATHUH CHOPTOM HE BO3HUKAET, U OHU HE HYXKIAIOTCA B JICYCHUU
CHIOPTUBHOW TpaBMbl. B100OaBOK, 3710pOBbIE MBIIIIBI M CBSA3KM 3aIULIAIOT UX OT
CIIOHTAHHBIX KPOBOM3JIHUSHUI, KOTOpPBIE YAaCTO BCTpPEHalOTCd Yy OOJBHBIX C
TSDKEJIBIMUA (popMamMu TeMOpUITUH.

MenuuuHCKasi MOMOIIb OOJIBHBIM TeMO(UINEH CBOIUTCA K MPO]HIaKTHKE
KPOBOTEUEHHUI, UJTH JK€ K BBEJICHUIO (PaKTOpa CBEPTHIBAHUS KPOBHU IO TPEOOBAHUIO.

[IpodunakTuka npeanonaraeT BiMBaHHE (haKTOpa CBEPTHIBAHUS KPOBH Ha



peryispHoOil OocHOBe (uepe3 JeHb), C TeM, YTOObl COXPaHUTh HOPMAaIbHOE
CBEpPThIBAHUE KPOBH Yy OOJBHOTO, W 4YTOOBI TPENOTBPATUTh CIIOHTAHHBIE
KPOBOTEUECHHSI.

Jledyenue BKITIOYAET B ce0s JIeueHHE KPOBOTEUEHUI, €CIIM OHU BO3HUKAIOT.

B pecnybnuke benapych OonbHbIX remodunueit 6onee 598 uenosek. B
cootBeTcTBUU ¢ pekoMeHaamusiMu BO3 u Beemupnoit denepanyu remoduany Ha
oaHoro 6oasHOr0 He0O6Xx0 Mo 30000 ME anTuremoduiibHOro npenapara B roa. 13
ctpan ObiBiero CCCP Takoro mnokasarenss nocturim Poccus, benapyce,
rocyaapcrsa bantumn.

MuH3/1paB MOCTOSHHO YJIy4YIlAeT OPraHU3alMI0 MEATOMOIIN 3TUM OOJIbHBIM.
OpranuzoBan Pecnyonukanckuit remoduandeckuii neHtp (PI'LL), B koTopsiit MOXKET
00paTUThCA 32 KOHCYJIbTaIlMen JIF000H 00IbHOM TeMO(IIIHEH, HE3aBUCUMO OT MECTa
npoxkuBanusi. B lleHTpe MO>XHO BBINOJHUTH KOAryJOTMYECKUE HCCIEAOBaHUSA U
NOJIYYUTh CTALIMOHAPHOE JICYEHUE.

C 2007r. nauata mporpamma peaOwiIUTaluu OOJBHBIX TeMopuIneld B
PecryOnukaHCKON KIMHUYECKOW OOJIbHUIIE MeApeadMiInTalnuu B AKCaKOBIIMHEU
PecriyOnukanckoit nerckoit  OonbHuile Menpeabunmutanmu B OCTPOIIMLIKOM
['oponke, GpyHKIMOHUPYET THEBHOM CTallMOHAP AJi OOJIbHBIX TeModuureit Ha 6a3e
yupexaeHus 3paBooxpaHeHusi BureOckoi obnacTHas KIMHUYECKast OOIbHUIIA.



