NHOOPMAILIUA 3A:

HaunmeHoBaHMe HA 3200JI9BAHETO

Xemodunus A

Xemoduius A ieka popma
Xemoduius A cpeaHoTexka Gopma
Xemopmmmsa A texka Gpopma

CuHOHUMU:
Bponen nedunut na paxrop VIII

Onpenesienne Ha 3200J1I1BAHETO

XeMmoduauuTe ca Hai-uecTo CPEMaHuTe OOIECTH OT IpyIaTa Ha BPOJICHNTE KOaryJonaTui. Be3HUKBAT B
pe3ynTat Ha BpoeH Aeduuut Ha KoaryirannoneH ¢gaxrop VIII mwmm [X u copen ToBa ce pa3fensaT ChOTBETHO Ha
IIBa ronTUNa — xemoguaus A m xemogpunus B. VI nBete popmu Ha OonecTTa ca pelieCHBHHA HApyIICHHUS,
CBBP3aHU ¢ X-XpOMO30Ma, KOUTO 3acsTaT caMo MBKE, JOKAaTO MAaHKHTE U JBIICPUTE Ca HOCUTEIKH Ha
xeMo(mIHa HacIeCTBEHOCT. [IpH XKeHH ce cpela U3KIUNTETHO PSIIKO.

Yecrorata Ha xemounust A (XA) e egHaKBa BbB BCHYKH €THUUECKH IPYIH U pacu. Ts ce cpera
BeJHBXK Ha Bcek 5000 >xuBU pakIaHUA U € IpUYKHA 32 NpHOIM3uTenHo 80% OT BCHUKHU Cllyyadl Ha
xeMohuusl.

Knunuunama xapmuna va XA e QyHKIMS OT TeXKeCTTa HA NeUIUT Ha KoarynanuoneH ¢akrop VIII,
KaTo ce pa3jMyaBatr TP cTereHu Ha TexecT: (1) Texka hopma — mpu HuBo Ha Gaktop VIII mox 1%; (2) cpenno
Texka Gpopma — HuBO Ha Gakrop VIII mexnay 1 u 5%; (3) nexa popma — HuBo Ha dakrop VIII nimm mexnay 5 u
30%.

Bopem cumnroM npu TexkkaTa popmMa ca pasIndHH M0 BHJ U IPOIBDKUTEIHOCT XEMOParky, KOUTO MO
MIPaBUJIO Ca NOCTTpaBMaTHYHH. HauanoTo Ha KIMHUYHNTE IPOSBU € MEXIY 3-U M 6-1 MeCel] ClIe/l PaXXJaHEeTO C
0sIBa Ha KOXKHO-MYCKYJTHM XeMaTOMH B 00JIacTTa Ha T1aBaTa, Ta30BaTa MycKynarypa u 6expara. Cren
MIPOXOX/IaHe THIINYHM TalpreTHn MecTa ca KOJICHHUTE, JTAKETHH U TJIE3€HHH CTaBH C M0SBa HA PEIUANBUPAIIT
XEeMapTpO3H ¥ XeMO(HIIHA apTPONATHs B ITO-KbCHA BB3pacT. [locTTpaBMaTHdHO MOTaT 1a ce HabItoaaBaT
KPBBOU3IMBY BbB BCUYKU BHTPELIHU OPTaHH, BKJI. HHTPAKpaHUATHO U PETPOIEPUTOHEATHO, B MyCKYJIUTE Ha
yCTHaTa KyXHHa U IIHATA, B TACTPOMHTECTHHAIHUSA U YPOT€HUTAJICH TPAKT, e/l IPOPsI3BaHE U eKCTPAKIU Ha
3600 1 Ap. [lanueHTHTe ChC CPEHO TeXKKA U Jieka (hopMa OOMKHOBEHO HAMAT SIBHH KIIMHUYHUA CUMIITOMH Ha
KBPBEHE U caMO TeKKH TPaBMHU U XUPYPTUUHU HHTEPBEHIINHU ca MIOCIIeIBaHU OT XeMOpPAaruyHH €H30/1.

Tlpenamannu mexnuxu 3a OTKpUBaHe Ha XeMOMUIINS BKIIOYBAT XOPUOHOBA Ouoricus B 12-a u
aMHHOIIeHTe3a B 16-a recTalioHHa CeAMHUIIA ¢ TIOcIeABaIl aHaiau3 3a naBepcus win JJHK-cexBenupane. Puckopr
OT CIIOHTaHEeH abopT OT Te3u npoueaypu Bapupa ot 0.5% no 1.0%, HO mopany pucK OT KbpPBEHE MOXKe 1ia Obe
MIOTEHIMAJIHO MT0-BUCOK B CiIydan Ha Xxemo¢wnust. He ce n3ncksa crenuduier moaxox npeay paxiaHe Ha aeTe,
KOETO MOXe J1a UMa XeMOo(uius, mopajay HATMIUETO Ha IPOTOKOIIHN 33 TPHXKH B IIEPUHATAIHUS EPHOJ 32
MHUHHMMH3HPAHE Ha PUCK OT HEOHATAIHO KbpBeHe. KopioleHTesa 3a u3MepBaHe Ha akTHBHOCT Ha (akrop VIII B
20-a recraliMOHHA CeMHIIA HE CE MPEMOPBUYBA MOPAAN 3HAYUTEIIEH PUCK OT (heTanHa cMbpT (1-6%).

Jleuenuemo ce IpOBEK/1a C BUCOKONIPEYUCTEHH TUIA3MEHN M PEKOMOMHAHTHH npenapaty Ha (akrop VIII
B 032 oT 20 10 50-100 IU/Kg B 3aBHCHMOCT OT TEXKeCTTa Ha 3a00JIIBAHETO M BUIA HA KPHBOM3IIHBA.

Ipoghunaxmuxka ce npoBex/aa Npu Jiena ¢ Texxka Gpopma Ha xemoduius A ¢ Lesn noabpKaHe HUBOTO Ha
¢axrop VIII Hax 1% u npexoTBparsiBaHe nosiBaTa Ha XeMapTPO3U U pa3BUTUETO Ha apTpomnaTus. M3mon3sar ce
chinuTe npenapaty B 103a 25-40 1U/Kg ot exun 10 TpH IBTH CEAMUIHO.

Haii-cepro3HOTO yCIIO)KHEHHE MIPH JIeUEHHE C KOArYJIAMOHHU (DAaKTOPH TPH NALMEHTH C XeMODHIIHS €
Pa3sBUTHETO Ha HEYTpaJM3UpaIlH aJloaHTHTeNa (MHXUOUTOpH), HacoueHu cpenty gakrop VIII. Tepanestnanoro
MIOBE/ICHHE BKIIIOYBA JABE TepaneBTH4HH omuun: (1) mpodunakTika 1 JedeHne Ha KPbBOM3IIHBH C ,,0aimnac”
npoxyktu (FEIBA nmm rFVIla) u (2) epagukanus Ha MHXUOMTOPHUTE aHTUTENA Ype3 UHAYKIHSI Ha UMYHEH
TOJIEPAHC.

Yerupuuudpen koa Ha 3a00uasBaHeTo 10 MKbB-10 (ako TakbB € HaJIH4eH)

ICD-10 code: D66

Ko Ha 3a60asBanero no Orpha code

Orpha code:

98878 Xemodumus A

169808 Xemodunus A neka popma

169805 Xemodumusi A cpenHoTexKa hopma
169802 Xemodunus A Texka Gopma




OMIM code:

EnuaeMuoI0ruyHm JaHHM 3a 3200/151BAHETO B Penyﬁ.lmlca B'L.]'Il"apl/lﬂ

Hsma Tounu nanHu 3a 3a6ossiBaneTo B bbarapus. Criopen JaHHH, ChOOIAaBaHU B PE3EHTAIMN Ha
HanuoHayHu GopyMH, OposIT Ha nanueHTuTe ¢ xemMopuust A e okoino 500, a mo nanau Ha H30K, roaummxus
Opoii Ha penMOypcHupaHuTe 3npaBHOOCHTYpeHH Juna 3a 2014 r. ¢ xemodumms A e 279. [Ipeamnomnara ce, e
nudpata e mo-mMaika mopagu (akra, ye OT eJHa CTpaHa ChIIECTBYBAT OOJHMU C JIeKa U CpeTHa XeMODMITHS,
KouTo He nomydasar JieueHre oT H30K u ot npyra — uMa nanueHTH B KIMHUYHE NPOYYBaHMSA, KOUTO CHIIO HE
nory4asar jiederne ot H30K. Horozabonenute ¢ XA mpe3 mocieIHUTe TOAUHN ca OKOJIO0 6 HOBH CIrydas 3a
TOANHA.

bubnuoepagus:
1. Kaaesa B. [Jenmvp 3a komniekcho nevenue Ha xemogpuaus u manacemusi 8 YMBAJI “Ce. Mapuna™ —
Bapua. ITepBa HayuHO-nipakTHYecka KoHpepeHmwms Ha BJIC 2014 r. HeceOnp, 1-2.11.2014

EnuaemMuo1oruynm JaHHu 3a 3a00/s1BaHeT0 B EBponeiickus cb103

[Ipuema ce, ge XA ce cpema npubnmsutenHo ¢ gectota 1 Ha 10 000 HaceneHwme.
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OuneHka Ha CbOTBETCTBHETO Ha 3200JIIBAHETO C Je(PMHUIIMATA 32 PAAKO 3a00/11BaHe
cbryiacHo § 1, T. 42 oT 1ONBJIHUTETHUTE pa3nopeadn Ha 3aKoHA 3a 31PaBeTo

3a00/s1BAaHETO CHOTBETCTBA C JMCGUHHIUATA 3a PSIAKO 3aboyisiBaHe chriaacHo §1, T.42 OT JNOMBIHUTCIHUTE
pasnopendu Ha 3akoHa 3a 3apaBeTo. [IpubnusuTennara yecrtora 3a boarapus e 1 ciydaii Ha 10 000 HaceneHue.

Kpurepun 3a nmarnocTuuupane Ha 3a00/11BaHETO

JluarHocTuMpaneTo Ha XxeMoHiIs A ce yJIecHsBa, KOraTo ca M3BECTHH JIPYTH WICHOBE Ha CEMECTBOTO
¢ xemo(mmsa. bonectra TpsOBa Aa ce momo3upa Mpu MOMUYETa U MBXKe ¢ aOHOPMHO KbPBEHE TIPH JIEKO
HapaHsIBaHe, IPUAPYKEHO C U30JUPAHO yIbIDKABaHE Ha aKTUBHUPAHO MAPIIHATHO TPOMOOIUTACTHHOBO BpeMe
(aPTT). Bcuuku ocTaHamy TECTOBE OT OCHOBHUSI TabOpaTOpeH XeMOCTa3eH maHel ca HopMmanHu. C
KOJIMYECTBEHO OIpeiesisiHe Ha akTUBHOCTTA Ha (haktop VIII ce ompenens popmara Ha Texxect. Hopmamaure
HUBA Ha TUIa3MeHa aKTUBHOCT Ha KpbBocheupamus (akrop VIII mpu nuna cnen paHHa qeTcka BB3pacT € B
nunarnazoH Mexay 0.5 u 1.5 U/mL (50% u 150%). Texectra Ha XeMOQHITHS ce ONpeeNs OT HUBO Ha aKTUBHOCT
Ha KpbBochcupBalus dakrop: (i) Texkka xemoduius ce onpeneis npu aebpunut Ha dakrop VIII nox 1% or
nopmaiiHoTo (< 0.01 U/mL) u ce cpeiia B MpHOIM3UTEIIHO OJIOBUHATA OT MaNUeHTHTE; (i) CPEIHO TEKKA
xeMmoduus ce cpera npu okosio 10% u ce nedunupa npu vusa Ha paxrop VIII mexay 1% u 5% ot
nopmaiiHoTto (0.01 u 0.05 U/mL); (iii) neka xemoduust ce cpema B 30% no 40% npu HUBa Ha aKTHBHOCT Ha
¢daxrop VIII Han 5% ot HopmanHoTO (> 0.05 U/mL).

HauasoTo u TexecTTa Ha KIMHUYHUTE MPOSIBH HA 00JIECTTa ca Pa3IMYHK U 3aBHCAT IPEAH BCUYKO OT
IUTa3MEHOTO HUBO Ha neuiuTHUSA Gaktop. [Ipu Texka XxeMOo(HIIns CHMIITOMH MOTAT Jia Ce MPOSBAT OIIE B
HEOHATAJHHS [IEPUO]T — IPOIBIDKUTEIHO KEPBEHE OT IIBITHUS OCTATHK W KepamxemaToMm. Haii-uecTo Hagamoro
€ MeXy 3-H ¥ 6-H Mecell ClIe]] paKIaHe, KOraTo MPH JelaTa 3alo4Bat IbPBUTE TPABMHE: MTOsIBA HA XEMAaTOMH B
o0JacTTa Ha IJ1aBa, Ta30Ba MyCKylatypa u Oeapa. Cie IpoXoxIaHe ce MOSBIBAT H IBPBUTE XEMaPTPO3H.

Jlexara xemoQuust Moke 1a ObJIe pa3Io3HaTa CIIyJ4aifHO MHOTO ITO-KBCHO MPH KbPBEHE, CBBP3aHO C
TpaBMa WK OTIEPAIs, WIH IIPU PYTUHEH MPEJONepaTUBCH XeMOCTa3eH CKPUHUHT, OTKpUBAaI yubikeHo aPTT.
CpenHo TexxKaTa XeMOQHIHSI MOXKeE JIa ce Mpe/cTaBi (EHOTUITHO KATO JIeKa WM TEXKKa B 3aBUCUMOCT OT
aKTUBHOCTTA Ha Tula3MeHuTe HuBa Ha gakxtop VIII u npyru Mmoaynupany GakTopy.

XemapTpo3uTe ca Hall-TUITMYHA MMPOsBa Ha TeXKKa (hopMa: 3acsiraT Ce TOJIEMH CTaBH Ha KPAaHHIIUTE, KaTo
Haif-oOngaiiHu MecTa ca kojieHe (> 50% oT BCHUKHM CiTydad Ha KbPBEHE), CJICBAHHU OT JIAKTH, TJIE3CHH, paMeHe U
kuTkd. OOMKHOBEHO IThPBATa XEMapTPO3a € PE3yJITaT OT TPaBMa HIIH PA3KO IBUKCHHUE, 8 BCCKH CTABCH
KPBHBOU3JIHB € TPEAPA3NOI0KCHUES KbM CIICABAIIY XEMapTPO3H U Pa3BUTHUE HA T.HAP. MAP2emHU CIMABU.
KpaifHuAT pe3yaTar oT peluAnBUPAIIO0 CTABHO KEPBEHE € Pa3BUTHE HA WHBAIMAM3HPAIIU apTPUTH, IO3HATH B
JUTEepaTypaTa KaTo XpOHWYHA XeMO(ITHA apTPOIATHSI.




MycKyJIHUTE KpBBOU3JIMBY Ca BTOpaTa Haii-uecTo cpeniana popMa Ha KpbBOM3IMBH IpH XeModuius n
cberaBisiBat 30% oT crOuTHATA Ha KbpBEHE. JIeMOHCTpHpAT ce MPeANMHO B o0siacTTa Ha rmoadenpuiy, 6enpa,
TIIyTeaaHa 00JIacT U MPEeIMHIIHUIN. MeCTO0I0KEHHETO Ha MYCKYJTHUSI KPBBOHU3IIHNB ONpEeIsi MOPOUIHOCTTa
Ha CHOUTHETO: KPBBOM3IIHB B TOJIEMHU MYCKYJIH, HE3aBUCHMO OT MSICTO M TOJIEMHHA, OOMKHOBEHO IIpeMHHaBa 0e3
YCIIO)KHEHHS; KbPBEHE B 3aTBOPEHO (hacCIHaTHO MPOCTPAHCTBO MOJXKE JIa JOBEJIE JI0 3HAUYUTEIHA KOMIIPECHS Ha
KU3HECHOBAKHH CTPYKTYPH C Pa3BUTHE HA HCXEMUSI, TaHTPEHa, (JICKCHOHHU KOHTPAKTYPH U HEBPOIIATHSI.

Cepro3HO ycI0KHEHHE HAa MYCKYJTHITE XeMaTOMH € 00pazyBaHe Ha XeMO(QIIHHU IICEBIOTYMOPH (KPBHBHH
kucTn). Pa3BuBat ce 0aBHO B NPOBIKEHNE HA TOAMHY, IPUTHUCKAT M Pa3pylIaBaT OKOJIHUTE ThKaHH,
BKJIFOUUTEITHO KOCTH, MYCKYJIH, OPI'aHH MJIM MEKH ThbkaHH. OOMKHOBEHO ce MaHH(EeCTUpaT B JA0JIHA YaCT Ha
TSUIOTO — PETPOINIEPUTOHEATHA MYCKYJIaTypa, OSAPEHH U TIyTealH! MyCKyJIH. JIeueHneTo e onepaTuBHO U €
cBbp3aHo ¢ 20% pucK oT (ataneH n3Xox.

Xematypusi ce HabJIF01aBa 4YecTo, OONKHOBEHO € 0e300JIe3HEHa M MOJXKE JIa € CBhp3aHa C M3I0JI3BaHe Ha
HCIIBC, TpaBma mmn ycwiue. [lppunHaTa 3a CIOHTaHHA XeMaTypusl IpH XeMO(IIINS € HEM3BECTHA, HO MOJXKE /1a
ce IBJDKHM Ha JUPEKTHO TyOyJIapHO M TIIOMEPYITHO YBPEXIaHe, IPUINHEHO OT IUPKYIUPAIIN HMYHHH
KOMIUIEKCH CJIEJ IpIIaraHe Ha KOaryJIalfiOHHO JiedeHne. [Ipyru HOKCH BKIIFOUBAT HH(MEKIHS, HEOIUIa3Ma,
HeppO- U YpOINTHA3A.

Haii-duectaTa npuuuHa 3a CMBPT OT KbPBEHE IIPHU MAUEHTH C XeMO(MINS € BbTpEeUepeneH/BbTPEMO3bUCH
KPBBOM3IMB. BhTpedepencH KppBON3INB MOXE JIa C€ MOJYYIH CIIOHTAHHO WIIM ITPH MUHHMAaJIHa TPaBMa, 0COOEHO
mpu aeua; 50% pa3BuBaT TpalfHU HEBPOJIOTUYHHU yCI0KHEHUs, a 30% BOIAT 10 CMBPT.

KpbBOU3IMBH OT TaCTPOMHTECTUHAIHUS TPaKT ce Habmoaasat npu 10-15 % ot Be3pacTHUTE MALIUEHTH C
xemoduus. [To-decTo ca acolMUpaHu ¢ aHATOMUYHU JIC3UH (A3Ba, TACTPUT, BAPHUIH), OTKOJIKOTO J1a CE
posABABAT CIIOHTAHHO. HpI/I MaquCHTH C XPOHUYCH XCTIATUT Cu Upo3a BapuIUTE OT MopTajiHaTa XUICPTOHUA
ca BoJiellla MPUYKHA 33 OCTPO KbPBEHE.

OpodapuHKCHT € CHIIHO BaCKyJIM3UpPaHa 00JIaCT U MPU MUHUMAJTHH TPaBMH (yXaIrBaHe, OB Ha HOB
3p0) MOJKE J]a HACTHITN OOMITHO KbpBeHE. OT KPUTHYHO 3HAYCHHUE € MMOsIBaTa Ha PeTpOoQapuHTeaneH KPbBOU3IHB
¢ 00CTpYyKIMS Ha JUXaTEHH ITBTUINA U TOJIEMHU ITMHHA KPhBOHOCHH ChJ0BE. EnncrakcucnTe M THHTMBOpAaruuTe
ca 4eCTH, HO HeXapaKTepHN CUMITOMH IIPH XeMODHITHSL.

bubnuoepagus:
1. Fogarty PF, Kessler CM. Haemophilia A and B. In Consultative Hemostasis and Thrombosis. 3™ ed.
2013: 45-60

AJITOPUTMM 32 IMATHOCTHLMPaHe Ha 3200JI9BAHETO

B mo-BedeTo ciyyan IMarHo3aTa ce IMoCTaBs JIECHO 1Mo (haMUIIHaTa 0OPEMEHEHOCT 32 XeMODIIIHS,
KJIMHMYHATA KapTHHA U JAHHUTE OT JIA0OPaTOPHHUTE U3CIeIBaHus, BKIHOYBaIy aPPT 1 HECKO HUBO Ha (akTop
VIII. T'eHernyHaTa MyTalus ce U3CIEABA Ype3 FTEHETHYCH aHaIu3. B 3aBUCHMOCT OT CTOMHOCTTA Ha eUIUTHUS
¢axrop ce paznuyasar 3 crenenu Ha TexecT: (1) Texxka Gpopma — mpu HuBo Ha daxrop VIII mox 1%; (2) cpentno
Texka Gopma — HUBO Ha daxrop VIII mexay 1 u 5%; (3) nexa popma — vHuBo Ha dakrop VIII nmim Mexay 5 u
30%.

JudepeHnnanHnaTa quar{o3a BKIrouBa xemoduaust B, 6oect Ha ButeOpana u [pyru KoaryiardoHHI
HapyUIeHHs, BOACIIN JI0 ybJDKaBaHe Ha BPEMETO 32 ChCUPBaHe.
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AJITOPUTMH 32 JieueHHe Ha 3200/1BAHETO

B ocHoBarta Ha TepaneBTHYHOTO MOBEACHNE TIPH XeMODHINS € 3aMECTUTEIHOTO MPUIIOKEHIE Ha (aKTop
VIl 3a mocturane Ha XeMOCTAaTHYHO aJIeKBaTHU TUTa3MEHH HUBA C IIeJT IpeoTBpaTsABaHe (MPpOPMITAKTHKA) UITH
JICYCHUE HA KPHBOM3IUB (T.HAP. JICUCHHE TIPU HYX1a). JIekapcTBEeHUTE KOaryIalMOHHU (pakTopu OUBaT
IUTa3MEHU U peKOMOMHAHTHU. [I1a3MeHnTe ce U3BIMYaT OT COOpHA IIa3Ma, a peKOMOMHAHTHHTE CE
MIPOU3BEXKIAT YPe3 TEHHOTO WHXEHEPCTBO U PEKOMOMHAHTHA TEXHOJIOTHS, KOSTO H3MOI3Ba 003aiHUKOBH
KJICTHYHH JIMHUH, TPAaHCPEKTHPAHU C HOPMATHU YOBEIIKU I¢HH, KOJUPAIIH MPOTCHHA Ha KPHBOCHCHPBAIIU
(axropm.

Jo3upaHeTo Ha KoarylanuoHHUTE (JaKTOPH € B3 OCHOBA Ha TUIa3MEHUs 00eM Ha MalMeHTa,
HWHTPABaCKyJIapHOTO M €KCTPABACKYIIAPHO paslpeesieHe Ha KPhBOCHCUPBAIINS IPOTEHH, IIUPKYIUPAIIHAI My
IUTa3MEeH TOIY)KHBOT U IJIa3MEHOTO HIBO, HEOOXOAMMO 3a MOCTUTAHE Ha a/IeKBaTHA MPO(UIAKTHKA WIN




xeMmocTtasa. Jo3ara ce nzuncisiBa, npueMaiiku ce, ue npenausanero Ha 1 U/kg daxrop VIII mwe nosuim
IUIa3MeHaTa My akTuBHOCT ¢ mpuommsutenHo 0.02 U/mL (2%). Hupkynupamust nomyxusoT Ha ¢aktop VIII e 8
1o 12 gaca. OnTuMaHUTE KPHBOCTIMPAIIH IIa3MeHH HiBa Ha Gakrop VIII BapupaT B 3aBHCHMOCT OT
KIuHUYHATa cutyanus — oT 30-50% npu xemapTpo3u, 350HU EKCTPAKIMHU 1 IPYTH HE3aCTPAIIaBaIlH KHBOTA
KkpbBOM3IHBH 10 100% mpu BBTpEUEpETHY JIOKATH3AMNH, TACTPOMHTECTHHAIHO KbPBEHE HIIM XUPYPTUIHA
HWHTEPBEHIINH.

Ha tabnunara ca npefcTaBeHn JIEKapCTBEHUTE KOAryIallHOHHN (JaKTOPH U TAXHOTO AO3MPAHE MPH
nedeHue Ha XA.

CPEJHA
HAYAJHA JO3A |ITPOABJIKUTEJTHOCT
THUII HA KbPBEHE (Ulkg) (11m)
XeMapTpo3u U MYCKYJIHH KPHBOM3JIUBH 20-40
30 — 40 (mewua) 1-3
7KupoTro3acTpamasamu KpbBOU3JIHMBH 50 -80
80 — 100 (meua) 8-14
KpbBoU3/IMBY B MEKM ThKAHH
- TOJIeMHU KpBBOW3IHUBH, BKIL. IepeOpaHu 40 - 60 8-21
- B oOmacTTa Ha e3uka, perporepuroneanno, (40— 60 7-14
TOJIEMH MYCKYJIH
- JIeKH KPBbBOHU3JIMBH B 00JIACTTA HAa KOXKa U 15-30 2-3
MYCKYJIH
JIMraBHYHM U YPOTeHUTATHH KPbBOM3IMBU
- TaCTPOMHTECTHHANHU W B ycTHata KyxuHa |30 — 60 7-14
- eNHCTaKCHC 20-40 1-2
- XeMmaTypus 20-40 3-5
Xupyprust
- TOJIEMH OTepaliy WK TeHAeHIus 3a roisMm (50 — 80 7_14
KPHBOU3IIHB, BKJI. TOH3UICKTOMHUS 80 — 100 (npu zera)
- MAaJIK{ OTIEpaIliH, BKJI. 3b0HH eKkcTpakiuu u |25 — 40 1_5
XEPHUOTOMHUSI 50 — 100 (npu zerra)

[Ipodunakruka npu xeMopHiIMs O3HaYaBa MpWJIaraHe Ha PeryisipHU HHQY3UHM Ha KOAryJalioHeH
(axTop ¢ 1en npenoTBparsiBaHe Ha KpbBon3IHB. OCHOBHATA [1€JI HA TO3U TEPAIEBTHUYECH PEXXUM € /1a HaMallH
MaKCHMaJTHO Oposi Ha CTAaBHUTE KPHBOM3JIMBY OT PaHHA JIETCKA Bb3pacT upe3 TpaHCHOopMupaHe Ha 3a00IsIBAHETO
OT TeXKa B 10-Jeka popmMa, ja Ipeana3u Wik Ja peAyLupa MyCKyJIHO-CKEIETHOTO YBPEXKAaHe OT XeMO(pHIHA
apTponartus u Ja mo1o0pu Ka4ecTBOTO Ha )KUBOT M COI[MAJIHOTO OJIaromnoyyyne Ha MalueHTUTE ¢ XeMO(HITHSL.

B 3aBucumocT OT HelfHaTa IPOABKUTEITHOCT, BB3PACT U CTaBEH CTAaTyC Ha MAIllMEHTHTE IIPHU HEHHOTO
CTapTHpaHe, TS ce pa3/esns Ha IbPBUYHA, BTOPUYHA, TPETUYHA U SITU30INYHA.

Bua npopunaktrka Jedununys

[IspBUUHa PenoBHO, mpoabmkaBamo Haa 45 ceAMUIM B TOAWHATA JIeUCHUE, MHUIIMUPAHO
MIPU OTCHCTBHE HA CTABHO 3a00JsBaHe, TOKYMEHTHPAHO upe3 GU3NIECKH Tperie]]
W/ 00pa3HU WU3CIIEIBAHUS, U 3aII0YHAIIO MPEIU WU CJIe]] TbPBH KPHBOHU3IIUB B
ToJIsIMa CTaBa MpPH Jela IO 3-TOJUIITHA Bh3pacT

BTOpI/I‘IHa PGHOBHO, npoABbJIKAaBallo Hax 45 CCIMHUIM B roayuHaTa JICYHCHHUEC, 3all0YHalJIO CJICH
2 WIH IIOBede KPbBOU3JIMBA B T'OJIEMU CTaBU U HNPEANM HACTBIIBAHEC HA CTABHO
3a6OJ'I$IBaHe, JOKYMCHTUPAHO ITIpU (bI/ISI/IKaJ'ICH nperjaca u O6pa3HI/I H3CJICABAaHUA.

Tpernuna PenoBHo, mpoxbinkaBamo Haj 45 ceAMUIM B TOJMHATA JICYSHHUE, 3aII0YHAIIO CIIE
HacThIIBaHE Ha CTaBHO 3a00JIsBaHE, IOKYMEHTHPAHO NPH (U3NKAICH Iperies u
0OMKHOBEHA pEHTTeHOTpadus.

WNHTepMuTEHTHA [Ipunarane Ha jedeHWe C e MPEIOTBpATABaHE HA KPHBOM3IWB 3a MEPHOJ TO-
MaJbK OT 45 CeIMHUIIN TOAMIITHO.

[TonacTosmeM B KIIMHUYHATA TPAKTHKA Ce MpHUJIaraT 18a O(QUIHAIHO IPUETH TPOPHUIAKTHIHH PEKUMA




3a Jiela ¥ Bb3pacTHU ¢ XxeMounus A u B:
e craugapre (Protokol Malma): 20-40 E/kg Tpu IbTH CEAMUYHO WM TIPE3 JICH TIPH TAIIMCHTH C
xemodumus A u 30-40 E/kg nBa mbTH CEIMIYHO NPU MAUEHTH ¢ XeMopumms B;
e wunrepmennepex (Protokol Utrecht): 15-30 E/xg mBa-Tpu eTr ceqmudro Tipu Xemodumust A u 30-50
E/xg enuH-1Ba BTH CeIMUYHO TIpH XeModmimsa B.
Ilpogpunaxkmuka npu deya:
e [IbpBUYHA WM BTOpHYHA NpOQHUIAKTHKA Ce IPENOpBYBa MPH Aela ¢ TexKa GopMa Ha XeMODUITHS U TIPH
BCHUKH JIella C aHaMHe3a 3a KMBOTO3acTpalllaBally KPbBOU3IIHBH;
e JlozoBuAT pexxuM TpsiOBa na ObAe choOpaszeH ¢ OQHIMAIHO NPUETUTE IPOTOKOIM W BB3pacTTa Ha
Jierara; Ipu Bb3MOXKHOCT JIa e MpoBex/a (hapMaKOKHHETHYHA OLICHKA.
[Ipu npenBapuTenHO HEJIEKYBaHH Jiela ce NPernopbyBa N3M0I3BAHETO HAa PEKOMOMHAHTHU (PaKTOPH;
[Ipu BE3MOXKHOCT /1a HE ce CMEHs KOaryJIaliHOHHUsI (HaKTop;
[penopbuBa ce JEUEHUETO Aa MPOIBIKH 0 3aBbPIIBAHE HA PAcTexka;
AOGCONIOTHY TIPOTHBOIIOKA3HMAHKS 32 POBEXKAaHE Ha MPO(MIIaKTHKA ca HATMYAETO HAa MHXHUOWTOPH (>
5BU).
IIpoovarcasane na npogunakmukama npu ROOPACMEAUU U 6b3DACHIHU:
e Pemenuero 3a npoabiDKaBaHe Ha MPOQHIaKTHKATa TPsAOBa aa Oble MHAMBHIYAJIHO 32 BCEKH MALlMEHT C
pelleHre Ha KOMUCHS U TTPEeOLieHKa Ha BCEKH 6 Mecela.
IIpodunaxmuxa npu noopacmeawiu u 6b3pacmuu:
e BropuuHa W TpernuHa NpopMIAKTHKA € II0Ka3aHa NpH MAlMeHTH C HampeaHala apTponatus H
peuuaMBUpAIIY €ITU304U HA CTABHO KbPBEHE.
e Penrenuero 3a npuiiarane Ha Npo(QUIAKTHYEH PEXHUM TPsOBa Ja ObJie MHANBUIYaTHO 32 BCEKH IALlEHT
C pelleHne Ha KOMHCHSL.
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B T.4y. HayyHM nNy0JMKAUMM OT TMOCJEIHUTE TMeT TOAMHH W NPUIOKEHA
oudamorpadcka cnpaBka

AJITOPUTMH 32 NpocelsiBaHe Ha 3200/1BAHETO

[Tpu manueHTH, TPOBESKIAANTH MPOPIIIAKTHKA U PEIOBHO JICUSHHE “TIpH HYX/1a”, TPOrHO3aTa € OTINYHA C
MIPOABDKUTETTHOCT Ha )KUBOTA, ChBMECTHMA C OCTaHayaTa momynanus. Hai-guectnTe n cepro3HU YCIOXKHEHHS ca
B pPE3yNTaT OT PEIHUINBHPAIIOTO CTABHO KbPBEHE C Pa3BUTHE HA HHBAIWAM3UPAIIN apTPUTH, IO3HATH B
JUTEepaTypaTa KaTo XpOHWYHA XeModwiiHa apTponatus. Cepro3HO yCI0KHEHHE Ha MYCKYJTHUTE XeMaTOMH €
obpa3yBaHe Ha XeMO(HITHN TICEBIOTYMOPH (KPBBHH KHUCTH).

[MpocnensBaneTo Ha 3a00JIIBAHETO CE POBEXK/A B CIIEHAIM3UPAHH LIEHTPOBE OT MHTEPANCIUILUINHAPEH
€KHII C ONUT MPH JIMArHOCTUKATa U JICYEHHETO Ha OCHOBHOTO 3a00JIsIBaHE M Ha HETOBUTE YCIIOXKHEHMA. B
EKHUITUTE Ca BKIIOYEHH XEMaTOJIOT, XEIIaToJIOT, OPTOIe, (M3HOTEPaIeBT, TeHETHK, TICHXOJIOT U COLUalIeH
paborHuK. CHEeUaINCTHTE Ca aHTXKUPAHH U3ILUIO C IMArHOCTHKATA, JICYEHHETO U MPOCIIEsIBAHETO Ha
YCIIO)KHEHHUSTA, CBbP3aHH C OCHOBHOTO 3a00JIsIBaHE MJIM NIPOBEXKIAHO JIE€UEHUE, U OCHLIECTBIBAT JOIIbIHUTEITHH
KOHCYJITAIIMH IIPH HEOOXOAUMOCT.
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AnropuTbMa Ha npociensBane e paspabores ot Paborna rpyna no xemodunus kbM BMCX 1 e BintoueH
kbM W3nckBanus Ha H30K 3a npoBerknaHe Ha JiedeHNE Ha MAIMEHTH C BPOJCHM KOAryJONnaTuy B
N3BBHHOOTHUYHATA TIOMOIII.

H3xoauu
CTOHHOCTH
npu
Iloxka3artenu u u3cjaeABaHus JamouBANE HA
+3m* +6 m.* +12 m.*
JiedeHne
TemecHa maca (xr) X X
Poer (cm)
O1eHKa Ha CTaBeH CTaTycC X b
JlokyMeHTHpaHO HUBO Ha Ae(DUIIUTHHUS X
KoaryJairoHeH hakTop
W3scnenBane Ha naxuburopu (Bethesda) X X** X*H*
[IKK (xeMor100uH, XeMaTOKpUT, X X
EPUTPOLIUTH, JIEBKOIIUTH, TPOMOOIIUTH)
ALAT, ASAT X
Antu-HCV anrturena, HBsAg, HIV X X
O6pasun n3cnensanus (peatred, KT,
MPT, exorpadus) Ha TapreTHH 30HU
Kcepoxkonue oT JHEBHUKA HA MAIUEHTA C X
xeMo( s

* + 3 M. - HU3BBPIIBAT C€ HA BCEKH 3 Mecella 3a MalueHTH Ha npoduiakThka g0 gocturaHe Ha 50
eKCIO3UIUOHHU JTHH; + 6 M. - U3BBPIIBAT Ce Ha BceKU 6 Mecena; + 12 M. - u3BbpIIBAT ce HA Bceku 12 mecera;
KJIMHUYHY OKA3aHUS - U3BBPIIBAT CE M0 KIMHUYHU TOKA3aHUS
**  camo 3a MaIMeHTH Ha MPOoQUITaKTHKA 10 TocTHraHe Ha 50 eKCTIO3UIIMOHHH THU
*** camo 3a MaIMeHTH Ha MPOQUITAKTHKA Clie] TOCTUTHATH 50 eKCTIO3UIIMOHHY THU

caMo 3a TaleHTH Ha JIeYeHHE ,,IPH HE0OXOIUMOCT” JI0 IocTHrane Ha 50 eKCIIO3UIIMOHHHM JIHU.
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AJITOPUTMH 32 pexaduauTanus Ha 3200/11BAHETO

[TanenTUTE Ce HYXIasiT OoT crnenuduyHa pexaObuauTanus Ha OMOPHO-CTaBHATA CHUCTEMa, KOATO TrsiOBa
Ja ObJIe MPOBEXKIaHA OT CICIIHAIMCTH C ONUT MPH PeXaOMIUTAIMITA Ha XeMO(IITHA apTPOIIATHS.

Karo Bcsko XpoHHYHO 3a00JsBaHE MCUXOJIOTUYHATA MOJKPENa U MOAKpenara 3a COIUallHa HHTErPanus
ca 3aIBJDKUTEIHA W B WHTEPAUCIUILTMHAPHIS €KUI TPsiOBa J1a ©Ma BKIIOYEH IICUXOJIOT M COLMAJICH PabOTHUK.
Lenrta e ma ce MOMOTHE Ha MAIMEHTA JIa CE CIPABU IICHXOJIOTUYECKH C XPOHUYHATA 0anecT, ChITbTCTBAIUTE
YCIIOXKHEHUS X HEOOXOAMMOCTTa OT HEMPEKbCHATO 3aMECTHTEITHO JICYCHUE U J]a HAMEPH CHJIM Ja OpTraHu3Hupa U
MOAIBbpPXKA HOpPMaJeH XoJ Ha uBOT. [loxxoasiiara ncuxojoruuecka MOAKpeNna ce OCHOBaBa HE caMO Ha
MOTHBHpPAaH M CIIOCOOEH €KW OT TICHXOJIOT W KJIMHHUIUCTH, HO W HYXJa OT CTa0WJIHAa OpTraHU3alMOHHA
CTPYKTYpa, KOSATO Ja TO3BOJIsBA aeKBaTHA JOCTaBKa Ha Tprxka. HeoOXoauMo € Mpu BB3MOXKHOCT MOCTOSTHHU
JIEKapu M TICUXOJIOT J1a BOJST JICUEHHMETO M MOJIKpernara Ha MalMeHTa B pPaMKHTE Ha OpraHM3MpaHaTa 3]paBHA
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cTpykTypa. JJoOpe jnekyBaHWTE NallMEeHTH MOraT Ja YIpaXKHsSBaT MO-TOJIIMara 4acT OT MO3HaTuTe npodecun u
PSKO C€ cpellaT HENpeoJOJIMMH TPYAHOCTH IPH H3IBIHCHHWE Ha TPYyAOBa aHraxupaHocT. OKa3BaHETO Ha
oMo 3a Mpo(heCHOHATHO OPUCHTHPAHE € 3aABIKUTEITHA.
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HeoOxonumMu fgeifHocTH 3a mnpouIaKTHKA Ha 3a00J1BaHeTO (aKO TaKuBa ca
MPUJI0KUMHU)

B cemeiicTBa ¢ nokazaHa XeMOQHMIHS CE€ NMPENOpbhYBa KOTAaTO € BB3MOXKHO Jla CE MpHiaraT TeHeTHIHH
TECTOBE Ha BHCOKOPHCKOBH WIEHOBE OT JKEHCKM MOJ, 32 Ja CE YJIECHAT I'€HETHYHHTE KOHCYNTalud H, aKo
CEeMEHCTBOTO JKellae, MpeHaTalHaTa AUarHOCTHKA. | eHeTHYHAaTa KOHCYNTalus € KIIOYbT 332 OKa3BaHEe HA MOMOII
Ha XopaTa ¢ XeMOo(wiIusi, Ha HOCHUTEIMTE W Ha TEXHUTE CEMeilcTBa Jia HalpaBsAT IO-WHPOPMHUpaH HU300p.
[IpenaranHa AMArHOCTHKA CE Npeiara OOMKHOBEHO KOraTo ce 0OMHCIIS IIpeKpaTsBaHe Ha OpEMEHHOCTTa, aKo Ce
JIOKaKe, 4e eMOpPHOHBT € 3acerHar. Moxe, obade, Jja ce U3BBPIIM C e Ja Ce HMOATOTBIT POJUTEIUTE U Ja ce
iaHupa paxaasero. Haii-nobpe e na ce n3bArea paxaane ¢ GopLenc win BakyyM, ako 6e6eTo e ¢ xeMopuiIus.

[IpeHaranHu TEXHUKHU 32 OTKPUBaHEe Ha XeMO(DWIINS BKIIIOYBAT XOPHOHOBA Ouoricus B 12-a u
aMHHOIIEHTe3a B 16-a recTalioHHa ceIMUIIA ¢ TIoceABall aHaiau3 3a uaBepcus win JJHK-cexBenupane. Puckspr
OT CIIOHTaHEeH abopT OT Te3u npoueaypu Bapupa ot 0.5% no 1.0%, HO mopaay puCK OT KbpBEHE MOXeE /1a ObJe
MOTEHIMATHO MT0-BUCOK B CiIydan Ha XxeMo¢unust. He ce n3ncksa crenuduier moaxox npeay paxiaHe Ha JeTe,
KOETO MOXeE /1a IMa XeMOo(uius, mopaay HATMIUETO Ha MPOTOKOJIH 33 TPHKH B IIEPUHATAIHUS EPHOJ 32
MHUHHAMH3HPAHE Ha PUCK OT HEOHATAIHO KbpBeHE. KopaoleHTesa 3a m3MepBaHe Ha akTUBHOCT Ha ¢akrop VIII B
20-a recranioOHHa CeMHIIA HE CE MPEMOPbUYBA MOPAAN 3HAYUTENICH PUCK OT (heTanHa cMbpT (1-6%).

BaxHo e nuuara na ca nHGOPMHpPAHH U J]a CIIEABAT CHOTBETHUTE 3aKOHHM, PETJIAMEHTHPAIIN T€31
TpoLeaypH B cTpanaTa. IIpi HOCHTENH ¢ HUCKH HHBA Ha KoarymamuoHHH paktopu (< 50 IU dL™) moxe na e
Heo0X0MMa XeMOCTaTH4Ha TIOMOII], 3a Jla Ce MPeI0TBPaTH KPbBOM3IUB IIpH MaifKaTa 110 BpeMe Ha
IIpeHaTajJHaTa AMarHOCTUYHA Ipoueaypa. IlpeauMiiaHnTaninoHHaTa FeHEeTHYHA TUarHOCTHKA TI03BOJISBA J1a Ce
CeNIeKTHpAT eMOpHOHHU 0e3 MyTalys, KOUTO a ObJaT UMIUIAHTUPAHHU B MaTKaTa.

bubnuoepagus:
1. Guidelines for the Management of Hemophilia. World Federation of Hemophilia, 2012

IIpennoxkennss 3a opraHM3anMs HA MeJIMIMHCKOTO 00C/Jy’KBaHe HA NMallMeHTUTe U 3a
(puHaHCHMpaHe Ha CBOTBETHHTE JCHHOCTH, CHOOpa3eHH ¢ JelicTBallaTa B CTPAHATA
HOpMATHBHA ypenoda

IManenture ¢ xeModwius TpsOBa 3aABDKUTEIHO [a ObJAT JHATHOCTHIMPAHH, JIEKYBaHH U
MIPOCTeSIBaHN B CIIEIMAIN3UPaHU IIeHTpoBe. [IpenuMcTBaTa Ha IIEHTPOBETE ca MHOTOOPOWHU U ca CBbP3aHu OT
€/lHa CTpaHa ¢ Ka4eCTBOTO Ha MEIUITMHCKO OOCITyXKBaHe M OT Jpyra — ¢ yI0OCTBOTO M KQ4€CTBOTO HA KUBOT Ha
o0cy)xBaHuTe manueHTH: 24-yacoBa TeneOHHA BPb3Ka U BB3MOXKHOCT 32 OKa3BaHE Ha JCHOHOIIHA CIICIIHA
TIOMOII]; BB3MOXKHOCT 32 TMOJy4YaBaHE Ha KOHCYJNTAlMKM OT MHTEPAUCIUIUIMHAPEH €KUM ¢ OMHUT B 0OJacTTa Ha
BPOJICHATE KOAryJOMaTHH; BB3MOXKHOCT 3a O€3IIaTHO MPOBEXIaHE HA BCUYKH HEOOXOIWMH H3CIECIBAaHUS U
KOHCYJITAIINH; TUTAHUpaHEe Ha JUCIAHCEPHO IMPOCIEAsBaHe, ChOOpa3siBaliKy ce ¢ BH3MOXKHOCTHTE Ha TMAIMCHTA;
MPOBEKJaHEe HA KOM(OPTHO €THOAHEBHO JICYCHUE B YCJIOBUS Ha HM3BBHHOOIHHYECH CTAI[MOHAP C MUHHMAIHO
OTCBHCTBHE OT YYHIIHIIE WK paboTa u Jp.

Nmaiiku nipeaun Opos Ha ManueHTHTE ¢ XA W JPYrd Koaryjlonatud B Beiarapus u chliecTByBamaTa
MEIMIIMHCKA MMPAKTHKA U KOMIIETCHTHOCT B MOMEHTa, criopel PaboTHarta rpyma mo XxeMoQuiIus B HalllaTa CTpaHa
e HeoOxommmo nga Opmat paskputd 3 win 4 LleHThpa 3a KOMIUIEKCHO JiedeHHE Ha XeMmMopminusi B
yHUBepcuTeTckuTe OonmHWuHM CcTpykTypu B Codus, Bapna, [InoBmuB m IlneBen. llenTpoBere morat ma
M3IBIHSABAT ISJIOCTHATA JTUATHOCTHYHA, Jieue0Ha U JUCTIaHCepHa JEHHOCT Mo chlnecTByBanure B MomenTta KIIT
No253, KIIp Ne5 u KIIpNe6. 3agpmkurenHa 4acT OT MEAUIIMHCKATA U TICUXO-COIMAIHA TPHXKa € KOMITJICKCHUS
MOIX0/T, KOUTO TpsiOBa 1a Ob/Ie OCHINECTBEH OT MHTEPAMCIUIUIMHAPEH EKHUII, BKIFOUBAII XEMaTOJIOT, XEMaToJIorT,
oprories, GU3NOTEPAIeBT, TCHETUK, aKyIIep-THHEKOJIOT, CTOMATOJIOT, IICUXOJIOT, colnaneH pabotHuk. [lopamu
TOBA, Y€ YacT OT OOJIHUYHHUTE 3aBEACHUS Ca CICIHATH3UPAHH 32 JICUCHHE CaMO Ha MAIMEHTH C XEMaTOJIOTUYHU
3a00JSIBaHAS U OCBEH C XEMAaTOJIO3W HE PA3IoIarar ¢ JAPYTH TECHH CICIHAJIHMCTH, ChOTBETHHTE NPOQHINpAHH
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eKCIIEPTH OT HMHTEPANUCUUIUIMHAPHUTE CKHUIIM Morar Ja ObJaT NpHBJIEYEHH 4pe3 JOTOBOPH M Aa UM Oble
OCHUTYPEHO 3aIulalllaHe OT OOJHMUYHOTO 3aBElCHHE, B KOETO € pasKpUT LEHTbpa WIM 0 JHHHA Ha HOBa
HallMOHAJIHA Tporpama Io pexkd Oosect. Ha chmus npuHOMO Moxe nga Oble OpraHu3upaHa H
KOHCYJITATHBHATa IIOMOLI B LIEHTPOBETE, PasKpUTH B MHOTONPOQIHUTE OOJHHIM, HE3aBUCUMO OT TOBa, Ye
NpOMMIHATE CHELHAIUCTH Ca CIIY)KHTEIH B CHIIOTO OOJHHYHO 3aBEICHHE, KBACTO € Pa3KpUT M CKCIEepTHHS
meHTsp. 3a ¢uHaHCHpaHe oT M3 WM uYpe3 HaIFOHAlHA IporpamMa MOXKe a ce OOCHKHa M NeHHOCTTa B
LIEHTPOBETE, CBhP3aHa MMOJIBPKAHETO HA €JIeKTPOHHA 0a3a NaHHU M PETHCTHP 3a MALMEHTUTE ¢ XeMODWIHS U
JPYT'H KOAryJIONaTHH.
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OnucaHue HA ONHMTA ¢ KOHKPETHH NMAIIMEHTH ChC CHOTBETHOTO PSIIKO 3a60JisiBaHe (aKO
MMa TaKbB)

[TonacrosiiieM nanueHTuTe ¢ XeMOQHINS 1 APYTH KOATyJIONATHH ce TUarHOCTUIIMPAT, JEKyBaT U
NpocyesiBaT B CHEHUAT3UPaHUTE OOTHUIM U KIIMHUKH 110 XEMaTOJIOTHs/IeTCKa XeMaTOoJIOTHs 1 OHKOJIOTHS B
Bwarapus: CBAJIJIOX3 — Codus; HCBAJIX3 — Codus; Knunuka o xematosnorus v LleHTsp 3a KOMIJIEKCHO
neyeHue Ha tanacemust U xemouins, MBAJI “Ce. Mapuna” — Baphna; Kinunuka no xemarosorust u OtaeneHue
1o fetcka xemaTonorus u onkosuorus, MBAJI “Cs. I'eopru” — IInosaus; Kinanka no xemaronorus u Knunnka
no neguatpus, MbAJI — IInesen u Knunuka no xemarosnorus u Knvnnuka no nequatpus, MBAJI — Crapa
3aropa. JloMamHOTO JeUCHHE C KoarynanuoHHu (akropu ce ocurypsisa or H30K, a crienraoTo, KoraTo ce
IpoBex/a B 6osHIna — oT M3. 3aMecTUTENHOTO JIeUeHHUE U MTPOCIIEIIBAaHETO Ha TAIEHTHTE CE OCBHIIECTBABA
cnopen MUsucksanust Ha H30K 3a mpoBexaHe Ha jJe4eHNe Ha MAIUEHTH C BPOJCHU KOaryJONnaTHH B
N3BBHOONHUYHATA TOMOI. BB HIKOM OT LIEHTPOBETE (PYHKIIMOHUPAT MHTEPAUCIUIUIMHAPHH CKHITH U ca
BBBEJCHN BCUYKH ANArHOCTHYHHU M TEPANEBTUYHU METO/H, BKIFOUNTEIHO U U3BBPIIBAHE HA ONIEPATUBHU
npoueaypH. 3a ChKaJeHHe CHCTEMATa Ha pa3NpeieNieHre Ha KOaryJainuoHHUTE (PaKTOPH M TIXHOTO KOJIUYECTBO
Ha IJIaBa Ha HaceJICHHE ca HeaJleKBaTHHU U TOJIIMa YacT OT MAaIlMeHTUTE He MoJyyaBaT ONTUMAIIHO JIEUCHHUE.
[MpodunakTHUHUTE PEKUMHU Ca OTPAHUYEHH CaMO 3a MalMEHTHUTE B JIETCKA Bb3PACT, KOETO CHILO CE OTPa3siBa
BBPXY CpeJHATa YeCTOTa Ha KPhBOM3JIMBY U BHCOKA YECTOTa Ha XeModuiHa aprponarus. Heodbxoxumo e no-
0bp30 2 ObAAT M3rpa/ieHH ClIeHAIN3UPaHH LICHTPOBE 110 XeMO(WIINs, B KOUTO J1a ObJIe KOHLIEHTpUpPaHa 1isuiara
IpHKa 3a MALUEHTHTE C KOAryJIONaTHH, BKIIOYUTEIHO NPEIMCBAaHE M OTIIyCKaHe Ha KOaryJlaluoHHH (HaKTopH.
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