51. Xemoparuuuu guatesu — xemopunmna,eceHunanHa TpomboumToneHna,KanMnapoToKCMKO3a

XEMO®PUNUA (Haemophilia) XemodunuaTa e BpoaeHa HacneACTBEHA KOaryaonaTus, npegasaHa no noJsoso-
peLuecuBeH NbT € X-Xxpomo3omaTa. boneayBaT MbXKeTe, a }KeHUTE ca CaMO HOCUTE/IKM HA reHeTUYHUA aedekT,
noHexe nmat 2 X-XxpoMO30MM.

ETnonorus u natoreHesa: Kacae ce 3a BpoZeH AebnumT nnm HeaktmeHa ¢opma Ha aHTUXemoduneH rnobynmH

A vnn B. Pa3BumBa ce fedumumt Ha KpbBocbempBialy ¢pakTop VI v IX n ce Hapylwasa akTMBaumaTa Ha ¢pakTop X.
MNpu pedunumnt Ha dakTop VIl ce pa3smBa xemoduama A, npu aedumumt Ha daktop IX —xemodumnma B, a npum
neduumt Ha dakTop XI — xemodunua C (6onect Ha PoseHTan). Hali-uecTo ce cpela xemodunus A. Mpu
xemodunanaATa ce HapyLlaBaT NPOLLeCUTE Ha KPbBOCHCMPBAHE MOPAAM HaMaNeHOTO NPeBPbLLAHE Ha
NPOTPOMbBUHA B TPOMBUH

KnauHuyHa KapTuHa: NpoasuTe 3anoysaT ¢ NbpBUTE TPaBMM Ha AeuaTa. Cnej Nekn, YectTo HesabenssaHu

TPaBMU Ce NOABABAT XapPaKTEPHU 3a XeMOd)MﬂMFlTa KPbBOU3/INBU B MEKUTE TbKaHU U TNUTraBuLnTe, ,CI,'bI'I60KM
MYCKYJ/IHU XeMaTOMU, XeMapTPO3U Ha ronemuTe CTtaBn Ha KpaVIHMLI,MTe. TbKaHHUTE KPBBOU3AMBM MOraT Aa
obxBaHart rosiemmu NPOCTPaAHCTBaA OT TANIOTO. MoHexe He ce o6pa3yBaT CbCHpeumn, KpbveTa MM6M6Mpa
(ﬂpOCMVKBa) TbKaHUTE B p,'bﬂ60‘-IMHa. OcobeHo onacHu ca Xemoparmute B obnactra Ha wunAaTa, chmsmuuTte,
YCTHATa KyXMHa nopaagn onacHOCT OT NPUTUCKaHE Ha HepBKN, ronemun cvaose U CMyLLeHNA B ANLLAHETO

JleyeHue: 3amecTUTENHO — LLe I 6bP30 NOBULIABAHE Ha KOHLLEHTPALMATA Ha aHTUXEMOOUAEH FNOBYNH B
nnasmata Ha 6onHuTe. MpoBexaa ce ¢ aHTUXeModUAEH rNOBYANH — U3NON3BAT Ce PA3/IMYHU CXEMU U
[03MPOBKN B 3aBUCMMOCT OT BMAA Ha xemoparuaTta. Mpu npeacTonium CTOMaToN0MMYHM (EKCTPaKLMM Ha 316,
WMHUM3KA) UK oNepaTUBHU MHTEPBEHUMUN — 3a4b/IXKUTENHO Ce Npuaara NnpeaBaputenHo npoduaakTmyHo 1
amp. PAMBA i.v. n aHTuxemoduneH rnobynuH, a nocne 3 x 1 amp./gH. PAMBA i.v. Npu 60aHKN ¢ xemoduana
MYCKYJTHUTE MHMKEKUMK ca cTporo 3abpaHeHun! He ce npunarat aHTMarperaHTv! LOnbAHUTENHM MepPOonpuUATAA —
JIOKanHa MMobunmsaums, CTaBHa NYHKLMA C KOMMNPECMBHA NPeBPb3Ka, N0KANHO NPUIOXKEHWE Ha LLeNIEeCTOH,
TPOMBUMH nam pentunasa. MNporHosa: 3a6015BaHETO NPOTUYA XPOHMYHO. BbB Bpb3Ka € YecTUTe BAMBAHUSA Ha
aHTUxemoduneH rnobynuH, aHTMxemoduaHa nNaasma uam XemoTpaHcPysmm Ha NPACHA KPbB Npu 6oHUTe
PUCKDBT OT MHEKTUPAHE C XeNaTUTHUTE BMpYycK B 1 C e NoBULLEH, KOETO Ha/lara NPOBEXKAAHETO HAa NEPUOANYHMU
n3cnensaHuA B Tas3m obnact.

ECEHUUANTHA TPOMBOLIUTONEHUA (BONECT HA BEP/IXO®)

ToBa e Han-yecTaTa FIpM,CI,OGMTa TpOM6OLI,MTOFIEHMF|. Cpeu.l,a ce npu geua U XeHn C reHeTU4YHO
npeapasnosioxKeHue.

ETvonorua n natoreHesa: TpombouutoneHusaTa e obycnoseHa oT 06pasyBaHe Ha aBTOAHTUTENA CPELLY
cobCTBEHMTE TPOMBOLUTU M OT yeuaeHaTa UM daroumTosa B MOHOUUTHO-MaKpodarHaTa cuctema Ha cieskarta.
AHTUTenaTa ca Hait-yecTo IgG TMn. TpomMbOLMTUTE Ca C HaMaNeHa NPEXKUBAEMOCT — NMOHAKOra camo %-1 h npu
Hopma 7-10 gHu.

KnuHuyHa KapTuHa: 3a60n1a8aHETO MMA OCTpa M XpPoHUYHa dopma. OcTpaTa dopma ce Habntogasa B AeTCKa

Bb3pacT, Hali-uecTo 1-4 ceamuLM Cnes NnpekapaHa BUpycHa uHdekuua. MNpeanonara ce, ye BUPYCHUTE areHTH
npesv3BMKBAT yBPEXKAaHE HAa TPOMBOLMTUTE 1 ce 06pa3yBaT aHTUTENA U UMYHHU KOMINJIEKCH, BOAELM A0
n3sBa Ha 3abonaBaHeTo. [leLiaTa pa3BMBaT XeMOpParnyHa AnaTtesa — KOXKHU U IMraBUYHN XeMOoparuu, netTexmm
(TouKOBMAHM KPBBOU3NMBM) C ANdY3HO Pa3nNoNOKeHUEe. YecTu ca eNUCTaKCUCUTE, KbPBEHETO OT BEHLUTE,
XemMaTypuaTa. XeMoparumte NoKasBaT CKIOHHOCT KbM 06paTHO pa3BUTME U A0 MeCeL, U34e3BaT Hamb/HO 1 6e3
nNeyeHve. XpoHUYHaTa popma ce cpelLa rnaBHo Npwu KeHu. NoBog 3a OTKpMBaHe Ha 6onecTTa YecTo e MbPBUAT
MEHCTPYaNeH LUKbA, EKCTPAKLMA Ha 3b6, XMPYpruyHa UHTEPBEHLMA UAKW TPAaBMA, KOUTO MPOTHYAT C
HeobuyaliHO 06MNHO KbpBEHE. XeMOparMyHaTta AvaTes3a ce NPeACcTaBs ¢ PasNIMYHM MO roleMMHa, CNOHTaHHU
NOAKOXHW KPbBOW3/IUBU, NETEXUM MO KOMKATA, INAaBHO NO AONHU KPAaWHULLM, MEHOMETPOPAruU, enuCTakCcucy,
XemMoparvuum npu 3b6HU UM MYCKYIHU MaHunynaumu. Cneskata 06UKHOBEHO He e yBenyeHa.



Neuenue: MpoBexaa ce c KOPTUKOCTEPOUAM (MPEaHU30N0H), UMYHOCYNPECOPU (MMypaH, BUHKPUCTUH),
CNNEHEKTOMMA, UMYHOTN0BYAUHN (MMYHOBEHWH, ramMaBeHMH), CMMNTOMaTUYHK cpeacTea (PAMBA, AWLMHOH M
Aap.). KpbBonpenvsaHe ce Npasun camo 3a Bb3CTaHOBSABAHE HA roNeMu KpbBo3aryou.

KANUNAPOTOKCUKO3A (BOJIECT HA LLIOH/IAH-XEHOX)

KaI'IMnFIDOTOKCMKO3aTa e Hal-yecTaTa npm,u,o6ma Ba3onatuma. Mma MMYHO-aNepru4yeH Xxapaktep n € TMNM4Ha 3a
AEeTCKaTa U MnaaaTta Bb3pacT.
Etnonorua n natoreHesa: I'Ipe,a,nonara Ce BPb3Ka C 4eCThn pecnnupaTtopHu MH¢EKLI,VIM, npuem Ha meanKameHTU n

ap. O6pa3yBaT Ce aHTUCDHbAO0BU aHTUTENA UN LUPKRYAUPALLUN MMYHHU KOMNIEKCU, HACOYEHU CpeLlLy
eHO0TeNHUTE KNEeTKU Ha cbaoseTe. Pa3BmBa ce acentuyeH BACKy/UT, KOWTO 3acAra MmasikuTe KPBBOHOCHU
cbgose n BOAM A0 NOBULWIEHA NPONYCKANBOCT HA KaNUNAPHUTE CTEHU.

KnunHuyHa KapTuHa:

e  0TMaAHanNoCT,

o ¢ebpunurer,

e  60/KM NO CTaBUTE U B KOPEMA,

®  KpPbBOM3AUBK (XeMoparuMyHa nyprypa) no Koxata Ha AgseTe noabeapuLLm CbC CUMETPUYHO
pasnonoxeHue. Mypnyparta MMa ypTUKapUeH XapaKTep CbC

e Cbpbex,

®  3ayepBABaHe M OTOYHOCT Ha Ko¥KaTa.

BnocneacTteue ce noAsaABaT HAAUIHATU TbMHOYEPBEHN KPbBOU3IMBHM NETHA, YECTO C MeXypye UK HeKpo3a B
cpepaTa, KOUTO OCTaBAT TpaiHa NUrmeHTaumsa. MposaBuTe HacTbNBaAT Hal-YecTo 1-2 cegmuum cneq npekapaHa
BMPYCHa MHbEKUMA UK aneprmyeH ennsogd. o-pagko ce pa3BMBa YMCTO cTaBHa popma ¢ 60Ka M OTOK Ha
roNemMuTe CTaBu Ha KpamHMLMTE, KOXKaTa Hag, CTaBUTE e CU/IHO 3a4epBeHa, onbHaTa 1 6ose3HeHa.

JleyeHume: BktouBa nocreneH pexum, NpoTMBOBBb3MNANUTENHN CpeacTBa (MbynpodeH, aHanrmH, MHAOMETALMH U
Ap.) 3a HamanABaHe Ha CTaBHMTE BOJIKM, aHTUANEPrMYHI NpenapaTh, KOPTUKOCTEPOUAM, CbAOYKPENBaLLm
MegUKaMeHTU (ANUMHOH, NnedpaaBuT 1 4p.), MMYHOCYNpPEecopu 3a HaMansBaHe Ha aHTUTAN006pasyBaHeTo.



