NHOOPMAILIUA 3A:

HanMeHnoBanue Ha 3a00/11BaHETO

Bponen negunur Ha hakrop V

Cunonumu:

Bbonect Ha Owren
[MTapaxemodumus

Jlebunut Ha MpoakIeIepuH

Omnpenesienne Ha 3200 IIBAHETO

Bponenus gegunur Ha daktop V e HacIeACTBEHO HapyllleHHne Ha KpbBOCHCUPBAHETO MOPAIU
HaMaJICHU TU1a3MeHu HuBa Ha daktop V (DV) u ce xapakTepusupa ¢ JeKd A0 TEKKU
CUMIITOMH Ha KbpBeHe. PaznpocTpaHeHHEeTO Ha XOMO3UTOTHUTE (DOPMHU C€ U3UHCIISABA HA
1/1000000. 1 nBara moja ca 3acerHaT eaHakBo. Bpoaenus nedunur na DV Moxe aa ce
Mpe/iTaBy KIMHUYHO BbB BCSKA BB3PACT, KaTo Hail-TexkuTe GopMu OOMKHOBEHO ce
MIPOSIBABAT B HAYAJIOTO Ha KUBOTA. OOMYaHUTE KIMHUYHH MMPU3HAIM BKIIFOUBAT €IIMCTAKCHUC,
CUHUHU, IPOIBIKUTEIIHO KbPBEHE, JINTABUYHO KbPBEHE, MEHOPArus, KbpBEHE B MEKU
ThKaHH, KAKTO U XeMapTPO3H MpH TEKKUTE hopmu. UecT npusHaK € MPOIbIKUTEIIHOTO
KbpPBEHE 110 BpEME WJIM CJIe]] OllepaTUBHA MHTEPBEHIMS, paXk1aHe uiau Tpasma. [Ipu texkure
(dhopMu Ha 3a00JITBAHETO UMA PUCK OT BBTPEUCPEITHH, OSIOAPOOHN HMITH CTOMAITHO-YPECBHH
KpBHBOM3IMBH. TexecTTa Ha KPbBOM3IUBUTE Kopenupa ¢ HuBata Ha @V. Bpoaenus nepunut
Ha OV e npuunHeH ot mytanuu B FS ren (1q23), oTroBopeH 3a cuHTE3aTa Ha TIa3MeH

®V. [lnarno3ata ce OCHOBaBa Ha yIbJKEHO MPOTPOMOMHOBO U aKTUBUPAHO MaPIIMAITHO
tpombormactuHoBo Bpeme (PT, aPTT) u aucku nua Ha OV, uzmepenu upe3 anaius Ha PT.
Bpemerto Ha kbpBene (BT) moxe na 6bae yabikeHo. Bb3MoXkeH € MOJIeKyIsIpeH aHalnu3, HO
HE ¢ HeoOX0IMM 3a TpakThKara. JudepeHnuanaara [uaraosa BKIII0UBa AeUIMT Ha (HaKTOp
VIII u komObunaupan nedunut Ha haktop V u dakrop VIII. I[IpenaBanero € aBT030MHO-
peniecuBHO. EnnHCTBEHOTO JleueHue € TpaHc(y3us Ha IpsICHO 3aMpa3eHa Ij1a3Ma nopaau
nurica Ha KoHueHTpatu Ha OV. Tlonyxuora Ha @V Bapupa mexay 12 u 36 yaca. B cinyuan
Ha TEKKO KbPBEHE MOXE JIOIIBIIHUTEINIHO J1a ce TpaHCy3Hpa TpPOMOOLUTEH

koHI1eHTpart. [Ipornozara e oOpa npu paHo MOCTaBeHa IMArHO3a U aJIEKBETHO JICUEHUE.
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Yerupunudpen koa Ha 3a00asBaHeTo 10 MKbB-10 (ako TakbB € HaJIu4eH)

ICD-10 code: D68.2

Kox Ha 3a6oasBanero no Orpha code

Orpha code: 326

EnuieMunos10rnyHu JaHHu 3a 3a00isBaHeTo B Peny0inka bwarapus

Hswma tounu mannau 3a 3a0omsiBaneto B bearapus. B npesenramnus npe3 2011 1. e




cpoO1IeHo 3a eauH narueHT B LlenTspa mo xemodunms, CBAJIX3 — Codwus.
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EnuaeMuoI0ruyHm JaHHM 3a 3200/151BAHETO B EBpOl’IeﬁCRI/IH CbI03
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OuneHka Ha CbOTBETCTBHETO Ha 3200JIIBAHETO C Je(PMHUIIMATA 32 PAAKO 3a00/1IBaHe
cbriacHo § 1, 1. 42 oT 1ONBJIHUTEIHUTE pa3nope0u Ha 3aKoHa 3a 31paBeTo

3a001sBaHeTO CHOTBETCTBA C ACPUHULIMATA 3a PSAKO 3abojsBaHe cbriacHo §1, 1.42 or
JOMBJIHUTEITHUTE PAa3MopeI0M Ha 3aKOHA 3a 3[IPaBETO.

Kputepun 3a imarsocruuvpase Ha 3a00J11BaHeTO

Heduuutst Ha OV ce cperma B Jieka, cpeiHa U Texka popma. [lanmenture ¢ Texka
dopma (<1%) 0OMKHOBEHO MMAT MPOSIBM Ha XeMOpAaruyHa Juare3a mpe3 mbpBUTe 6 rOIUHN
Ha J)KMBOTA U KbpBEHE CJIe]] Ipepsi3BaHe Ha II'bIIHATA BPbB. MeHOparuu, nocTonepaTuBHO U
MOCTHAPTAapPHO KbPBEHE CHIO MOXKE /1A Ca YaCT OT KIIMHUYHATA U35Ba. XEMapTPO3UTE HE ca
4eCTH U OOMKHOBEHO C€ IPOBOKHMpPAT OT TpaBMHU. ToBa 03HayaBa, ue 10pU NALMEHTHUTE C
Texka popma Hsmar adcomore nepunut Ha OV. [lanuentute ¢ neka popma ca
aCHUMIITOMaTHYHH, KOraTo HUBOTO € Haja Ha DV e Hag 20% u ToBa npaBu JuarHos3ara Tpy/Ha;
HSIKOM MAI[MeHTH HEe MOTaT Ja ObJIaT TUarHOCTUIIMPAHH JOKATO HE MPEMHUHAT THHHEHKEepCKa
BB3pacT.

CkpuHuHroBHTE 1a00paTOpHU TecToBe NMoka3par yabkeHo PT u aPTT ¢ HopmanHo
TT. W3cneaBane Ha akTUBHOCTTA UM aHTHreHa Ha DV ce W3MCKBa 32 MOTBBPKAABaHE HA
3a00JIBaHETO clie/l U3KII0YBaHE Ha APYry NpUYUHU 32 Aepuuut Ha OV, BKIIOUUTETHO
4epHOApOoOHO 3a00JsBaHe, NPUAOOUTH aHTUTENA MU clielupUuHN HHXHUOUTOpHU cperty DV.
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AJITOPUTMH 32 THATHOCTHLMPAaHe Ha 3200JI1IBAHETO

He ca nanuunn CBPOHCﬁCKH WJIM HAlTMOHAJITHU JTUATrHOCTUYHH aJITOPUTMHU.

CKpUHHMHTOBHTE TAOOPAaTOPHH TECTOBE MoKa3Bat yabnkeHo PT u aPTT ¢ HopmanHo
TT. U3cnenBane Ha akTUBHOCTTA WK aHTUreHa Ha @V ce u3nckBa 3a NOTBbPK/IaBaHE Ha
3a00JIsIBAHETO CJe] M3KII0UBaHe Ha APYTH MPUUMHU 32 Uit Ha OV, BKIIOUYUTETHO
4epHOApoOHO 3a00IsIBaHe, MPUIOOUTH aHTHUTENA KbM KOAryJalMoHHUS (aKTop UIU
cieun(puIHu UHXUOUTOPH cpeury OV.
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AJIFOpI/ITMI/I 3a JiedeHHe HA 3a00JIABAHETO

1. Tlpu nexu KpbBOM3IIMBYU WU MaJKa XUPYPIrus ce 00CHXK/Ia MPUIIaraHeTo Ha
tranexamic acid 15-20 mg/kg wnu 1 g 4eTupu IbTH THEBHO.

2. Tlpu TexbK KPHBOU3IIUB WU TOJIsiMa XUPYyPTUIHA HHTEPBEHIIHS Ce 00CHKIIA
NpUJIaraHeTo Ha MPSICHO 3aMpaseHa riasMa 15-25 ml/kg ¢ mocnensamo BiuBaHe Ha
10 ml/kg npe3 12-yacoB WHTEpBaAJ PHU HYK/A 3a MOAAbPIKaHe aKTHBHOCTTA Ha DV >
0.15-0.20 iu/ml

3. KparkoTtpaiitHa wim npoabnDKUTeTHa MPOPUIIaKTHKA ce 00CHKIA B CIIy4auTe Ha
nepcoHa Ha win (aMUIIHA aHaMHEe3a 3a TeKKH KPbBOM3JIMBU MM aKTUBHOCT Ha DV <
0.05 iu/ml upe3 nmpunarane Ha IpscHO 3aMpasena miasMa 20 iu/Kg mone aBa mbTH
CEIMUYHO 3a MOAbPIKaHEe Ha KJIMHUYCH OTTOBOP

4. Tlpu paxnaHe Ha skeHa ¢ aktuBHOCT Ha DV < 0.2 iu/ml ce 0O6ChHxk1a mpunarane Ha
psICHO 3aMpaseHa miasma 15-25 iu/kg eaHoKpaTHO MK IIPE/IH 11€3apOBO CEUCHHUE 3a
nocturade Ha aktuBHOCT Ha DV 0.2 — 0.4 1u/ml. Moxe na ce 00ChKaa o-HaTaThIIHO
npuinoxxerne Ha 10 iu/kg npe3 12-4acoBu HHTEPBAIM 32 MOIbPKAHE AKTUBHOCTTA Ha
@V > 0.2 iu/ml nait-manko 3a 3 qau.
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AJITOPUTMH 32 MpocJeasiBaHe HA 3200/11BAHETO

[IpocnensBanero Ha manueHTUTe ¢ BpoJieH aeduuut Ha OV TpsOBa a ce mpoBexaa B
CHieIMaIu3upaHi IEHTPOBE OT WHTEPAUCIUIUIMHAPEH €KUM C OMUT MPH AUArHOCTUKATA U
JICYEHHUETO Ha OCHOBHOTO 3a00JIsiBaHEe M Ha HETOBUTE YCIOKHEHUS. B exunuTe ca BKIIIOUEHU
XEMAaTOoJIOT, XeMaToJIOT, OpToIrel, GU3HOTEepaneBT, TeHETHK, TICUXOJIOT U COIIMAJIeH paOOTHUK.
CrnenuanucTure ca aHraXXUPaHU U3ISJI0 ¢ JUArHOCTUKATa, ICYEHUETO U MPOCIIEIBAHETO HA
YCII0)KHEHHUATA, CBbP3aHHU C OCHOBHOTO 3a00JIsiIBaHE WM IPOBEXKAAHO JIEUCHHE, U
OCBIIIECTBSIBAT TOMBIHUTEIIHNA KOHCYATAMK MTPH HeobxoaumocT. [Ipu nunca Ha ycrnoskHEeHus
MalUEeHTUTE TPSAOBA J]a MOCenaBaT EHThpa MOHE BEIHBK TOUIITHO.

[IporHo3ara npu manueHTuTe ¢ BpojieH Aeguuut Ha OV e paznuuna. CTeneHra Ha
neUIUT He BUHATHU TIPEACKa3Ba TEXKECTTa Ha KIIMHUYHOTO MPOTHYAHE.

AJITOPUTMH 32 pexaduauTanus Ha 3a00/151BAHETO

IIanueHTHUTEe CHC CTAaBHU KPBBOU3JIMBU CC HYXKIAAT OT CHCI_[I/I(I)I/I‘-IHa pCXEl6I/IJ'II/ITaI_II/IH Ha
OIIOpHO-CTaBHATa CUCTEMA, KOATO Ts0Ba Ja 6’[),216 MMPOBEKAaHa OT CIICHHUAIIMCTHU C OIIUT IIPU
peX8.6I/IJ'II/ITaI_II/I$ITa Ha apTponaTuuv, IpUIUHCHU OT HAPYHICHUA B KOAryjanusiara.

Karo Bcsko XPOHHUYHO 3a00/19BaHe TICHXOJOTHYHATA moaKperna M IOJAKpEIaTra 3a
COoIIMaJIHa HMHTCrpanusd ca 3aAbJDKUTCIHA U B UHTCPAUCHUIIMHAPHUS CKHUIL Tpﬂ6Ba Ja uMa
BKJIFOUCH IICHUXOJIOI U COIIHMAJICH pa6OTHI/IK. HenTa € Ja C€ IIOMOIH€ Ha ManmucHTa aa CE
CIipaBH ICHUXOJIOTHUYCCKU C XpPOHUYHATA 6aHeCT, CbII'BTCTBAIIUTEC  YCIIOXKHCHUA U
HGO6XOHI/IMOCTT3 OT HECMIPECKBCHATO 3aMECTUTCIIHO JICUCHUE U 1a HAMEPU CHIIN J1a OpraHu3npa
W 1NOoAAbpiKa HOPMAJICH XOJ Ha XHUBOT. Ilogxoasmiata IICHXOJOrHYECKa noakpena ce




OCHOBaBa HE CaMO Ha MOTHUBHPAH U CIIOCOOEH €KUM OT MCUXOJIOT U KIMHULUCTH, HO U HYX]a
OT cTa0WJIHa OpraHM3allMOHHA CTPYKTypa, KOSATO Ja IO03BOJIABA aJ€KBaTHA JOCTaBKAa Ha
rpuxka. Heo6Xxoaumo e npu Bb3MOXKHOCT IOCTOSIHHU JIEKapH U MCUXOJIOT /1a BOAST JICYCHHETO
U MOJKperaTa Ha IalMeHTa B paMKHMTE€ Ha OpraHu3upaHara 3jApaBHa cTpykrypa. [loOpe
JIEKyBaHUTE MAllMEHTH MOTaT Ja yNpaKHsSBaT MO-ToJsSMaTa 4yacT OT MO3HaTuTe mpodecuu u
PAOKO ce cpelar HEenpeoAOoIMMH TPYJHOCTU IpU U3IIBIHEHHE HA TPYJOBa aHIa)KUPaHOCT.
Oxka3BaHeTo Ha MoMoII 3a TPO(HEeCHOHATHO OPUEHTUPAHE € 3abJKUTEITHA.

HeoOxoquMu jeilHOCTH 32 npoPmiIakTHUKa HAa 3a00/IBaHeTO (AKO TaKUBa ca
NPHJI0KHMH)

B cemelicTBa ¢ nokazan nedunmt Ha OV ce mpenopbuBa KOrato € Bb3MOXHO Jia ce
npujarat réHeTU4YHU TECTOBC, 3a Ja C€ YICCHAT ICHCTUYHHUTC KOHCYJITAallMM M, aKO
CEeMEHCTBOTO Kellae, MpeHaTalHa JMarHOCTUKA. [ 'eHeTWYHaTa KOHCYJTAlUs € KIOYBT 3a
OKa3BaHE Ha MOMOII] Ha XopaTa ¢ BPOJACHH HAPYIICHUS Ha KOAryJanusaTa, Ha HOCUTEIIUTE U Ha
TEXHUTE CEMEWCTBA Jla HAampaBiT No-uH(GOpMuUpaH u300p. [IpeHaranHa nuarHocTuka ce
npeayiara OOMKHOBEHO KOTaTO c€ OOMHCIIS MpeKpaTsBaHe Ha OPEMEHHOCTTa, aKo Ce JOKaxKe,
4ye eMOPHUOHBT € 3acernat. Moxe, o0ade, ja ce U3BBPIIH C 1] Ja CE MOATOTBAT POJUTEIUTE
U J1a ce TuaHupa paxaanero. Hail-moOpe e na ce m30area paxkaane ¢ (opuenc mwin BakyyM,
aKo 0e0eTo € ¢ J0Ka3aHO HapyIICHUE Ha KOaryJalusl.

IIpenso:xkennss 3a opraHu3anus HA MeIMIHMHCKOTO 00C/y’KBaHe HA NMAllMEHTUTEe U 3a
(puHaHCHpaHe Ha CBHOTBETHHTE [eHHOCTH, ChOOpa3eHW ¢ JelicTBalIaTa B CTpPaHaTa
HOpPMAaTHBHA ypenoda

[Marmenture ¢ nepunur Ha OV TpsOBa 3aabIDKUTENHO 1@ OBAAT TUATHOCTUIUPAHH,
JIEKyBaHU ¥ IPOCIEIABAHU B CIELMAIU3UpaHu LieHTpoBe. [IpeaumcrBara Ha LIEHTPOBETE ca
MHOTOOpPOIHHM U ca CBBP3aHU OT €IHa CTpaHa ¢ Ka4eCTBOTO Ha MEIUIIMHCKO OOCITy)KBaHE U OT
apyra — ¢ yaoOCTBOTO M KayecTBOTO Ha JKMBOT Ha OOCIIy)KBaHUTE MallMeHTU: 24-yacoBa
TeneOoHHA Bpb3Ka U Bb3MOXKHOCT 32 OKa3BaHE Ha JEHOHOIIHA CIIEHIHA TOMOIIL; Bb3MOKHOCT
3a IoJlyyaBaHEe Ha KOHCYJTAllMM OT HMHTEPIUCHUIUIMHAPEH €KHUIl ¢ ONUT B o0jacTTa Ha
BPOJIEHUTE KOAryJonaThy; Bb3MOKHOCT 3a O€3IJIaTHO MPOBEXKJAaHE Ha BCUYKU HEOOXOIUMU
U3CJIeIBaHUs M KOHCY/ITAllMK; TUIAHUpaHe Ha UCIIAaHCEPHO MpOcIesiBaHe, ChoOpa3sBaiiku ce
C Bb3MOXKHOCTHUTE Ha MAIMEHTa; IPOBEXKIaHe Ha KOM(OPTHO €THOIHEBHO JIEYEHHUE B YCIIOBUS
Ha U3BBHOOJIHUYEH CTallMOHAp C MUHUMAJTHO OTCHCTBUE OT YUMIIUILE WU paboTa u JIp.

Wmaliku mpenBun Opost Ha NamUMeHTUTE C  Koaryinomatuu B bbearapus u
ChIIECTBYBAlllaTa MEIUILMHCKA MPAKTHKA U KOMIETEHTHOCT B MOMEHTa, cropea PaboTtHara
rpymna no xemopwins B Hamata cTpaHa € Heooxoaumo jaa 0vaat paskputu 3 wim 4 Lentspa
32 KOMIUIEKCHO JIeYeHHEe Ha XeMO(UIIHs B YHUBEPCUTETCKUTE OOTHUYHU CTpYKTYpH B Codus,
Bapna, [lnoBnuB u IlneBen. LleHTpoBeTe MoraTt 1a M3MBJIHABAT ISJIOCTHATA JHArHOCTUYHA,
neyebHa U JUCHaHcepHa JeHHoCT nmo chulecTByBamuTe B MomeHTa KIT Ne253, KIIp NeS u
KIIpNe6. 3agbmxkuTenHa 4acT OT MEIUIIMHCKATa U TICUXO-COI[HATIHA TPIKA € KOMILICKCHUS
MOJIX0/, KOWTO TpsiOBa Ja ObJE OCHIIECTBEH OT HHTEPIUCHMIUIMHAPEH €KUM, BKIIIOYBAIL
XEeMaToJIor, XeMnaToJor, opTone, (pu3norepaneBT, FreHETHK, aKyllIep-THHEKOJIOT, CTOMATOJIOT,
MICUXOJIOT, colaigeH paOoTHuK. [lopamum ToBa, ye 4YacT OT OOJHMYHUTE 3aBelEHHs ca
CHelMalM3UpaHy 3a JeUeHHEe caMO Ha MAlMEeHTU C XeMaTOJOTMYHU 3a00JIIBaHMsI U OCBEH C
XEMaToJIO3M He pasloyiaraT ¢ JpPYr'M TECHU CHEIMAIMCTH, CHOTBETHUTE NPOPHINPAHU
eKCIIEPTH OT MUHTEPIUCUUIUIMHAPHUTE €KUIIU MOTraT Ja ObJAaT MPUBIICUEHH Ype3 JIOTOBOPU U
Ja UM ObJie OCHUTYpEeHO 3aIlialiaHe oT OOJHHUYHOTO 3aBe/IeHHE, B KOETO € Pa3KpUT IIEHTbpa
WM TI0 JIMHUS HAa HOBA HAI[MOHAJHA Mporpama no peaku 6onectd. Ha chlus NpuHIMIT MOXKe
na ObJe OpraHu3MpaHa M KOHCYJNTaTHBHaTa IIOMOII B LIEHTPOBETE, pa3KpUTH B
MHOronpoGIHUTEe OOJHUIM, HE3aBHCHUMO OT TOBa, Y€ NPOQUIHUTE CHENUAINCTH ca




CIIy’)KUTEIIN B CBIIOTO OOJHUYHO 3aBEIEHUE, KBAECTO € PAa3KPUT M EKCIEPTHUS LEHTHp. 3a
¢unancupane ot M3 uinm upe3 HaIMOHAJIHA Mporpama MOXKe J1a ce 00ChKIa U JIeHHOCTTa B
LIEHTPOBETE, CBbP3aHa MOAIbPKAHETO HA eJIEKTPOHHA 0a3a JaHHU M PETUCTHP 3a NAllUEHTHUTE
¢ XeMO(WIHS U IPYTH KOaryaonaTHH.
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OnucaHue HA ONMUTA ¢ KOHKPETHH MAIHEHTH ChC CHOTBETHOTO PSAKO 3adossiBaHe (aKo
HMa TAKbB)

B uenTbpa HsiMa peructpupan nauueHT ¢ aedpunut Ha OV u IUIcBa JIMYeH OMuUT Mo
OTHOIIIEHHE Ha JUArHOCTUKATa, ICYCHUETO U MPOCIIEIBAHETO.




