CIIPABKA

3a OTpa3siBaHE HA CTAHOBUIIATA, ITOJTyYEHU CJIC/ TPOBEXKIaHe Ha OOIICCTBEHU KOHCYJITAIIUH 110
npoekT Ha Hapenba 3a mpuemane Ha papMako-TeparneBTHIHO PHKOBOJICTBO MO aKyIIEPCTBO U THHEKOJIOTHS
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npe1JI0sKeHUeTOo

MoTtuBu

»O®APMUMITIOPT* ALl

BbB BpB3Ka ¢ myOnmukyBaH 3a oOmiecTBeHO oOCHkAaHe lIpoekT Ha
Hapenla 3a mpueMaHe Ha (apMakKo-TeparneBTUYHO PBKOBOACTBO IIO
aKyIIepCTBO u THHEKOJIOT S,
OMX MCKaN Ja IpesioxkKa MPOMEHH B CICTHUTE pa3zeiiu:

1. AGoptm

4. XunepTeH3UBHY HapylleHus npe3 opemenHoctTa. [Ipeexnammncus

6. XemonuTHyHa 60JIECT

7. llpexxaeBpeMEHHO OTJENeHa MNPUKPENeHAa Ha HOPMAIHO MSICTO
IUTaLeHTa

8. [Ipemnmexaria mianeHTa

9. Paxxnane ¥ clieApOJMIIHE KPHBOTEUCHHUS

10. XeMoparuieH 10K B aKyILIEPCTBOTO

15. JluchyHKIIMOHAIHA MaTOYHU KPBBOTECUCHUS

19. Tokco-uHGEKINO3EH OK B THHEKOJIOTUsITA

AprymMeHH 3a UCKaHUTE TPOMEHHU:
e I30poeHNTE CHCTOSIHUSI Ca CBBP3aHU C JieueHHE Ha KbPBEHE HIIH
MIPIJIOKEHNE HA KPBBHU NMPOAYKTH. PeHO € 1a mMa CHHXpOHU3UpaHe
Ha nHpopmauusiTa B yrBbpaeHUTe OTP OTHOCHO CHCTOSHUS, KOUTO
M3UCKBAT MYITHAMCLHUIPWIApEH Moaxod, B ciydas ¢ OTP mo
XEMaTOJIOT Usl.
e Cuurawm, ye e npenopbuyannte ot OTP noBeneHus npu jgedeHne Ha
KOHKpeTHHTe 3a0oyisiBaHus TpsiOBa ga ObJar choOpaseHH U C
pasnucaHuTe B YTBbpAcHUTE KJIMHWYHM NBTEKHM BB3MOXKHOCTH 3a
MEIMKaMEHTO3HO JICUEHHE.

C oruies Ha rOpPEeU3I0KEHOTO, IPEJIaraM CaeIHUTE pelaKluu:

He ce npuema

Convmcmeauwiume opemennocmma
3abonneanus ___ (cmomuyu!) eunazu___ce
JIeKY8am_Om__CbOMGEEeMeH _CHeyUuaiucm _—
KaKmo amoyiamopHo, maka u
cmayuonaphno. ToBa ce W3BBHPIIBA Cb2AACHO
odwume npunyunu 3a J1eueHue Ha
cvomeemnomo 3aonseane u e OmMpaszeHo
6v6 @DTP no cvomeemunume KIUHUYHU
oucyunaunu. He ce Hanara u He € Bb3MOXKHO
BB @®TP mo akymepctBo 1a Obne
pasriIeKIaHO [MOBEACHHETO MPH  BCHYKH




CBITBTCTBALIN/TIPEAMIIECTBAIINA OpPEMEHHOCTTa
3a0oyisiBaHMs.  AHAJOTMYHO  Ha  TOBA,
aKylIepCKUTe pPBKOBOJACTBA HE TPETHPAT,
HalpuMep, JICYCHHETO C HWHCYIMH HpH
OpeMeHHHM ¢ JuabeT ThH KaTo TO ce BOAH OT
€HJIOKPHHOJIOT.

Ilpumep 3a mosa e cvovprcawama ce 6
KPNe2 noomouka ,3axapen oOuabem no
opeme na oOpemennocm”. Tazu KIMHUYHA
mbTeka He BH3Mpa HM3001I0  Tepamusara ¢
MHCYJIHMH HE3aBHCUMO, Y€ BCHUYKH OPEMEHHH C
npeaurecTBan; Auaber THn I M HAKOM C
reCTalMOHEH IUabeT ce JIEKyBaT ¢ UHCYJIHH.

A - Ka3aHOTO mo-rope ce OTHAacs CBIIO H 32
BPOJICHUTE HapyIICHHs Ha XeMmocTa3aTra U B
YacTHOCT - 3a Oonectra Ha B unedpann (bB),
KOSITO Cce CIIOMEHaBa MHOTOKpaTHO Ha
pasnuuHu Mecta B lIpemnoxenusra. Ilpu
KEHUTE C TOBa 3a0O0JIIBaHE TO € H3BECTHO
Jajged mpenu OpeMEHHOCTTa U Te  ce
OpocleAsBaT W JIEKyBaT OT CBOTBETHHU
CIIEUAIIUCTH. Heo0xoaumure UM
JIeKapCTBEHH NpenapaTu (JIID),
chabpaxamu pakropa Ha Bunedpana (PB),
ce OCHUrypsiBAT 4pe3 MNPOTOKOJHM 1O pen,
HAMOMHSILI TO3M NPH MHcyJIuHa. ToBa craBa
gype3 ase Oomuumm B Codusa - UCYII u
CBAJIX3, xouro pasmojaraT KakTo ¢
N3UCKYEMHUTE  OTHCJIEHHs, Taka U  CBC
CHOTBETHHUTE MpENapaTy.

b - Bpemennute ¢ BB pasnosarar BuHaru u
HMaT HaJIM4HU y cele cu JIII, m3nonsBann
npu  Je4eHHeTO0 WM  TakKa, KAaKTo
JIEKYBAIIUTE Ce ¢ HMHCYJHH pa3moJiarar c
HHCYJHHA cH. Te ca mpeABapUTEIHO ca
ocurypenu c JIII, ceappxamu @B, usnucanu
OT CBOTBETHH CIELUAINUCTH YPe3 CHOTBETHU
MIPOTOKOJTH.

B - CkbnocrpyBammure mnpenaparm,




I'nasa | ,,AGopTH*

KbMm touka 1.2. ,Etnomorust u maroreHesa™ , pyopuka ,,PuckoBu
(dakropu 3a CA“. na ce nobasu:
- KOaryJalMOHHM HapymieHus — Ooject Ha ¢oH BueOpangn,
xeMopuIus
Aprymentn: Xemodunusita u 6onecrra Ha o Bunebpana morar
Jla ca MpUYMHA 3a CIIOHTaHHU a0OpTH.

KbM Touka 1.6. ,,/Indepenunanya quarsosa® na ce 100aBu:
Ilpu yecmu cnonmannu abopmu e neobxoouma JJJ] c eépodena uau

He ce npuema

ceabpuamu PB, He Morar 1a ca HAJIMYHHM
B OOJIHHIU 0€3 XeMAaTOJIOTHYHO OT/HeJIeHHeE.
Te He ce MNOKPUBAT OT HHUTO €JHA
akymepcka kJuHM4Ha 1mbreka (KII).
3aToBa, aK0O MMa HEOOXOAUMOCT OT TaKHBa
JII1, HO malueHTKaTa ciydailHO He pasmnojara
C JIOCTaThUYHO KOJIMYECTBO, MOXE Ja Ce
OTMpaBU UCKaHE 32 KOHKPETEH MAalUEHT KbM
NCVYII u CBAJIX3, xouto ocurypssar JII1. B
ITOCJIEICTBUC OOJIHHITUTE OuBar
penMOypcupanu 1o npouenypa 38.2.

To3m MexaHU3bM, 00ade, € W3KIIOUYCHUE H €
HENPWJIOKUM  TPU  CHEIIHU  ChCTOSIHHS
KaKBUTO ca KpPBBOTEUCHHATA BBB BpB3Ka C
paxnanero. MMeHHO 3aToBa OpeMeHHUTe
JKeHU BHHATH NpeIBAPUTEIHO ca
ocurypenu c JIII, ceabpxkamu ®B, kakTo n
c NHCMEeHHU NpenopbLKU OTHOCHO
NMPUJI0KEHUETO MM B Pa3JIUYHH KJIMHUYHH
CUTyalHH.

A - Te3u 3aboisiBaHMs HE cCe€
ImocouBart B aBTOpI/ITeTHI/ITe 3almaaHu
PBKOBOJICTBA WU MIPETIOPBKHI Ha
poGheCHOHATHO-ChCIIOBHH OpraHu3aIHH

(RCOG, ACOG) kaTo MPHUYMHH 3a CIIOHTAHHH
abopTH.

b - KpbBoTeueHusTa npu 3aruiamiBanj
abopT M B IBPBH, U BHB BTOPH TPHUMECTBHP,
UMaT YHHWKaJHa 3a OpeMEHHOCTTa MaToreHes3a




npuoobuUma Koazyionamus u KOHCYImayusi ¢ Xemamonoz.
Aprymentu: Xemodumusata u Oonectra Ha GoH Buebpan morar

Ja ca NpruvirHa 3a CIIOHTaHHU a60pTI/I.

I'maBa IV ,XunepTreH3uBHM HapylleHHsl Npe3 OpeMeHHOCTTA.
peexnamncus“

Komm. 1.2, TepaneBTUYHO MoBeeHNE™ 1a ce 100aBU MOapasient
Ilpunoscenue na Kpvenu npooykmu

* Human albumin — TTo nperienka. J[o3aTta 3aBHCH OT TEKECTTa Ha
TpaBMaTa Wid 3a00JSIBAaHETO M OT MNPOJb/DKABAIIUTE 3aryoum Ha
TEYHOCT H OenThK. T ce onpenens oT U3MepBaHUs Ha aJeKBaTHOCTTA
Ha LUPKyJIHpamms o0eM, a He Ha HHMBATa Ha IUIA3MEHUS ajJOyMUH.
PaztBopu Ha doBemku anOymun c konueHtpamms 200 g/l wmar
OTHOCUTEITHO HHCKO ChJBPKaHHE Ha CIEKTPOJIUTH B CPaBHEHHE C
pa3TBOpH Ha 4YOBEWIKH alOyMHH ¢ KoHneHTtpamus S50 g/l, xoeto
Hajara KOHTPOJ Ha EJEKTPOJUTHHAT CTAaTyCc Ha mnanueHTa. [Ipum
3aMeCTBaHE Ha TrojeMd 00eMH, € HeoOXOJMMO Ja ce KOHTPOJIUpPAT
KoarynausaTa 1 Xxemarokpura. TpsOBa Jia ce nmpeanpueMar MepKu, 3a

He ce npuema

M HE ce [JbpDKaT Ha  HAJIWIHOTO
KoaryJanuoHHO HapymeHue. Ilopagu ToBa
MPUIOKEHUETO Ha TpemnapaTH, ChABbPXKAIIU
O®B, npu xenu ¢ bB e unaunupano camo npu
MPEJCTOSIN ONePaTUBHU UHTEPBEHIIUHU C 1]
eBaKyHpaHe Ha MaTOYHOTO CBABPKUMO
(abpazmo).

B - IIpu xaoumyannu CA ce
0onycka 6pv3Ka He C HOHUMCeHdA, d C
noGUWIEHA  CbCUPBAEMOCH HA  KpPbéma.
TakaBa uma mpu T.Hap. mpomobouruu —
eépooenu (BT) u npuoooumu (IIT). Ilpu
BHUCOKOPHCKOBUTE BPOJCHU TpoMOOpuIMKU U
npu  npupodutute  (anTHdOChHOMMIUACH
CHHJIpaM) ce OmHTBa  JICUCHHE c
AHMUKOAZYIAHMU/AHMUAZPe2aHmU,
00uKHoseHo cned 12 a.c.

Yncto  aKkymepckd — yCIOXKHEHHS — KaTo
npeekiaamicus (I1E), HeTexko aOpymimo Ha
IUTAIIEHTaTa ¥ IUTAlleHTa IPEeBUs, KOUTO He
M3UCKBAT pOJIOpa3pelieHre, HE H3UCKBAT M
NPWIOKEHWE Ha [penapard, ChIbpiKallu
¢aktop Ha Bunebpang (PB). Toit He e
ynomeHat u B KIT Ne 2, B KosITO ca BKIIFOUEHHU
TE3U HO30JIOTHYHH SIUHUIIH.

IIpu mnpeexnamncusta (I1IE) HsIMa BBHITHO
KbpPBEHE, a CBbCHUPBAEMOCTTa Ha KpbBTa €
nosuiieHa. ToBa M3KIIIOYBA MPUIIATAHETO HA
KOaryJaloHH! (akTOpH aKo He ce IUIaHupa
pojopaspemienue, B T.4. — u Ha JIII,
cpabpxamy OB.




71a c€ OCHTYPHU MOAXOMAIIO 3aMECTBAaHE Ha IPYTUTE KPHBHH CHCTaBKH.
Moxe 1a Bb3HUKHE XUIIEPBOJIEMHS, aKO TO3UPOBKATa M CKOPOCTTA Ha
nHOY3us He ObIAT MPUCIOCOOEHH KbM IMPKYJIATOPHOTO CHCTOSIHUE
Ha MAlMeHTa.

+ Fibrinogen - npu HuBa <1.0 g/l. [lo3ara ce ompenesns OT HUBOTO
(pynkmonanHo) Ha QubpuHorena, KomndecTBoTo M decTtoTraTa Ha
MPWIOKEHUE ca CTPOr0 WHIWBUAYAJIHH CIIEJ PEJOBEH KOHTPOJ Ha
IUIA3MEHOTO HHMBO Ha (UOPHUHOTeHa, KIMHUYHOTO CHCTOSHHE HA
nalyeHTa ¥ U3MO0JI3BaHUTE APYTH 3aMecTBaIln Tepaniu. OOMKHOBEHO
I'bPBOHAYATIHO ce mpujaratr 1-2 g ¢ mocneBamy WHPY3UH, KakTo €
HeoOxommMmo. B ciywaii Ha TeXka XeMmoparusi, Hamp. TrolisMa
XHPYpPIusi, MOXE Ja Ce HW3HCKBaT IMo-rojieMu KoamdectBa (4-8 Q)
¢ubpuHOTEH.

* Coagulation factor VIII - Jledenunero TpsiOBa 1a 3amodvHE IO
HaONIOJICHNEeTO Ha Jekap xemaronor. HeoOxoammara mo3a ce
olIpezies upe3 M3I0JI3BaHe Ha cieqHaTa GopMyIa:

UznckBanust Opoii eamuunu = teiecHoro terio (kg X IU/dl) x

*KeynaHoTo nosuiapane Ha dakrop VII (%) x 0,5

* Coagulation factor von Wilebrand - TIpumara ce 3a
npoUIaKTUKa Ha KPBBOM3JIMBH B ClIy4all Ha XUPYyprHUYHU
MaHUIYJIalMY WA TEXKKHU TpaBMHU. JIeueHueTo TpsOBa J1a 3arouHe mo;|
HaONIIOJICHUETO Ha JIeKap XeMaTojor. 3a mpodWIakTHKa Ha
KPBBOM3JIUBA TIPH XUPYPrHMYHU MAHHUITYJAI[MM WHXCEKTUPAHETO Ha
(daktopa Ha o BuneOpann TpsoBa aa ce npuioxu 1-2 wyaca npeau
3aro4BaHe Ha mpoueaypara. TpsoBa aa ce crOmogaBar HuBa Ha VWF
:RCo ot > 60 IU/dl (= 60%) u ma FVIII:C > 40 IU/dl (= 40%). Ha
Bcekn 12-24 wyaca TpsOBa Ja ce mpwiarar MOIXOASIIN JIO3U.
Jlo3upoBkaTa W TPOABIDKUTETHOCTTA HA JIEUEHHETO 3aBHCAT OT
KIMHUYHOTO CBHCTOSHME Ha MalMeHTa, THIA M TEXKECTTa Ha
kpbBom3nuBa 1 HEBata Ha VWF :RCo u FVIII:C. Korato ce u3non3sar
MPOAYKTH, Chabpxkamuy ¢aktop ¢on BumeOpann u dakrop VIII,
TpsiOBa Ja ce cjlely 3a HaJMYWe Ha IIOCTOSHHO BHCOKO HHBO Ha
FVIIIL:C, xoeTto MOke 1a OBEIE IO IMOBHINEH PHUCK OT TPOMOO3W,
0COOEHO TPH MANHMEHTH C KIWHUYHAN © J1a0OpaTOpHH PHUCKOBU
(hakTopu, xKoraTo TpsiOBa Aa ce 0OCHAM HaAMallIBaHE Ha J103aTa W/HIU
yIbIDKaBaHE Ha JI030BHS WHTEpBaj WIW TpwiaraHero Ha (oH
BuieOpan npoiyKT, ChIbpIKall HUCKO HUBO Ha (akrop VIIL




ITo Bpeme Ha OpemenHocT HMBOTO Ha VWF 3amouBa ga HapacTBa
olle Mpe3 MIecTaTra CeIMHULA, a MPe3 TPETOTO TPUMECEUHe MOXKE Taka
Jla ce YBEIHUYH, e TP MHOTO NanueHTH ¢ 6osect Ha GoH Buebpann
Tun 1 ma ObAAT perucTpupaHd HOPMATHU CTOHHOCTH; HHBAaTa MOTaT
Jia cajgHaT Obp30 ClIe paXKAaHEeTo, YECTO B paMKUTE Ha 2-3 THH; Te3U
MOBULICHHUS HE ce HaOmoaasat npu 3adomsBane Tum 2; npu Tum 2B,
yBennuaBaHeTro Ha abuopmuus VWF MOXE Ja TPUIUHH
TPOMOOIIUTOTICHUS
- Ilpu paxxmane Ha Aere, P KEHUTE TPsiOBa a ObJAT MOCTUTHATH
unuBa Ha VWF :RCo u FVIII mone 50 IU/dL npemu paxaane, KaTo Te3n
HUBa TpsAOBa Ja OBJAT TOAABPKAHW 3-5 IHU C TIOCIEIBAIIO
HabJroIeHNe 32 KbCHO KbPBEHE
- [Mpu VWD Tun 2 u Tun 3 ¢ Ha4aJI0TO Ha KOHTPAKIMHUTE CE 3ar04YBa
npuinoxkenue Ha FVIII/VWF  korHmeHTpar, KoeTo nmpoabiikaBa 0 4-5
JTHH CJIe]| PaXIaHEeTO WM MPU HEOOXOJAUMOCT OT 11€3aPOBO CEUCHHE -
no 7 maum cnex wmero; mosa: 50 IU FVII/Kg mpodumaktuumo 3a
neprona Ha paxaanero u 30 U FVIII/KQ Benubk AHEBHO WM TIpe3
JIeH 3a nepuof oT 1-7 nHu caen paxkxaaHeTo
e Coagulation factor IX, II, VII and X in combination - Jleuenue
Ha KPBBOUBJIHMBH W TIEpHONIEpaTHBHA NMPO(UIAKTHKA Ha KPHBOUIINBU
Opu NpUAOOUT JNedUIMT Ha KOoaryjJaluoOHHWUTE (AaKTopu Ha
MPOTPOMOMHOBHS KOMITJIEKC, KAKTO M TIPU JCPUIIUT, TPEAU3BUKAH OT
JieYeHHe C AaHTaroHWUCTH Ha BUTamMuMH K, wiM B ciiydawte Ha
Mpeo3upaHe Ha aHTaroHWCTH Ha BUTaMUH K, korato ce Hanara 0bp30
kopurupane Ha pgedunmt. Jlozara me 3aBucu ot INR mpemu
neuenneto U INR, xoero TpsiOBa ma ce nqocrturne. Mzumcienara go3a
ce OCHOBaBa Ha eMITMPUYHATA Haxo/Ka, ue 1 IU koarynamuonen FVII,
FIX, FII u FX oT mpomykTa moBHWIaBaT B Ila3MaTa ChOTBETHO Ha
FVII ¢ 0.019 IU/mL, FIX ¢ 0.019 IU/ml, ua daxrtop FII ¢ 0.02 1U/mL
uHa FX ¢ 0.017 IU/mL. EauananaTa qo3a He TpsAOBa 1a HaaBUIABA 3
000 1U.

ITpu paxnane Ha xeHa ¢ aktuBHOCT Ha FIl < 0.2 IU/mL B tpeTtus
TpumecThp ce oochxkaa npunarane Ha PCC 2040 1U/Kg exnokpatHO
WJIM TIPEJIU 11€3aPOBO CEUSHHE 3a IMOCTHraHe Ha aktuBHOCT Ha FI1 0.2 —
0.4 1IU/ml; moxe nma ce o6chxIa Mo-HATATHIIHO TpuitokeHune Ha PCC
10-20 1U/kg Ha 48-s1 yac 3a momappikane akTuBHOCTTa Ha FIl > 0.2
IU/mL nait-manxko 3a 3 quu




K®M Touka 3.3. ,,U3TTIOJI3BAHU JIEKAPCTBEHU IMPOJAYKTHU*
Ja ce 100aBsT:
e Coagulation Factor von Wilebrand — ATC B02BD06
o Coagulation factor VIII — ATC B02BD02
e Coagulation factor IX, II, VIl and X in combination
e Human albumin — ATC BO5BA02

AprymenTu: [Ipoaykrute ca BkimtoueHn B KimHudHa mpreka Nel
“CralMOHAPHH IPUXKH IPU OPEMEHHOCT ¢ MoBuIleH puck”,koq 92061-
00, xwpHmeTo ce Jomycka TPWIOKEHHE Ha KPHBOCHCHPBAIIU
¢dakTopu,kon *99,06 TpaHcdy3us Ha paKTOPH Ha ChCHUPBAHE.

Iaasa VI. “*XEMOJINTUYHA BOJIECT”
K®M touka 2. , IIpodunaktika® na ce 1006aBsT:

2.1. Anrenaranna [Ipodunaktuka

ChIriIacHO OOIIUTE MPEMOPhKU TEKYIIO Mpuiaranure ao3u Anti-D
(rh) immunoglobulin Bapupar B rpanumure 50-330 pg wim 2501650
V.

» [InaHoBa aHTeHaTaIHA NPOQUIAKTHKA:

Ennoxpatna noza (mamp. 250 pg wmm 1250 IU) nma 28-30-ara
ceIMHIla OT OpeMEHHOCTTa WM JIBe J03W Ha 28-ata W Ha 34-TaTta
CeIMHUIIA.

* AHTeHaTaiHa NpoQUIAKTHKA CJIe]] YCIOKHEHNE Ha OpeMEHHOCTTA!

Ennokpatna noza (mamp. 125 pg wmm 625 IU npeam 12-ara
cexMmuia ot OpemeHHocTTa wiad Hanp. 250 pg wnu 1250 U cnex 12-
aTa ceIMUIla 0T OPEeMEHHOCTTa) TPsiOBa Jla MPHUIOKHM BH3MOXKHO Hali-
paHo M cien He MoBeye OT 72 4aca M ako € HeoOXOoAWMo, chlLiaTa
TpsiOBa Aa ce MOBTaps Npe3 WHTEPBaIu OT 6—12-cenMunu mpe3 usara
OpEeMEeHHOCT.

Cren aMHUOIICHTE3a WM CIIeJT XOPHOHOWOITICHS TpsOBa da ce
NPWIIOXKH eTHOKpaTHa jo3a (Hanp. 250 pug umm 1250 1U).

2.2.  llpodunaktuka cien paxaaHe

He ce npuema

He ce npuema

MortuBHUTE ca TOCOYECHU o-rope.

[ToapoOHM npenopbKH OTHOCHO J03UTE Ha
AHTH-]| IMYHHHAT TTIO0YJINH CBIIECTBYBAT B
rmaBata ,,XeMOJMTHYHAa Ooyect”’, KaTo ca
crobpazenu ¢ [Ipenopbkune Ha BIAT, kowuro,
OT CBOSI CTpEHa, CBhOTBETCTBAT HA TE3H,
MpUJIAraHy 10 CBETA.




Rh(D) cencubunmsamus ce cpemia npu npudausuteaso 16% ot
opemennocture cpen Rh(D) orpunarennu sxenu. Koraro Rh(D)
MOJIOKUTENHO HOBopoaeHo ce poau oT Rh(D) orpunarenna maiika,
1500 IU (exBuBanentnu Ha 300 ng) Anti-D (rh) immunoglobulin
TpsAOBa Ja ce MPUJIOKAT MHTPAMYCKYJIHO Haif-paHo, HO HE MO-KbCHO
oT 72 waca cien paxkaaHero. Cumrta ce, 4ye CpPEeJHOTO KOJIMYECTBO
KpPBB, TNpEMHHABalla OT IUIONA KbM Maiikata ciex paxigaHe, €
npubmusutenano 0,7 ml, xaro tpancdysus, Hagsumasama 10 ml, ce
cpema camMo B mpuOmu3utenHo 1% ot ciydaute. [Ipunaranero Ha
Anti-D (rh) immunoglobulin B mo3a ot 500 IU (100 pg) 6u 6uma
IOCTaThyHA, 3a Ja MpeJoTBpaTH CeHcuOmnu3anusa. B cmydait Ha
HECUTYPHOCT MOXKe Jla ce u3BbpuIM TecT Ha Kiaiixayep-bertke, 3a na
ce OICHU JCHCTBUTENHHIT 00eM Ha TpeMHHaNa (eTanHa KpbB KbM
Maiikara. PuckoBm ¢akTtopum ca: MHOTOIIOqHAa OpEMEHHOCT, Bas3a
MpEeBUs], CHEKThP Ha a0HOPMAHO TPHKpENeHa IUIaleHTa (akpera,
WHKpeTa, TepKpeTa), 1e3apoBO CeueHHe M JPYyrd aKyIIepcKu
MaHUIyJAMK, KaTo MaHyalHa W WHCTPYMEHTAJlHA pEBU3HA Ha
MaTo4yHaTa KyXHHA, CyOaTOHHsS Ha MaTKaTa, eKCLIECHBHA XEMOpParus
npu TCXKKHN Pa3KbCBaHUA Ha MCKHUTEC pOoaoBu II'bTHUIIA.
Jomwnuurennara qo3za Anti-D (rh) immunoglobulin ce u3uncnssa Ha
6aza neyrpanmsupane Ha 0,5 ml Rh-D mnomoxurennu ¢derannu
epurporti ot mnpuOmusurenso 10 ug (50 1U) Anti-D (rh)
immunoglobulin.

[MTocTHaTanHaTa 103a TPAOBA Ja Ce MPUIIOKH JJOPU M KOraTo € Omia
NPWIOKEHA aHTEHAaTalHa NPO(WIAKTHKA, a CBII0 M B CIyYauTe,
KOraTo B cepymMa Ha MaiikaTa MOXeE Jia C€ YCTaHOBHM OCTaThb4Ha
aKTHBHOCT OT aHTECHATAJIHATA MPOPHIAKTHKA.

Aprymentu: KXIT Ha omo6pen 3a buirapus JIIT ¢ INN Anti-D (rh)
immunoglobulin.

KoM T. 2.5, ,,ChCTOSIHUS, BOACIIN 10 CEHCUOMIM3UPAHE M0 BpeMe
Ha OpeMeHHOCTTa™ Ja ce M00aBAT: eKMmOnuuHa OpeMeHHOCm UIU
xuopamughopmena Moaa, SLMPEMAMOYHA CMBPM HA  3APOOULd,
MPAHCANAYEHMAPEH — KPBBOU3IUE, HACMBNUL 8  pe3yimam Ha
anmenapmym Kpb8ousJiue,

Aprymentu: KXIT Ha ogobpen 3a bouirapus JIIT ¢ INN Anti-D (rh)
immunoglobulin

He ce npuema

MoTuBHUTE ca U3JI0KEHU MTO-TOPE.

N B ppyru rnaBu Ha ToBa DTP cme ce
MPUIBPIKATH KbM CHOTBETHHUTE MPEMOPHKH Ha
BJIAT.




B 1. 2.6. ,,IIpodunakTika mo Bpeme Ha OPEeMEHHOCT | CJIE paxkaaHe
€ M3MO0JI3BaHO THPrOBCKO MME Ha JieKapcTBeH Nponaykr. CrnenBa aa ce
n3nomea INN Anti-D (rh) immunoglobulin

Aprymentu: B ppKOBoICTBA W y4eOHHIIM HE C€ H3IOI3BAT
THPTOBCKM HAaNMEHOBAHMUS Ha JICKAPCTBEHHU MPOITYKTH.

FaaBa VII. “NIPEXJIEBPEMEHHO OTJ/IEIEHA HA
MNPUKPEINEHA HA HOPMAJIHO MSACTO IIVIALIEHTA”

Kem 1. 3.1.3. “BrnuBanus mpu texkxo All (mppBoHauamHo)” ma ce
n00aBsT:

* Human albumin — Bmwx I'maBa IV “XwunepTeH3uBHH HapylICHUS
npu  OpemenHoctta. [Ipeexnammncus”, T.1.2  “TepaneBTHYHO
noBeaeHue”, noapasaen “IIpunoxeHue Ha KPbBHU MPOIYKTH

* Quépunozen - mnpu wuuBa <1.0 g/l. - Bmwk ImaBa IV
“XunepTeH3UBHU HapylIeHHs MpH OpemeHHocTTa. [Ipeexmammcus’”,
1.1.2 “TepaneBrnuno moBeAeHUE’, moapasnen ‘‘Ilpuioxkenue Ha
KPBBHHU NPOJYKTU

» Coagulation factor VIII - Bwk T'maBa IV “XwunepreH3uBHH
HapyUIEHUS npu OpeMeHHOCTTA. IIpeexnamrmcus”, T.1.2
“TepaneBTHUHO mMOBeAeHue”, moapasnen “‘[IpunoxxeHne Ha KpbBHU
OpOIYyKTU”

* Coagulation factor von Wilebrand - Bmx TImasa IV
“XunepTeH3UBHU HapyleHHs Mpu OpemeHHocTTa. [Ipeexmammcus’”,
1.1.2 “TepaneBrnuno moBeAeHUE’, moapasnen “‘Ilpuioxkenue Ha
KPBBHU NPOIYKTH

» Coagulation factor IX, Il, VII and X in combination - Bux ['naBa
v “XunepTeH3nBHU HapylEeHUs pu OpeMeHHOCTTA.
[Ipeexmammcusa”, T1.1.2 “TepameBTUYHO TOBEACHHE, TOAPA3ILT
“IIpunoxeHne Ha KPbBHU NPOAYKTH

IIpuema ce

He ce npuema

He ce npuema

Haseanuero Rhezonativ e mnpemaxmato ot
TeKCTa Ha (bapmako-TepaneBTHYHOTO
PBKOBOJICTRBO.

B HuTO emHa rnmaBa He cMe YIOMCHAaBAIH
t.Hap. INN — konm, a camo ATC koma Ha
cpotBetHHs JIII, mpeicTaBeH ¢ TeHEPUYHOTO
CH UMe.

CprpTcTBalUTe OpeMEHHOCTTa 3200Js1BaHus (CTOTUIM!)
BUHATH CE€ JIEKYBAaT OT CHOTBETEH CHEIHAINCT - KaKTO
amMOy/aTopHO, Taka M crauudoHapHo. ToBa ce U3BBpLIBA
CBIVIACHO O0LIMTe MPUHIVIN 32 JedeHHe Ha 1aJeH0TO
3a0ossiBaHe U e oTrpa3eHo BbB ®TP mo chorBeTHHTE
KJIMHAYHE Juciuminan. He ce Hasara u He € Bb3MOXKHO
BpB DTP mno akymepctBo xga Obae pasriaexgaHo
MIOBEJIEHUETO IPH BCHYKHM CHIIBTCTBAIIH/IPEAIECTBAIII
OpemeHHOCTTa 3a00NsBaHUs. AHAJIOTMYHO Ha TOBA,
aKyIIepCKUTe PBKOBOJACTBA HE TPETHPAT, HATPUMED,
JIEYEHUETO ¢ MHCYIUH NP OpeMeHHH ¢ auabeT Thil kaTo
TO ce BoaM OT eHmokpuuonor. Ilpumep 3a ToBa e
chAbpikamara ce B KPNe2 nmoarouka ,,3axapen qnader
no 6peme Ha OpemeHHocT". Tasu KIMHMYHA IbTEKA HE
BU3HMpa H300I0 TEpamusTa ¢ WHCYJIHH HE3aBHCHMO, Y€
BCHYKU OpEeMEHHH C TIpeALIecTBall AnadeT Tum | u Hikou
C TecTallnOHeH AuabeT ce JIEKyBaT C HHCYIHH.

A - Ka3aHOTO mo-TOpe ce OTHACS ChIIO U 332 BPOJACHUTE
HapyIIeHNs] Ha XEMOCTa3aTa M B 4acTHOCT - 3a OonectTa
Ha Bunebpann (bB), kosTO ce criomMeHaBa MHOTOKPATHO
Ha pa3nuuHu Mecta B Ilpemnoxenusita. Ilpu sxenure c
ToBa 3a0onsgBaHE TO € W3BECTHO Janed TIpeqH
OpeMEHHOCTTA M Te Ce IpOCIeAsBaT M JIEKyBaT OT
CHOTBETHH CIIEINAUCTH. Heo6xoaumure UM
JIEeKapCTBEHH NpenapaTu (Jim), CBHAbPIKALLU
¢axropa Ha Buuedpann (®B), ce ocurypsBaT upe3
NPOTOKOJIN MO pel, HAMOMHSI TO3H MPH WHCYJHHA.
ToBa craBa upe3 nge Oommmim B Codus - UCVYII n
CBAJIX3, kouTo pasmomaraT KakTO C H3HCKYEeMUTE
OT/ZIENICHHS, TAKA U ChC CHOTBETHUTE MPEHIAPATH.

B - CxkbnocTpyBauuTe npenaparti, cbabpmamu OB,
He MoOraT fAa ca HaIM4YHM B OoJHMUM  Oe3
XeMaTOJOrH4YHO oTAejeHne. Te He ce MOKpUBAT OT




Anti-D (rh) immunoglobulin - 3a ycnemina umyHonpoduiakTika
Anti-D (rh) immunoglobulin TpsibBa 1a ce MPHUIOKH KOJIKOTO Ce
MOXK€ TIO-paHO cJex CHOWUTHETO, [OBEN0 10 CEHCHOWIH3AINA,
MIPETOPBYUTETHO A0 72-Ud Yac.

Immunoglobulin 3a unTpaBeHo3no mnpuioxenue (IGIV) momara
MIPH TEXKHU OaKTepHaTHN WH()EKIIHH.

[Ipenoppuanata no3za e 0,2 - 0,4 g/kg Ha BCeKM TpWU WIH YETHPHU
CEeIMUIIH.

Aprymentu: B KII Ne2 “IIpenamanna uneasusna ouacnocmuxa Ha
OpemenHOCmma u UHMEH3USHU SPUIICU NPU OPEMEHHOCH C Pealu3upan
puck” ce JIOIMycKa MPHUIOKEHUETO Ha (HaKTOPH Ha KPbBOCHCHPBAHE
(92061-00/ *99.06), andoymun (92062-00/ *99.07), uMyHOrIO0YIHH
(96199-02/ *99.22) m Anti-D (rh) immunoglobulin (92173-00/
*09.11).

B 1. 3.3 “M3non3BaHu JEeKapcTBEHHW NPOAYKTH JAa ce 100aBAT
CHOTBETHO
» Coagulation factor IX, Il, VII and X in combination - ATC:
B02BD01

IIpuema ce

He ce npuema

He ce nmpuema

HHTO eJHa aKyuepcka kJuHM4HAa mbreka (KII).
3atoBa, ako MMa HeoOxomumocT or TakuBa JIII, HO
MalUeHTKaTa ClydaiiHO He pasfojara ¢ J0CTaThuHO
KOJIMYECTBO, MOXKE []a CE€ OTIPABU HCKaHE 332 KOHKpETeH
nanuent kpM MCVYJI u CBAJIX3, kouto ocurypssat JIII.
B mocnexctBue GoiHuuMTe OMBAT PEMMOYPCHpaHH MO
nponexnypa 38.2.

To3u MexaHU3bM, 00aue, € U3KIIIOUCHHE U € HEPHIOKHM
IpH CHENIHU CHCTOSHUS KAKBUTO Ca KPbBOTEUEHUSTa BbB
Bpb3Ka C pakaaHero. MMeHHO 3a ToBa, OpeMeHHHMTe
JKeHH BHMHATU INpPeJBAPHTEJIHO ca ocurypenn c JIII,
chabpikalin @B, KakT0 M ¢ NHCMEHH NPENOPbKH
OTHOCHO NPHJIOKEHHETO MM B Pa3IH4YHH KIHMHHYHH
CHUTyalHuH.

B pbKOBOACTBOTO € J00aBEH CHOTBETCH
TekcT. JlobaBeH e u AHTH-[[ uUMyHEH
rnoOynuH ¢ ATC kox kpM m3nonsBanute JIIT
B Kpasi Ha rjaBara.

B pyOpukara, oTHacsIIa ce 10 JICYCHUETO
Ha 3a0onsBanusaTa BKmodenn B KIT Ne 2,
€ TI0COYEHO CIIEAHOTO (IUTHPAM TOUHO):

*99.07 TPAH®Y3US HA IPYTI CEPYM
TpaHchy3usa Ha miIa3mMa

HN3kawuBa:

MHKeKuus (Tpancdy3us) Ha: TaMaBeHHMH -
99.16 rama-raooyaun - 99.14

MoTuBHUTE ca U3JI0KEHU MTO-TOPE.




* Fibrinogen - ATC: B02BB01
» Coagulation factor VIII ATC: B02BD02
» Coagulation factor vW ATC: B02BD06
* Anti-D (rh) immunoglobulin ATC J06BB01
* Immunoglobulin 3a wunTpaBenozno mnpunoxenue (IGIV) ATC
JO6BA02

Aprymentu: B KIT Ne2 “Ilpenartanna wHBa3WBHA AMAarHOCTHKA Ha
OpEMEHHOCTTa M UHTCH3WBHH T'PUXKH MPU OPEMEHHOCT C pealiu3upaH
pHUCK” ce AOMycKa NPWIOKEHHETO Ha (aKTOpH Ha KPBBOCHCHPBAHE
(92061-00/ *99.06), andoymun (92062-00/ *99.07), UMyHOTIOOYIHH
(96199-02/ *99.22) m Anti-D (rh) immunoglobulin (92173-00/
*09.11).

Inasa VI “IPEJUIEXAIIA MJIALEHTA”

B 1.2.1 “IInamenTa mpeBust Jajed OT TEPMHH, ChC C€IabO MO

YMEPEHO KbpBEHE W HEKW3HECNMOCOOEH Tuion” Ja Cce JOMBIHH
pedepupane kpMm ['maBa VI “Xemonurnuna 6onect”
[poBexna ce peaHMMaIysi ¥ CTa0WIN3AIMs HA XeMOAMHAMHKATa Ha
OpemenHara. [Ipu Hy1a ce mpeanprueMaT KpbBOIIPEIUBaHUs, 3a Ja ce
noJAbpKa XeMaTOKpUThT >30. AmIMOUpaT ce€ TOKOJIUTULH U
KOPTHKOCTEpOUAN Mexay 26-34 r.c. (Bxk.T.3). [Ipn HEemMyHHM3MpaHU
Rh-orpuniarennnn~ Opemennn  ce  ammmnupa  Anti-D  (rh)
immunoglobulin . (Bx I'masa VI “Xemonutiuna 6oect”).

Kem 1. 3.1 ,,Anroput™mu Ha jiedeHue" 11a ce TOMbIHU:

3.1.5. Kpvenu npooykmu

* Human albumin — Bmwx I'maBa IV “XwunepTeH3uBHH HapyIICHUsI
npu  Opemennocrra. [lpeexmammcus”, T.1.2  “TepaneBTHYHO
noseseHue”, noapaszaen “TlpunoxxeHne Ha KpbBHU NPOIYKTH

»  Tpombouumen xonuyenmpam - ipu tpombouuT < 50x109/1.

» Fibrinogen - npu mnusa <1.0 g/l — Bwx [InmaBa IV
“XunepreH3UBHU HapylleHus npu OpemeHHoctTa. llpeexmammncus”,
1.1.2 “TepameBTnunHo TmoOBeAeHUE’, moapasnen “‘Ilpuinoxenue Ha

He ce npuema

He ce npuema

C'I)HICCTBYBa B TCKCTA HAa PbKOBOACTBOTO.

BsB (apMako-TepaneBTUIHOTO
PBKOBOJACTBO ca oTpazeHu Tteparuun/JIIl,
npuWiaraHd oT axyumep-ruaexososu. JIII,
npuiIarany oT AHECTE3HO0JI03H-
peanmmaropy B KAWJIL, camo ca
MapKHUpaHU.




KPBBHU MPOTYKTH

+ Coagulation factor VIII — Bwx I'maBa IV “XunepreH3uBHU
HapylLIEHUs npu OpeMeHHOCTTAa. [Ipeexnamncus”, 1.1.2
“TepameBTHYHO TOBeAcHUE, moapazaen “[IpmmoxeHne Ha KPBHBHU
MPOAYKTH

» Coagulation factor von Wilebrand — Bwmwx Tmasa IV
“XwunepreH3UBHH HapylIeHUs] mpu OpeMeHHocTTa. llpeexmammcus”,
1.1.2 “TepameBrruno TmoBeAcHUE”, Tmoapaszaen “TlpunokeHne Ha
KPBBHU MPOTYKTH

» Coagulation factor IX, II, VIl and X in combination - Bux I'naBa
v “XunepTreH3uBHU HapyLIeHUs pu OpeMeHHOCTTA.
[Ipeexnammcusa”, T1.1.2 “TepameBTUYHO TOBEACHME, TOAPA3ILI
“IIpunoxeHue Ha KpbBHU MPOAYKTH

* Anti-D  (rh)  immunoglobulin - Bwx TImaBa VI
“IIpexxneBpeMeHHO OTJIETIeHa Ha MPUKpPENeHa Ha HOPMAJHO MICTO
mianenra’”, 1.3.1.3 “BnuBanus npu texxko All (mbpBoHauanHo)”

* Immunoglobulin 3a unmpasenoszno npunoscenue (1GI1V) - Bk
I'maa VII “IIpexxaeBpeMeHHO OTieNIeHa Ha MTPUKpETNieHa Ha HOPMAaTHO
msicto  oranedTta’, T1.3.1.3  “BmmBanms npu  Texko  All
(TrppBOHAYANIHO)”.

Aprymentu: B KII Ne2 “Ilpenamanna uneazuena ouacnocmuxa Ha
bpemenHoCmma u UHMeH3UBHU 2PUdHCU NPU GPEMEHHOC ¢ peanu3upan
puck” ce JIOIMycKa MPHUIOKEHUETO Ha (HaKTOPH Ha KPHBOCHCHPBAHE
(92061-00/ *99.06), anbymun (92062-00/ *99.07) , uMyHOIrIOOYIHH
(96199-02/ *99.22) um Anti-D (rh) immunoglobulin (92173-00/
*09.11).

B 1. 3.2. ,,3mon3Banu JIEKapCTBEHHU MPOIYKTH WMa JOIMyCHATH
MOBTOPEHHUS Ha JIGKAPCTBEHH IPOIYKTH W € HeoOXOoIMMO Ja ce
yEIHAKBH U3MHMCBAHETO — HA OBITAPCKH WM HA JIATUHCKU.

[Ipennaram na ce 100aBAT CICAHUTE IPOAYKTH:

» Coagulation factor IX, Il, VII and X in combination - ATC:
B02BD01

IIpuema ce

He ce npuema

IIpuema ce

JloGaBeHO € B pbKOBOJICTBOTO.

B KIT NeNe 1,2, 165, 169 ”.ce xa3Ba:

*99.07 TPAH®Y3US HA IPYI CEPYM
TpaHchy3usa Ha miIa3mMa

H3kawuBa:

MHKeKuus (Tpancdys3us) Ha: raMaBeHHMH -
99.16 rama-ruooyaun - 99.14




* Fibrinogen - ATC: B02BB01

» Coagulation factor VIII ATC: B02BD02

» Coagulation factor vW ATC: B02BD06

* Anti-D (rh) immunoglobulin ATC J06BB01

* Immunoglobulin 3a wunTpaBeHo3no npunoxenue (IGIV) ATC
JO6BA02

Aprymentu: B KII No2 | [lpenamanua uneazuena ouazHocmuKka Ha
OpemMenHOCmma U UHMEH3UBHU 2PUdICU NPU OPEMEHHOCH C Peanu3upan
puck” ce JIOIMycKa MPHUIOKEHUETO Ha (HaKTOPH Ha KPhBOCHCHUPBAHE
(92061-00/ *99.06), anbymun (92062-00/ *99.07) , uMyHOTrIOOYIHH
(96199-02/ *99.22) m Anti-D (rh) immunoglobulin (92173-00/
*99.11).

I'maBa X “XEMOPAI'MYEH IIOK B AKYHIEPCTBOTO”

B 1. 3.1. “Anropurmu Ha JedeHHE” Na CE HANPABIT CICTHUTE
KOPEKITUH:
- Jla ce 3amenn Human serum albumin ¢ Human albumin

Apryment — yrebpaeausT INN Ha npoaykra e Human albumin

* na ce nobaBu: ,, 3a noseue uugopmayus eudxc Inasa VI
“IIpednescawa niayenma *, pazoen ,,Jlexapcmeena mepanus’‘.

IIpuema ce

He ce npuema

IIpuema ce

B rnaBa ,llpeanexama minaneHTa” W cera
ChBIIECTBYBa TeKCT, ye npu Rh- orpunarennu
HECCHCUOWIM3UpaHU OPEMCHHHU CE aIuIUIUpa
CHOTBETHATA 11032 aHTH [[-MMyHEH TI00YIHH.
B kpas me Opae mpubaBeH CHOTBETHHS
MmenukamenT ¢ HeroBus — ATC KOJI.
[MompoOHOCTH OTHOCHO JO3WMpOBBaTa  Ce
CBHIBpPXKAT B TJaBaTa ,,XEMOJHTHYHA OOJecT”’
U HE CYHTAM 3a HEOOXOINMH HENpeKhCHATH
MpenpaTkyd KbM Hesl.

OTHOCHO BKJIIOYBAHETO Ha MMYHOTIJIOOYIMHHU
3a BEHO3HO IPUIOXKEHUE, OOSICHEHHS 10 TO3H
MOBOJ €a IIOCOYEHH TI0-TOpE.




* Human albumin 180—m}, i.v., cr00pa3HO HHIMBUIAYATHO TMPH
KOHTpOJ Ha xeMocrtazata.- Bwk InaBa IV “XunepreH3uBHU
HapylLIEHUs npu OpeMeHHOCTTA. [Ipeexnamncus”, 1.1.2
“TepameBTHYHO TOBeAcHUE, moapazaen “[IpmmoxeHne Ha KPBHBHU
mponyktu”. Jla He ce mocouyBa o0emMa Ha OMAKOBKAaTa, 3all0TO WMa
omakoBku ot 50 ml u 100 ml.

» Coagulation factor IX, Il, VIl and X in combination, mo3upoBka
ChOOpa3HO HYXKJaTa NPH KPHBOW3IWBH, AOBEIH O IpepazxoiHa
koarynonatust — Bmwk ['maBa IV “XunepreH3nBHU HapylleHHS TpU
OpemenHoctTa. Ilpeeknammcus”, 1.1.2 “TepaneBTUYHO IMOBEACHUE”,
nonpazzaen “IlpunoxeHne Ha KPbBHU NMPOTYKTH

* Fibrinogen human, npu koHmeHTpanus Ha GuOpUHOreHa B KPbBTa
mox 1,0 g/l, mosupoBka choOpasHo Hyxkmara - Bwk ['maBa IV
“XwunepreH3UBHM HapylIeHUs mpu OpeMeHHOcTTa. [Ipeexmammcus”,
1.1.2 “TepaneBrnuno moBeAcHUE”, moapasznen ‘“‘Ilpunoxkenue Ha
KPBBHHU MPOYKTU

» Coagulation factor VIII — Bwk TI'maBa IV “XunepreH3uBHU
HapyUIEHUSA npu OpeMeHHOCTTA. [Ipeexnamncus”, 1.1.2
“TepaneBTHUHO mMoOBeAeHue”, moapaznen “[IpunoxxeHne Ha KpbBHU
OpPOIYyKTU”

Aprymentu : 3a moseye WHGOpPMALUs OTHOCHO IPUIIOKEHUETO Ha
KPBBHUTE TIPOJYKTH W 3a Ja ce u30erHe IMOBTOPEHHE C Beue
MpeJcTaBeHa B PBKOBOJACTBOTO MH(oOpMaims 1a ce pedepupa KbM
paszenuTe, B KOUTO Beue € mpeacraBeHa nHpopmanusta. Oakropure
Ha KPBbBOCHCUPBAHE ca BKIIOYEHHU KaTo Bh3MoxHO Jedenue B KIT 169
,,/IHTEH3UBHO JIeUeHHWE HA HWHTpPA- M TOCTHAPTAIHHU YCIIOKHEHHS,
JIOBEJIN 0 ILIOK.

I'maBa XV. “TNCOYHKIIMOHAJIHHN
KPBBOTEYEHUSA”

Ha ce nobasu undopmanus 3a 6osecrra Ha ¢poH Bunedpann:
Bonect na Bunebpana rnpu xeHH.

MATOYHUA

He ce npuema

He ce npuema

B mbTexn NoNe 1,2, 165, 169 e ka3zano:
*99.07 TPAH®Y3UsSI HA APYI
CEPYM

TpaHcdy3us Ha m1asMa

HN3kiawuBa:

MHKEKIUSA (Tpancdy3us) Ha:
ramaBennH - 99.16 rama-rjio0yJjMH -
99.14

B mamero ®TP ca otpasenm Tteparmmu/JIII,
Opuiarauy oT  axkymep-rudexkonosu. JIII,
MIPUJIAaraHu OT aHECTE3HOJI03U-PEeaHMMaTOPH B
KAWJI, camo ca mapkupaHu.

Camo otHocHo KIT Ne 169: Kox 046.0
BKJIIOYBA ,,KPBBOTCUCHUE NPEOH PaKIAHETO
CBBP3aHO C KoaryjamuoHeH Jedekr” ©u e
ymamenata camo xemoduimsata.  He ce
nocouba bB/pecn. nurcea ®B.

Kato JIMK BbB @TP ce onpenensrt tesu,
KOUTO C€ JbJ/LKAT Ha ,HapylieHa
PUTMHYHA CeKpelusi HA ANYHUKOBUTE
cTepouad, a He HA OPraHUMYHU WIH
CUCTEMHH 3a00aaBaHus” —BX. T. 1.2 or




1. Menoparust

- XOpPMOHAJHH KOHTpAIleNTHBHA ca IIbpBAa JHHHAA Tepamus Ipu
MEHOparus npu MoapacTBalln
WJIM BB3PACTHH KCHH, KOUTO HE MPEIBUKAAT OPEMEHHOCT

- BB3MOXXHOCTHTE 32 JICUCHHE BKIIOYBAT TPAHEKCAMOBa KHCEIHHA™,
KOMOWHHUpaH OpaJIcH

KoHTpanenTus, cnupana u DDAVP* (0OukHOBEHO upe3 MHTpaHa3aIHA
bopma)

- TpU TANHWEHTH C PE3UCTCHTHA MEHOparus ce MpenopbyBa
MYJITHAUCIUIUITMHAPEH TOJX0]] B

TSCHA BPb3Ka C TUHEKOJIOT; OIMIIMUTE MOTAT Jia BKJIIOYBAT: JICUCHHUE C
agasor Ha GnRH,

npodunaktika ¢ kouueHtpar Ha Qakrop VIl/pakrop Ha von
Wilebrand FVIII/VWF | emOonu3anuss Ha MaroyHaTa aprepus,
TEpPMHUYHA a0alusl Ha CHAOMETPHUYMa U HaKpasi XHCTEPEKTOMUS

2. bpeMeHHOCT U paxxaaHe

- 1o BpeMe Ha OpemeHHOCcT HUBOTO Ha VWF 3amouBa na HapacTBa
olle Mpe3 IIecTaTra CeIMMLA, a Mpe3 TPETOTO TPUMECEUHe MOXKE Taka
Ja C€ yBEIW4Yd, Y€ MNpU MHOro mamweHtu ¢ Tum 1 ma Opaar
perucTpupaHd HOPMAaJIHH CTOMHOCTH; HUBATa MOTAT Jia CriaJiHaT ObP30
CJIe/] pa’kAaHEeTO, YECTO B PAMKUTE Ha 2-3 JHU; TE3H MOBULICHUS HE CE
HabmromaBaT npu 3abomsBane oT Tum 2; npu Tun 2B, yBennuyaBanero
Ha abHopmHuus VWF Moske 1a mpruauHn

TPOMOOLIMTOTICHHUSI.

- IpH paxJIaHe Ha JIeTe, NPH KEHUTEe TpsiOBa Ja ObJaT MOCTUTHATH
uuBa Ha VWF :RCo u FVIII mone 50 1U/dL npemu paxaane, Kato Te3n
HUBa TpsiOBa nga ObAaT moxgbpkaHu 3-5 JTHH C TIOCIEABAIIO
HabJroIeHNEe 32 KbCHO KbPBEHE

- IIpu Gonect Ha ¢on Buiebpann Tum 2 u Tun 3 ¢ Hawyanoto Ha
KOHTpakIuuTe ce 3amousa npwiokenue Ha FVIII/VWF xonuenrpar,
KOETO Tponb/DKaBa 10 4-5 1HM clel  pakAaHeTo WIM [pu
HEOOXOAUMOCT OT LI€3apOBO CEYEHHE - 10 7 JHU cllell Hero; fo3a: 50
IU FVIII/kg npodumnaktiuyno 3a mepuoga Ha paxaanero u 30 U
FVIII/kg Benubk AHEBHO WJIM Mpe3 J€H 3a mepuoj oT 1-7 mHu cief
paXkIaHeTo

CHOTBETHATA IJ1aBa (€THOIATOTeHE3a).

Kpveomeuenuama npu 60nrecmma na
Buneopano He ca
oucynkyuonainu, a ce 0vaxcam Ha
cucmemMHo  3abonseame U He
nonaoam 6 masu pyopuxa




- mnpuioxkenrnero Ha DDAVP* npenn pakmaHe € MpOTHBOIIOKA3aHO.
Moxe aa ce TpWIOXKH Clied KIaMIUpaHe Ha IbIIHATa BPHB B
CTaHJapTHA J103a
- aHTUGUOPUHOIUTHIIA HE Ce MPETMOPHYBAT B CICAPOIOBUS TIEPHOJ
MOpajivi PUCK OT TPOMOO3U

Aprymentu: Cunxponmsupane Ha OTP mo Al ¢ ®TP mo
XEMaTOJIOT Ul

I'naga XIX. TOKCO-UH®EKIINO3EH IOK B
I'MHEKOJIOTUATA

B 1.2 , JIEHEHUE® na ce HanpaBsT CACAHUTE PEAAKLIUU:
2. Benosuure BiuBanus Ha umyHouo0yaunu (400 mg/kg) momarat
nipu crpentokokosus THIC;
IMpenopbuanata mo3a ¢ 0,2 - 0,4 g/kg Ha BCekM TpU WIHM YCTUPH
CEeIMUIIH.

Aprymentu: KXII Ha mpoaykra nmocousa npernopbyana go3a € 0,2 -
0,4 g/Kg Ha BCeKU TPHU WIIK YETHPU CEAMHIIH.

KoM ,,M3n0n3BaHy IeKapCTBeHH TpermapaTi’ aa ce 100aBsT:
* Coagulation factor IX, IlI, VII and X in combination - ATC:
B02BD01
* Fibrinogen - ATC: B02BB01

» Coagulation factor VIII - ATC: B02BDO02
e Human albumin - ATC: BO5AAO01

Aprymentu: B KII Nel65 ,JluarHOCTHYHM TpoulEeaypud U
KOHCEPBATUBHO JIEYEHHWE Ha TOKCO-UH(EKIMO3eH W aHEeMHUYEH
cuaapoM oT Al mpousxon™ ce AomycKa HPHIIOKEHHETO Ha (HaKTOPH
Ha kpbBochkcupBane (92061-00/ *99.06), andymun (92062-00/ *99.07)
, umyHoroOysuH (96197-02/ *99.22)

Ha ce nob6asu ATC koxa Ha UMyHOTTIOOYJIMH:

UmynornoOynun — JO6BA02

ADFVMCHTI/IZ 34 BCHUYKH OCTaHaJIM TPOAYKTH € IIOCOYCH, a4 3a

He ce npuema

Ta3u HO3070rMYHa equHuLa He € JacT oT KII
Ne 165, HATO MBK € YacT OT KOSTO U Jia €
npyra KII B HamaTa crienuaisHoCT.

Enna u cpma xmmHnyHa mbTeka (KIT) B
aKyIIEpCTBOTO W THHEKOJIOTHATA TOHSKOTa
ChABPKa MHOXECTBO HO30JOTHUHU €TUHUIIH.
®apMako-TepaneBTUIHOTO pBKOBOACTBOP
pasriexaa JIeYeHHEeTO He Ha KIMHUIHHU
ITbTEKH, & HA OTJICTHU HO30JIOTUYHH STUHUIIN
B TsX. HAkow OT HO30JO0TMYHUTE €AVMHUIU B
Hactosmoro OTP -  wamp. ,,Tokco-
WH(EKINO3eH MoK B THHEKOJorHuaTa', He ce
ChABPKAT B HUTO €HAa aKylepcka WiIu
ruaexosiorngHa KII. Ilpuunnara e, de Haii-
9YEeCTO TOKCO-MH(DEKIIMO3eH IIOK, TB/DKAIl Ce
Ha CcTaQUIOKOKOBAa WJIH CTPENTOKOKOBA
nHpeknus, ce HaOmonaBa Tpu HHQIYyEHIA,
Bapwuilena, clie[ omepaiusi, Mpu HajJuuue Ha
KOXXHH PaHM WM OXJIy3BaHUS WM yXalBaHHS
OT HaceKoMH, OenoApoOHH  WHQEKIHH,
HHQEKIMS Ha THPIOTO, MUMIIETUTO, IETYJIHT,
M3IONI3BAaHETO HAa TaMIOHU H canderku 3a
CllMpaHe Ha KpbBOTEUEHHWE OT Hoca. B
TUHEKOJIOTUSATA TO3HU CHUH/IPOM e
M3KJIIOUUTEIHO PSABK W MOXe Ja ce
HaOJIo/laBa TMPH  JOBJITO TPECTOsIBAHE HA
BHCOKO abcopOupamiy MEHCTPYaTHH TaMIOHU
BBB BIIATaliUIIeTO. TakWBa MalMEHTKHA IOPH
He mnomagar B Al OONHHUIM, a B IIOKOBHU




MMYHOTTIOOYJTMH JTUTICBA. 3aJIH/CIICITHN OTIENICHHUsI Ha MHOTOTIPO(MITHA
OOJIHUIIA.

I'AJIMHA CTOEBA: /T1/
Tnasen cexpemap na HCLIPJIII




