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CnncbK Ha peleHseHTUTe oT KomuTeTta 3a npakTuyeckun npenopbku (CPG) Ha ESC 1 HauMoHanHuTe KapAWONOTMYHY ApYKecTBa e BKloueH B [punoxeHunero.
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MNoppaspaeneHns Ha ESC yuacTBanu B pa3pa6oTKaTa Ha TO31 JOKYMEHT:

Acounauum: Acute Cardiovascular Care Association (ACCA), European Association of Cardiovascular Imaging (EACVI), European Association of Percutaneous Cardiovascular
Interventions (EAPCI), European Heart Rhythm Association (EHRA), Heart Failure Association (HFA).

CobeeTn: Council on Cardiovascular Nursing and Allied Professions, Council on Cardiovascular Primary Care, Council on Hypertension, Council on Valvular Heart Disease.

Pa6oTtHu rpynu: Aorta and Peripheral Vascular Diseases, Cardiovascular Pharmacotherapy, Cardiovascular Surgery, Grown-up Congenital Heart Disease, Myocardial and Pericardial
Diseases, Pulmonary Circulation and Right Ventricular Function, Thrombosis.

CbAbpKaHMeTo Ha Te3u npenopbKu Ha European Society of Cardiology (ESC) ce ny6nvikyBa eAMHCTBEHO 3a IMUYHU 1 06pa30BaTeNHU HYXAW. He ce pa3peluaBa KOMEPCUAnHO U3Mon3Ba-
He. HukakBa vact ot MpenopbkuTe Ha ESC He MoXe Aa 6bae npeBexaaHa wiv Bb3npor3BexaaHa noj KakeaTto 1 aa e opma 6e3 nucmeHo paspelueHue ot ESC. PaspelueHve moxe aa
6bae nonyyeHo cnep nsnpatjaHe Ha nucmeHa monba ao Oxford University Press, nspaten Ha European Heart Journal v uHcTaHumaTa ynbaHOMOLEHa Aa fjaBa TakMBa paspelleHns ot
nmeTo Ha ESC (journals.permissions@oxfordjournals.org).

OTKas oT oTroBopHoOCT: [penopbkuTe Ha ESC npeacTaBAT cTaHoBUIWaTa Ha ESC nocTurHati cnefj BHUMaTeNnHoO CbobpasaBaHe C HayuHUTe N MeAULIMHCKUTE 3HaHWA 1 JoKa3aTencTeaTta
HaNMYHU KbM MOMEHTa Ha Ny6nnKyBaHeTo M. ESC He HOCV OTFOBOPHOCT B CNyYal Ha NPOTUBOpPeUre, HECHOTBETCTBIE U/ iBYCMUCNE MeXAY NpenopbkuTe Ha ESC v apyru oduumn-
anHV NPenopbKIM UM HACOKMN N3AaAEHN OT CbOTBETHUTE OBLECTBEHN 3APABHM OPraHu, NO-CreLraHoO No OTHOLWEHMe Ha fobpaTa NPaKTUKa B 3paBeona3BaHeTO UV TepaneBTUYHUTE
cTpaTteruu. 34paBHNTE CNeLManucTu Ce HacbpuaBsaT fa B3emart m3uano npeasus Mpenopbkute Ha ESC Npu NoAroToBKata Ha KAUHMYHATA CU MPELEHKA, KAaKTO 1 NPU ONpeaensaHeTo
1 NpUaraHeTo Ha NPeBaHTUBHY, UArHOCTAYHN NN TEPANEBTUYHN MeAULMHCKM cTpaTerun. MpenopbkuTe Ha ESC o6aye He OTMEHAT UHAMBMAYaHATa OTFOBOPHOCT Ha 3[paBHUTE
CneunanucTy ja B3emMat NpaBuIHU U TOYHW PeLleHnsa, CbobpaseHun CbC 34PaBOCIOBHOTO ChCTOAHME Ha KOHKPETHUA NaLMeHT 1 cief o6CbxaaHe C Hero, a Korato e Heo6XoANMO 1 ¢
NLeTO nonarawo rpvki 3a Hero. MpenopbkuTe Ha ESC He ocBo60oXAaBaT 34paBHMA CNELMANNCT OT OTFOBOPHOCTTA, CbIACHO €TUYHUTE 1 NPOdECNOHANHNTE MY 3ab/KEHNA, Aa ce
3ano3Hae NoApPO6HO N BHAMATENIHO CbC CbOTBETHUTE OPULIMANHU aKTyalHW YKa3aHNA UM HAaCOKN NYGANKYBaHN OT KOMMETEHTHUTE O6LeCTBEH 3[PaBHUN OpraHu, C Le KbM BCEKU
oTfeneH cnyyan fja ce NOAXOAMN CNopes yTBbPAEHNTE HayUHU AaHHU. OTFOBOPHOCT Ha 3[ipaBHYMA CNeLuanicT e 1 4a NpoBepu NpasuiaTa u HapeAbyTe OTHACALM Ce A0 fleKapcTBaTa u
MeAULMHCKNATE U3JeNNA KbM MOMEHTA Ha TAXHOTO NpefnucBaHe.

© The European Society of Cardiology and The European Society of Hypertension 2018. Bcuukn npaBa 3anaseHu. 3a mosyyaBaHe Ha paspelueHus, MOMA MULeTe Ha aapec:
journals.permissions@oup.com.
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[leknapauunte 3a KOHGNUKT Ha MHTEpPeCN Ha BCUYKIN eKCNepTH yyacTBaau B pa3paboTKaTa Ha Te3u NpenopbKu ca Nny6nukyBaHu B
ye6caita Ha ESC http://www.escardio.org/guidelines.

My6nukysaHo oHnaliH npedu omne4yamaaHemo Ha 7 cenmemapu 2018 2.
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JleBoKkamepHa ppakuma Ha n3TnackBaHe
MwnokapaeH nHdapkt

MexxpykamepeH fedekT
MexxpynpeacbpaeH gedekr

MwuTtpanHa peryprutauma

MwuTtpanHa cteHo3a

HuckomonekyneH xenapuH (C HUCKO MONIEKYSTHO
Terno)

HedpakumnoHnpaH xenapuH
MeprnapTanHoO NHTEH3MBHO OTAENEeHne
MepvnapTanHa KapguommonaTma
lNMynmoHanHa (knanHa) cteHo3a
CMCTONHO apTepuasHoO HanAraHe
CbpaeyeH pebut

CBeToBHaTa 34paBHa opraHm3auua
CbppaeyHa HefJOCTaTbYHOCT
CbppaeyHocbaoBm 3abonasaHmA
TpaHcnosnuua Ha ronemmTe apTepum
TpukycnupanHa peryprutauma
XunepTtpoduyHa Kapanommonatus
AlppeHo-MarHuTeH pe3oHaHc

Albumin:creatinine ratio

OTHowweHVe anbyMunH:KpeaTUHNH

Activated partial thromboplastin time
AKTVBMpPaHO NapumanHo TpombonnacTMHOBO
Bpeme

Area under the curve

Mnow nop KprBaTta

Atrioventricular
ATpro-BeHTpUKynapeH/a/o/v

CARdiac disease in PREGnancy

Confidence interval

[oseputeneH nHtepsan

Committee for Practice Guidelines

KomuTeT 3a npakTryeckn npenopbKu
Drug-eluting stent

MegnvKameHT-U3byBaLly CTEHT

European Society of Cardiology
EBponencko KapanonornyHo Apy*ecTso
US Food and Drug Administration
AAMVHUCTPALMA MO XPaHUTE U IeKapcTBaTa
Ha CALY

5-hydroxytryptamine (serotonin)
5-XnapoKCUTPUNTaAMUH (CEPOTOHWH)
International normalized ratio
MexayHapoLHO HOPMaN3MpPaHo OTHOLLEHVE
Intravenous

BeHo3zeH/a/o/n

Keyhole limpet haemocyanin

XemouuaHvH OT BUA M1Aaa

Milligray

munulpen

Maximum recommended human dose
MakcmmanHa npenopbyBaHa fo3a Npu YoBeKa
N-terminal pro B-type natriuretic peptide
N-TepmyriHaneH npo B Tun HaTpuypeTnyeH
nentug



Mpenopbkn Ha ESC

NYHA New York Heart Association
Hio-Mopkcka cbpaeuHa acounaums

OR Odds ratio
BepoaTHOCTeH KoeduLmeHT

PCl Percutaneous coronary intervention
MepKyTaHHa KOpOHapHa MHTEPBEHLNA

PGE Prostaglandin E
MpocTtarnananH E

PLLR Pregnancy and Lactation Labelling Rule
MpaBuno 3a eTnkeTMpaHe Npu 6pemeHHOCT
N KbpMeHe

P-SCAD Pregnancy-related spontaneous coronary artery
dissection

CBbp3aHa C 6peMeHHOCTTa CMOHTaHHA KOpo-
HapHa apTepuanHa gucekaums

RAAS Renin-angiotensin-aldosterone system
Cuctema peHNH—-aHMMOTEH3UH—aIAOCTEPOH
RHD Recommended human dose

MpenopbyBaHa fo3a NP YoBeKa

ROPAC Registry Of Pregnancy And Cardiac disease
Pernctbp ,bpemeHHOCT 1 cbpaeyHmn 3abonsa-
BaHMA"

SD Standard deviation
CTaHJapTHO OTK/IOHEHMEe

sFlt1 Soluble fms-like tyrosine kinase 1
PaszTtBoprmMa fms-nogo6Ha TMPO3KH K1Haza 1

TAPSE Tricuspid annular plane systolic excursion
C1CTONHa eKCKYp3nA Ha paBHUHATA Ha TPUKYC-
NAanHUA NPbCTeH

UPA Ulipristal acetate
Ynunpuctan auetat

WPW Wolff-Parkinson-White

1. Mpepucnosue

Mpenopbkute 0606LaBaT 1 OLEHABAT BCUYKU JOKA3aTeNCTBa
Ha/IMYHU MO BPEME Ha HaMWCBAHETO UM C Lef Aa NOMOorHat
Ha niekapuTte B n36opa Ha Hai-gobpuTe CTpaTerumn Ha nose-

Ta6nuua 1: KnacoBe Ha npenopbKkute

[eHre Npu nayneHTn ¢ JageHo cbCToAHMe. NMpenopbKuTe 1
HacoKWTe, BKIIIOYEHN B TAX, TpAOBa Ja yNnecHAT B3eMaHeTo
Ha pelleHne OT 34paBHUTE CNeunanncT B exxeiHEBHATa UM
npakTrka. OKOHYaTeNHUTE peLleHNs 3a KOHKPEeTHMA NauneHT
ob6aue TpAbBa fa 6bAAT B3€TW OT NieKyBaluA(Te) 3npaBeH(HN)
cneumnannucT(n) cnep obcbXKaaHe C NauyeHTa 1, KoraTto e noa-
XOAALO, C I1UaTa Nnosarawy rpy>km 3a Hero.

lonam 6poii npenopbKky 65xa Ny6MKyBaHV B NOCNeAHNTE
roguHun ot EBponeickoTo KapanonornyHo apyxectso (ESC)
1 OT APYrv ApYXecTBa U opraHm3aunun. 3apajm oTpakeHneTo
UM BbPXY KNMHMYHATa NPaKkTrKa, 6Axa yTBbpAeHN KauecTse-
HU KpUTEpUU 3a paspaboTBaHe Ha NPEMOPBKM C LieNl BCUYKN
pelweHna aa CTaHaT Npo3payHm 3a notpebutensa. MNpenopsb-
KuTe 3a GopmynumpaHe 1 n3gaBaHe Ha Hacokun Ha ESC morat ga
6baaT HamepeHu B yebcaiTa Ha ESC (https://www.escardio.
org/Guidelines/Clinical-Practice-Guidelines/Guidelines-
development/Writing-ESC-Guidelines). HactoAawwnte npeno-
pbKK NpeacTaBAT opuumanHaTa no3numna Ha ESC no papeHa
TeMa 1 nognekaT Ha pefloBHa akTyanusayus.

YneHoBeTe Ha HalaTa paboTHa rpyna 6axa nogbpaHu ot
ESC, KaTo BKMloYBaT M NPeACTaBUTENICTBO OT CbOTBETHUTE
ESC rpynu no noacneuuanHocTu, Taka ye aa obxBaHaT cre-
LManucTnTe, yyacTBawy B MeAWLMHCKUTE TPUXW Npu na-
LUMEHTU C To3n Bug naTonorusa. N3bpaHute ekcneptu B Tasun
ob6nact Hanpasuxa noapobeH mpernes Ha Ny6AMKyBaHUTe
OaHHW 3@ AMArHoCTuKa, noBeaeHne (BKNIOUYUTENTHO NleyeHmne)
n/MNn NpeBeHL A NpU AAJEHOTO CbCTOAHNE B CbOTBETCTBUE
C MoNMTMKaTa Ha KOMUTETa 3a NpakTuyeckn npenopbku (CPG)
Ha ESC. bewe HanpaBeHa KPMTUYHA OLEHKA Ha AMArHOCTUY-
HUTE N TepaneBTUYHM NPOLEAYPU, BKITIOUYNTENHO OLEeHKa Ha
OTHOLIEHMETO pUCK-Non3a. HNBOTo Ha foKa3aTenCTBEHOCT U
cunaTta Ha NpPenopbKMTE 3a KOHKPETHY BapraHTU Ha fleyeHne
6Axa onpefeneHn N CTerneHyBaHNW B CbOTBETCTBUE CbC Cb-
LecTByBaLMTE CKanuW, KOUTO ca fafeHn B Tabauyu 1 u 2.

EkcnepTuTe oT paboTHaTa U peuleH3upallaTta rpynu no-
Nb/HMXa B AeKnapauma 3a uHTepecn Gpaktu, KOUTo MoraT aa
6bAaT Bb3NpMeTy KaTo peaneH Uy noTeHumaneH N3TOYHUK
Ha KOHONMKT Ha UHTepecu. Tesn dopmynapu ca cbbpaHu B
efvH dain n morat Aa 6bAaT HamepeHu B yebcaliToBeTe Ha
ESC n EACTS (http://www.escardio.org/guidelines). Bcaka

KnacoBe Ha
npenopbKuTe

HeduvHnunma

Mpenopbku 3a ynotpeba

Knac ll MNpoTtnBopeyurBY foKasaTencTea u/mnm
Pa3HOMOCOYHOCT Ha MHEHUATa OTHOCHO

Knaclla

Texxecmma Ha dokazamesicmeama/MHeHUAMa e 8
noJsi3a Ha none3Hocmma/edJUKGCHocmma.

Tps6Ba Aa ce B3eme
npeasug
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Ta6bnuua 2: HuBa Ha foKa3aTeNnCcTBEeHOCT

[laHHW, NoNyYeHn OT MHOrO6pPOIHN
pPaHAOMM3MPaHMN KIUHUYHU U3NUTBA-
HWUA NN MeTa-aHanu3n.

HuBo Ha
[loKa3zaTencTBeHoCT A

[laHHW, NONyYeH OT EANHNYHO
PaHAOMU3NPAHO KIIMHUYHO U3NNT-
BaHe Vv rofieMmn HepaHAOMU3VPaHN
npoyyYBaHus.

Hueo Ha
JoKa3saTencTBeHocT B

KoHceHcyc Ha eKcnepTHW MHeHws 1/
WAV MasnKu NpoyYBaHus, PETPOCneK-
TUBHW MPOYYBaHWSA, PETNCTPU.

HuBo Ha
nokasatencteeHocT C

npomsHa B AeKnapauunte 3a MHTEPeECK, KOITO Bb3HUKHE Mo
BpeMe Ha npoLleca Ha HanucBaHe, TpsibBa Aa 6ble cbobLleHa
Ha ESC n EACTS n akTyanusupana. PaboTHaTa rpyna nonyuu
usnaTta cu puHaHcoBa noakpena ot ESC n EACTS, 6e3 HuKak-
BO yyacTue Ha 34paBHaTa MHAYCTpus.

YneHoBeTe Ha KOMUTETA 3a NPAKTUYECKN NPENOPBKM KbM
ESC KOHTponupaxa U KOOpAUHUpPAaxa NoAroToBKaTa Ha Te3u
HOBV MpPenopbKy, Cb3fafleHn oT obeanHeHaTa paboTHa rpy-
na. KomuTeTsbT oTroBapsiie 1 3a npoleca Ha ogobpsiBaHe Ha
Te3n npenopbku. Mpenopbkute Ha ESC 6sixa noanoxeHu Ha
nofpo6bHa pesmsus or CPG n BbHWHM ekcneptu. Cnep cboT-
BeTHaTa peBu3una Te 6sxa ofobpeHu ot CPG 3a ny6nvKyBaHe
B European Heart Journal (EHJ). MpenopbkuTe 65xa pa3pabo-
TEeHW cnejl BHUMaTENIHO Cbobpa3fABaHe C HayyHuUTe U Meau-
LUHCKM MO3HaHWA U HAIMYHKTE OKa3aTeNcTBa KbM MOMEHTA
Ha laTMpPaHETO UM.

3apavaTa 3a pa3paboTBaHe Ha npenopbku Ha ESC 06-
XBallla U Cb3faBaHETO Ha obpa3oBaTeNHM CpeAcTBa U MNpo-
rpamu 3a BHeApsiBaHe Ha MPENoOpPbKUTE, BKIOUUTENTHO COU-
TV OXO6HM BapuaHTu, obobliaBawy cnanpgose, bpowypu ¢
OCHOBHMU NocnaHusA, o606LaBaLy KapTy npefHa3HavyeHn 3a
HecneumanucT 1 enekKTPOHHa Bepcusa 3a AUTUTANHO MNpu-
noxeHue (cMapTdoHM ” T.H.). Te3m Bepcun ca CbKpaTeHu 1
Mo Ta3u MPUUYMHA, aKo e Heobxoanmo, TpAbBa BMHArM fa ce
npaBu CNpPaBKa B MbJIHWA TEKCT, KOUTO € CBO6OAHO AOCTbMNEH
ype3s yebcanta Ha ESC u ce Hammpa B yebcaiiTta Ha EHJ. Haumo-
HanHWTe gpykecTtBa KbMm ESC ce noowpsBat ga ogobpssar,
npeBeXAaaT 1 npunarat BCMUKKM nepenopbku Ha ESC. MNporpa-
MUTE 3a BHeJpsBaHe ca Heo6XoAMMK, TbiA KaTo NpaKkTUKaTa e
nokasana, uye KJIMHUYHUAT U3X0A4 OT bonecTTa Moxe Aa 6bae
6naronprATHO NOBNMAH NPY LANIOCTHO NPUIOXKEHNE Ha KNN-
HUYHWTE NPENOPBKM.

Heobxoaumu ca obcneiBaHWA U pPerucTpu, KOMTo Aa no-
TBBPAAT, Ue NpaKTUKaTa B peasHus XUBOT e cbobpaseHa ¢
JafleHuTe B NpenopbKUTe HACOKU, KAaTo MO TO3M HauMH ce 3a-
TBapA UMKBABT MeXAY KJAUHUYHW M3CNefBaHusA, HanucBaHe
Ha MPenopbKU 1 NPUSTaraHeTo M B KJTMHMUYHATA NPAKTHKa.

30paBHUTE CreunanucTu ce HacbpyasaT Ja B3emaT uU3-
uano npeasup npenopbkuTte Ha ESC npu ynpakHABaHe Ha
K/IMHMYHaTa CM MpeLeHKa, KakTo 1 Npu onpeaensaHe v npu-
naraHe Ha NPeBaHTWBHUW, AUATHOCTUYHY WU TePaneBTUYHN
MeAUuUMHCKN cTpaTerun. MNpenopbkute obaue He OTMEHST
UHOUBKYaNHaTa OTFTOBOPHOCT Ha 3[lpaBHUTE CNeynanucTu
[la B3eMaT MpaBWHM pelleHns Cbobpa3eHn CbC 34pPaBHO-
TO CbCTOAHUE Ha BCEKU MALMEHT, MHEHMETO Ha NauyveHTa 1
Korato e Heob6XoAMMO Ha NMLETO, KOeTO OTroBapsa Un ce
rpvXku 3a nayveHTa. 3gpaBHUTE CNeunannucT HOCAT OTro-

BOPHOCT 1 3a Cna3BaHe Ha npaBwunaTta U perynayunnte npun-
NOXNMMU 3a NeKapcTBaTa n )/CTDOIZCTBaTa KbM MOMEHTa Ha
npeanncBaHeTo M.

2. YBop

2.1. 3awo ce Hy»Kpaem OT HOBI
npenopbku 3a noBegeHne
npu CbpAeYHOCHAO0BU 3abonsaBaHNA
no Bpeme Ha 6pemeHHOCT?

Cnep ny6nukyBaHeTo Ha NpefuliHaTa Bepcus Ha Te3un nperno-
pbKy npe3 2012 1. ce HaTpynaxa HOBW AaHHW, OCOOGEHO MO OT-
HOLWeHMe Ha AMAarHOCTUYHUTE METOAM, OLeHKaTa Ha pucka u
ynoTpebata Ha CbpAeYHOCHAOBUTE NlekapcTaa. ToBa foBefe [0
Heob6XxoAMMOCT OT PeBM3NA Ha NPeNopPbKUTE.

2.2. HoB ¢popmaTt Ha npenopbKuUTe

HoBunTe npenopbKu ca 0opopmeHmn Mo HauMH, ynecHABaLY yno-
Tpebata MM B KIMHUYHATa MpPaKTMKa M OTroBapsLl Ha HYX-
AVTe Ha umTaTenuTe, Ypes MoCTaBAHe Ha aKLEeHT BbpXy cou-
TW, ACHO MpeAcTaBeHW yKasaHuA. B Kpasa Ha Bceku pasgen,
B Touka ,lpenopbkn” ce npaBu ob6ob6LeHNe HA OCHOBHUTE
yKasaHua. B pasgen 13 ce n3bpossar ,Jlunceawm gokasaten-
CcTBa” C Uen npepnaraHe Ha TeMu 3a 6bAeln M3cneaBaHUA.
[okymeHTbT ,[Mpenopbkn” e xapmMoHU3NpaH C efHOBPEeMeH-
HO ny6nvKyBaHaTa rfaBa MOCBeTeHa Ha MoBefeHMEeTo npwu
cbpAeyHocboBU 3ab6onsaBaHmA (CC3) no Bpeme Ha BpemeH-
HOCT B yyebHMKka Ha ESC no kapguonorus (ESC Textbook
of Cardiology) (http://oxfordmedicine.com/view/10.1093/
med/9780199566990.001.0001/med-9780199566990-
chapter-33). OcHoBHa UHbOPMaLUsA 1 NogPobHO obCcbxaaHe
Ha [laHHWTe, KOUTO Ca fJaNin OCHOBA 3a NPenopbKUTe MoraT fa
6bAaT HamepeHy B CbOTBETHATa rnaBa Ha yuebHuMKa.

2.3. 3auwo ca BaXXHN Te3N NpenopbKn

BpemeHHOCTTa ce ycnioxHABa OT 3abonABaHMA Ha MaikaTta
B 1-4% oT cnyyauTe. HoBUTe AaHHM OTHOCHO YecToTaTta 1
HaCTbMNBaHETO Ha CBbpP3aHM C OpemMeHHOCTTa CbpAeyHwu
3abonABaHMA 3a NOBEYETO YACTM HA CBETA Ca OrPaHUNYEHNU.
Han-yecTute NpuymHM 3a malumHa cMbpT B ObeanHeHoTO
KpancTteo npes nepuoga 2006-2008 r. ca 6Unu CMHLPOM Ha
BHe3arnHa CMbPT NPy Bb3pacTHU, NepunapTanHa Kapanomu-
onaTua (MKMMM), aopTHa AnceKauma n MMoKapaeH NHOAPKT
(MW).-> No3HaBaHeTO Ha puckoBeTe cBbp3aHu cbc CC3 no
Bpeme Ha 6pemMeHOCTTa U OBNlafsaBaHETO UM Npu BpeMeHHN
KeHW, KOUTO CTpajaT OT CEPUO3HUN NpeAllecTBaLM CbCTOA-
HUA, UMAT KJI0OYOBO 3HaueHMne 3a CbBeTUTE KbM NauneHTnTe
npean 3abpemeHsaBaHe.® Tbil KaTo BCUMYKU MepKu 3acarat
He camo MalikaTa, HO 1 nfiofa, uenTa TpabBa fa 6bae neve-
HVe 1 Ha fBeTe CTpaHWu. bnaronpmnATHO 3a MalikaTa neyeHmne
MOXe fa 6bAe CcBbpP3aHO C MOTeHUManHa Bpefa 3a pa3BuBa-
LWOTO ce feTe, a NPU KpaHM Ciyyan MepKuTe 3a JieyeHue,
KOMTO AOMPUHACAT 3a NpeXnBAeMoCcTTa Ha MalikaTa moraT
Ja NPUYUHAT cMBbPTTa Ha nnoga. OT gpyra cTpaHa, Tepanuu
npoTeKkTUpalwm geteto MoraT Aa foBeAaT 4O HEONTUMAaNHU
nocneacTBuA 3a MarkaTa. Tl KaTo 4eCcTo OTCbCTBAT Npo-
CNEeKTUBHU WY PaHJOMU3MPaHU NPOYYBaHWA, yKa3aHNATa B
Te3n NpenopbKku CbOTBETCTBAT Hal-Beye Ha C-HUBO Ha Jo-
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KasaTencTBeHOCT. [1o Ta3y NpUYMHaA MMa HEOTNOXHA HYXAa
oT nogobpsBaHe Ha cerawHuTe 3HaHus.*’ Ha eBponencko
HUBO, PErUCTBPBT 3a BPEMEHHOCT U CbpAeyHn 3abonasa-
Hua (Registry Of Pregnancy And Cardiac disease, ROPAC)
Ha ESC n eBponenckaTa mpexa 3a Haf30p Ha BpogeHuTte
aHomanuu (European Surveillance of Congenital Anomalies
network) ocurypasa faHHU BbpXy enuaemuonorvaTa u ne-
KapcTBeHaTa ekcrnosmuus npes 6pemeHHocTTa. *8

2.4. MeToan

HacTtoAawwnTe npenopbku ce 6a3mnpat Ha NpefuLLHUTe Ny6nnKy-
BaHW npenopbku Ha ESC 3a nosepeHmne npu CC3 no Bpeme Ha
6peMeHHOCT,’ nuTepaTypaTa OTKPUTa NPU CUCTEMHO TbPCEHE B
nepuoga 2011-2016 r. B HaymMoHanHUTe MHCTUTYTU 3a 3APaBHU

6a3a gaHHu (National Institutes of Health database, PubMed)
U B CKOPOLWHU Ny6nnKaumm n npenopbky Ha American Heart
Association n American College of Cardiology.'® JonbnHu-
TeNHO, HMe B3exMe NpeABuA CbOTBETHUTE Npenopbku Ha ESC
ny6nvkyBaHu npes 2012-2015r1., NOCBETEHW Ha BPOAEHUTE
CbpAeyHn 3abonABaHWA, aOpPTHUTE 3abonABaHWA, KnanHuTe
CbpAeyHn 3abonsaBaHWA, KapAMOMMONaTMMTE 1 CbpAeYHaTa
HepocTaTbyHOCT (CH), KopoHapHaTa apTepuanHa 6onect (KAB),
XVUNEPTOHUATA, NeprKapAHUTe 3abonABaHWA, NMynMoOHanHaTa
xuneptoHua (bX), nHoekunosHua eHgokapant (UE), kKamepHu-
Te apUTMUN N OCTPUTE KOPOHAPHU CUHAPOMU 1 MOCBETEHUTE
Ha OHKOJIOTMYHOTO NeYeHne N CbpAeYHOCHA0BaTa TOKCMYHOCT,
ancnunngemnnTe, npeacbpAHOTo MbxaeHe (MM) n npeseHuu-
Ata Ha CC3, nybnukysaHu npe3 2016 r. (https://www.escardio.
org/Guidelines/Clinical-Practice-Guidelineshomepage).

2.5. KakBo e HoBOTO B lpenopbku 2018 npu CC3 no Bpeme Ha 6pemeHHOCcT? (Dueypa 1)

KomeHTap/cpaBHeHme c Bepcus 2011 r.

3atBbpxKAaBaHe Ha moanduumpaHata C30 knacudukaumsa Ha Manym-
HUA PUCK.

MoBuLWaBaHe Ha Knaca Ha NPenopbKUTE; NauMeHTy ¢ Texxka MC Tpsibea
na 6baaT NOANOXKEHN Ha UHTEPBEHLUA Npeamn 6peMeHHOCTTa.

Mpe3 2011 r. nepopasnHu aHTUKOArynaHTK ce NnpenopbyBaxa npes BTo-
pua 1 Tpetna TpumecTbp Ao 36-Ta ceamuua. Cera ce faBaT OTAENHU
npenopbKy 3a ynotpeba Ha BUTaMUH K aHTaroHNCTU B HUCKa U BUCOKa
[103a NP XKEeHNTE Npe3 BTOPYA 1 TPETUA TPUMECTbP.

Cotanone npemaxHar.

Mpy BUCOKOPUCKOBU NauneHTn cMaHa Ha HOX ¢ HMX. Bbeexpa ce go-
31paHe Ha 6a3aTa Ha TeNecHoTO Terso.

MpomeHu: cera ce npenopbyBa CbobpasaBaHe Ha Ao3aTa Ha HOX unn
HMX B pamkuTe Ha 36 u.

AKTyanusauma Ha npenopbkuTe: oT lIb Ha lla.

B cnyyain Ha pedpakTepHa KbM fleKapcTBa 1 JIOWO MOHACAHA HajKa-
MepHa TaxvKkapausa TpsAabBa Aa ce B3eMe NpefBuA KaTeTbpHa abnayms
C eNeKTpoaHaTOMMYHa cMcTema B LIEHTPOBe C onut.'>7"7 (HaC).

MoamsAHa Ha D-AumMepunTe c 06pas3Ha ANArHOCTUKa KaTo MbpBOCTEmNeH-
HO M3cnefiBaHe, Tbil KaTo D-AnmepunTe ca HeHagexaHu No Bpeme Ha
6pemMeHHOCT.

Mpe3 2011 r. npu BcMuKM NekapcTea 6axa nsnonssaxHu FDA kateropuu
A-X.

MpemaxHart e n3pasbT ,NpearectaymoHHa xupyprua”. lonbnsa ce uH-
dopmaLuATa BbpXy CMHAPOMA Ha Turner, KaTo NpW HEro aOPTHUAT Ax-
ameTbp e KOPUrnpaH CrpsAMOo TesiecHaTa NoBbPXHOCT.

®urypa 1:  M36paHu peBU3NPaH/ 1 HOBU MPEMNOpPbKM.

AKO KOMMPECUOHHNA YNTPa3BYK € HeraTBeH, 3a AVarHocTuympaHe Ha
BTE Tpa6Ba aa ce B3eme npeasug BeHorpadus ¢ AMP'® (llaC).

(Mpoowmxasa)
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(MpodwmxeHue)

Mpu HeneKyBaHU O MOMeHTa 6peMeHHU NaumeHTKy ¢ BAX TpAGBa Aa ce B3eMe NpeABuA HMLMMPAHE Ha neuerne? (IlaC).

Mpwv naureHTn ¢ (@HamHe3a 3a) aopTHa AnceKaums TpabBa Aa ce B3eme NpeaBus paxaaHe c Lesaposo ceyenue (IlaC).

nuA npes uanata 6pemenHocT (I1aC).

[Mpu XeHu cbe crHApPoMm Ha Marfan 1 Apyru HacneacTBeHM 3a60NABaHNA Ha rpbAHaTa aopTa TPA6Ba Aa ce B3eme NpeABuy 6eTa-61oKepHa Tepa-

Py BCUKM XeHn CbC CbpAeyHM 3a6onsBaHns TPSAOBA Aa ce B3eMe NpeABuA MHAYKLMA Ha pOAoBa AenHOCT B 40-Ta recTaumoHHa ceamuua (l1aC).

HanaraHe Ha moguduumparata C30 Knacndmkauma Ha ManuvHUA PUCK.

BbBeXxaaHe Ha CbpAeyeH ekun 3a 6peMeHHN.

[Mo-ronfimo BHUMaHMe BbpXy acUCTpaHaTa penpogyKT1BHa Tepanus.

O6cbxaaHe Ha ynoTpebata Ha 6poMokpunTUH npu MKMI.

npu paxaaHe.

BbBexpaaHe Ha crneumdunyHM HUBa Ha HabnogeHVe Ha 6a3aTa Ha HUCHK/YMepeH/BUCOK PUCK OT apUTMWA C XeMOAVHAMNYHO KOMMPOMET/paHe

HoBa nHpopmauusa Bbpxy PpapmMakoKnHeTMKaTa npe3 6peMeHHOCTTa, NO-NoAPo6Ha HPopMaLUA BbpXy dapmakofuHaMmKaTa, nosiyuyeHa npu
XKNBOTUHCKU EKCMIEPUMEHTU C BCUYKM NIeKapCTBa (JOoMbAHUTENHY JaHHN).

O6cbxAaa ce Le3apoBo ceveHvie perimortem.

Ceraca OCUrypeHn CbBeT OTHOCHO KOHTpauenuuAaTa N npekpaTtaBaHeTO Ha 6peMeHHOCTTa npw XeHn CbC CbpaedHn 3abonABaHuA.

®urypa 1:  M36paHy peBU3NpPaHy 1 HOBU MPEMNopPbKM.

3. O6wm cbobpaxkeHnA

3.1. Ennpemuvonorna

B 3anagHus cBaT puckbT o1 CC3 npe3 6pemMeHHOCTTa HapacTBa,
nopagn nokayBaHeTO Ha Bb3pacTTa Mpu MbpBa GpemeHHOCT.
Cnopep CeeToBeH atiac,?’ 10-Te CTpaHu, B KOUTO CpefHaTa Bb3-
pacT Npu NbpBO paXkAaHe e Han-BMCOK OTUMTaT CpefHa Bb3pacT
28.8-31.2 rognHun.JIekoTo HapacTBaHe Ha MalluHaTa Bb3pacT He
06ACHABa HapacTBaHeTo Ha CC3 npe3 6pemMeHHOCTTa, CBbP3aHo
caMo C MarumHa Bb3pacT. bpemeHHOCTUTE B KbCHUTE penpo-

OYKTVMBHU roauHY (M BbB Bb3pacTtTa 40-50 rogmHun) obave ca
Mo-4yecTo CBbP3aHM C NMOBULLIEHA YECTOTa Ha CbpPAeYHOCHAOBU
puUckoBy haKTopu, 0CO6EHO AnabeT, XMNepTOHNA U 3aTbCTABA-
He. JonbJIHUTENHO, HapacTBall 6POWi >KeHN C BPOAEeHW Cbpheuy-
HK 3abonsABaHMA, OCTUraT AeTepoAHa Bb3pacT.” B 3anagHuTe
CTpaHu CbPAEYHOTO 3ab0/1siBaHe Ha MaiikaTa e rflaBHa Npu4ynHa
3a MalluriHa CMbPTHOCT MO BpeMe Ha 6pemeHHOCTTa. %28
XVNepTOHUYHNTE HapyLleHWs ca Hal-4ecTUTe CbpAeyHo-
CbA0BU YCIIOXKHEHUSA Npe3 OpeMeHHOCTTa, KaTo YecToTaTta M e
5-10% oT BcnuKu bpemeHHoCTU (BUXTe pasgen 10). Cpen ocTa-
HanmTe 6ONEeCTHU CbCTOSHUA, CPELLAHN Npy 6PEMEHHOCT B 3a-
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NafHVA CBAT, Hal-uyeCTn ca BPOAEHMTe CbpheyHM 3abonaBaHmnA
(75-82%).2%30 PeBMaTUHUTE KNanHy 3a60ABaHNA JOMUHMPAT
B He-3anagHuTe CTpaHu, KaTo obxBaLat 56-89% ot Bcuukm CC3
npv 6pemeHHN.?%3!

Xocnutanusauunte B 3B€HO 3a NepunapTasHM UHTEH3VBHN
rpwkn (MMO) HapacTBaT MO YeCcToTa, KaTo 3acerHaTuTe XeHwu,
KOWTO CTpajaT OT CepMO3HUN MpefliecTBalym 3abonasaHua, ca
MO-Bb3PaCTHN 1 Ce NPEACTaBAT C MHOXECTBO KOMOPOVAHOCTY,
a cpef XocnuTanM3MpaHnuTe ce cpeLlaT No-4ecTo BPOAEHMU Cbp-
Je4Hun 3a60NABaHUA B CPABHEHVE C NPEeAWHN roanHn.® Bus
BueHa, AscTpus, B neproaa 2011-2014 r., yectoTaTa Ha npuema-
He B MO e 6una 6.4 Ha 1000 paxxAaHuWs, KOETO CbOTBETCTBA Ha
1 xocnuTtanusauma Ha 156 paxaaHus, B Tosa npoyusaHe e 6una
HabniofaBaHa 5% CMbBPTHOCT, KOATO Ce cumTa 3a obuvaiiHa B
CpaBHEHVE C JaHHW OT nuTepaTypata.b Kapamomvonartuure ca
pefKu, HO ca cepro3Ha NpUYnHa 3a CbpAEYHOCHA0BU YCNOXKHE-
HUA Npes 6pemeHHOCTTa. >

3.2. OusmnonornyHmn agantayum
KbM 6peMeHHOCTTa

BpemeHHOCTTa Npeau3BMKBa NMPOMEHN B CbpAeYHOCHAOBaTa
cucTema C Len nocpelyaHe Ha NnoBuLeHNTe MeTabonnTHN HYX-
AV Ha MalikaTa v nnoga. Nna3smeHuAT 06em n CbpaeYHNAT febut
(CO) pocturat makcumyma ot 40-50% Hap 6a3anHuTe CTONHO-
CTU B 32-Ta ceaMuLLa Ha BpeMeHHOCTTa, a 75% OT ToBa HapacTBa-
He Beye e HaCTbNUIO B Kpas Ha MbpBUA TpumecTbp. MoBuLe-
HveTo Ha CJ] ce nocTura ypes nosuLaBaHe Ha yaapHuA obem
npes nbpBaTa NONOBMNHA Ha BPeMeHHOCTa, a C/lef TOBa Ypes no-
CTeneHHO HapacTBaHe Ha cbpAeyHaTa YectoTa. MpeacbpaHUTE
N KamepHUTE pa3mepy ce yBenvyaBaT Npu 3ana3eHa KamepHa
dyHKUuMA. MNpur KeHn CbC CbpAeYHO 3abonABaHe leBOKaMepHa-
Ta (JIK) n pecHokamepHara ([K) agantauus KkbMm 6pemMmeHHOCTTa
MoXe Aa 6bhe cybontrmanta.’3-3% ManuvHaTta cbpaeyHa avc-
bYHKLMA e CbyeTaHa C HapyLeH yTepo-naLeHTapeH KpbBOTOK
n cybonTmaneH pesyntar 3a nnoga.>*3 CuctemHoTo u 6eno-
APOOHOTO CbAOBO CHMPOTUBAIEHNE HamansABaT Mo Bpeme Ha
6pemMeHHOCTTa.

BpemeHHOCTTa e CbCTOAHME Ha Xunepkoarynauus, CBbp-
3aHO C MOBUIIEH PUCK OT Tpomboembonusbm. [oBuLieHaTa
aKTUBHOCT Ha 4epHOLPOOHUTE EH3VMMHM CUCTeMU, CKOPOCT
Ha rnomepynHata ¢unTpauva n nnasmeH obem, NnpomeHuTe B
CBBP3BaHETO Ha MPOTEUHUTE U NMOHMXKeHUTE anbyMUHOBU HIBa
B CepyMa AONPUHACAT 3a NPOMEHM BbB papMakoKMHeTMKaTa Ha
MHOTO fiekapcTBa.3%38 MaTouHy KOHTpakumMK, CMAHa Ha nosara
(nABa cTpaHMuHa vs. no rpb0), 6oka, 6e3nokoncTBo, Gr3nyecko
ycunve, xeMoparva U MaTouyHa UHBOJMTYLIMA MPUYNHABAT CUTHW-
dUKAHTHM XeMOAMHaMMYHM NPOMEHU MO BPeme Ha popoBaTa
eHOCT 1 post partum. AHecTe3us, xemoparus u nHbeKLMsa Mo-
raT Aa VHAYLMpaT AOMbHMTENEH CbPAEYHOCHAO0B CTpec. ApTe-
puanHoTo HandAraHe (AH) n C[] HapacTBaT Npu poJoBa AeNHOCT
1 post partum. B 3akntoueHue, dpusmonormyHaTa agantayms Kbm
6pemMeHHOCTTa BAIAE Ha OLeHKaTa U MHTeprnpeTaumaTa Ha Cbp-
AeyHaTa GyHKLMA U KNMHUYHUA CTaTyC.

3.3. KoHcynTauyus npegv 3abpemeHsBaHe

BCcuuUKM 3KeHU C M3BECTHO CbPAEUHO WM aOPTHO 3abonsBaHe,
KOWTO KeNasT fa npeanpuemat GpeMeHHOCT, Ce HYXOasaT oT
HaBPEMEHHA MpeArecTaurioHHa KoHcynTaums.>® BsemaHeTo Ha
MHGOPMUPAHO PeLLeHNe Ma PELIABALLO 3HAUEHNE, @ CbLIECTBY-
Ba 1 OueBMAHA HEOBXOAMMOCT OT VHAMBUAYANN3NPAHU FPUXKY,

KOWTO OTYMTAT HE CaMO MeANLNHCKOTO CbCTOSIHIE, HO 1 EMOLIO-
HanHaTa cpefia U KynTypa, NCUXONornyeckn npobnemm n eTmuHm
npennsBrKkaTencTsa. Oco6eHo Npu NaLMEHTKIN C BUCOK PUCK U
Bb3MOXHV MPOTMBOMOKAa3aHUsA 3a OGPEeMEHHOCT, PUCKBT OT bpe-
MEHHOCT U Hy>KAaTa OT BHMMATESIHO MaHUpaHe Ha 6pemeHHOCT
TpabBa fa ce 06CHXKAAT B Mafa Bb3pacT. Ha MHOTO eHu e Ba-
»KHO 06ave ga 6bae 06ACHEHO, Ye MoraT fja MPeM1HaT Aa 3aBbp-
LIaT Npe3 6peMeHHOCTTa C B YCJIOBUA Ha HACHK PUCK.

C uen oueHKa Ha puUCKa, KaTo MUHUMYM TPA6GBa fa ce Hanpa-
BU enekTpokapauorpama (EKT), exokapgnorpadusa n pabotHa
npob6a. B cnyyvaii Ha aopTHa natosnorus e Heobxoanma LANoCT-
Ha aopTHa obpa3Ha AMarHOCTUKa C KOMMIOTbPHaA Tomorpadua
(KT) unn agpeHo-marHuTeH pe3oHaHc (AMP) c uen agekBaTHa
KOHCYNTauus Npeamn HacTbrBaHe Ha GpemeHHOCT. M3BecTHO e,
ye MaKCMMarnHaTa CbpfeyHa YecToTa U MakCMManHaTa KUcso-
pofHa KOHCYMaums nMaT npefckassalla CTOMHOCT Mo OTHOLUe-
HVE Ha MaYMHUTE CbPAEYHN NOCIeACTBUA NPU BpeMeHHOCT.*
PaboteH kanauuteT >80% e CBbp3aH ¢ 6naronpusaTeH U3xXoa oT
6pemMeHHOCTTa.

TpabBa fa 6bAAT 06CHAEHN HAKOJSIKO acmeKTa, BKIOUNUTEN-
HO ABAroCpoYHaTa MPOrHo3a, GepTUANTETHT KM YecToTaTa Ha
abopTuTe, PUCKBT OT Bb30OHOBABAHE Ha BPOAeHO 3abosnABaHe,
NleKapCTBeHaTa Tepanus, oLeHKaTa Ha MaluvHUS PUCK U 13XOA,
OUaKBaHWTe MOCNEACTBUA 3a NNOAA W MNNaHOBUTE TPUXKA Npe3
6pemMeHHOCTTa 1 paxpaHeTto. Tpabea fa 6bae CbCTaBeH Myn-
TUANCUMIJIMHAPEH MJ1aH 3a NoBefeHne, KOWTO fa ce 06Cbam C
nauveHTKaTta. [ONbJHUTENHO 3HauYeHVe NMa 06CHXKAAHETO Ha
He3[PaBOC/IOBHUTE HABULM, BKIIOUMTENHO HAAHOPMEHO TEro,
TIOTIOHOMYLLUEHE U KOHCYMaLMsA Ha afikoxofl, Tbi KaTo Te umat
AICHO OTpakeHvie BbpXy U3xofa npv maikata v nnoga. bpemen-
HOCTTa € MHOTO NMOAXOAALLO BpeMe 3a NpenopbyBaHe Ha 34pa-
BOC/IOBEH HaUMH Ha XXMBOT, BK/TUNTESTHO CMPAHE Ha MyLUeHETO.

3.3.1. PucK ot cbpie4HO-CbA0BU YC/I0XKHEHNA
npu mankara

PrcKBT OT ycnoxHeHnsa npe3 6pemeHHOCTTa 3aBUCKU OT Mnogse-
Xallata CbpAeyvHa AmMarHosa, KamepHaTa 1 KnanHata GyHKuuma,
bYHKUMOHANHMA Kac, HaIMYMeTo Ha LMaHo3a, NyfiMoHanHuTe
apTepuanHu HanAaraHna u gpyru dakropu. KomopbugHoctute,
BKIOUNTENIHO HaMpyMep PEeBMaTOUAHUTE U MYCKYNo-CKeneT-
HUTe 3a6onABaHMA, KaKTO 1 NCUXMYHUTE HapyLieHus, TpA6Ba fa
6baaT B3eTU npegeng. CnefoBaTenHoO oLeHKaTa Ha pucka Tpsb-
Ba Ja 6bae HAMBMAYanHa.

C uen pa ce Hanpasy OLleHKa Ha MaluMHKA PUCK OT CbpAeY-
HW YCNOXHEHNA No BpeMe Ha BpemMeHHOCTTa, CbCTOAHMETO Ha
eHaTa TpsAbBa fa 6bAe npeueHeHo, KaTo ce B3eMaT npeasua
aHaMHe3aTa, QYHKUMOHANHMAT Knac, KMCIopopHaTa KOHCY-
MauuA, HMBaTa Ha HaTpuUypeTMyHMTe MNenTuau, exokapauo-
rpadckata oLeHKa Ha KamepHaTa 1 KnanHaTta ¢yHKLusA, BbTpe-
Ny/IMOHANHWTE HanAraHWA U aopTHUTE AvaMeTpu, PaboTHUAT
KanayuTeT v aputmmmTe. CneyndunyHmnat 6onecteH puck Tpabea
Za ce U34ncav ¢ noMolLyTa Ha MoauduumpaHaTta Knacmomkayma
Ha CBeToBHaTa 3apaBHa opraHusauma (C30) (Tabauya 3) n on-
NCaHNETO B CbOTBETHUTE pa3fenv, MOCBETEHN Ha CreunduyHm
3a6o0nABaHMA B Te3Un npenopbku. OueHKaTa Ha pycka Tpabea ga
6bAe npeunsrpaHa JOMbAHUTENTHO Ype3 OTUMTAHE Ha NPeauK-
TOpW, KOUTO ca naeHTUdMUMPaH/ B NPOYUYBAHUA BKJIIOYBALLM
ronemMu nonynauum ¢ pasnnyHu 3abonAaBaHUsA, KaTo HanpumMep
CARPREG (CARdiac disease in PREGnancy), ZAHARA n ROPAC
(Registry Of Pregnancy And Cardiac disease) (Tabnuya 4).2941-43

MogundunumpaHata knacndurkaumsa Ha C30 e noHacToAEM
Hal-TOYHaTa CMCTeMa 3a OLieHKA Ha puUCKa, Makap uye Ts e BEpO-
ATHO MO-NOAXOAALLA 3a PAa3BUTK, OTKOJIKOTO 3a pa3BMBaLLM Ce,
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Ta6bnuua 3: MopauduumpaHa knacupunkauums Ha MallUMHNA CbPAEYHOCHAOB PUCK Ha CBeTOBHAaTa 3paBHa OpraHM3auus
C30 knacl C30knacll C30 knacli-ll C30knaclil C30 knaclVv
Jlekv unu ymepenu Heonepuviparn npeg- | Nleka neBokamep- | YmepeHa nesokamepHa guc- | benoppobHa aptepuan-
— nyAMOHanHa cbpaeH unn Kame- | Ha anchyHkuma (OU | dyHKuma (O 30-45%) Ha X1unepToHnA
- 0,
CTeHo3a peH centanen pe- [ >45%) Mpepwectsawa nepunap- | Texka AWCOYHKUMA Ha
- nepcnctrpaly dexT XunepTpodpuuHa kap- | TanHa KapavMomuonaTtus 6e3 | cuctemHaTa Kamepa
ductus arteriosus KopurupaHa TeTpa- | avomuonatus ocTaTbuHa  JleBOKaMepHa o
- MUTpaneH npo- (O <30% wnn NYHA
nanc norus wa Fallot 3a6onsBaHe Ha HaTve- | ANCHYHKUNA knac ll-1V)
MoBeyeTo apnTMUM Ha wunn 6uonornyHa | MexaHWuyHa KnanHa npoTesa _
Yenewko - kopuru- Knana, 6e3 npuuncne- Mpepuecteauia nepy
paHi MPOCTM nesum (HapKamepHU apuT- ' CucTemMHa [AcHa Kamepa C | mapTanHa  Kapavomu-
MuK) HUTe KbM Knac I unn IV nobpa Unu NeKko MOHWXeHa | omaTua C ocTaTbuHa fle-
(peACcbpAeH Wik Ka- no €30 (neka MuTpan- | avepna byHKUNA BOKamMepHa ANchyHKUMA
MepeH cenTaneH pe- gMH,U,pOM Ha Turner | . CTeHo3a, ymepeHa ) . .
dekT, nepcucTipauy e3 aoptHa aunata- | ooo0s crepoza) pbBOO6paLLEHE ™n e)XKa MUTpasiHa CTeHo3a
ductus  arteriosus, | uua Marfan o Fontan. TexKa CUMNTOMHa a0pT-
aHOManeH [peHax Apy AKO B [Apyrn OTHOLEHNA
CUHAPOMU CBbP3aHM Ha cTeHO3a
Ha 6enoapo6Hu p % nauMeHTsT e fobpe, a Cbp- c
BEHM) CHacnencTBeHn 6one- | 1ayuoro chetostHMe @ Heyc- MCTEMHa AACHa Kame-
AwnarHosa CTW Ha rpbAHa aopTa | poo oo pa C YMEPEHO WU Tex-
(ako B Apyry MpeAcbpaHN nan Ka- 6e3 aopTHa AunaTa- y KO MOHUXeHa KamepHa
MEPHMN eKCTPacucTo- €KOPUTMPaHO LMaHOTUYHO
OTHOLWEHNA e P P yna purviparo U yHKLMA
NN, N30AIMPaHN cbpfeyHo 3abonasaHe
Aobpe n 6es Aopta <45 mmnpwu Texka aopTHa Awna-
YCNOXHEHMA) 6UKYCNMAMA Ha aopT- Bpyro cnoxHo cbppedHosa- [ 1a11g (545 mm npw
HaTa Knana Gonnare crHgpom Ha Marfan nnm
KopuripaHa — Koapk- YMepeHa MuTpasniHa cTeHo3a | Apyru HacnefCcTBeHN
Taums Texka 6€3CMMNTOMHa aopT- Gonectn Ha rpbAHaTa
ATprnoBeHTpUKYna- | HacTeHosa azgra, 6
>50 mm npu 6ukycnua-
peH cenTaneH gedekT
);mep;eHa aopTHa aunatayma Ha aopTHa Knana, cuH-
:\Ao_f 5 MM npy CMHAPOM Ha pom Ha Turner ¢ MHAEeKC
artan gmm APYTV Hacnep- [ 5 aopThuA pasmep >25
CTBEHN 6ONeCTI Ha TPbAHA- [ 1 /m> rerpanorus Ha
Taaopta; Fallot >50 mm)
45-50 mm npwu 6ukycnuaHa
aopTHa knana, cunppom Ha | CPAOB Ehlers-Danlos
Turner c uHAeKC Ha aopTHUA | Texka (pe)koapKTauua
- 2 .
pasmep 20-25 mm/m’, TeT- | £ontan ¢ ycnokHeHme
panorus Ha Fallot <50 mm)
KamepHa Taxmkapana
Be3z ponosumo no- | Jleko noBuueH puck | YmepeHo  noBuweH | CurHMduKaHTHO noBuweH | EKCTpEMHO BMCOK purcK
BULWIEH PUCK OT Mail- | OT MaluuMHa CMbPT- | PUCK OT MaluMHa | PUCKOTManyMHa CMBPTHOCT | OT MalyvHa CMbPTHOCT
Puck YNHA CMBPTHOCT M | HOCT WU YMEPEHO | CMBPTHOCT WM yme- | wnum TexkKa MOpOUAHOCT UM TexKa 3abonesae-
6e3/neko nosulleH | noBuweHa 3abone- | PeHO JO CUAHO NOBU- MOCT
60onecTeH puck BaemocCT LeHa 3a6o1eBaeMocT
YectoTa Ha
CbpAeYHM
PA 2.5-5% 5.7-10.5% 10-19% 19-27% 40-100%
cb6UTUA NpYN
ManKaTta
[la: Heobxoammo e ekcnepT- | [a: 6pemMeHHOCTTa e Npo-
HO 06CBbXAaaHe TUBOMOKAa3aHa: nNpu 3a6-
O6cbXKAaHe Ha Oa Ha pemeHsABaHe TpsA6Ba Aa
ce obcbaM MpeKkbcBaHe
Ha 6pemeHHOCTTa
Fpvxn no EkcnepTeH LeHTBp 3a EkcnepTeH LieHTBbP 3a
P . . CneymanusvipaHa pTeH U P pTeH U P
Bpeme Ha 6pe- | PaiioHHa 6onHMUa PanoHHa 6onHuua GonHMLA 6pEMEHHM CbC CbpPAEYHMN 6pEeMEHHM CbC CbpAeY-
MeHHOCTTa “ 3abonAgaHuA HW 3abonAaBaHNA
MuHnmanen
6pon npo-
cnepABawm EavH unm aBa npe- BeaHbx Ha Tpumec- EXxemeceuHo vnnu Ha ABa
AABaLYy Al ABanp A P BeaHbX Ha iBa MeceLia A BegHbX MeceuHo
nperneau no rmega TP Meceua
Bpeme Ha 6pe-
MeHHOCTTa
EkcnepTeH ueHTbp 3a EkcnepTeH ueHTbp 3a
MscTo Ha . . CneymnanusvipaHa prenu p prenu P
PaiioHHa 60onHMLa PaioHHa 6onHnLa 6PEMEHHU CbC CbpAeYHN 6pEeMEHHU CbC Cbpaey-
paxpaaHe 6onHuMua
3abonagaHuA HY 3ab6onaBaHnA

OU = ppakums Ha nstnackeaHe; NYHA = Hio-Mopkcka cbpaeuHa acoumauus; C30 = CBeToBHaTa 3apaBHa opraHusauus.
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cTpaHn. 44 O6wwrTe NPUHUMNK Ha Tasu Knacudukaums, npo-
cneAsABaHeTo v NMoBefeHNeTo nNpe3 6peMeHHOCTTa CbOTBETCTBA-
wu Ha Tasn C30 knacndurkauma ca npepctaseHn B Tabauya 3.
Moka3aHuATa 3a MHTEPBEHUMA (XMPYPruyHa nnv KateTbpHa) He
ce pasfiMyaBaT Mpu KeHW NiaHMpaLy 6pemMeHHOCT OT Te3n Npu
Apyrv nauyneHT. MankoTo M3KOYeHUA OT TOBa MPaBUSIO ca
KEeHW C Hal-Manko ymepeHa MUTpasnHa CTeHO3a U XKeHW C aopT-
Ha gunatauua. BuxTte n pasgenvTe 3a cneundunyHm 6onectn B
Te3n npenopbKu. JleueHne Ha GpepTunnTeTa € MPOTMBONOKa3a-
Ho npu xeHun cbc C30 Knac IV u pelweHneTo TpsbBa Aa ce B3eme
OTrOBOPHO C MOBULLEHO BHUMAHME NPV XXeHN CbC 3a60nABaHNA,
npuvHagnexawm kbm knac lll Ha moanduumnparata Knacnpuka-
ums Ha C30 1M KOMTO Ca Ha fledeHmne C aHTUKoarynaHT.*

OueHKaTa Ha pucka TpAbBa Aa 6bae peBr3rpaHa Npu BCekn
npernes Npeau HacTbrnBaHe Ha BPEMEHHOCTTa, Tbil KaTo puUc-
KBT OT YCIOXKHEHUA MOXe [la ce NPOMeHN BbB BpemeTo. HuBa-
Ta Ha HaTPUYpPEeTUYHUTE NENTUAN Ca CBbP3aHN C HACTbMNBaHETO
Ha CbpAeYHM CbOUTUA, KaTO CTOMHOCTY Ha N-TepMrHaneH Npo
B-tun HatpuypetnyeH nentug (NTproBNP) >128 pg/mL B 20-Ta
cegMuua Ha 6pemMeHHOCTTa NpefAckasBaT MO-KbCHU YCIOXHe-
HUA Npe3 6pemeHHOCTTa.*o4 MpeeknamncusTa e cBbp3aHa CbC
CH npu »eHu cbe cbpreyHo 3abonssaHe.*

3.3.2.PucK oT aKyluepcKun yc/I0XKHEHNA

1 YCNOXHEeHUA Npu AieTeTo
KeHn cbe CbpAaeyHn 3ab6onABaHMA MAT NOBULLEH PUCK OT aKy-
LWepCKN YCNTOXKHEHUA, BKNTIOYUTENTHO NpeXaeBpemMmeHHa poaoBa
[enHoCT, npeeknamncya n noCTnapTasHN Xemoparmun.

Ta6bnuua 4:

MpeavKTOpY Ha MA4YMHA U HEOHaTaJTHN CbOUTUA

YcnoxHeHunA npu geteto HacTbneat B 18-30% OT naumneHT-
KUTe CbC CbpAeyYHO 3a60MABaHe, a HeOHaTaNHaTa CMbPTHOCT e
1-4%.2° YcnoxHeHnATa Npy MaiikaTa 1 1eTeTo ca B TACHa Kope-
nayun.2>4243 Makap ue NnpeAnKTOpUTE Ha YCIIOKHEHWS NPU fe-
TeTo ca ngeHtTuouunpanu (Tabauya 4), NMNCcBaT BanMAnN3MpPaHn
npesuKTopHM mogenn.*

3.3.3.CbppaeueH ekun 3a 6peMmeHHN

Mpwu KeHn C ymepeH 1N BUCOK PUCK OT YCJIOXKHEHUA npes bpe-
meHHocTTa (C30 II-llI, Il n IV), npearecTaunmoHHaTa KOHCYyNTa-
uMa 1 MeponpuATnATa No Bpeme Ha 6peMeHHOCTTa 1 OKOJo
pakpaHeTo TpAGBa Aa 6bAaT PbKOBOAEHM B €KCNEPTEH LIEHTBP
OT MyNTUANCLMNAVHAPEH eKUMN: CbpAeYeH eKnmn 3a 6pemMeHHN.
MrHMManNHUTE N3NCKBAHMA KbM eKunna ca KapAnonor, akyluep
N aHeCTe31ONOr, BCUYKUTE C eKCepTun3a Nno noBefeHNeTo npm
BVICOKOPUCKOBY BPEMEHHOCTI Ha KEHW CbC CbpAeYHM 3abona-
BaHWUA. JONbAHUTENHN eKCNepTH, KOUTO MOraT fa 6baaT BKItO-
YeHM B 3aBMCMMOCT OT KOHKpeTHaTa CUTyauwus, ca reHeTuk,
KapAanoTopakaneH Xupypr, AeTCKM KapAMosor, CreLmnanmicT no
deTanHa meguuMHa, HEOHATOJON, XeMaTOJIOF, CrelnanusnpaHa
cecTpa, 6enoapobeH cneunanncT 1 Apyrv NoaXoAAWN cneyma-
nmcTu. B To3m ekun morat ga 6baaT 06CbXKAaHM 1 NALUNEHTKN
OT APYru LeHTPOBe, Taka Ye He BCAKa 605HMLa e Heo6XxoaMMo
[a UMa CBOW CbpAeyeH ekun 3a 6pemeHHN. Mi3BoauTte 1 ykasa-
HUATa TpsAbBa fa 6bhaT PermcTpUpPaHn 1 fa ca AOCTbMHU 24 u.
[IHEBHO.

MpeanKTOpM Ha MallYNHN CbPAEYHOCHAOBM CHOGUTUA

I1pep,v|K1'opu Ha HeOHATaNHMN CbOMTHNA

MpeplwecTBaLo CbpAeUYHO CbOUTME (CbpAeYHa HeJOCTaTbYHOCT, TPAH3M-
TOpPHa UCXeMUYHa aTaKa, MHCynT, aputmusa)h 28434748

NYHA knac lll/IV unn unaHo3a no Bpeme Ha 6a3anHu npeHaTaneH npe-
rnep

NYHA knac I11/1v2242:434849

JleBoCTpaHHa CbpAeyHa 06CTPYKLUA NPy Mankarta

NeBoCTpaHHa CbpaeyHa 06CTPYKLMA (yMmepeHa [o Texka)2> 4

TioTioHOMYyLLeHe Mo Bpeme Ha bpeMeHHOCTTa

MoHmXeHa GyHKLMA Ha crcTemMHaTa Kamepa (M3TnackBalla ppakuma
<409%)294349

Hucka KncnopopHa catypaumua npu maiikata (<90%)

MoHWXeHa $pyHKLMA Ha CyBrynMoHanHaTa kamepad’ >0
(TAPSE <16 mm)#9:°"

MHoxecTBeHM 6pemeHHocw|
ynOTpe6a Ha aHTUKOarynaHTv npes uanata 6peMeHHOCT

Peryprutauma Ha cucTemMHaTa aTpMOBEHTPUKYNapHa Kfana (ymepeHa Ao
4
TexKa)

CbpaeyHa MefKauma npeay 6peMeHHOCTTa
LinaHoTnyHo cbpheyHo 3abonsaBaHe ,Npu paxxaaHeTo”

Peryprutauusa Ha nynMoHanHaTa aTpMOBEHTPUKYIapHa Knana (ymepeHa
no Te>|<Ka)42

MexaHnyHa KnanHa npoTesa

MynmoHanHa apTepuanHa xuneptoHuat>4849

CbpaeyHo cbbuTre npu Malkara rno Bpeme Ha 6pemMeHHOCTTa

CbppeyHa MeanKaLma npeamn 6pemeHHoCTTa 240

MoHmKeHMe Ha CbpAeYHUA [ebnT Npy MaKkaTta no Bpeme Ha GpemeH-
HOCTTa

Linanosza (O, catypauns <90%)29,49

MaTonornuex yTeponnaueHtapeH Doppler KpbBOTOK

Hwuea Ha HaTpuypeTuuHuTte nentnamn (NT-proBNP) >128 pg/mL B 20-Ta
ceaMMLa NPeAcKasBa CbOUTHA NO-KbCHO npes 6pemeHHoCTTa) 40

AHamHesa 3a TIOTIOHOI'IyLLIeHe51

MexaHunyHa KnanHa npore3a42'47

KopmrmpaHo NN HEKOPUTMPAHO UMAaHOTNYHO CbpAeyHO 3a6onnBaHe42

MpeavKTOpY MAEHTUAULIMPaHN B IUTEPATYPHI N3TOUHMLZS3>4243,51

NT-proBNP = N-repmuHaneH npo B-tun HatpuypetuueH nentug; NYHA = Hio-Mopkcka cbpaeuHa acoumaums; TAPSE = cMCTONHA eKCKYP3MA Ha paBHUHATa Ha

TPUKYCNUAaIHNA NPbHCTEH.
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3.4. CbppevyHOCHAOBA ANArHOCTUKA
no Bpeme Ha 6pemeHHOCT

Mo Bpeme Ha 6peMeHHOCT MoXe Aia 6bAe No-TPyAHO Aa ce Amar-
HocTMumpa Hanpumep CH, 3aoTo GU3MONOrNMYHNTE NPOMEHH,
KOWTO HacTbnBaT npe3 6pemeHHocTTa (pa3gen 3.2), moraT Aa
Hanopo6aT npossy Ha CC3. Bce nak, MHOro 3abonsaBaHuA Mo-
raTt ga 6vaaT nageHTMoMLMpaHn Ype3 BHUMATENHO CHEMAHEe Ha
aHamHe3a 1 noppobeH ¢usnkaneH npernen. Korato no speme
Ha GpPemMeHHOCT HacTbMX HenpPOoMopLUMOHaNHa UM HeussacHe-
Ha AucnHea W/vny Korato Gbfe YCTaHOBEH HOB MaTONOrMYeH
Wwym (BCUYKM [ONOBMMM JNACTONHU LYMOBE Ca MaToNOrMYHNM),
MMa NoKasaHuA 3a exokapauorpadua. AH Tpsabsa fa ce usmepu
C nomoLyTa Ha CTaHfapTu3vpaH metoq (pasgen 10). Tpabea aa
6bAe TbpceHa NpoTenHypusA, ocobeHo Npu dpamusiHa aHaMHe3a
3a XUNePTOHUA UK NpeeKnaMmncus. MNpu NaLneHTKN C BPoLeH
cbpAeyHn 3abonaBaHmA TpAGBa Aia ce HanpaBu OKCUMETPUA.

3.4.1. Enektpokapauorpadus

Mpu noBevyeTo 6peMeHHM NALMEHTKN CbPLETO Ce 3aBbpTa Handa-
BO C OTKJIOHeHMe 15-20° Ha ocTa Hanaeo B EKI. Yectn gonbnHu-
TENHW HaxoAKM ca npexogHu ST/T npomeHu, Q-3bb6eL, 1 MHBeCKA
Ha T BbnHaTa B oTBeXxaaHe lll, Hamanen Q-3bbel B oTBeXAaHe
aVF n nHueeptnpanm T BbaHU BBB V1, V2 1 noHakora V3. MNpo-
MeHuTe Hanopob6saBat JIK xuneptpodua n gpyru CTpyKTypHU
cbpaeyHun 3abonasaHua. Mpy NaLNEHTKN C U3BECTHA NMAPOKCU3-
ManHa/nepcucTmpalia aputmua [KamepHa taxukapaua (KT), NV
UV NPeLCHPLHO TPEeNTeHE] UM C ONNakBaHUA OT CbpLebreHe
TpabBa fa ce Hanpaswy Holter MoHUTOpKpaHe.

3.4.2.Exokapguorpadus

TpaHcTopakanHaTa exokapauorpadusa e npeanounTaHuAT guar-
HOCTMYEH 06pa3eH MeToA npe3 6pemMmeHHoCTTa. To3n Bb3npouns-
BOAMM, WUIMPOKO AOCTbMEH, OTHOCUTESIHO €BTVH ANArHOCTNYEH
MEeTOo[] MOXe fia Ce V3BbpLUM B ambynaTopHM YCJIOBUSA, B Kapau-
OJfIOTMYHO 3BEHO, KAKTO M B CMeELHO OTAENIEHUE 1 aKyLIepCKo
3BEHO C yNieCHeH JocTbn. o Bpeme Ha 6peMeHHOCTTa ce OvakK-
BaT U3BECTHU NPOMEHU B exorpadCKrTe NapameTpu, KaTo neka
AunaTaums Ha KyXrnHuTe, NpoMsiHa B filebenvHata Ha JIK cteHa un
MOBULLIEHME Ha KnanHuTe rpagueHTn.3*>2 TpaHcesodareanHarta
exoKapaunorpadua e oTHOCUTENHO 6e3omnacHa, Ho TpAbBa aa ce
B3eme NpefBuf PUCKBT OT NOBPbLYaHe/acnupaums 1 BHe3anHo
NoBMLIABaHE Ha MHTPaabAOMMNHANHOTO HaNAraHe, KOeTO Hanara
npocneasBaHe Ha nioja.

3.4.3.Pa6boTHa npo6a

®uzmonoruuHarta paboTHa Npo6a e MHTerpasnHa 4acT oT npocsie-
[SIBAHETO NP Bb3PaCTHY C BPOLEHN CbPAEUHYN 3a60NsBaHNSA 1
npwy KnanHsu nopouu,?®>3 u Tps6ea fa ce NpPasu NPy NaLMeHTKn
C U3BECTHY CbpAEYHY 3a60IABaHNSA, KOWUTO MlaHMpaT 3abpeme-
HsiBaHe. Hawara paboTHa rpyna npenopbuBa cyOMakcmmasnHa
paboTHa npoba (80% OT u3uMcieHaTa MakCManHa CbpAeyHa
UeCToTa) NPU CYUMMTOMHU MALMEHTKM CbC CYCMEKTHO CbpAaey-
HO 3a6osiBaHe, ako Beve ca GpemeHHU. Hama gokasaTencrsa,
ye TA MOBULLABA PUCKa OT CroHTaHeH abopt.3 Crpec-exokap-
avorpadus 13non3sawia BeIOEProMeTpusi MoXe Aa nopobpm
AMArHoCTMYHaTa cneunduuHocT.”* o6y TaMUHOBYST CTPec-TeCT
€ NMoKasaH PAAKO Mo Bpeme Ha 6peMeHHOCT, a Tbil KaTo GpemeH-
HOCTTa cama no cebe cu e cTpec-TecT, ynotpebara my Tpsibsa Aa
ce n365rea, KOraTo MMa gpyru Bb3MOXHOCTM.

3.4.4.Vi3naraHe Ha NOHN3MPALLO IbYEHNE

MoTeHymanHNTe pUCKoBe OT N3NaraHe Ha MOHN3MPALLO MbyeHne
Ha nyiofa 3aBUCAT OT CTaauA Ha BpemMeHHOCTTa U MorbHaTaTta
fo3a. PuckoBete ca Han-ronemu no Bpeme Ha opraHoreHesara
1 paHHUA deTaneH nepuog, No-mMasky BbB BTOPUA TPUMECTHP U1
Hal-Masnku B TPETUs TPUMEeCTbp.>> MandopmauunTe ca TUMNYHO
CBbP3aH C LeHTpasiHaTa HepBHa cnuctema. B paHHaTa 6pemeH-
HOCT (BKNtouMTeNnHo npes 0-8 AeH Npean UMnAaHTaumaATa) Bu-
CoKaTa YyecToTa Ha CMOHTaHHUTE aboPTU NPaBM KoNMYecTBEHaTa
OLEeHKa Ha peHTreH-uHAyumMpaHaTa npeHaTasHa CMbpT TPYAHa,
MaKap ue TA HacTbnBa 1 B APYry CTaaumM Ha 6peMeHHOCTTa Npu
fo3a >250 mGy. HabniogaBaHuTe peHTreH-nHAyLMpaHn aHoma-
nvm (TrnuyHo B fo3n 100-200 mGy) BKNtoUBaT OrpaHmMyaBaHe Ha
pacTexa, UHTeneKTyasHO N30CTaBaHe, 3fl0KayecTBeHy 3abona-
BaHVA N HEBPONOrMYHK nocneacTsna.>%> Meprognte Ha Hal-
ronAmMa ya3BMMOCT BK/lOUBaT 3abaBAHe Ha pacTexa B nepuoga
8-56 feH, Mukpouedanma npes nepmroga Ha 14-105 feH n nHTe-
nekTyaneH feduumnt/npunagbLn/TeXKMN YMCTBEHW HapyLIeHWA
npes nepuopa 56-105 geH.”® Mima gaHHW 3a NOBUILEH PUCK OT
paK B AeTCKa Bb3pacT NPy BbTPEMaTOUYHN 03U NPUOIN3UTENTHO
20 mGy ¢ n3uncneHa yectoTa 1-2 ciyyas Ha AETCKM KapLUHOM
Ha 3000 geua, Npy BbTPemMaTouHa eKCno3numna Ha NoHM3npaLmn
nbum 10 mGy.>® AKO TOBa € Bb3MOXHO, NpouefypuTe Tpsabsa Aa
ce OT/IoXKaT NOoHe A0 3aBbpLUBaHe Ha Nepruoaa Ha OCHOBHa opra-
HoreHesa ( cnep 12 cegMuua cnefy MeHCTyaumnaTa).

Bcnukn meanuUMHCKM peHTreHoBM J03K TpAGBa fa 6baat 13-
Non3BaHN ,Ha Bb3MOXKHO Hal-HUCKOTO MOCTUXKMMO HUBO". AKO
e HeobxoauMa NoHM3MpaLla pagnaumnsa, pUcKoBeTe U NonsuTe
TpAbBa Aa 6bAaT cnogeneHmn Cc Maikata u fa 6bae NonyyeHo nH-
dbopmMmpaHo cbrnacue. [lozata Ha 06/bYBAHE Ha MoAa TpA6Ba
fa 6bae npunaraHa Ha Bb3MOXKHO Hal-HUCKO HMBO (3a Npeano-
ynTaHe <50 mGy) C TOUHO JOKYMEHTMpPaHe, 0COBEHO aKo MIIOABLT
noraga BbB BUAMMaTa 30Ha (BUxKTe pasgen 3.7.1).

3.4.5.PeHTreH Ha rpbAHMA KO 1 KOMMIOTbPHa
Tomorpadua

Makap ve ¢deTanHaTa fo3a NpU peHTreHorpadus Ha rpbaHUS
kow e <0.01 mGy, Ta TpA6Ba Aa ce M3MON3Ba, CaMO ako Apyru
METOAM He YCNABaT Aa M3ACHAT NpUYMHaTa 3a CUMNTOMaTMKaTa.
BenopgpobHuAT ynTpa3syk e obelaBaTt anTepHaTMBeH obpaseH
METO[, MaKap Ye M3Mos3BaHETO My NpU 6GpeMeHHOCT Bce olle
ce Hy)Kpae oT yTouHABaHe. KT o6MKHOBEHO He e Heobxoau-
Ma Mpu CbpheyHn 3abonABaHMA Npe3 BpeMeHHOCTTa U He ce
npenopbyBa, OCBEH 3a AMarHOCTULMPaHe UM U3KIIIoYBaHE Ha
6enoppobeH em6onmzbm (BE) unmu aoptHa natonorus, KbaeTto
ApyruTe AMAarHOCTUYHM CPefCcTBa ca HeloCTaTbyHO NHbOpMa-
TMBHU (pa3gen 10) n KbaeTo moxe Aa ce m3nonsea KT ¢ HMCKa
peHTreHoBa go3a ot 0.01-0.66 mGy.>360

3.4.6.CbppaeyHa KaTeTepusayus

Papko 3a AnarHOCTMYHY Lenn e HeobxorMa CbpAeUHa KaTeTe-
pur3auus, HO T MoXe a 6bJe HeobxoaMMma 3a NpoBeXAaHe Ha
WHTepBeuroHanHu npoueaypu. CpefHaTa peHTreHoBa eKcrno-
31LMA Ha He3almTeHuA Kopem e 1.5 mGy, a go nnoga gocturat
<20% OT Hesn. YcnelwHo 3aTBapsAHe Ha nepcucTupaly, ¢opameH
oBaJe e 6UNo U3BBPLLEHO C YyCTPONCTBOTO Helex Hanprmep npu
TPY NaUNEHTKN BbB BTOPUS TPUMECTbP. PagnaunoHHnTe fosu,
OLEHEHN C NPOU3BEAEHMETO Ha J030BaTa now ca 6unu 260, 58
1 19 cGy/cm? npwu n3umncrieHn matouHu (detanHm) gosu <0.005,
<0.001 1 cboTtBeTHO <0.0005 MGy.®' MpexnounTta ce paguaneH
LOCTDBIN NPUOXKEH OT ONNUTEH onepaTop. lNoBeueTo enekTpodu-
3MOMIOMMYHIN U3CNeABaHMA TpsabBa fa 6bAaT U3BbPLLEHN, CAMO
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npy MeavKaMeHTO3HopedppPaKTEPHM apUTMKM, MPUYMHABALLN
XemoHaMnyHo BriolwasaHe. C Len HaMmanABaHe Ha NibyeBaTa
[l03a TpAbBa fa ce 13MNon3BaT CUCTEMU 3a efleKTpoaHaTOMMuYeH
MenuvHr (pasgen 3).

3.4.7. AnpeHo-MarHnTeH pe3oHaHC

AAMP ce npenopbuBa, ako ApyrmTe HEMHBA3MBHU AMNArHOCTUY-
H/ MepKM He ca AOCTaTbYHU 3a OKOHYaTesIHa fmarHosa u ce
npeanoynTa, ako e Bb3MOXHO, Npep ocTaHanute 6asmpalyute
ce Ha MoHM3MpaLla paavaumna obpasHu metoan.>>> [laHHuTe,
OTHACALM Ce A0 KOHTPACTMpPaHeTo Ha 6a3aTa Ha rafosIMHNIA, ca
npoTnBopeyYrBn 1 ynotpebata My TpAbBa N0 Bb3MOXKHOCT Aa
ce n36area, ocobeHo npe3 NbpBUA TPUMeCTbP. EKcKpeumaTa Ha
cpepncTBa, 6asmpally ce Ha rafonvHUIN B MauYMHOTO MIAKO, e
orpaHunyeHa [B pamKknTte Ha nbpeuTe 24 4. <0.04% OT BeHO3HaTa
(i.v.) posa npm abcopbums 1-2%].52 laHHWTe npeanonarart, ye e
6e30MacHO KbpMeHeTo fa 6bje NPOABIKEHO CNef Mpuoxe-
HMeTo Ha NofobHM cpeacTBa.

3.5. leHeTNYHM TecTOBe N CbBeTHN

PUCKBT OT yHacnepaBaHe Ha CbpheyHn aedekTn ce nosullaBa
CUTHUVKAHTHO B CPaBHEHME C YecToTaTa Npwu feLa Ha poau-
Tenn 6e3 CC3, Npu KOWUTO PUCKBT € NpubnusnTenHo 1%.6364
YHacnegmmocTTa Bapupa mexay 3 n 50%, B 3aBUCMOCT OT B1Aa
cbpaeyHa 6onect npu poguTenuTe.

[leua Ha poautenn ¢ aBTO30MHO AOMUHAHTHO CbCTOSHUE
[Hanp. cnHgpom Ha Marfan, xuneptpoduryHa KapgrommonaTua
(XKMM) nnun gbnbr QT cnHApOM ca € pyuck oT yHacneaasaHe 50%.

OKOHYaTeNHUAT GEHOTUM Ce OMNpefens olle OT Hemb/HaTa
NPOHVMKBAEMOCT 1 MNeoTponHN ebekT 1 MOXe fa Bapuvpa
3HaumnTenHo.% Mpu gedekTun, KOUTO ce yHacneABaT no nonuvre-
HeH HauViH, PUCKBT OT NMOBTOPHA MOsIBa € MO-HEACHO ONpeAesieH.
[eHETUYHOTO TeCTYBaHE NPV KapAMOMMOMNATHMN He € NOAXOASALLA
npeHaTasHa AMarHoCTrKa Npu AunaTaTMBHU KapauomMronaTum,
OCBEH Mpy NoAGPaHN HAPYLUEHNA UM BUCOKOPWCKOBM CUTYa-
LMK B YCNIOBUATA Ha eKCNEPTHY eKnnu, cnep nofpobHa KNvH1Y-
Ha 1 bamunHa oLeHKa.%®

Mpw NauMeHTKN ¢ BeHo3eH Tpombo-embonunsbm (BTE) reHe-
TUYHOTO TECTBAHE CE CYMTA 3a OMpaBAaAHO CaMo NPV POAHUHM
Ha NpobGaHan ¢ AeduLUT Ha ecTeCTBEHN aHTUKOArynaHTu unm
cnep peunavsupady BTE.S

leHeTMYHa KOHCYNTALMs OT eKCNepT Mo CneyndryHo reHe-
TUYHO 3a60NsABaHe Ce MpenopbyBa KaTErOPUYHO HA MaLMEHT-
KWUTe 1 unieHoBeTe Ha GaMuIMATa UM NpuY NOCoYeHNTe No-Jony
CUTYyaLuK 11 Ce NPaBU C Len naeHTndUKaLms Ha HoceluTe puck
6€3CMMNTOMHM UK CBOOOAHN OT 3abonsiBaHe POAHUHM U Ha-
COYEHO KJ/IMHMYHO MPOC/ieAaBaHe 3a Hadyano Ha 6onectTa.’8-7°
O60CHOBaHO € Npy MALUUEHTKM C U3BECTHN FTEHETUYHU HapyLue-
HWs, 0COBEHO aKO MMa Bb3MOXKHOCTY 3a fiedeHne. 8

leHeTNYHa KOHCYNTaLMaA 1 TeCTyBaHe Ha POAUTENUTE MOXe
fa 6baaT nonesHu npu:

- Cnyyaun Ha 13BECTHO HOCWTENICTBO Ha Hac/lefCTBeHa Geno-
Opob6Ha apTepuanHa xunepTtoHus (BAX) nnu nynmoHanHa
BEHO-OKJy31BHa 6onecr;”!

- Kapgnomuonatum n kaHanonatuu (Hanp. gbnbvr QT cuH-
Apom);”?

- BpopgeHu cbppeuHy 3ab6onsBaHus, 32 KOUTO Ce 3Hae, Ye ca
CBBP3aHN C FeHETWYHN aHOManumM (Hamp. KOHOTPYHKaNHU
gebekT unu GUKYCNMAHA Knana), Korato nauueHTKata e
c ancmopduryHM npur3Hauy, 3abaBeHo pa3BuTMe/yMCTBe-
HO M30CTaBaHe MM KOraTo Ca Hanuue ApYru HeCbpAeyHu

BPOAEHV aHOManuv npu cuHapomu, Kato Marfan unu gpy-
MM HacneacTBeHN 3abonsABaHUA Ha rpbAHaTa aopTa, 22q11
feneuna, Williams-Beuren, Alagille, Noonan n Holt-Oram
crHgpomu;®®

- [laTonorua Ha TopakasiHaTa aopTa;

« 3acaraHe Ha Apyru uneHose Ha bammnuaTa.

3.5.1 MpeHaTanHa gnarHocTnka

MoHacToALeM, Bb3MOXKHOCTUTE 3a NPEHATANIHO FrEHETUYHO Te-
CTyBaHe ca BCe MO-AOCTbMHU 3a NaUMeHTN C aeHTUdULMpPaH re-
HeTuyeH aedekT (XPOMO3OMHU fedeKTu, KaTo nHcepuun/gene-
uun/TpaHcnokaumm unv gedpeKktn Ha eguiH reH). Tosa BktouBa (i)
nperectauynoHHa AruarHoCcTuKa unu (i) npeHaTanHa guarHocTu-
Ka, B3eMaHe Ha Npobu OT XOPMOHHM BUIV U C aMHUOLLEHTe3a.
KoHcynTauuaTta TpAa6bBa Aa 6bae HanpaBeHa B LEHTPOBE C ONuT
OT UHTEPANCLMMNIHAPEH EKCMEPTEH eKun.

Heobxoanm e nHanBuayanusvpaH noaxop KbM BCAKO ce-
MEeICTBO, 3a Aia 6ble ocurypeH camocTonATesieH n3bop 1 nHdpop-
MUPaHO Cbracme 3a npeHaTasHoO AMArHOCTUYHO TecTyBaHe B
CbOTBETCTBME C MECTHATA €TUYHA 1 3aKOHHa pamKa.”>

3.6. OueHKa Ha nnoAaa

3.6.1. CKpMHVHT 32 BpOAEeHU CbpAeUYHy 3a6onsaBaHns
M3mepBaHeTo Ha fgebenvHaTta Ha TWIHaTa I'bHKa oKono 12-Ta
ceamuLa Ha GpPemMeHHOCTTa C Len CKPUHWHE 33 XPOMO3OMHMU
aHOMaJIMK € U CKPVIHUHT 33 BPOAEHN CbpAeyHM 3abonABaHNA Ha
nnoga.”* 3a OCHOBHY BPOAEHN CbpAeUHM 3a60MABaHNA YNTpas-
BYKBT B 12-Ta cegmMuLia MMa YyBCTBUTENHOCT U cneunudryHocT
85% [95% poseputeneH nHtepsan (Cl) 78-90%] n cboTBETHO
99% (95% Cl 98-100%). YecToTaTa Ha BpofeHUTe CbpAeyHU 3a-
6onsABaHMA Npy HOpManHa aebennHa Ha TUIHaTa FbHKa € KbM
1/1000.7° Mo-paHHOTO AMArHOCTMUMPaHE Ha rofsaMa mandopma-
Li1A No3BoSIABa Ha poAUTENnUTE Aa 006CHAAT BCUYKN Bb3MOXKHOC-
TV, BKJTIOUUTENTHO NMPEKbCBaHe Ha BpemeHHoCTTa.”®
Ha BCMUKM XXeHn C BPOAEHM CbpAeYHM 3a60nABaHMA TpAbBa
fa ce npegnoxun detanHa exokapanorpadus B 19-ta go 22-ta
cegMmLa Ha BPeMeHHOCTTa, KoraTo ce naeHTuduumpat 45% ot
BCMUKM BPOAEHU CbpaeyHn mandopmauun.””’8 PetanHata exo-
Kapguorpadua TpabBa Aa ce M3BbBPLIBA OT ONUTHU Crieynani-
CTVI.79'80
Mpw cycnekums 3a cbpheyHa aHoManua Npwv NioAa e 3agbil-
XKWTENHO Aa Ce U3BbPLUN CEeJHOTO:
« UanocTtHa exokapauorpadus Ha nnopa;
« [MoppobeH npernep ¢ uen ngeHTdMKaLMa Ha NpuApYyKaBa-
WM aHOManuu (MPbCTU N KOCTK);
«  (®amunHa aHamMHe3a;
+ AHamHe3a Ha MaiKaTa: MeAULNHCKN HapyLeHWA, BUPYCHO
3abonaBaHe nnu ynotpeba Ha TepaToreHHN NeKapcTBa;
«  ®eTyceH kapuoTun (Hanp. geneuns B 22q11.2 Npu KOHOTPYH-
KanHu aHomanuny);
« HacouBaHe kbM cneyunanunct no betanHa MegmUnHa, AeTCKU
KapAuornor, reHeTUK 1 HeOHaTonNor;
« PaxpaHe B MHCTUTYLMA, KOATO MOXe 1a OCUTypy HeoHaTan-
HU KapAVONIOTNYHU TPUKN.

3.6.2.0ueHKa Aanu MIoAabT € B A06PO CbCTOAHUE

B KOHTeKCTa Ha orpaHMyYeHA pacTeXx Ha Noga, LuenTa e fa 6bae
onpeaeneHo oNTUMaNHOTO BPeMe 3a paXkAaHe 1 CblleBpeMeH-
HO GanaHcrpaHe Ha GpeTanHKTe 1 HeOHaTaNIHUTe puckoBse. LLaH-
coBeTe 3a cBOOOAHA OT MHBANUAHOCT NPEXMBAEMOCT HapacTBaT
C ~2% Ha feH mexay 24-ta n 28-ta cegmmua u ¢ 1% Ha geH cnep
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ToBa A0 32-Ta cegmuua. PaxpaaHeTo Tpabsa aa 6bae onpegene-
HO OT MOJENUTE Ha KPbBOTOKa B yMBUAMKAHaTa apTepusa 1 B
ductus venosus.8'-8

3.7. HTepBeHUMMN NpU MalKaTa No Bpeme
Ha 6pemeHHOCTTa

3.7.1. NepKyTaHHa Tepanus

AKO VHTepBeHUUATa € abConTHO HeobxoarMa, Hal-§obpPoTo
Bpeme e 4-vAT Mmecel, BbB BTOpUA TpumecTbp. 1o ToBa Bpeme
opraHoreHesara e NpuK/oYMIa, WMTOBUHATA »KJle3a Ha nnoja
€ BCe olle HeaKTMBHa, @ 06eMbT Ha MaTKaTa e BCe OLle MabK,
Taka ye MMa Mo-rofiiMo PasCToAHME MeXAY MIoAa U rpbAHMSA
KOLLU, OTKOJIKOTO B MO-KbCHUTE Meceuu. 3a oBfnagsaBaHe Ha MU
¢ ST-eneBauunsa (OMU c nepcuctupaiya CT-eneBauus) npes 6pe-
MEHHOCTTa Ce pa3unTa Haii-Beuye Ha MbPBMYHA NEPKYTaHHA KO-
poHapHa uHTepBeHuua (MTKA). Tpombonunzata moxe ga 6bae
CracuTesiHa, TOYHO KaKTO Mpu HeGpPEeMEeHHU nauueHTu, a pe-
KOMOWHAHTHUAT TbKaHEH MNIa3MUHOTEH aKTMBAaTOP He NMpemMu-
HaBa Mpe3 nnaLleHTaTa, HO MOXe Aa Npelr3BuKa XeMoparniHy
yCnoxHeHus (cybnnaueHTapHa xemoparus). M3nbnHeHreTo Ha
npouenypuTe TpA6Ba la ce OCHOBaBa Ha NMPVHLUMMA ,Bb3MOXHO
Hal-HNCKO MOCTVXMMO HMBO" (Ha 06nbuBaHe). Mpuiiomute, upes
KOMTO 06/TbYBAHETO Ce CBeXAa A0 MUHUMYM, ca: (i) n3non3saHe
Ha HacouBala exorpadus; (i) NocTaBsHe Ha N3TOUHMKA KOJKO-
TO € Bb3MOXHO MO Aasiey oT naunenTa; (iii) nsnonssaHe camo Ha
Huckomo3oBa ¢nyopockonus; (iv) MPUOPUTETHO M3MON3BaHe
Ha npefHO-3aAHM NpoeKkuuy; (v) n3bareaHe Ha AUPEKTHO 06-
NbyBaHe Ha abgoMuHanHaTa 06nacT;(vi) Bb3MOXHO Hali-cTpora
BM3Yyanun3aLmsa CaMo Ha Hy»KHaTa 30Ha; (Vii) ckbcsABaHe Ha ¢ony-
OPOCKOMCKOTO Bpeme 1 (viii) yyacTve Ha Kapguonor C rofisam
onuT.8485 3awmTata Ha Kopema HamasifiBa A0 M3BECTHA CTerneH
paavauMoHHaTa 103a 3a NJI0AA; HO, OT Apyra CTpaHa, HaJIMumeTo
Ha OJI0BO B MOJIETO HA OCHOBHKSA JIbUYEB CHOM MOXe Aa YBenuuu
pa3cenHaTta paguauua. Tbil KaTo Mosi3aTa OT 3aluTaTa e orpa-
HMYeHa, T He TpAOBa Aa Npeun Ha oNTUMasHaTa UHTepPBEHLUS.
MoHUTOpUpaHeTO U 3anNuCBaHETO Ha jbuyeBaTa EKCMo3uuus
ynecHsBa O6bJellaTa OLeHKa 3a Bb3MOXHM edeKTr BbpXy Mio-
fa. Tpabea fa ce npunoxun HedpakuroHnpaH xenapuH (HOX) B
fo3a 40-70 U/kg i.v., c uen noctraHe Ha akTMBMPAHO BpPeMme Ha
cbenpBaHe (ACT) 250 s (200-300 s) nnm akTMBMpPaHO NapumanHo
TpombonnactnHoBo Bpeme (@PTT) ABa MbTU NO-TONAMO OT HOpP-
MaJsHOTO.

3.7.2. CbppaeuHa Xupypruva ¢ Kapauo-nysamoHaneH
6arnnac

MaiunHaTa CMBbPTHOCT MPU KapauomnynmoHaneH 6avnac cera
e nofobHa Ha Ta3un npu HebpemeHHN xeHu. DeTanHaTa CMbPT-
HOCT obaue ocTaBa BUCOKA (~20%).2° CbppaeuHa xupyprus ce
npenopbyBa, CaMO KOraTto MeAMKaMeHTO3HaTa Tepanua unu
WHTEPBEHLUMOHHNTE NpoLeAypy He ca YCMeLWHU, a >KUBOTBT Ha
MalikaTa e 3acTpalleH. Hain-nogxoaawmat nepmoa 3a Xmpyprmsa
e mexpy 13-ta n 28-ta cegmuua. Mpn LANOCTHO MOHUTOPUPaHE
Ha MalikaTa ¥ MJoAa U BHUMATESTHO MPUIOXKEHNe Ha KapAamo-
nynMoHasneH 6ainac, ocobeHo Korato ce 13nosn3Ba nyncaTrBHa
nepdy3uns, puckoBeTe U 3a MalikaTa, 1 3a niofa morat Aa 6baat
CcBefleHN A0 MUHUMYM. [ecTaluMOHHaTa Bb3pacT OkasBa rofiAMo
oTpakeHvie Bbpxy n3xofa 3a HosopoaeHoTo.8 88 Mpeau kapau-
onysiMoHareH 6arinac Moxe Aa ce Mma NpefBrA NPOBeXAaHe Ha
Lile3apoBO pax/aHe, ako rectalyoHHaTa Bb3pacT e >26 ceMu-
1a.% lanu paxkgaHeTo nma uim HAMa NPeAMMCTBO 3a 6e6eTo Ha
Tasw recTalMOHHa Bb3pacT, 3aBMCK OT NONa, U34MCSIEHOTO TerNo,

NPUNOXEHMETO Ha KOPTUKOCTEPOUAN MPeaV PaxaaHeTo 1 cTa-
TUCTUYECKIUTE MOKa3aTenn Ha 136pPaHOTO HEeOHATasHO 3BEHO.
KoraTo rectauuoHHaTa Bb3pacT e =28 ceamuum, TpA6Ba Aa ce
obcbkaa paxaaHe npean xupypruaTa. Mpean onepauuaTta, Ko-
raTo e Bb3MOXHO, Ha MalikaTa TpsibBa Aa 6bae NPUIOoKEH MbieH
KOPTUKOCTEPOUAEH KypC (ABe 4031 6eTameTasoH 12 mg MycKy-
HO C HTepBan 12 u.). Mo BpeMe Ha KapAMONyIMOHaHUA 6arnac
TpsA6Ba Aa ce MOHMTOPMPa CbpAeYHaTa YecToTa Ha Nioaa v Ma-
TOYHVA TOHYC 1 BpeMeTpaeHeTo My TpA6Ba Aa 6bfe CbKpaTeHo
3a MoCTUraHe Ha No-Ao6bP KpaeH pesynTar 3a nioga.’o*0

3.8. WM360p Ha MOMeHTa N HAaYMHa Ha
paXkpaHe: pyCK 3a MallKaTa u feTeTo

TpabBa ga ce CbCTaBM MAaH 3a paxaaHe ¢ NoAPOOHOCTY 3a UH-
BYKUMATA, NOAXOAA KbM POAOBaTa AEMHOCT U CNefpOAoBOTO
HabnogeHrie. EMOUMOHANHMAT KOHTEKCT, MCUXONOrMyeckmTe
TPVIXKU 1 €TUYHWTE NPEeAN3BUKaTENCTBA TPA6GBa Cblio Aa 6baaTt
B3eTu npeaBuvA. [naHbT Ha paxgaHe TpA6Ba fa 6bhe onvcaH n
pa3npocTpaHeH, 1 Aa MPUCHCTBA B AOKYMEHTUTE, MPUAPYKaBa-
WM NauyeHTKaTa. 3a BCUYKM YMEPEHO 1 BUCOKOPMCKOBM MaLm-
EHTKU 3afbJIKNUTENHO TPA6Ba Aa 6bae ocnrypeHa crneumouyHa
eKcnepTMsa U KonabopaTvBeH MOAXOL OT CbpAeuYeH eKkun 3a
6peMeHH B Cneynani3vipaH LeHTbp.

3.8.1. U360p Ha noaxoAsL, MOMEHT 3a paXJaHe
Mpy BCUYKN XeHW CbC CbpAeuHM 3abonaBaHus TpsbBa da ce
B3eMe npeaBuj MHAYKLMA Ha POAOBa AEHOCT NPU 3aBbpLUEHM
40 recTayMOHHN CeaMULK; TOBA HaMassABa PUCKa OT CMeLLHO Le-
3apoBO ceyeHune ¢ 12%, a pucka ot mbpTBOpaxaaHe ¢ 50% npu
XeHu 6e3 cbpaeuHM 3abonsaBaHMs; Mon3aTa BEPOATHO e olye
MO-rofAMa Mpu XeHU CbC CbpaeyHn 3abonasaHua,® Kouto ca
C MO-BMCOKA YECTOTa Ha aKyLIEePCKY YCNOXHeHMA.>2 M360pbT Ha
NoAXOAAL, MOMEHT 3a MHAYKLUMA 3aBUCU OT CbpLeYHMA CTaTyc,
aKyllepcKaTa OLeHKa BK/ouBalla LepBuKaHa oLeHKa, CbCToA-
HVETO Ha NJofa 1 3penocTTa Ha 6enute My ApoboBe.

3.8.2. UHayKumA Ha popoBa AelIHOCT

Kakto muconpocton [25 ug, npoctarnaHauH E1 (PGE1)], Taka n
AVHONPOCTOoH [1-3 mg dopma cbc 3abaBeHO ocBoboOXAaBaHe
oT 10 mg (PGE2)] morat ga 6b4at M3nonssaHu 6e30nacHo 3a WH-
AYKLMA Ha poioBa AENHOCT. YCMOKOUTENHO €, Ye Npu xeHu 6e3
CbpheyHun 3abonsaBaHUA BMCOKaTa fo3a (600 pg) muconponon
HAMA HUKaKbB edeKT BbpXy CbpAeuHMTe napametpu,”> makap
Ye OCTaBa TEOPETUYEH PUCK OT KOPOHAPEH Ba30Cnasbm 1 apuT-
MUK, JUHONPOCTOH MOXe fa NPUYMHK AblO0Ka XMMOTOHWA, HO
CaMo KoraTo Gbfie UHKEKTVPAH Ha CAMNO B eHgoMeTpuyMma;®*
TO3M NBbT Ha NPUNIOXKeHNe TpA6Ba Aa ce n3bAarea. MexaHUYHU me-
TOAM, KaTo 6anoH 3a NOAroToBKa (y3pABaHe) Ha WwuninkaTa, buxa
MOrnn fa 6bAat npegnoyeTeHn Npu NauneHTKN, Npu KOUTo cna-
AbT Ha CUCTEMHOTO CbPAOBO CbNPOTUBNEHME 61 61N BpeaeH.®
M3KycTBEHOTO pa3KbCBaHe Ha OKOIOMNNOLHMUTE LNU 1 MHOY31A
Ha OKCMTOLMH MOraT fa Ce 13Mnosi3BaT 6€30mnacHO Npu XXeHn cbC
CbpAeYHM 3a60nABaHMA.

3.8.3. BarumHanHo nnu yesapoBo pa)kaaHe

HaHHuTe ot ROPAC nokasBart, Ye NaHOBOTO Lie3apOBO ceyeHme
He HOCVY Mos3a 3a MalkaTa 1 UMa 3a pe3ynTaT Nno-paHHO pakaa-
He 11 NO-HICKO Terno Ha nnoga.’® BarnHanHoTo pakaaHe e CBbp-
3aHO C No-Manka KpbBo3ary6a 1 No-HUCbHK PUCK OT MHdeKuua,
BEHO3Ha TPOMb03a 1 eM60n13bM, MOPaAM KoeTo TpsAbBa Aa ce
npenopbuBa 3a noBeveTo eHu. LlesapoBo ceueHre Tpabea ga
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ce VMa npeaBus no akylepckn NoKasaHusa Uav npwv nauneHT-
K1, MOCTBNBALLM C HaYano Ha POAOBa AENHOCT 1 Ha NleYeHne ¢
nepopasiHi aHTUKOArynaHTyh, C TEXKO M3pa3eHa aopTHa naTto-
norva n ¢ octpa pedpaktepHa CH. LiesapoBo ceyeHue ce npe-
nopbyBa Npu TeXKN popmm Ha BX (BKNOUMTENTHO CUHAPOM Ha
Eisenmenger).

3.8.4. PaxpaHe npu aHTUKOArynupaH XXeHun
(6e3 MexaHWYHa Knana; BUXKTe pasgen 5)

Mpun XeHn € NNaHMPaHO Lie3apoOBO CeveHue TepaneBTUYHUTE
031 HUCKomonekyneH xenapuH (HMX) morat npocto ga 6b-
faT nponycHaTtu 3a 24 yaca npean xmpyprua. AKo pakgaHeTo
TpA6Ba fa 6bAe NPOBOKMPAHO MNO-PaHO, MOAXOAAMAT MOMEHT
3a NpoueaypaTta MOXe Aa ce PbKOBOAW OT HMBOTO Ha aHTM-Xa
AKTUBHOCT. [Tpy BUCOKOPUCKOBU XeH 6 Y. criefl paxaaHe Moxe
na 6bae pectapTupaH TepanesTrdeH HOX. Mpu eHn ¢ ymepeH
WSIN HUCBK PUCK MOXe [la ce MPUNOoXM eAUHUYHA Npodunaktuny-
Ha go3a HMX - Hanpumep, B cnyyas ¢ eHokcanapuviH, 20 mg, ako
TenecHoTo Terno e <50 kg, 40 mg npu 50-90 kg, a Npu XeHun ¢
MoBYLWEH NHAEKC Ha TefleCHaTa Maca MoraT a 6baaT npunoxe-
HM 0.5 mg/kg — 6 u. cnefl paxxaaHeTo, Npean pectapTrpaHe Ha
TepaneBTnyeH HMX 12 4. no-KbcHo.

AKO e NNaHNpaHo BarMHanHoO pakaaHe, yMEPeHo v BUCOKO-
PUCKOBY NauNeHTKM MoraT fa 6baaT NpeBKYeHW Ha MHPY3MA
¢ HOX ¢ pepoBHM npoBepkn Ha aPTT ¢ yen onTyMm3auma Ha
KOHTpOna n nHdysmaTta ga 6bhe cnpaHa Hali-manko 4-6 vaca
npeamn NHXeKTUpaHe Ha pervoHanHa aHecTe3na UM MOMeHTa
Ha nNpeaBnAeHOTO paxaaHe. MNpu KeHn C HUCHK PUCK Tepanes-
TMYHUAT HMX moxe fia 6bae nponycHaT 3a 24 yaca npean oyak-
BaHOTO pakAaHe. AHTMKoarynaumata moxe aa 6bae pectaptu-
paHa, KakTo e NoCOYeHO Mo-rope.

3.8.5. CnelwHo paxaaHe Ha $OHa Ha TepaneBTUYHA
aHTUKoarynauumsa
PaxpaHeTo Npuv nauneHTKa, NpoBeXalla TepaneBTUYHa aHTu-
Koarynaums, HOCM BUCOK PUCK OT MallumHa xemoparusa. AKo ne-
YeHueToce nposexpa c HOX, Tpabsa Aa ce NpunoXxm npoTamuH
cyndar, KaTo TouHaTa 403a 3aBMCH OT HaUMHa Ha NPUIOXKeHNe 1
M3MUHANOTO BpeMme cfief nocsiefHaTa Jo3a U3nos3BaH XxenapuH
(mons, BuxKTe nosuymaTta Ha EMA (European Medicines Agency):
https://www.medicines.org.uk/emc/product/8). B cnyvan Ha
>KEeHW Ha neyeHre ¢ HMX moxe fia ce NpunoXm Cblo NPpOoTamMuH
cyndart; BbnpeKkn ToBa, aHTUdaKTOp Xa akTMBHOCTTA MOXe Aa
OCTaHe MO-BUCOKA, @ CKIIOHHOCTTa KbM XemMoparum fa nepcu-
ctmpa.”’ M3BecTHo e, ue NonyxnBoTbT Ha HMX e no-gbnibr, a
abcopbumaTa cnef NOAKOXKHA MHXEKUMA e yAbIKeHa, Taka e
MOXe [la Ce HaNIoXMN MPUNOXEHMEe Ha NOBTOPHU A03U UKW Mo-
NPoAbIKNUTENHA NHOY3MA Ha NpoTaMuH cyndat. AKO naumeHT-
KaTa e Ha neyeHve C NepopasiHu aHTUKoarynaHTu, ce npeano-
ynTa M3BBPLUBAHE Ha Lie3apoBO CeYeHye C LieNl HamansaBaHe Ha
pucka oT dpeTaniHa MHTPaKpaHManHa xemoparus.
O6paTMMOCTTa Ha aHTUKOarynaymsTa e no-g4obpe aa ce oCb-
WecTBY € YeTnprdaKTOPEH NPOTPOMONHOB KOMMIEKC KOHLIEH-
TpaT, KOWTo TpsAbBa fa ce UHAMBMAYaNM3Mpa B 3aBUCUMOCT OT
TErnoTo Ha MalikaTta, Ha4yasnHaTa CTOMHOCT Ha MeXAyHapOAHOTO
HopManu3npaHo oTHoweHune (INR) n TapreTHaTa CTOMHOCT Ha
INR,’® oTKONKOTO C MpsicHa 3ampa3seHa nnasma (12-15 mL/kg).>®
MpPOTPOMOMHOBMAT KOMMIEKC TPsibBa Aa Ce MPUIOXKK MNpeaun
M3BBbPLIBAHE Ha Lie3apoBO CeuyeHMne, KaTo LenTa e JocTuraHe
Ha INR <1.5; HUTO eiuH OT CbllecTBYBaLUTE aNropuTMy obaue
He e BanMAam3npaH Npu 6peMeHHN xeHn. Moxe fa ce Npunoxu
1 BuTamuH K (5-10 mg i.v.), HO 3a mocTUraHe HopManusauma Ha

INR 061KHOBEHO ca Heobxogmumm 8-12 yaca. NpunoxkeHneTo Ha
BUTaMUH K CbLLO Taka MOXe Aa Uma 1 NPOABbIIXUTENHO nocne-
AencTBre, Nopaan KOeTo pe-aHTMKoarynaumaTa e no-TpyaHa.
MnoabT MoXe fa OCTaHe aHTMKOarynvMpaH B NPOAbIIKEHME Ha
8-10 oHW cnep cnupaHe Ha flIeYeHNEeTo C NepopasHu aHTUKoary-
NAHTU NpY MalKkaTta U 61 MOrbA Ja MMa HyXAa OT NPUIOXKEHNe
Ha NpACHa 3amMpaseHa naa3ma, KakTo 1 Ha BUTaMmuH K.

3.8.6. XemognHamMM4YHO MOHUTOpPUpPaHE No Bpeme
Ha paXxpaHeTo

MainumHute AH 1 cbppeyHa YectoTa Tps6Ba fa 6bAaT MOHMTO-
pVpaHn Mpu BCUYKM MALMEHTKM CbC CbpAeyHy 3abonsaBaHuA.
Mpun XeHn C NO-TEXKO CbpAeuyHO 3abonABaHe apTepuanHata
JINHWA OCUTypABa NO-TOYHM JaHHW. MpenopbyBa ce MyncoBa ok-
CUMETPUA 1 HenpekbcHaTo EKI MoHMTOpUpaHe 3a oTKpuBaHe
Ha paHHV NPU3HALM Ha AeKOMMeHcaumA 1 ngeHTuouKauma Ha
Tesn, Npy KOMTO paxiaHeTo TpA6Ba Aa 6bAae yckopeHo. Swan-
Ganz KaTeTbpbT HOCK HEeCUrypHa Non3a, BOAW A0 YCNOXKHEHNA
1 B NoBeYeTo ciyvamn Tpsabsa aa ce nsbsrea.' Mpw HAkow BMCO-
KOPUCKOBM NaumneHTkn (bX) moxe fa ce B3eme npeaBug MOHU-
TOpUpPaHe Ha AeCHOMNPEACHPAHOTO HanAraHe.

3.8.7. AHecTe3uA/aHanresuA

EnnpgypanHata aHanresus Hamansaea pofgoBaTa 605Ka 1 Moxe fa
Ce 13M0sI3Ba 3a OCUTypPABAHE Ha aHeCcTe3uA Npu Lie3apoBo ceve-
HWe, ako e Heobxoauma. Ts obaue Moxe Ja NPUUUHN CUMCTEMHA
xunoToHua (10%) n TpabBa fa ce TUTpUpPa BHUMaTENHO, 0CO6eHO
NPy NaUNEeHTKN C OBCTPYKTUBHU KNAMHU Ne3nn Uy NOHMXeHa
KamepHa GyHKLUMA, KOMTO MOraT fa MMaT Nnonsa oT MHBA3UBHO
MOHUTOpUpaHe Ha AH. BnrBaHMATa Ha TeuHoCTM TpsAbBa Aa ce
M3BBbPLUBAT C MOBULLIEHO BHUMaHue."!

3.8.8. PopoBa geiiHoOCT

Mo6unusaumsta Moxe fa yrnecHu CrycKaHeTo Ha rnaeata Ha
nioga, a NatepanHara AekybuTanHa nosa moxe ga otcnabu
XEMOAVHAMMYHOTO Bb3AENCTBYE HAa KOMMPECUsATa BbpXy BeHa
KaBa OT 6pemeHHaTa maTka.'”? AkTeHaTta dasa Ha BTOpus CTa-
A1 TpsbBa Aa 6bae 3abaBeHa € 2 Yaca, KOeTo 1aBa Bb3MOXKHOCT
33 MaKCMMAJIHO CMyCKaHe Ha I1aBaTa Ha Mnjofa, Tbil KaTto ToBa
Lie CKbCK aKTrBHaTa dasa Ha BTopus ctagmin.'01%4 AcuctmpaHo-
TO paxaaHe ¢ GoOpLENC 1M BaKyMm MOMIa MOXe [1a Ce N3Mos3Ba
33 [OMBJIHNTENIHO HAMASIABAHE HAa MANUVIHNTE YCUNWS, B 3aBU-
CMOCT OT MOKa3aHWsTa, CBbP3aHN C MOANEXalaTa CbpAeUHa
nesus. MpenopbyBa ce HEMPEKbCHATO EIEKTPOHHO MOHUTOPW-
paHe Ha CbpAeYHaTa 4ecToTa Ha Moga.

3.8.9. LlesapoBo ceueHue nepnmopTem

B cnyqa|7| Ha HacCTblnBaHe Ha OCTPO 3acTpallaBallo XXMBOTa Ha
MalKaTta YCNOXHEHNe Tpﬂ6Ba [a ce MMa npeasnp 3anoysaHe Ha
He3abaBHO paxnaHe. Ll,enTa Ha pa*xJaHeTo e I'IO}:|,06pF|BaHe Ha
LLiaHCOBeTEe 3a yCnelHa pecycunTayna Ha MalKaTa 1, HO CamMmo Ha
BTOPO MACTO, no,qo6pﬂBaHe Ha NpexmnBAemMmoCTTa Ha nnoja. Mo-
A06Ha CTblMNKa Ce NpenopbUBa ako Ca N3MbJIHEHN 24 recTaymoH-
HW cegMmunun ot 6peMeHHOCTTa, Tbl KaTo npenn To3M MOMEHT
CTeneHTa Ha MaTO4YHa KOMMpecnAa Ha Be€Ha KaBa € OrpaHn4yeHa,
a 6e6eTo He ce cunTa 3a KU3HecnocobHo. PaxkaaHeTo TpabBa Aa
Ce OCbLUeCTBM B PAMKUTE Ha 4 MUHYTU cnep CbpaeyeH apecT.

3.8.10. M'pukn cnep paxkpaHe

BaBHaTa i.v. UHdY3UA Ha OoKCUTOLVH (2 U OKCUTOLIMH NPUOXKeH
3a 10 min BegHara cnep paxgaHe, nocnegsanu ot 12 mU/min 3a
4 4.) HamansABa prCKa OT NOCTNAPTANHA XeMOparns 1 Ma MUHU-
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MaJTHO OTPaKeHNe BbpXY CbpAeuHOCbAoBMTE NapameTpu.'® 3a
neyeHMne Ha MoCTMapTanHa XxeMoparus MoraT aa ce u3nonssart
PGE106 aHanosu [cynnpocTtoH (100-500 pg/h) n mmuconpocton
(200-1000 pQ)l; eproMeTprH 1 aHano3n Ha npocTarnaHauH F
obaue Tpsibea ga ce nsbarear.'”'% CynnpoctoH Tpabea pa ce
“3non3ea C MNOBULIEHO BHVMaHWeE, NPeABUA Bpb3KaTa My CbC
CbPAEUYHOCDHAOBU U PECMIUPATOPHM CUMMNTOMU. BaxkHO 3Haue-
HVYe VMMaT LWaTeflHaTa rpuKa 3a JOSIHUTE KpaliHUUW, 1M3Mon3-
BAHETO Ha eNacTMYHM Yopanu U PaHHOTO pa3fBUXKBaHe C LUen
HamansBaHe Ha pucka OT TpoMboembonn3bM. MoCTRAPTANTHUAT
nepuog e cBbp3aH CbC 3HAUUTENTHU XEMOANHAMUYHW NPOMEHN
N npepasnpefeneHne Ha TeYHOCTU, 0COBEHO MNpe3 MbpBUTE
24-48 u. cnep paxaaHe, KOUTO MmoraT fla npeAn3BuKaT passutne
Ha CH. Mo Ta3n nMpuuyrHa, XeMOANUHAMUYHOTO MOHUTOPUpPAHE
TpAbBa Aa 6bae NPOABIIKEHO Hall-ManKo 24—48 Y. Npu PUCKOBU
nauveHTku.*® Mpu npeawecTsalla 6eta-6110Kaga ce Npenopbu-
Ba MOHUTOpPUPaHe Ha CbpAeYHaTa YecToTa Ha HOBOPOAEHOTO B
npoabIiKeHne Ha 48 u.'%°

3.8.11. KbpmeHe

JlakTauumATa e cBbp3aHa C HUCHK PUCK OT baKkTepuemus B pesys-
TaT Ha MacTUT 1 TpAbGBa Ja ce HacbpyaBa MPU NALNEHTKM CbC
CcbpheyHn 3ab60oMABaHNA, KOraTo € Bb3MOXHO. Bcnukmu cneym-
OMYHNM CbOOpaXKeHMA NN NPOTMBOMOKA3aHMA ce 06CbXKAaaT B
pa3gena 3a 3abonsaBaHus (T.e. pasgen 8). NoseueTo nekapcTea
HaBNM3aT B MaNYMHOTO MJIAAKO M Taka MOraT a HanpaBAT Kbpme-
HeTO NPOTUBOMNOKa3aHo (BUXTe Tabsuya 7 3a noapobHOCTN OT-
HOCHO NeKapCTBa 1 faHHM 3a 6e30nacHOCT). AKO € He06X0a MO,
NAKTaLMATA MOXe [a Ce NMOTUCHe CbC CTaHAapTHU [03K Kabep-
ronuH (0.25 mg Ha Bcekun 12 4. 3a 2 fHW) UK, aKO HAMA JOCTbN
[0 KabepronvH, 6pOMOKPUNTUH (2.5 Mg B AeHs Ha pakaaHe,
nocnefBaHu ot 2.5 mg ABa NbTy 4HEBHO 3a 14 fHW).

3.9. WHdeKumnoseH eHQOKapANT

ME ce cpewa paako, kKato obLyaTa roguilHa YecToTa ce N34nc-
naBa Ha 1 Ha 1000 MauMeHTKM C BPOAEHN CbPAEYHU 3abons-
BaHuA1'%" u mexxkay 3 1 12 Ha 1000 nNpwv NaLUEHTKN C KNanHu
npotesn.'?

3.9.1. MpodunakTuka

MpunaraT ce CblUMTe MEPKM, KaKTO NPV HEGPEMEHHU NaLneHT-
kun.""? NMokaszaHuATa 3a NpodunakTrKa no BpeMe Ha paxjaHe ca
NPOTMBOPEUMBI 1 NpeaBua Nvuncata Ha ybeanTenHn goKasa-
TeNcTBa aHTMBNOTNYHA NPOdUNAKTMKa He ce NMpenopbyBa Nno
BPEeMe Ha BariMHaaHo UK Le3apoBo paxaaHe. 3a NpeBeHLns Ha
€HIOKAPANT Ca BaXKH U HeCMeLNPUUHITE XUTMEHHM 1 acenTuny-
HU MepKn.'?

3.9.2. [ImarHocTuKa 1 oLieHKa Ha pucKa
[vnarHoctukaTa Ha VIE no Bpeme Ha 6GpemMeHHOCT BKJTIOYBA Cb-
WMTE KPUTEPWU, KAKTO Npur HebpemeHHr nauneHTkn.?> Ockba-
HOCTTa Ha JaHHMTE e MpUYMHA 3a LUIMPOKNTE MU3UMCIIEHN rpa-
HALM Ha MauMHa 1 $peTasiHa CMBbPTHOCT, @ UMeHHO 11-33% un
CbOTBETHO 14-29%,111113114

3a pasnunKka oT XPOHUYHUTE KNanHu peryprutaumm, octpute
peryprutaumum, gbaxawm ce Ha UE, ce noHacaT nowo n yecto
npeamnsBuKBaT NPoABY Ha Texka CH. YecTn ca mo3byHuTE 1 ne-
prdepHnTe embonunuHm ennzoan.111 Besaka pemeHHa naumeHT-
Ka ¢ VIE TpA6Ba fa 6bAe 06CbAeHa OT eKUM C KOMMETEHTHOCT 3a
neyeHre Ha eHOoKapanT.

3.9.3. JleueHune
WE Tpa6Ba fa 6bAe NeKyBaH MO CbLUUA HauUH, KaKTO Npu He-
6pemeHHa nauueHTKa."? AHTMGMOTMLWTE TpA6Ba Aa 6baat
npunaraHn B CbOTBETCTBUE C NPENopbKUTe 1 onpefensHn oT
nosyyYeHnTe pesynTaTyi OT XeMOKYNTYPU 1 Ype3 OLeHKa Ha aH-
TMOUOTMYHA YYBCTBUTENTHOCT, KaTo ce B3emMaT NpeaBuf NMoTeH-
unanHute GpeToTOKCUYHU edeKTn Ha aHTubuoTnumTte (BUXKTe
Tabnuya 7 3a nogpo6HOCTN OTHOCHO NleKapcTBaTa 1 AaHHUTE 3a
6e3onacHocT).'®> AHTMOKMOTMLMTE, KOUTO MOraT Aa 6bhaT npu-
flaraHun npes BCUYKN TPUMEeCTpU Ha BpemMeHHOCTTa, ca NeHnuu-
JINH, aMNULWAVH, aMOKCULWAVH, 4anTOMULUWH, epPUTPOMULIMH,
ME3MIOLWIIVH, OKCaUUINH 1 Ledanocnoputu. MNpes BCUYKM Tpu-
MEeCTPU Ha GPEeMEHHOCTTa UMa KaTeropmyeH PUCK OT fieyeHue ¢
aMUHOMNKO3UAM 1 TEeTPALMKINHK; CliefoBaTesHO Te TpabBa Aa
6baT M3Mosi3BaHN Camo Mo BUTANTHN NokasaHua.'”®

MpeaBua HeM3beXXHUs PUCK 3a NN0AA, B3EMAHETO Ha pelue-
HYie 3a KNnanHa XYpyprus no Bpeme Ha 6peMeHHOCTTa € 0CO6eHO
TpyaHo."? CnewHa xupyprus e 3afb/ikKUTeNHa NpU Kapguore-
HeH Wok unu pedpaktepHa CH B pe3ynTaTt Ha ocTpa perypru-
Tauma. Korato xvmpypruata e nokasaHa npu HEKOHTpO/MpaHa
nHbeKLUMA UM 3a NpeBeHUNA Ha eMboNn3bM, UHAUBUAYANM-
3VPaHNAT MOAXO[ BKI/IOUBA CbMOCTaBsAHE Ha prcKa 3a deTyca
OT XMPYPrva ¥ prcka OT MaluMHN YCIOXHEHUA NPY N30nMpa-
HO KOHCepBaTUBHO neyveHune. XnsHecnocobeH nnoa Tpabsa ga
6bie M3POAEH NPEAN N3BBPLUBAHE HA XUPYPTMUECKO JIEUEHNE,
KOraTo TOBa € Bb3MOXKHO. Te3u nauneHTKy Tpsabea ga 6baat 06-
CNY>KBaHW B TPETUYHM LIEHTPOBE, NPV TECEH KOHTAKT MeXAy eH-
JOKapAWTEH eKWM 1 eKNM 3a BpeMeHHN.

3.10. MeToam 3a KOHTpauenuus,
npeKkbcBaHe Ha 6peMeHHOCTTa
N NHBUTPO ¢epTUNN3aymna

3.10.1. KoHTpauenTuBHu metoau
PVCKBT OT M3non3BaHe Ha KOHKPETEH BUf KOHTpaLenuua Tpsa6-
Ba fja 6bAe CbMNOCTaBeH C prcKa OT 3abpemeHsBaHe, npeLieHeH
Ha 6a3aTa Ha moaunduumpaHaTta knacudurkauma Ha C30 (BuxTe
no-rope),''® KoATo oLeHABa prCKa OT BCEKW MeTof Npwv fafeHo
MegMLUMHCKO cbcTosiHme.' Haii-go6pe e KoHCynTaummre no Bb-
npocute Ha 6pPeMeHHOCTTa a Ce 13BbPLUBAT OT 0OyYeHU Kap-
AMONO3W U aKyLepy 1 TPsA6Ba Aa 6b4aT JaAEHU OT MOMEHTa
Ha HacTbrBaHe Ha MeHapxe, 3a fia ce U36Area HennaHvpaHa 6pe-
MeHHocT. CpeiHaTa Bb3PacT Ha MbPBOTO MOJIOBO CHOLIEHME B
ObeanHeHoTO Kpanctso e 17 rogunu, npun <30% npean 15 rogu-
HK,'"® He3aBUCMMO OT HaNMUMETO Ha CbpaeuHo 3abonsasaHe.'”
KniouoBrTe hakTOpM Ca HAAEXAHOCTTA N PUCKBT OT YCNIOXKHe-
HUA, HAa-BaXXHUTE OT KOUTO ca Tpom6b03aTa 1 nHdpekumaTa. Upes
MpOoBeXAaHe Ha XOPMOHasIHa KOHTPaLEenuUua MoXe Aa ce pea-
NIN3MPAT BaXKHV HEKOHTPALENTUBHY MOM3U, BKITIOUUTESTHO KOH-
TPOJ Ha MEHCTPYaAUMATA, Npegna3BaHe OT aHeMUs, HaMaABaHe
Ha JUCMEHOPEenATa 1 Ha XxunepaHgporeHnsma.'?’
ETVHMNOECTPaaMON-CbAbPKALUTE KOHTPALIENTMBM HOCAT
Hal-BUCOK pUCK OT Tpom603a'?""?2 n He ce npenopbyBaT Npu
XKEHW C BUCOK pUCK OT Tpomb6oembonuHo 3abonssaHe; Te no-
BMWABAT Cblo AH 1 ca NpoTMBOMOKasaHn Npu GpeMeHHn C
npegwectsawa xmneptoHus.'” Camo nporecTMHOBUTE KOHTpa-
LIeNTVBY Ca aNTepHaTNBa, Tbil KAaTo Te MAT MaTbK (MMMNNAHT Ui
[EMNO NHXEKLMA) NN HUKAKbB (HAaTOBApEHO C NeBOHOoprecTpen
WHTPayTePVHHO YCTPOWCTBO WM MepopaneH Aaesorectpen)
edekT Bbpxy KoarynauuoHHute daktopu, AH u nunugHute
HuBa.'?? TepopanHuAT pesorecTpen MHXMOMpPa OBYNauUMATa,
KoeTo MoXe fa 6baie NPeauMCTBO NPV NaLMEHTKMN C NONNKNCTM-
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YeH oBapuasnieH CMHAPOM, eHAOMETPKO3a UK ANCOYHKLMOHAN-
HO MaTOUYHO KbpBeHe.

OcHOBaHUTE Ha IeBOHOPrecTpen AbirogeincTaaly obpaTu-
MW KOHTPaLeNTUBHU UMMAAHTU UM BbTPEMaTOYHUN YCTPONCTBA
ca Hai-6e3onacHnTe N Han-epeKTUBHNTE KOHTpaLenTusu. MH-
cepumATa Ha BbTPEMaTOYHO YCTPONCTBO 06aue MoKe fa Npryn-
HV Ba3oBaraseH oTroBOp; CbOTBETHO, TA TPAbGBa Aa 6bae 13Bbp-
WweHa B 6OMHNYHYM yCNoBKA, 0cobeHo Npu naumeHTKM ¢ Fontan
n cuHppom Ha Eisenmenger. JleBoHoprecTpen-ocBo6oxpaa-
BaLLOTO MHTPAyTePUHHO YCTPOMCTBO pa3pexpa yectotaTa Ha
MeHCTpyaummnTe NPUYNHABANKN ameHopea npu <60% OT XeHu-
Te, 3a pas3fivka OT MefJHUTe BbTPEMaTOUYHN YCTPONCTBA, KOUTO
npean3BMKBaT NO-TEXKN MeHCTpyauuu. lNo-HoBuUTe 1 No-mManku
BbTPEMaTOYHN YCTPOWCTBA Ha 6a3aTa Ha NleBOHOprecTpen ca
No-necH 3a NOCTaBAHe, HaManABaWKM pUcKa oT 6osKa 1 cnefo-
BaTeJIHO OT Ba3oBaranaeH OTroBop.

bapvepHnTe mMeTOAM Ca HeHafeXAHW, HO HaManABaT pu-
CcKa OT Bb3ManuTenHW Ta3oBW 3abonaaHuA. [Job6bp nopxon
e KOMOUHMpaHeTO Ha GapriepHU MeToan M AbArofencTaalla
obpaTMa KoHTpauenuus (6asvpalla ce Ha neBOHOprecTpen
AbarofenicTBalla obpaTMma KOHTpauenuusa, nporecT1MH-oCBO-
60’kAaBall MMMAAHT UM NPOrecTUH-oCcBoOOXAaBaluy BbTPe-
MaTOYHM YCTPOWNCTBA).

3a crewHa KOHTpauenumua Hain-epeKTNBHO € MeJHOTO BbT-
peyTepUHHO YCTPOWCTBO, KOETO OCUrypsABa AOMBAHUTENHO U
NpoAbIKNTENHA KOHTpauenuua. EpekTrBHa anTepHaTuBa e ef-
HOKpaTHaTa Ao3a oT 1.5 mg neBoHoOprecTpen, ako ce NPUIoXu
B PaMKu1Te Ha 72 u. Ciefi HempoTeKTMpaH cekc (1.1% Heycnex),'?*
6e3 [OKa3aTeNICTBa 3a MOBMLWEHA YecToTa Ha Tpom603a.'* [lo-
KasaHo e, Ye nporecTepoH-peLienTOPHUAT MOAYNAToOpP YNnnpuc-
Tan auetaT (UPA) e no-edpekTreeH ot neBoHoprectpen. UPA He e
CBbP3aH C MOBULLEH PUCK OT TPoM603a.'2%1%7

3.10.2. Crepunusauyns

CrepvnusaymaTa upes nurnpaHe Ha TpbbuTe He e HepasymHO
peLleHne, ako 6PeMEHHOCTTa € NPOTMBOMOKa3aHa Uin ceMei-
CTBOTO MMa Aeua. JlanapockonusTa He e NMILIEHA OT PUCKoBe
npu naumeHTn ¢ BAX, unaHosa n KpbBoob6palleHne Tun Fontan,
a prCKOBeTE Ca BEPOATHO NMO-MasKo MPU XMCTEPOCKOMNCKNA Me-
TOQ U3BbPLUEH NOA PervioHanHa aHectesna.'?® BasektomuaTa e
epeKTVBEH BapnaHT.

3.11. MpenopbKn

O6WK NpenopbKn

3.10.3. MeToau 3a npeKbcBaHe Ha 6peMeHHOCTTa
MpekbcBaHe Ha 6pemeHHOCTTa TpAbGBa fa ce 06CbAN, ako NMMa
BMCOK PUCK OT MOPOGUAHOCT M CMBPTHOCT 3a MalikaTa u/unm ot
deTtanHn aHomanuun.EpekTMBHU ca elHOBPEMEHHO neKapcTee-
HUTE N XUPYPrUYHUTE METOAN CbC CXOAHA YeCcToTa Ha ronemm
ycnoxHeHua. MNo-ronamarta yectota obaye OT HenpeABUAEHO
onepaTBHO eBaKyupaHe (2.1 vs. 0.6%) AaBa NpPeAMMCTBO Ha
XUPYPrUYHNUA MOAXOH B Tasu rpyna »*eHu.'?’ Bucokoprickosute
nauveHTKn Tpabea aa 6vAaT 06CNy>KeHU B NOAXOAALL LLeHTbp
CbC CbpAeUHa XMpyprua Ha macTo. Mpunarat ce aHTUOMOTMLM
C Len HamanABaHe Ha puCKa OT eHAOMETPUT U eJHOBPEMEHHO
CbobpaseH B NOCOKa KbM OCUTypABaHE Ha eHA0KapAUTHa NPo-
dunaktTuka. MegnkKameHTO3HO NpeKkbcBaHe Ha GpemMeHHOCTTa
TpAbBa Aa ce B3eMe npeABuj Ao 9-Ta recTalmMoHHa ceamuLa C
nomoLuita Ha pegyumpaHa gosa ot 100 mg muconponon.

3.10.4. UuBUTpO PpepTUNN3aynA

YecToTaTa Ha cybdepTmnmTeTa Npri NOBEYETO KEHN CbC CbPAeY-
HW 3a6osnsBaHuA e nogobHa Ha Tasm cpeq obwata nonynayus,'°
HO rpwikaTa 3a TAX € No-CloKHa. XMCTePOCKONMATA U NlanapocKo-
nusTa morat fa 6baaT KMBOTO3aCTpallaBalyy npouegypu npu
KeHn ¢ HAKoun GopMU Ha CbpAevHO 3abonsasaHe (BX u Fontan)
1 TpsA6Ba Aa ce Npeanpuemar B LLEHTPOBE C ONUT 3a NoaxoanLLa
noagpbKKa. AcMcTupaHaTta penpoayKkums MmMa AOMbIHUTENHN
prCKOBE KbM TE3W Ha camaTa GpemMeHHOCT; CBpbXOBynaumsTa
e NpoTpomb0o3Ha 1 Moxe Aa 6bae yCnoKHeHa OT CMHAPOMa Ha
oBapviasiHa XMNepcTumynaumsa € 13paseHo npepasnpegeneHue
Ha TEUHOCTM 1 AOPU OLie MO-BMUCOK PUCK OT Tpombo3a. Puckbt
OT OBapuanHata XunepcTumynauvs mMoxe Aa 6bhe HamaneH
upe3 BHUMATENHO NPOCeAABaHe Ha LMKbA, KaTo ce 13Mon3sa
HYCKa fo3a GONMKYNOCTYMYMPALL XOPMOH B KOMOMHALMS C aH-
TaroHWCT Ha FOHAAOTPOMNMH-0CBOOOXAABALUMS XOPMOH, 3ampa-
3f1BaHE Ha BCUYKM eMOPVIOHN MU NPEXBBPISHE CaMO Ha efvH
eM6punoH.”! MocneaHUAT BapmaHT ce NPenopbyBa KaTeropuyHoO
NPW XEHU CbC CbpAeYHY 3a60NABaHNA, TbiA KaTO MHOTOMNJIOAHATa
6PEMEHHOCT € CBbp3aHa C No-rofieMmy CbpAeYHOCHAO0BY MPOMe-
HW'32 1 NoBeye YCNOXHEHMA 3a MaiikaTa 1 nnoga.'>> bpemeHHOCT-
Ta 1 CbOTBETHO JleyeHve 3a GpepTUAMTET Ca NPOTMBOMOKA3aHM
npw xeHu ¢ knac IV Ha C30. Mpw xeHn cbc C30 knac Il unn Te3n,
KOWTO Ce aHTUKOoarynuMpat, PUCKbT OT XWMepoBynaLusa € MHOTO
BUCOK 1 TPsIBBA fja Ce B3eme NpeABUA aTepHaTBaTa Ha ecTecT-
BEHVIA LUK/ HAa MHBUTPO bepTunmnsaums.

Mpenopbkn

Knac® | HueoP

rectayMoOHHa OLleHKa Ha pucka n O6C'b)K,ane.39

[Mpy BCUYKM XEHWU C U3BECTHU U CYCNEKTHW BPOAEHW NN I'IpVIF\O6VITVI CbpAeYHOCHAOBN N aOPTHN 3abonABaHuWsA e NokasaHa npea-

MpenopbuBa ce NPV BCUYKUN XKEHM CbC CbpAeYHM 3a60onABaHNA B AeTepoAHa Bb3PacT Aa Ce HanpaBy KONMYECTBEHA OLieHKa Ha
pUCKa Npean 1 cnep 3ayeBaHe Ypes n3nonssaHe Ha moanduumpaHarta C30 KnacuprKkaumna Ha ManynHUA pMCK.”

eKun 3a 6peMeHHM.39

ﬂpenopbqsa Ce BUCOKOPUCKOBM MauneHTn oa 6'b,C|aT NieKyBaHU B cneymanm3vipaHmn UeHTpoBe OT MynTuancymnianHapeH cbpaeyvyeH

CTVI.7

I'Ipm NOBULUEH PUCK OT aHOMaNlM Ha niofa ce npernopbsyBa Aa Cce Hanpasn d)eTanHa 8XOKapp,l/l0rpa¢l/lf-| OT ONUTHW cneynann-

CUMMTOMMWN.

EXOKapﬂVIOI'pad)VIﬂ ce npenopbyBa Npu BCAKa 6peM€HHa nayneHTka ¢ Hen3ACHeHW UM HOBU CbpAeYHOCHAOBW NPU3HaLUN Nn

nopbyBaT KOPTUKOCTEPOUAN.

Ako TpsA6Ba Aa ce U3BBPLUN CbPAEYHA XMPYPrua ciep 24 ceamuum 1 npeau 37-ta cefmmLa Ha 6PeMeHHOCTTa, 3a MalikaTa ce npe-

(Mpoowmxasa)
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(MpoowmxeHue)
Mpenopbku Knac® Huso®
KaTo nbpBuM n360p Npu noBeyeTo NalumneHTKN ce NpernopbyBa BarvHamHO paXaaHe; BUXTe No-[0Ny Hali-BakHUTe n3ktoueHnsn.?®
Mpwy BCUYKM XKEHW CbC CbPAEYHM 3a60N1ABaHNA NpU 3aBbpLuBaHe Ha 40-Ta cegMmLa Ha 6pemeHHOCTTa TPAGBa Aa ce B3eMe NpeaABug lla
VNHAYKLMA Ha paxaaHeTo.
Mpwn XeHn C BpoAeHn CbpAaeyHn 3aboNABaHNA UM BPOLEHU apUTMUK, KapAMOMMONATIW, a0OPTHY 3a60NABaHNA WY FreHETUYHU lla
mandopmauun cebp3ann cbec CC3 TpAbBa Aa ce Ma NpefBUA reHeTUYHa KoHCynTauma.>
AKo exoKkapaunorpadusaTa e HefoCTaTbUYHa 3a OKOHYaTesHa AnarHo3a, TpA6ea Aaa ce B3eme npeasug AMP (6e3 ragonnHuym). lla
Mpwy naumneHTKN C TeXKa X1nepToHnA TpPAOBa fa ce B3eme NpefBUA BarMHanHoO paXkAaaHe C enupypanHa aHanresusa n nsbuparenHo lla
VNHCTPYMEHTANHO paxaaHe.
KoraTo rectaumoHHaTta Bb3pacT e =26 ceamuLn, Npeamn HensbexHa xmpyprvsa TpabBsa fa ce B3eme npeasus pa)K,ane.ss’z"&135 lla
PaxpaHe c Le3apoBo ceyeHMe TpabBa Aa ce 06CbKAa NPU Hannume Ha aKyLepCKy NOKasaHUaA Wiv Npuv NaumneHTn C gunaTtaumus Ha
Bb3X0AALaTa aopTa >45 mm), TeXKKa aopTHa CTeHO3a, MPeXAeBpeMeHHa Po0oBa AeHOCT Ha pOHa Ha MepopanHN aHTUKOArynaHTu, lla
cuHApoMm Ha Eisenmenger nnu Texka CbpAeyHa HefloCTaTbYHOCT.
PeHTreH Ha rpbAHUA KOLI MOXKe fla ce MMa NpefBuf, ako ApyruTe MeTOAN He aBaT Bb3MOXKHOCT 3a M3ACHABAHe Ha MpuYvHaTa 3a b
3aayX.
CbppheyHa KaTeTepusauns Moxe Aa ce B3eme npeasua npy MHOTO CTPOrY NMOKasaHus. 11b
KT 1 enekTpodu3nonornuHy n3cneaBaHnsa Morat ja ce Mmat npeasua npu n3bpaHu naumeHTy ¢ BUTANHW NoKasaHus. 11b
KopoHapHa 6aiinac xvpyprus unm KnarnHa Xupyprus Moxe fja ce B3eme npeABug no Bpeme Ha 6pemMeHHOCT, KoraTo KOHCepBaTHB-
HaTa 1 MeAnUVHCKaTa Tepanua e 61na HeycrewHa v B CUTyaLmm, KOMTO 3acTpallaBaT XMBOTa Ha MaiikaTa UM KoUTo He ca nopat- 11b
JIMBU Ha NEPKYTaHHO NeyeHme.
Mo Bpeme Ha paxaaHeTo He ce MpenopbyBa MPOdUNAKTUUHA aHTUGMOTNYHA TepanyA 3a NPeAnasBaHe OT eHAoKapauT. 12 -:

2 Knac Ha npenopbKuTe.
® H1BO Ha fOKa3aTeNCcTBEHOCT.

KT = komnioTbpHa Tomorpadusa; CC3 = cbpaeyHocbaosu 3abonasanus; AMP = agpeHo-marHuTeH pe3oHaHc; C30= CBeToBHaTa 34paBHa opraHu3auus.

4. BpopeHun cbpaeuvHin
mandopmauyum n 6enogpo6bHa
XNNepToOHNA

4.1. YBop

BpopeHu cbpaeyuHun 3abonsBaHma ca Hanvue npu 0.8-0.9% ot
XunBopoaeHnTe.%13¢ flesunte BapupaT No TeXecT, HO Aopwu 1
MaLVEHTKU CbC CIOXHM ManpopmMaLumn cera npexusasar Ao
JetepofHa Bb3pact.’’ B ronamMo mexgyHapogHo obcnefsaHe
BbpXY 6peMeHHOCT U CbpaeuHn 3abonsaBaHuA [Be-TPeTu oT
cnyvanTe ca 61Unn ¢ BPoA4eHU CbpaeuHn 3abonABaHms, a 5% ca
6unun c BX.*2138 BpogeHuTe cbpaeuHmn Mandopmaumm v bX obaye
ca peaKmn NPUYNHA 3a MalumHa CMbpPT.>

Mpu NOBEYETO KEHU C BPOJEHM CbpAeYHU 3a6onABaHuA
6peMeHHOCTTa ce noHaca fobpe. PUCKBT Npu 6pemeHHOCT 3a-
BUCK OT Nogfexalmsa cbpaeyeH aedekT, KaKTo U OT AOMbIIHN-
TefHN GakTopy, KaTo KamepHa GyHKUMA, GyHKLMOHANeH Knac
M UMaHo3a. MailuMHN CbPAEUHMN YCIIOKHEHMA Ca Hanuue npu
~10% OT 3aBbpLUEHNTE BPEMEHHOCTM 1 Ca MNO-YeCTr NP MarKku
CbC CNIOXKHO 3a60nsiBaHe. MauneHTKITE, MOJyYaBaLM YCIIOKHe-
HWA MO Bpeme Ha 6peMeHHOCTTa, MoraT fja 6baT U € No-BUCOK
PVCK 33 KbCHY CbPAEUHN YCIIOXKHEHUsA cnef 6pemeHHoCTTa. '
AKyLIEPCKM YCOXKHEHWs, KaTo (Mpe)eknamncus, ce cpewat no-
uecTo. HapacTeart v yCNnoXKHEHMsATa NMPY MOKOSIEHNETO, BKIOUN-
TeNHO abopT, NPeXAeBPEeMEHHO paXKaHe 1 HeoHaTaslHa CMbPT.

NunarHocTuka. B noseyeTo cnydan BpofeHnTe CbpAeyH 3a-
60nABaHNA ce AMarHOCTULMpPaT NPaBUITHO Npean 6pemMeHHOCT-

Ta, KOETO laBa Bb3MOXHOCT 3a MbJIHAa OLEHKA Ha puUCKa npeau
6pemeHHocTTa. Mopuduumpanute C30 knacose (Tabsuya 3)
OuEepPTaBaT WMPOK KPbI PUCKOBY KaTeropuu.

4.2. benoppo6Ha xunepToHus
n cuHapom Ha Eisenmenger

4.2.1. benoppo6Ha xunepToHus

4.2.1.1.  Ygoo

BX nma MHoro npuunHn n ce gedrHMpa C NOBULLEHO CPESHO
6enofpobHO apTepuanHo HanAraHe =25 mmHg npu gAcHa cbp-
AeyHa KateTepusauma. TepmuHbT BAX onmncea noarpyna ¢ bX
xapakTepu3sunpalla ce ¢ JIK HanAraHe Ha nMbJiHeHe <15 mmHg n
6en108po6HO CbAOBO CbMNPOTUB/EHNME >3 eanHuum no Wood.??
HenekysaHata ngrnonatnyHa bX BoAan O CMbPT 3a CpefeH CPoK
oT 2.8 roanHn. BAX ce cpellya 4ecTo Npu KeHU, a MbPBUTE KNK-
HWYHW NPOABU MOraT Aja ce HabnoaasaT npy 6pemeHHoOCT. 0

4.2.1.2.  MatyuH puck

M3xoabT Npu MmarkaTa, KOMTO Bapupa B 3aBUCMMOCT OT Buaa bX ce
€ nopgo6pun C HaNMMUKMETO HAa HOBW TapreTHU Tepanus v K3Mnosns-
BAHETO Ha EKWUMeH MynTuaucumnavHapeH noaxopd.'*-43 Makap
ye OpemMeHHOCTTa M3rnexga no-6e3omnacHa B AHELHO BpeMme,
CMBPTHOCTTA OCTaBa BUCOKa npu xeHute ¢ BAX (16-30% manuu-
Ha cmbpTHOCT).¥”138 CnepoBaTenHo, npenopbKaTta 3a msbArsaHe
Ha 6PeMeHHOCT OCTaBa, a ako € HacTbMNuIa 6PemMeHHOCT, TPoBa
[a ce 06Cban nNpekbcaHe. [eproabT Ha Hak-roNam pycK e nuep-
nepuyMbT 1 paHo cref paxkaaHe. Tesu xkeHn Tpabea aa 6baat 06-
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CNYKBAHW OT MyNITUAVCLMMIVIHAPEH EKNM C BKITIOUEH CreLmanneTt
no bX, B ekcrnepTeH LEeHTbP 3a BpeMeHHN CbC CbpAeUuHM 3a60NsBa-
HUA. Hait-yecTuTe NPUYMHM 32 CMbPT Ca MySIMOHANTHA XMMNEePTOHNY-
Ha Kpu3a, 6enoapobHa Tpom60o3a 1 fecHocTpaHHa CH. Te morat ga
HACTBMNAT JOPU 1 NPU NALMEHTU C ieKa CUMITOMATVIKa npeau 6pe-
MeHHOCTTa. PUcKoBY dakTopu 3a MauMHa CMbPTHOCT Ca: TEXeCT
Ha BX, KbcHa xocnuUTanusaums 1 Moxe 61 13Mos3BaHe Ha obLa
aHecTesus.** [lopun n ymepeHn popmu Ha 6enoapobHa cbaosa 60-
NeCT MOrarT Aa ce BJIOLAT Mo Bpeme Ha GpeMeHHOCT.® Bbnpeku e
nmncea 6e30MacHa rpaH1La Ha PUCKa NPV HANIMYKE Ha MOBULLEHO
6e10APOGHO apPTEPUANTHO HANIATAHE, IMa MHEHVIS, Ye TOW € No-Ma-
JTbK Camo Npyi 6pPeMEHHM C JIEKO MOBULIEHO HansraHe. 38

4.2.1.3.  AKywepcku puck u pucK 3a nokoseHuemo

Mma noBuweHa ¢eTanHa U HeoHaTanHa (0-30%) CMBPTHOCT,
0cobeHOo Npu NpeXxAeBPeMeHHO paxaHe, HaManeH cbpheyeH
[ebuT Ha MaiKaTa U/unmn XMnokcemms.

4.2.14. [losedeHue
O6VYaHKAT AuarHocTiyeH anroputbm npu BX Tpabea pa 6bae
MPUNOXKeH, Korato 6peMeHHa MauveHTKa ce MpPefcTaBu C HOBU
nposABu 3a 6onectTa. Exokapavorpaduata e ocHoBeH MeToA, a
Apyrute AMarHOCTUYHM CTBIKW, CbOTBETCTBALLM Ha MPEenopbKuTe
npw BbX, ce nnaHnpat nHamsuayanHo. iHBasmBHa AACHa CbpaeyHa
KaTeTepu3aLua ce npenopbysa NpU HeCUrypHa arMarHo3a v 3a nog-
rnomMaraHe Ha B3eMaHeTO Ha BaXHW TepaneBTUYHU peLlueHns. AKo
e HeobxofuMa, TA Ce M3BbPLUBA B CreumanvavpaH LeHTbp. Mpu
damuHM cyyam e NMoAXOAALO Aa Ce HanpaBy FeHeTUYHa KOH-
cyntauma. 3a 6pemeHHaTa nauymeHTKa ¢ bX e Heobxoarmo e pa ce
TPVIXKIN MYNTUANCUMNIMHAPEH ekur. Te3n rpukm TpAabBa Aa ce Cbo-
6pasABaT C KOHKpeTHaTa MaLMeHTKa 1 BKIoYBaT MHOO YeCTW KOH-
TponHW Nperneam (BcAka ceamuLia npes Tpetna TpumecTbp). Mpr
BCAKO MoceLleHyie TpAGBa fja ce MpaBy MbJiHa OLEHKa, BKJTOYBaLLa
K1CNopoAHa caTypauma v oueHka Ha [IK dyHKuwmA. MNpn cumnToMHm
NaLVEHTKM MOXe 1a Ce HaNOXWM MOCTENEH PEXMM U N36ArBaHe Ha
[AOMbIHUTENHW PUCKOBM GpaKTopH (KaTo MbTyBaHe Mo Bb3AyX).
Tpom60emMb60oNN3MbBT € rNaBeH PUCKOB GpakTop 1 TpAbBa Aa
ce UMa npeABuf NPoBexAaHe Ha aHTMKoarynaumsa (Buxre pas-
aen 11). NMpwu naumeHTn cbec CH MoXe aa ma Hy>aa oT AnmypeTtu-
U, a xKenesHuaT geduuymnt Tpabsa aa 6bae nekysaH.
bpemeHHocTTa NpK NauneHTKn ¢ BAX e BUCOKOPUCKOBO CbC-
ToAHME 1 TPAGBa ia Ce MPUIIOXKNM akKTVIBEH NMOAXOA 3a BKIIIOUBaHe
Ha CbBpemMeHHa Tepanus. TpabBa fa ce N3BbPLUM PUCKOBA CTPa-
TMdMKaLNMA, KaKTo Npu HebpemeHHU naureHTKn. HAma fokasa-
TeNcTBa 3a Nos3a Npu CpaBHABaHE Ha CTbMNANIOBUAHMA NOAXOA
C paHHaTa KOMOUHMpaHa Tepanua Npy 6peMeHHV NauueHTKH,
MaKap 4e BTopaTa YecTo ce NpeArnoymnTa, B CbOTBETCTBME C Ha-
wuTte MpenopbKu. boceHTaH 1 Apyrn eHOAOTENNH peLenTopHU
aHTaroHWCTM ca CBbp3aHu C embpronatua 1 TpA6ea Aa ce cnpar,
OCBEH KOraTo ToBa 61 yBENMUMIO CUIHO MalunHKA prcK. Heob-
XOAUM e IHANBUAYanu3npaH noaxoa. a MHoro 3seHa ctaptupar
Tepanua c nepopaneH cungeHadun. MoarpynaTta NaumeHTKM C
VNCTUHCKM OTFOBOP KbM Ba3oamuaataTtopu, Npu KOUTO TepanuATta
C Kanuueswm aHTaroHncTu (KA) Boan Ao AOGDBP KOHTPOI, Ca MOXe
61 C Ha-HNCBK PUCK 1 Ta3n Tepanua TpA6Ba Aa 6bAe NPoAbI-
»KeHa, KaTo 1 BCUUKM i.v. Tepanuu. B pasgen 12 ce o6cbxaar pas-
NINYHW MeAMnKaL MK, BKIIOYNTENIHO NOTEHLMaNHN B3aMMOAENCT-
BUA C KOHTPaLENTUBHN SIeKapCTBa U aHTUKOArynaHTu.

4.2.1.5.  Pax0daHe

CbpaeyHUAT eknn 3a 6pemeHHN TpAbBa Aa CbCTaBy NogpobeH
NfaH Ha pakaaHe, BKMOYBALY ONTUMAJIEH METOA W MoaxoanLy
MOMEHT Ha pakgaHe. Tol TpsbBa Aa BKOYBA NOCTNAPTaNHNUTE
HY>KAW OT HTEH3MBHW FPUXM 1 MeXaHWYHa noaapbxka. O6uk-

HOBEHO Ce MpeAnoYnTa pPermoHanHa aHectesua npep obuia
aHecTe3nA.'® ToyHmAT 6anaHC Ha TEYHOCTM U ONTMMMU3ALMATA
Ha JK GyHKLMA ca BaXKHW AETEPMUHAHTMI HA KIIMHUYHWA N3XO4,
MauneHTUTe OCTaBaT C BUCOK PUCK MHOFO Meceuu cref] pax-
flaHe 1 e HeobXoaAMMY UHAVMBUAYANN3NPAHN CbBETU OTHOCHO
HY>KAaTa OT MPOAb/IKABALLM Tepanumn 1 n3bareaHe Ha Gbaewym
6pemeHHOCTW. TepanunTe He TpAGBa Aa 6baaT NpekbCBaHU B
paHHWA Nepuoa cnep pakaaHe.

4.2.2. CuHppom Ha Eisenmenger

4.2.2.1.  Mat4uH puck

MauneHTuTe ¢ Eisenmenger ce HyXAanaT OT cneyuasHo 06CHX-
[aHe, Nopaan AOMbIHUTESIHUTE YCIIOXHEHWS OT LMAHO3aTa,
AACHO-NEBUSA WHHT 1 NapagoKcanHus em6onusbm. Mo BpemMe Ha
6peMeHHOCTTa CMCTEMHATA Ba3OAMaTauns yBemyaBa gacHo-
NEBUS WHHT 1 Hamansea 6enogpobHNA KPbBOTOK, KOETO BOAM
[0 MNo-rofisima LmnaHo3a v no-Hucbk Cll. ManumnHata CMbPTHOCT
e B1CoKa (20-50%) n TpabBa fa ce 06CbAM NPeKbCBaHe Ha bpe-
MeHHOCTTa."*é MpekbcBaHeTo 06aye CbLo HOCK PUCK.

4.2.2.2. ®emaneH puck

DeTanHUAT N HEOHATANTHUAT PUCK Ca MOBULIEHN U CBBP3aHM C
ManunHua CO n ymaHosata. AbopTtute ca yectu. ManumHaTta xu-
NOKCEMUS € Hal-BaXKHUAT NPEeANKTOP 3a KIMHWYEH M3XOg,.

4.2.2.3. [losedeHue

MpunoXnmMnM ca MHOro OT MPUHLUMAWUTE Ha TPUXK MPU He-
Eisenmenger-osa BAX. [laymeHTute CbC CUMHAPOM  Ha
Eisenmenger ca c noBuLeH pUcK oT TpomboLuToneHus, fedu-
LMT Ha BUTaMUWH K-3aBrcrMuTe GpakTopu Ha CbCrpBaHe 1 KPpbBO-
nsnmeun. Heobxoarnmo e, cnefoBaTenHo, MOBULEHO BHMMaHWe
npv npepnucBaHe Ha aHTUTpPomMbGouuTHa Tepanua uan HMX.
JlokaszaTencrearta OTHacALWM Ce 3a M3MON3BAHETO HAa MOAEPHM
Tepanuu ca no-cnabo yctaHoBeHU. YecTo obaue ce npeanmcaa
cungeHadun (n apyru dochopmectepasHu MHXMOUTOPY, KaTo
Taganadun n BapgeHadun) c gobassaHe Ha NpocTaHOUAMN Mpu
nauMeHTn, KouTo octasaT cumntomMHn.'”’ Heobxogmumo e no-
BMLUEHO BHMMaHWe npv NpeanncBaHeTo Ha NleKapcTBa, KOUTO
MoraT fa AoBeAaT fO BHe3arnHa CMCTeMHa BasoaunaTtauma uim
pUCK OT MapajoKcaneH Bb3ayleH embonusbm (iv. Tepanunu).
Mpun nauyneHtTn cbc cnHppom Ha Eisenmenger cbBpemeHHUTe
Tepanun TpA6Ba Aa 6bAaT NpeAnncBaHKn, Camo OT OMUTEH Cbp-
[eyeH eKkun 3a 6pemeHHY BKtoyBaly ekcnept no bX. MpuHuymnu-
Te 3a NpoBeX/aHe Ha paXxJaHeTo ca KakTo npwv Apyru Gopmu Ha
bX onuncaHn no-rope.

4.2.3. LUmaHOoTUYHM cbppeyHn 3abonaBaHus 6e3
6enogpo6Ha XxnepToHUsA

4.2.3.1.  MatyuH puck

LinaHoTnYHMTE BpoAeHu cbppedHn 3abonaBaHMs OOMKHOBe-
HO Ce Kopurnpat npean 6peMeHHOCT, HO HsIKoW GanaHcupaHu,
MHOMNEPABUNHY K NafIMaTUBHO OMEePUPaHN Clyyam AocTurat
aetepoaHa Bb3pact.*® MaiumHu ycnoxHenus (CH, Tpom603a,
apUTMUM 1 eHJOKAPAUT) HACTbNBAT NpU >15% 6pemeHHM Una-
HOTVMYHU NaLMeHTKU. M3XoabT 3a MalikaTa ce onpegaens no-cko-
PO OT NOAMEXALOTO CbCTOAHUE U KaMepHaTa GyHKUKWSA, a He
TOJIKOBA OT HUBOTO Ha KNCJIOPOAHA CaTypaLus.

4.2.3.2. ®emaneH puck

AKo KncnopopHarta catypaums e >90%, 3xoabT 3a nioaa e 06uk-
HOBeHO Mo-Ao6bp (10% deTanHa 3aryba). AKo KicnopogHaTa ca-
Typauua e <85%, 4eCTo MMa OrpaH/YeH pacTex Ha peTyca, Npex-
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[leBpeMeHHO paxfaHe 1 ¢eTanHa cMbpT, a 6peMeHHOCTTa He
TpsAGBa Aa Ce HacbpuaBa (paXkaaHe Ha MBo AeTe camo B 12%).'4

4.3. CneundunyHu BpoAeHN CbpAEYHMN
AedeKTn

4.3.1. OG6CTPYKLUA Ha IeBOKaMepHUA N3XOAEH
TpakKT

MprHUUNKTe Ha NoBefeHMe NPU HaZKNarnHa Uy nofKnarHa oo-

cTpyKuuma Ha JIK n3xofeH TpakT ca CbLyMTe KaTo Te3u Npu Knan-

Ha aopTHa cteHo3a (AC) (pa3gen 5). banoHHaTa BanBynonnacTu-

Ka o6aue He e TepaneBTNYEH BapuaHT.

4.3.2. MexpynpeacbpaeH gedpekr

4.3.2.1.  Mad4uH puck

BpemeHHOCTTa ce nMoHaca fobpe OT NOBeYEeTO KEeHU C KOpUru-
paH mexgynpeacbpaeH gedexkt MMA-Il (C30 puckos knac ).
Mpwn kopurupanun MMAO-II ca onucaHn Tpomb6oemMboaNMYHU YC-
noxHenua (5%). HactbneaT npeacbpAHy apuTMnnM, 0CO6EHO B
no-3pana Bb3pact, ako MM~ He e kopurmnpar nnu 3ateopeH.'°

4.3.2.2.  AKywepcKu pucK u pucK 3a NnoKoJieHuemo
Mpw xeHu ¢ HekopurupaH MMA-1I moxe 6u ce cpelua No-yecTo
npeeknamncua 1 HamaneHo Terno.

4.3.2.3. [logedeHue

Mpu MMNA-Il,no Bpeme Ha 6peMeHHOCT MOXe fa 6bie N3BBPLLUEHO
3aTBapsAHE C KAaTETbPHO YCTPONCTBO, HO PAAKO IMa NMOKa3aHuA 3a
TOBa. AKO Ce OCbLUEeCTBY 3aTBapsHE C YCTPOWCTBO, Lie € Heo6Xo-
AUMa aHTUTpoMbGOLMTHa Tepanus. Hama nokasaHua 3a 3aTBaps-
He C Lien NpeBeHUMs Ha NnapagoKcaneH embonusbM. Mpu keHu ¢
OCTaTbYEH LUBHT NPEBEHLMATA HAa BEHO3HA CTa3a (KOMMNPECUBHU
yopanu 1 ceexzaHe 40 MUHUMYM Ha NIETTIOBUS PEXIM) € BaXKHa.
Heob6xoanmm ca BOMbAHNTENHN MEPKM, 3a fia Ce N36erHe NPOHYK-
BaHe Ha Bb3AyX Mpe3 MACTOTO Ha i.v. anavKaums.

4.3.3. MexaykamepeH gedekT

4.3.3.1.  Mad4uH puck

Marnkun nnm KopurnpaHu KamepHu centanHn gedektn MKL (6e3 ne-
BOCTPaHHa CbpAeyYHa Avnatauma unm KamepHa ANCOyHKLMA) HOCAT
HUCBK PUCK OT YCIOXKHEHNA MO Bpeme Ha 6pemeHHocT (C30 knac lnll).

4.3.3.2. AKywepcKu puck U puck 3a noKosieHuemo
HAama foka3aTencTsa 3a NOBULLEH aKyLLIEPCKN PUCK.

4.3.3.3. [losedeHue
MauveHTuTe TpA6Ba Aa 6bAAT nperneaaHy 06MKHOBEHO eAnH
W ABa NbTU Npe3 6peMeHHOCTTa C HacoUYeHoCT 3a bX.

4.3.4. ATpvoBeHTpPUKynapeH centaneH gedekr/
yacTtunueH A-V kanan /

4.3.4.1.  Mad4uH puck

Cnep KOpeKuua Ha To31 fedpekT 6peMeHHOCTTa 06MKHOBEHO ce
noHacs gobpe (C30 puckos Knac lI-1ll). OnucaHu ca ob6ave apuT-
MWV 1 BNOLLIABAHE Ha aTPUOBEHTPMKYIapHaTa KnanHa perypru-
Tauma. Puckst oT CH e HNCBK 1 CblecTByBa CaMO NPU XeHU C
TEXKa peryprutauua unmu HapylieHa KamepHa GpyHKuuma.

4.3.4.2.  AKywepcku puck U pucK 3a noKkoseHuemo
CbobulaBa ce 3a CMbPTHOCT NPU NOKONEHUETO B 6% OT ciiyyau-
Te, FMaBHO Nopajmn peunanBmupaHe Ha BpodeHoTo 3abonsaBaHe.

4.3.4.3. [losedeHue

MpenopbyBa ce NPOC/EAsBaHE Ha-ManKo BeAHbX Ha BCEKU
TpryMecTbp. To TpsAb6Ba 4a 3a4ecTi 4O BEAHDBXK WAW ABa MbTy
MeCeUHO MpPY MaLMEHTH CbC CUTHUPUKAHTHA KNamHa perypru-
TauWs UAW HapyLeHa KamepHa GyHKLUA.

4.3.5. Koapkrtauua Ha aopTaTa

4.3.5.1.  Mad4uH puck

BpemeHHOCTTa YecTo ce NoHacsA Aobpe OT XeHuTe crepn Kope-
KLMA Ha KoapKTauuATta Ha aopTtata (KoA) (C30 puckos knac ).
Mpwn xeHn ¢ HekopurupaHa KoA v KopurvpaHu, KouTo nmat
CUCTeMHa XUNepPTOHUA, ocTaTbyHa KOA 1nm aopTHM aHeBpU3MH
Ca C NMOBWILLEH PUCK OT YCIIOXKHEHWSA, BKIIOUYNTENHO AnCeKauus.
OpyruTte pruckoBu GakTopm BKMIOYBAT aOpPTHa AunaTauua v 6u-
KycrnuHa aopTHa Knana.

4.3.5.2. AKywepcKu pucK u puck 3a dememo
Mma cbobuieHnA 3a noBeye XMNepTOHNYHUN YCIOXKHEHUA, BKITHO-
YnTeNHO NpeeKnamncma n abopTu.

4.3.5.3. [losedeHue

HanoxuTeneH e ctpor Hag3op Ha AH 1 e NoKasaHo npocnegsasaHe
Hali-Maiko BeHBbX Ha BCEKM TPUMECTbP. XUNepToHuATa TpabBa
Ja 6be nekyBaHa 1 TpsibBa fja ce B3emMaT MepKM 3a n3bAreaHe Ha
nnaueHTapHa xunonepdysnsa Npm Te3u C oCTaTbyHa KOapKTauus.
Mo Bpeme Ha 6peMeHHOCTTa € Bb3MOXXHO M3BbpLIBaHE Ha nep-
KyTaHHa MHTepBEHLMA 32 peKkoapKTaLuma (C NOMOoLLYTa Ha NOKPUT
CTEHT), HO TOBa TpsibBa fla 6Gb/le OCHLLECTBEHO CaMo Npu pedpak-
TepHa XMMNepTOHMS UM peanieH PUCK 3a MaiikaTa uiv nnoga.

4.3.6. 3abonABaHWA Ha Ny/IMOHaJsIHaTa KJiana v Ha
AEeCHOKaMepHMA N3X04eH TPakT

4.3.6.1. MatyuH puck

MynmoHanHaTta (knanHa) cteHo3a (MNC) no npuHUMN ce noHacA
pobpe. TexxkaTta cTeHo3a ob6aue Moxe [a foBefe [0 YCIOXHe-
HUA, BKNounTenHo 1K HegocTaTbyHOCT M apuTMun. TexkkaTa
ny/IMOHaNHa peryprutauna e ngeHtudrumpaHa Kato HesaBu-
CUM NPEeUKTOP Ha MauMHW YCIIOXKHEHUSA, 0COGEHO Npu Nauum-
eHTN C HapyweHa JK ¢yHKyms.

4.3.6.2. AKywepcKu puck U puck 3a noKkosieHuemo
HAama fokasaTencTsa 3a NOBULLEH aKYLIEPCKN PUCK.

4.3.6.3. [logedeHue

JlekaTa n ymepeHarta INC ca Huckopuckosu nesuu (C30 puckos
knac | n ll) n gBe vnn Tpu KOHTPONHW Npernefa ca AocTaTby-
HW. Mpwn naymeHTn ¢ Texka MNC ce npenopbyBa BeOAHBX WK
ABa MbTN MeCe4yHo CbpAeYHa OLleHKa C akLeHTupaHe Bbpxy K
byHKupmA. Mpm Texko cumnTomHa NC, KOATO He ce NoBKABa OT
MeAMKaMeHTO3Ha Tepanus 1 NOCTeNIeH pexrM, Moxe Aa 6bae
NoaxoAALLO N3BbPLUBAHE HA NepPKyTaHHa BasiByloMIacTMKa.

4.3.7. BpopeHa aopTHa CcTeHO3a
AC, aopTHaTa gunartauus n brkycnugHaTa aopTHa 6onect ce 06-
CbXAaT B pa3genm 5 n 6.

4.3.8. Tetpanorus Ha Fallot

4.3.8.1.  MatyuH puck

KeHunTe c KopurmpaHa TeTpanorus Ha Fallot o6rkHoBeHO NoHa-
cAT nobpe 6pemeHHocTTa (C30 puckos knac ll). loknageaHu ca
CbPAEYHUN YCNOXKHEHNA NpU 8% OT NaUMEHTKUTE C KopurmpaHa
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60necT, 0cobeHO Npu Te3U, KOMTO Ca B3eMasv IeKapcTBa npeau
6pemeHHoCTTa.”®! AputmunTe n CH ca Hall-yecTute yCnoxHe-
HUA. TPOMO0-eMOONM3MBT 1 eHLOKAPAUTBT Ca No-peaku. Pu-
ckoBM dpaKkTopu ca AncPyHKumMA Ha [IK n/vnmn ymepeHa fo Texka
nysMoHanHa peryprutayms. MpeaniwHy 6peMeHHOCTN MOXe fa
ca CBbp3aHM C NepcucTMpaLlo HapacteaHe Ha 1K pasmepu n
AbITOCPOYHU CbPAEYHN YCTTOXKHEHNA.

4.3.8.2. AKywepcku puck u pucK 3a noKkoseHuemo

PNCKBT OT yCNOXKHEHMA NpY MNOKONIEHNETO e NOBULLEH, NOo-Crne-
umanHo orpaHuueH detaneH pactex.'? Mpean GpemeHHOCT
TpabBa fa ce HanpaBy CKPUHWUHT Ha MalikaTa 3a 22q11 geneyus.

4.3.8.3. [losedeHue

KOHTpoeH npernes Ha BCEKM TPUMECTbP € A0CTaTbUEH MpK no-
BEYETO MaumeHTn. Mpu KeHn C TEeXKa NyIMOHasHa perypruta-
LMS MMa MOKa3aHWA 3a OLeHKa BeHb UK [Ba MbTU MECEYHO.
AKo Mo Bpeme Ha bpemeHHOCTTa ce nosBu [K HeLoCTaTbUHOCT,
Tps6Ba Aa 6bAe 3anoYHaTO NeyeHmne C AMypeTrUm 1 aa ce npe-
nopbua nocTesieH pexum. NMpu Tesun, KoMTo He ce nogobpsBaT ot
KOHCEPBATUBHOTO JIeUEHMNE, MOXKeE fia Ce B3emMe NpeaBu PaHHO
pakaaHe nnv PAAKO TPAHCKATETbPHA KianHa vMMnaHTaums.

4.3.9. AHomanua Ha Ebstein

4.3.9.1.  MaduuH puck

Mpw XeHn c HeycnoXHeHa aHomanua Ha Ebstein 6pemeHHocTTa
yecTo ce noHaca fobpe (C30 puckos knac I). CumnToMHM Na-
UMeHTM C uraHosa n/vnu CH Tpabea fa 6baaT nocbBeTBaHM fa
He 3abpemeHsBaT. HabnogaBaHUTe XeMoAVHaMUYHN Npobnemm
[0 ronAmMa CTeneH 3aBUCAT OT TeXeCTTa Ha TpUKycnuaanHarta
peryprutauua (TP) n ot K ¢yHKuma. YecTo ce cpelya LmnaHo3a
(obmxkawa ce Ha MMNA/nepcuctupaly dopameH oBane) 1 apuT-
MWW, AbJIXKALLM Ce Ha aKLLeCOPHU MbTuLa. Mima 1 noBuLLeH pucK
ot CH n npexpaeBpemeHHo paxgaxe.'>?

4.3.9.2. AKywepcKu puck u puck 3a nokosieHuemo
@QeTanHUAT N HEOHATaNHNAT N3XOA Ca CBbP3aHU C KUCIIOPOAHa-
Ta catypauua n C[] Ha mankaTa.

4.3.9.3. [logedeHue

Hopwu texka TP cbc CH Mmoxke 061KHOBEHO fja Obie oBlagsHa Meaun-
KaMeHTO3HO Mo Bpeme Ha 6peMeHHOCT. YKeHu € MexxaynpeacbpaHO
WHHTMPAHe MoraT Aa Pas3BYAT Nporpecrpatla LmaHosa no Bpeme
Ha 6peMeHHOCTTa 1 Ja 6bAaT C NOBULIEH PUCK OT MapagoKcasieH
emb0on13bM, a TOBa TPsIbBa Aa ce NpeLeHsABa Npu BCeKW Npernes.

4.3.10. TpaHcnoO3MLUMA Ha rosiemMmuTe apTepun

4.3.10.1. Mad4uH puck

Mpn maumeHTn ¢ TpaHcno3uumAa Ha ronemute aptepun (TTA)
pUCKOBe CBbP3aHUN C BpeMeHHOCTTa MoraT fja MaT XeHu cnep
npefLwecTBalla onepaTtuBHa Kopekumus no Senning n Mustard,
a He apTepuaneH cyny. Makap ye MHOFO »XeHU cnep onepauus
no Senning n Mustard noHacAT 6peMeHHOCTTa OTHOCUTENHO
no6pe, CblyecTByBa MOBULIEH PUCK OT Pa3BUTME Ha apUTMU
(noHAkora xmnoTto3acTpawasawm) n CH (C30 puckos knac ll).
Mma onucaHus 1 3a HeobpaTumo BnowasaHe Ha K dyHKumA n
BriowasaHe Ha TP.">#1% MaymeHTn ¢ NoBeue OT yMEpPEeHo Hapy-
weHa K ¢yHKLMA nnm noseye ot ymepeHa TP Tpsabsa fa 6baat
CbBeTBaHU Jja He 3abpemMeHsABaT.

4.3.10.2. AKywepcKu pucK u puck 3a NnoKoJieHuemo
PUCKBT OT HUCKO Terno Npu pakaaHe 1 NpexxaeBpeMeHHO pa-
fAaHe e 38%.

4.3.10.3. [losedeHue

Heobxoanma e npeLeHKa BeHbX UV ABa MbTU MeCeYHOo, GOKY-
cupaHa Bbpxy cuctemHata [IK pyHKumA n aputmmaTta. Moxe aa
ca HeobXoAVMU [MypeTnLY 1 Apyrv Tepanumn 3a CH.

4.3.10.4. Onepayusa 3a apmepuarseH cyu4y

PUCKBT Npy 6pemMeHHOCT r3rnexa € HUCHK NpU Te3n NaumeHTn
B AO6PO KJIMHNYHO CbCTOAHME Npean bpeMeHHOCTTa 1 3amnaseHa
KamepHa dyHKUMA. MKeHnTe ¢ gunatnpaHa Heo-aopTa ce HyXaaaT
OT No-cTporo HabnogeHre. Makap ye cera ToBa e Hali-4ecTaTa one-
pauwma npu TTA, faHHWTE 3a M3X0ha OT OPEMEHHOCTTA Ca OCKbAHM.

4.3.11. BpoaeHa KopurupaHa TpaHcnosnuusa
Ha ronemuTe aprepum

4.3.11.1.  Madt4uH puck

Mpwn naumeHTKM € BpofeHa kopurupaHa TTA (HapuyaHa oue AV
N BEHTPUKYNO-apTepuanHa AUCKOPAAHTHOCT) PUCKBT 3aBUCK
OT OYHKLUMOHANHUA CTaTyC, KamepHaTta QYHKLUUA 1 HannuneTo
Ha apuTMuKM 1 NpuApYyxasawm nesmm (kato MK n nynmoHanHa
KnanHa cTeHo3a). YcnoxHeHnaTa Bknoysat aputmmm u CH (C30
puckoB Knac lll). Tean naumeHTKM ca NpefpasnonioXeHn N KbM
pa3sutme Ha AV 6510Kk. Okono 10% oT naumeHTKMTe ca C Heobpa-
Tmo BroweHa K dyHKkuumaA. 8156 NaymeHtkn ¢ NYHA (New York
Heart Association) knac Il unu IV, ¢ kamepHa aucoyHkuma [us-
Tnackeawa ¢ppakuyus (OU) <40%)] unu Texka TP Tpabea ga 6baaT
CbBeTBaHM Aia He 3abpemeHsABarT.

4.3.11.2. AKywepcKu puck U puck 3a noKkosieHuemo
YecToTaTa Ha dpeTanHata 3aryba e no-Br1coka, ocobeHo ako nva
LMaHosa.

4.3.11.3. [losedeHue

3a uenuTte Ha NpocsieABaHETO ce NPenopbYBa Ha NaLNEHTKNTE
[a ce NPaBAT YeCTU KOHTPOJIHN exorpadun 3a oueHKa Ha CUC-
TemHaTa [K dyHKUKMA (BCcekn 4—8 cegmuLM) N OLLEHKA Ha CUMMTO-
MaTVKaTa 1 CbpAeYHUA PUTBM.

4.3.12. UnpkKynauma Ha Fontan

4.3.12.1. Madt4uH puck

MaumeHT ¢ KpbBOOOpPaLleHne no Fontan ca ¢ NOBULIEH PUCK
oT npobnemu ¢ depTUANTETa, HO MOXE M Aa HAaCTbMY yCneLwHa
6pemeHHOCT. ToBa 06aye ca BUCOKOPUCKOBU 10 MHOTO B/COKO-
puckosu 6pemeHHocTy (C30 puckos knac Il uawn IV). He ca peg-
K1 NpeACbpAHNTE apUTMUM 1 BiOLLaBaHeTo Ha knaca no NYHA.
MaureHTKN cbe caTypauma <85%, noTrncHaTa KamepHa GyHKL S,
yMepeHa [0 TeXKa aTPMOBEHTPUKYNapHa peryprutauus, pe-
bpaKTepHa apUTMUA UK NPOTENH-Tybella eHTeponaTua Tpab-
Ba Ja 6baaT cbBeTBaHuM Aa He 3abpemeHsBart (C30 IV).

4.3.12.2. AKywepcKu puck u puck 3a nokoseHuemo

MauveHTKM ¢ Fontan ca ¢ BUCOK pycK oT abopTrpaHe (30%)."” Yec-
TO HAaCTbMBAT XeMOoparuu Npeav UIu rno Bpeme Ha paxaaHe.”® Miva
MOBULLEH PUCK OT NPEXAEBPEMEHHO PaXkaaHe, NIo4bT Aa e No-ma-
JTbK 3 recTaLyoHHaTa v Bb3pacT 1 HeOHaTanHa CMbpT.'?

4.3.12.3. [losedeHue

Mpw naumeHTn ¢ Fontan ce npenopbyBaT YecTU Nperneau no
BpemMe Ha 6pemMeHHOCTTa (BEAHBXK MECeYHO) U Mpe3 MbpBuTe
cegMuum cnep paxpgaHeto. MauyueHtute ¢ Fontan ca ¢ nosu-
LeH PUCK OT TPOMBOEMOONMYHUN YCIOXKHEHUA 1 TpAGBa fa ce
“Ma NpeaBuf NpoBeXKAaHe Ha TepaneBTUYHA aHTMKoarynaums
(cbobpaseHa ¢ xemoparnyHmsa puck). MNpeacbpaHUTe apuTMnm
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Tpﬂ6Ba Aa 6'b,an JIeKyBaHn CBOEBPEMEHHO, KOETO YeCTO Hanara
eneKkTnyecka Kapamnosepcusa.

4.4, TpenopbKn

Mpenopbku npyu 6peMeHHOCT N NYIMOHAIHa apTepu-
asiHa XunepToHuA

MpenopbKu

MpenopbuBa ce AscHa CbpAedHa KaTteTepu-
3aumA C Len noTBbp)KAaBaHe Ha AuarHosata
BAX (rpyna 1). Ta moxe fja 6bfe U3BbPLLEHa MO
BpemeHa 6peMeHHOCTTa,HO MPY MHOTO CTPOTK
nokasanua.'®

Mpu GpemMeHHV NaLMEHTH C XPOHUYHa TPOM60-
embonmnyHa nysMoHanHa XUNepToHuA ce npe-
nopbysa HMX B TepaneBTUYHM [JO3M.

Ako nauueHTKa ¢ BAX 3abpemeHee Ha doHa Ha
TapreTH¥ Tepanuu 3a BX, Tpsbsa ga ce o06cban
CNUpaHe Ha eMOPUMOTOKCMYHUTE NIeKapCTBa,
KaTo ce B3emat npefsus PUCKOBeTe OT TAXHOTO
cnupane.

Mpu HenekyBaHU Npeay ToBa GPeMeHHN naum-
eHTKM ¢ BAX TpabBa fa ce NnpeaBVAN UHALMN-
paHe Ha neuetne.3

He ce npenopbuBa 6peMeHHOCT Npu NaumneHT-
ki c BAX.1?

2Knac Ha npenopbKuTe.

"HuBO Ha JOKa3aTENCTBEHOCT.

HMX = HuckomonekyneH xenapuH; BAX = 6enogpo6Ha apTepuanHa
XunepToHus; BX = nynMoHanHa xvnepToHuA.

MpenopbKu Npy BpoaeHN cbpAeUuHN Mandopmayun

MpenopbKu

MaumeHTKM CbC CUCTEMHA AACHA Kamepa
(Mustard/Senning unu BpofeHoO KopurmpaHa
TrA, B NYHA knac II/1V, apucdyHKuma Ha cnctem-
HaTa Kamepa (DU <40%) vnu ¢ Texka TP TpabBa
[la 6baT CbBETBAHY [1a He 3abpemeHsBaT.

Mpu nayunenTkn ¢ Fontan no Bpeme Ha bpe-
MEHHOCT TpsibBa Aa ce B3eme Npeasua aHTu-
KOarysnauvuoHHO fieyeHme.

CAMNTOMHU  NaUMEHTKM C aHOManuA Ha
Ebstein cbc caTypauna <85% n/wnn cbpaeyHa
HeAOCTaTbYHOCT TPAGBa fla 6bAaT CbBETBAHU
fla He 3abpemeHsABaT.

Mpw naumneHTKM ¢ uMpKynauyua Ha Fontan u ca-
Typauumn <85%, NoT1CHaTa KamepHa GpyHKLWSA,
ymepeHa-Texka AV peryprutaums, pedpak-
TepHa apUTMUA NN NPOTENH-Ty6eLla eHTepo-
naTuA He ce NnpenopbyBa 6pPeMeHHOCT.

?Knac Ha npenopbKkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

AV = aTpnoBeHTpukynapHa; ®U = natnackeawa ppakuusa; NYHA =Hio-
Mopkcka cbpaeyHa acounaums; TTA = TpaHCNO3NLKA Ha ronemuTe ap-
Tepuw; TP = TpuKycnvaanHa peryprutaums.

5. bonectn Ha aopTaTa

Hsakonko HacnefcTBeHn 3abonsABaHUA 3acAraT rpbaHaTa aopTa
npefpasnonaraiky naymeHTUTe KbM obpasyBaHe Ha aHEBpU-
3MM 1 aopTHa Aucekauums. Te BKIOUBAT HacneAcTBeHu Gone-
CTV Ha rpbAHA aopTa, BKIUUTENHO CUHAPOMHM (CMHAPOM Ha
Marfan, Loeys-Dietz cuHapom, ocTeoaHeBpPU3ManeH CUHLPOM
n cbpoB Ehlers-Danlos cMHapoMm) nnv HeECMHAPOMHUN Hacnea-
CTBeHM 60NIeCTV Ha FpbAHa aopTa (T.e. CaMO a0PTHA aHEBPU3MA).
PepnoBHO ce oTKprBaT HOBM reHu. [pyru ¢opmm Ha BpoaeHu
CbpheyHn 3abonAsaHuA (Hanp. TeTpanorusa Ha Fallot n KoA)
MoraT Cblio Aa 6baT NPUAPYKEHN OT a0PTHa AnnaTtauuns v Ha-
Kpas MOXe [ja HaCTbMNy HeHac/leCTBEHA aopTHa nartonorus.'e°
PrckoBun dakTopM 3a aopTHa AnMnaTaumsa ca XMNepToHUA 1 Ha-
npefHana maiyviHa Bb3pacT. bpemeHHOCTTa e BUCOKOPMCKOB
nepriof 3a BCMYKM MaLMEHTV C aopTHA MaToniorus, KOATo ce
CpeLlla pAafgKo No BpeMe Ha 6pPEMEHHOCT, HO e CBbp3aHa C MHOTO
BUCOKa CMbPTHOCT.'®162 [oBeueTO CMBPTHY Cllyyan HacTbneaT
NPV XXEHU, 3a KOWTO He Ce e 3HAenNo NpeaBapuTeNIHO, e nmat
aopTtonatus. [loBeYeTo OT Te3Mn XKeHW MMaT HacneACTBEHW 3a-
60nABaHNA, Taka ye TpA6Ba fJa 6bAe B3eTa ayTONCMOHHA TbKaH
3a reHeTYeH aHanus, a Ha cemelicTBaTa TpAbBa Aa ce npeaso-
X1 Ja 6baaTt NoANoXKeHN Ha CKPUHUHT. Mima Beue ny6nvkyBaHu
NPenopbKY 3a ANArHOCTHKA 1 NeYeHne Npu NaureHTr Cbe 3abo-
NABaHWA Ha TOpakasnHaTa aopTa.'63164

5.1. Pwuck 3a mankarta un gereto

XeMOAVHAMUYHITE 1 XOPMOHAJIHUTE MPOMEHU MO BpPemMe Ha
6PEMEHHOCT yBeNiMYaBaT MOAATIMBOCTTa KbM AMceKauusa.165
JucekaumsTa HaCTbMNBaA Ha-4ecTo Npe3s NocNefHNa TPUMECTbP
Ha 6pemeHHOCTTa (50%) Unn paHHUA cneapogoBs neprog (33%).
BCUYKM KEHW C reHETUYHO J0Ka3aH CUHAPOM U paMuiHa aopT-
Ha nartosiorusa Tpa6sa Aa 6baaT 0CBEOMEHN OTHOCHO pPUCKa 3a
AMCeKaLMa 1 pUCKa OT peuuamnsrpaHe n npeay 6peMeHHoOCT aa
6baaT NOASIOKEHN Ha LIANIOCTHA OLIEHKA, BKIIOUMTENTHO 06pa3Ha
AMarHoCTuKa Ha LiAanaTa aopTa (BUxTe pasgen 3). KoraTo ce npasu
OLIEHKa Ha aopTHUTE aMameTpu, TpsabBa Aa ce UMa npeasua Te-
necHaTa noLl, 0co6eHo npu ApebHY KeHu. MapuTeTbT n3rnexaa
€ CBbp3aH C yBenmyeH aopTeH AnameTbp.'%6 EGekTsT Ha 6pemeH-
HOCTTa BbPXY aopTHaTa Aunataums He e sAceH.'”'%® NinarHosaTa
aopTHa AnceKauua Tpabsa Aa ce B3eme Npeasua Npmw BCUYKM Na-
LMEHTU C rpbaHa 60/1Ka No BpemMe Ha 6peMeHHOCTTa.

5.2. CneuunduyHmn cMHAPOMM

CwmsATa ce, e cmHApoMbT Ha Marfan 3acara 1 Ha 5000 gywwn. Ma-
Kap uye yectoTaTa Ha GMKycnuaHaTa aopTHa Knana e no-ronama
(1-2% OT HaceneHNeTo), CBbP3aHUTE C HeA A0OPTHU YCIIOXKHEHNA
He ca YecTn 1 ca OTFOBOPHU Ccamo 3a 6% OT gucekayuuTte Tin A
no Bpeme Ha 6pemeHHOCT.'®?

5.2.1. CunHgpom Ha Marfan

PUCKBT KaTo LANO Mpu >KeHa CbC cuHapom Ha Marfan nony-
umna aopTHa AKCeKauua BbB Bpb3Ka C GpemMeHHOCT e ~3%.'70
PasmepuTe Ha aopTaTa ca raBHa JEeTEPMUHAHTA Ha PUCKA, HO
[OPV 1 XKEHM C a0PTeH KopeH <40 mm umar 1% purcK OT Anceka-
ums.’0171 Bbnpekn orpaHuyeHnTe AaHHK, 6peMeHHOCT TpsAGBa
na ce u3bsrea npu nayueHTky ¢ Marfan ¢ anameTbp Ha aOpPTHYSA
KopeH >45 mm, Tbi1 KaTo PUCKBT OT AUCeKaLus e BUCOK. Kora-
TO aopTaTa e 40-45 mm, TpA6GBa Aa ce B3eMaT NpeABug Apyru
dbakTOopM, KaTo hamunHa aHaMHe3a 3a AVCeKaums 1 CKOPOCTTa
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Ha HapacTBaHe Ha AvameTbpa Ha aoprtata.'®® Vima puck n ot
ANCTaHA a0PTHA AUCEKALMA U ANCEKaUmMs Ha Apyru cbiose. Mo
Tasyi NPUUKHA, AOPY 1 C/Ied YCMELHO NPOTE3NPAHE HAa AOPTHISA
KOPEH, NaLMeHTKINTE OCTABAT C MOBULLEH PUCK OT MOC/eABaLYn
ycnoxHeHus.'”2 TIpoyuBaHns, NMOCBETEHM Ha MOTEHLUMASHOTO
HapacTBaHe Ha JMaMeTbpa Ha aopTaTa Mo Bpeme Ha 6pemeH-
HOCT Mpu nauueHTkn ¢ Marfan, ca nokasanm NpoTMBOpeUnBY
pe3ynTatin. HAKOM OT TAX He YCTaHOBSABAT 3HAUNMO YBEIUYEHE
Ha AOPTHVA AVAMETbP, AOKATO APYrM MOKa3BaT HapacTBaHe C
>3 MM 1 4aCTUYHOTO MY HaMasIeHVe ced paxaaHe,'67168173

Opyrvi BaXKHV CbpAEUHMN YCIIOKHEHUSA BKITIOYBAT NPOrpec-
pala MutpanHa peryprutauus, (MP) gbixawa ce Ha MuTpaneH
KfaneH nposnanc, Hosonossuia ce aputmus 1 CH, gbmxawa ce
Ha KamepHa ancdyHKumA.74175 AkyliepcknTe YCNoXHEHNA ca
CbLO MO-YECTU, BKIKUNTENIHO MPEXAEBPEMEHHA pynTypa Ha
oKkosnonnogHus mexyp.'”

5.2.2. BuKycnupHa aopTHa Knana

AopTHa aunaTtauus ce Habnogasa npu <50% OT NauneHTUTe C
6UKyCNAHa aOpTHa KJana, a ¥ MOXKe Aia HaCTbMM AOPW U KOraTo
KnanHaTa yHKLMA e HopManHa. [lnnataymaTta Moxe fa 3acerHe
AVCTanHaTa YacT Ha acueHfeHTHaTa aopTa, KOATO He MOoXe fa
6bae fobpe BU3yanunsmpaHa c exokapanorpadus. AKo He e Bu-
AVMa C exokapguorpadus, npean bpemeHHocTTa TpsAbBa fa ce
n3ebpwm AMP nnu KT. PUcKbT OT grucekauma e Manbk. BapuaHT
Ha GrKycnuaHaTa aopTHa KnamnHa mopdonorus, aopTHaTa anna-
TauuA, KakTo 1 cbyeTaHne ¢ KoA ce onpeaenaT Kato pUCKoBU
dakTopn.'’® bpemeHHoCTTa TpA6Ba fAa ce U3bArea, KOraTo aopT-
HUAT guameTbp e >50mm.

5.2.3. CobpoB cuHpgpom Ha Ehlers-Danlos

Cepuo3HY CbAOBMN YCIOXKHEHUA HACTBMBAT MOYTM BUHATU MPU
cuHapom Ha Ehlers-Danlos tun IV (cbgoBs). ManumHaTa CMbpT-
HOCT € 3HAaUUTENHA 1 Ce ObJIKN HAa MaToYHa pPynTypa Uiv Ha gu-
ceKauua Ha rofemu aptepuu 1 BeHu. CnefoBaTesiHO, MPU KeHn
C TO3U CMHAPOM, 6PEeMEHHOCTTa Ce pasrfiexaa KaTo MHOro Bu-
COKOPUCKOBA 1 He ce npenopbusa.'’” XKeHunte Tpabea aa 6baat
MHPOPMMPAHU 33 BCUUKW MOCIEACTBUSA U Ja YYacTBaT BbB B3e-
MaHeTo Ha peLleHune, KoraTo niaHmpaT 6pemMeHHOCT.

5.2.4. Cunppom Ha Turner

CuHApOoMbBT Ha Turner e CBbpP3aH C MOBULWEH PUCK OT BPOAEHU
CbpAeuHy 3a60M1ABaHUs, a0PTHA AUNaTaums, XUNepToHUs, au-
abeT n atepocknepoTnyHn nposeun.”’8 AopTHa Ancekaums Ha-
CTbNBa PAAKO NPU CMHAPOM Ha Turner, HO e WeCT MbTU No-4ecT
B MO-MJ1a[la Bb3pacT, OTKOSIKOTO cpef 061oTo HaceneHue.” Pu-
CKOBY GpaKTOPU 33 a0PTHA AMCEKaLUsA Ca aOPTHA AunaTtauus, 6u-
KycrnmaHa aopTHa Knana u KoA.2%'80 Korato nHaekcst Ha aopT-
HVA pasmep e >25 mm/m? TpAbBa Aa ce n3bArea 6pemMmeHHOCT.
Crnep Xvpyprvisi Ha QOPTHUSA KOPEH MaLMEHTBT CbLYO OCTaBa C
puvCK OT gmcekauuma Tvn B. MNpu naymeHTKn c mo3anyeH Turner e
Bb3MOXHO [1a HACTBNM CNOHTaHHa 6pemeHHOCT (0.5-10%), HO B
[HELIHO Bpeme 6peMEeHHOCTTa Ce AbIIKU HA-YeCTO Ha TEXHUKM
3a nognomaraxe Ha deptunuteta. Npeay 3anousaHe Ha nede-
HUE 33 eBEeHTYaNIHO 3abpeMeHsiBaHe Ce MPenopbyuBa NPOBEX-
JaHe Ha CbpAeYHOCHAOBA NpeueHKa. Mpr BCUUKN NaLneHTKN ¢
Turner e HaNOXXMTENHO Aa Ce OCHLIECTBSBA OGP KOHTPOJ Ha
AH v grnabeta, ocobeHo no Bpeme Ha 6pemeHHOCT.”8

5.2.5. [pyru aBTO30MHU JOMUHAaHTHU aopTonaTnmn
C I'IOJJ,O6pﬂBaHe Ha reHOTUNn3npPaHeTo ce C'b06LI.|,aBaT cepua ot
HOBW aopTonaTtuw. Te BkntouBaT CMHOPOMHU N HECUHOPOMHN

HacneaCcTBeHN aopTHY 6osiecTu. Te3n CbCTOAHMA Ce cumTar 3a
BICOKOPVCKOBY, 0COBEHO KOraTo aopTaTa e AuIaTmpaHa, a Mo-
rat fja UMaT 1 MylITUCUCTEMHO y4acThe C JOMbIIHUTENHN PUCKO-
Be, KaTo PyNnTypa Ha MaTKaTa.'8-184

5.3. TlloBepeHune

5.3.1. TpocneanaBaHe n neKapcTBeHa Tepanus

B 3aBMCMMOCT OT aOpTHUA AMAMETbpP, NALMEHTKUTE C aOpTHa
natonorus TpAbea fa 6bAaT npocnefeHn C exokapanorpapus
Ha pPefoBHU MHTEpBaNy npes uyanata 6pemeHHOCT 1 6 Mecela
cnep paxaaHeTo. MNpu KeHn C BUCOK PUCK OT AMCEKALNA N C
Beue TeXKKO AuNaTimpaHa aopTa ce Haflara MOHUTOPUPaHe BCeKM
MeceLl, AOKATO MPU HUCKOPUCKOBM XKEHW CbC CaMO SIeKO AnNaTu-
paHa aopTa n3rnexpja pa3yMHO NPOKOHTPONMPaHe Ha Bcekn 12
cegmmum. Korato e HeO6X04MMO, MOXKe fia Cce M3MoJI3Ba Cbpae-
yeH AIMP 6e3 KoHTpacT. bpemeHHOCTTa TpAbGBa Aa ce npocnemn
OT KapAnonor 1 akyluep, KoMTo ca obyyeHu 3a pa3no3HaBaHe Ha
BB3MOXHM YCNOXHeHWA. [lpenopbyuBa ce CTPUKTEH KOHTPON Ha
AH, a KoraTo e Heob6xoaunMmo, TpAbBa fa 6bae UHNLMMPAHO 6e3-
OMacHo 3a NoAa aHTUXUMNEPTEH3VBHO NeyeHne.' Mpu xeHn ¢
HacnieACcTBeHM 6oNecTy Ha rpbhHaTa aopTa TpsAbBa Aa ce npo-
BeXJa 6eTa-6nokepHa Tepanua npes yanata 6pemeHHoCT. Mpun
nauuneHTku ¢ Ehlers-Danlos cunapom Tun IV ce npenopbusa Le-
nMNposon (CbWwo 1 NPy HOPMOTEH3VBHY XKEHW), MOPAZN MHOIO
BMCOKMA PUCK OT ANUCEKALMM M CBLLEBPEMEHHO [OKa3aHa nosnsa
npu HebpemeHHU NauueHTK.'®® KoraTo maiikaTa B3ema 6eTa-
6nokep, TpsA6Ba fa ce Npocnen pacTexa Ha nioaa.

5.3.2. WUHTepBeHUUM

KoraTto no Bpeme Ha 6peMeHHOCT ce pa3BuBa NPOrpecrBHa au-
nataumsa Npeaun NIoAbT Aa € CTaHan KusHecnocobeH, TpAbea
[a ce B3eMe MnpeABul XMpPypruyHo nieyeHmne ¢ Nioj B MaTkara.
Korato nnogbt e Xn3HecnocobeH, npenopbyBaHuA MOAXOL €
Lie3apoBO paxfaHe, NocneABaHoO ANPEKTHO OT aopTHa XMpyp-
rva (pasgen 3). Lle3apoBoTo ceveHmne TpsAabBa Aa ce 13BbpLN B
60nHMLa, B KOATO MMa YCNIOBUA 3a KapAnoTopakanHa Xupyprusa
N UIHTEH3VIBHO HEOHATaJIHO NeyeHue.

Mpy NaureHTn ¢ OCTPU aOPTHU YCIIOKHEHMA MO BPeMe Ha
6peMeHHOCTTa NOoBeEeHNETO BKIIIOUBA MO Bb3MOXXHOCT Meau-
LIMHCKO NIeYeHne 1, ako e HeobxoanMo, XMpypruyHa unm Kate-
TbpHa MHTEPBEHLMA.

AopTHaTa aucekauma tun A no Stanford no Bpeme Ha 6pe-
MEHHOCT NpeACTaBABa XMPYPryHa cnewHocT. ONUTHU Kapau-
OTOpaKanHu, KapavonornyHu 1 Kapamo-aHeCTeTUYHN fieKapu
TpAbBa fa AencTBaT 6bpP30 C Len n3paxkaaHe Ha nnoga (ako e
XM3HecrnocobeH) C Lie3apoBo ceyeHe B crneyunanvsnpaH Kapau-
OTOpaKaneH LeHTbpP 1 ANPEKTHO Aa MPeMMHaT KbM KOpUrnpaHe
Ha aucekaumaTa. AKo 6e6eTo He e Xn3HecnocobHo, TpsbeBa aa
Ce 13BbLUM aOpTHa onepauua 6e3 oTcTpaHABaHe Ha nnoga. Ma-
Kap 4Ye M3XoAbT 3a MaiKaTa e fobbp, peTanHaTa CMBPTHOCT e
20-30%.'87

B cnyyam Ha HeycnoxHeHa Tun B aopTHa ancekauusa ce npe-
nopbyBa KOHCEPBATVBHO JleuyeHne CbC CTPUKTEH KOHTPOS Ha
AH ¢ nomolyTa Ha MNO3BOJSIEHN MO BpeMe Ha bpeMeHHOCTTa fe-
KapcTsa.'88

Hanocneabk, KaTo HOB MOAXOA NPW YCI0XKHeHa Tun B aopTa
Aucekauma, ce npepnara TopakanHa eHAoBacKynapHa aopTHa
NHTepBeHUMA. CbobLaBaT ce obellaBaliy CPegHOCPOYHN pe-
3yntatin.'® M3xoabT npu TopakanHa eHJoBacKynapHa aopTHa
WHTepBeHLMA No BpemMe Ha bpemeHHOCT obaye e onvcaHa camo
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Ta6nuua 5: AopTHu 3a6onaBaHNA
19,175 BukycnnpHa aopta _Diat,182-184 178,179 Cbpos
[ETTOET knanal76 Loeys-Dietz Turner Ehlers-Danlos26
JNokanusauyunsa HaBcakbpe (cuHycn | Bb3xopAwa aopta Hascskbae Bb3xopawa aopta, Avra u | Hascakbae
Ha aHe- Ha Valsalva) HUCXOAALa aopTa
Bpusmarta/
AuceKauusaTa
Puck ot guce- Bucok: 1-10% Hucbk: <1% Bucok:1-10% Bucok: 1-10% Bucok: 1-10%
Kaymsa
[ypanHun aHomanun AopTHa cTeHo3awunu | [lypanHu aHomanmun Hucbk pbet [ypanHu aHomanuu
MwuTpanHa perypru- perypruTauua MwuTpanHa perypru- besnnogne Pyntypa Ha maTkaTa
Komop6ua- Tayma Tauma XuneptoHusa
HoOCT CbppeyHa HefoCTa- Lvnabet

TBYHOCT
Aputmmn

BrkycnuaHa aopTHa knana
KoapkTtauusa

CbBeT fla He
ce 3abpeme-
HABa

Bb3xopsiua aopta
>45 mm (unu >40
mm npu bamunHa
aHamHe3a 3a guce-
Kauus nav BHesanHa

Bb3xopsAwa aopTa
>50 mm

Bb3xopsua aopTa
>45 mm (unv >40 mm
npv damnnHa aHam-
Hesa 3a guceKkauus
WSIN BHE3anHa cMbpT)

NHpeKc Ha aopTHMA pa3mep
>25 mm/m2

Bcnyukm nauneHTKN

CMBPT)

npu Manbk 6poin cnydan,'® KaTo TS He ce MpenopbyBa B Cyyan
Ha reHeTUYHa aopTonatua.'?-193

5.3.3. PaxpaHe
OcHoBHaTa Les1 Ha NoAxoAa Mo BPpeMe Ha pakfaHe npu nauu-
EHTKU C yBE/IMYEHME Ha acLleHleHTHaTa aopTa e fia 6bJe Hama-
NeH CbPAEYHOCHAO0BUA CTpec. AKO XeHaTa e buna Ha iedeHue ¢
6eTa-6noKkepy No Bpeme Ha 6PeMeHHOCTTa, Te TpPsAbBa Aa 6baaT
NPOABb/IKEHN B NEPUMAPTANHUA Nepuoa.

AKO frameTbpbT Ha acueHAeHTHaTa aopTta e 40-45 mm,
MOXe Aa ce npeanpuemMe BarvMHanHO pa{faHe C YCKOpeH

5.4. [lpenopbkun

MpenopbKu 3a noBeageHNe NPy aOPTHY 3abonaBaHNA

BTOPW CTafMIn N PervioHasiHa aHecTe3na C Len npeBeHumns Ha
nukose Ha AH, Kouto moraT Aa npeamnssBukat gucekauyus. Mpun
Te3n nauymeHTKM Ha 6as3aTa Ha WHAMBMAYASTHU OCO6GEHOCTU
MOXe KaTo MOAXOA 3a pakaaHe fa ce B3eme npeasns U Lesa-
poBo ceyeHme. LlesapoBo ceueHune TpabBa fa ce 06CHXKAA, KO-
raTo aoOpTHUAT AUaMeTbp HaAXBbPJIA 45 mm 1 ce npenopbyBa
npu NaumMeHTKN CbC CbaoB cuHApoMm Ha Ehlers-Danlos Tun 1V,
WA OCTPa WM XPOHUYHA a0PTHa ANCEKaLMA.

Tabnuya 5 npepgnara 063op Ha cneundUYHUTE CUHAPOMM Ha
aopTHO 3abonsBaHe.

Mpenopbku Knac® Huso®
Mpu Bcnykm aopTHN 3a6onsaBaHua

MpenopbuBa ce XeHn C a0pTHO 3a60nABaHe 1a GbaT KOHCYNITUPAHI N0 OTHOWIEHIE Ha PUCKa OT aopTHa Aucekauua.'>178

MpenopbuBa ce obpasHa AMarHocTrKa Ha yanata aopta (KT/AMP) npean 3abpemeHsaBaHe Npy NaLUMEHTKU C FeHETUYHO oKa3aH

a0PTEH CUHAPOM UM C U3BECTHO a0PTHO 3a6onABaHe.>

Mpwy naumeHTKM c BUKYCNaHa aopTHa Klana ce npenopbyBa obpasHa narHoCTVKa Ha Bb3XOoAsLLaTa aopTa Npean 3abpemeHsBaHe.

KoraTo eHa ¢ (aHamHe3a 3a) AnceKauma Ha M3BeCTHa a0PTHa AnNaTaLma UV FreHETUYHO NPeapPasnoNoXeHe KbM AnceKauna 3a6-
pemeHee, NpenopbKUTE Ca 3a CTPOT KOHTPON Ha apTepuanHoTo HanAraHe.

Mpwy NaymeHTKM c funaTauma Ha Bb3xoAAllaTa aopTa No Bpeme Ha 6pemMmeHHOCT 1 6 MeceLia post-partum ce npenopbyBa KOHTPOJSIHA
exoKapaMorpadcka 06pasHa AUarHOCTIKa Ha BCeKM 4-12 ceiMMLM (B 3aBUCMMOCT OT MarHo3aTa 1 TexecTTa Ha avnarayuata). ¥

KaTo obpasHa guarHocTuKa npy 6peMeHHY XXeHn ¢ AnnaTtaumsa Ha JucTaniHaTa Bb3XoAALa aopTa, aopTHaTa fbra Unmn HUCXoasALaTa

aoprTa ce npenopbuBa AMP (6e3 ra,qonMHmyM).53

MpenopbuBa ce Npy BCUYKKM XeHun C gunaTauma Ha aopTaTta uan (aHamHesa 3a) aoOpTHa AnceKauna paXxaaHeTo Aa CTaBa B ONUTEH

LEeHTBP CbC CbpAeYeH eKunn 3a 6peMeHHN, KbAeTO e HanuLe KapAanoTopakasiHa Xupyprus.

MpV NaLmMeHTKM C Bb3XOAALLA aopTa <40 mm ce npenopbyBa BaruHanHo paxaaHe.®

Mpw naureHTKN ¢ Bb3xoAaALla aopTa >45 mm TpAGBa Aa ce 06CbKAa paxxaaHe C Lie3apoBo CeyeHme. lla

(Mpoodwmxasa)
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(MpoowmxeHue)

Mpenopbku

Knac® | HueoP

Mpw NaureHTKN ¢ (@aHaMHe3a 3a) a0PTHa AnceKauua Tpabea fa ce 06CbXKAA paXkAaHe C L|e3apoBo ceveHue. lla

AKO No Bpeme Ha BpeMeHHOCT aOPTHUAT AnamMeTbp e >45 mm 1 HapacTBa 6bp30, TPAGBA Aa ce UMa NpeaBua NpoduNakTUUHa

onepauus.
Mpu xun3HecnocobeH Nnog, Npean Hanexalla Xupyprus, Tpabea Aa ce ma NpefBuA paxpaaHe.96 Ila
Mpw nauveHkn c aopTta 40-45 mm TpsA6Ba Aa ce 06CHKAA BarMHanHO paxkAaHe C eNvaypanHa aHecTe3ns 1 YCKOPEH BTOPU CTauii. Ila

Mpwv nauveHTKn ¢ aopTa 40-45 mm MoXxe Aa ce 06CbXK/Aa L|e3apoBOo ceueHue.

b

BpeMeHHOCT He ce npenopbyBa NP NALUMNEHTKN C (unn aHaMHe3a 3a) AOpPTHa AuceKaums.

I'Ipm KEeHW CaOpPTHO 336OJ'IF|BaHe, KOraTo € Bb3MOXHO, He Ce npenopbyBa yn0Tpe6a Ha eproMeTpuH.

Mpwu cneundunuHmn cuHapomu

Mpu NaureHTKM cbe CbAoB cHAPOM Ha Ehlers-Danlos ce npenopbuysa Lenvnponon.186

Kepu npes usanata 6pemMeHHOCT.

Mpw XeHn cbc cHAPOM Ha Marfan n apyru HacneacTBeHU aopTHY 3abonABaHWA TpAGBa Aa ce MMa NpeABug Tepanus ¢ 6eta-6no-

BpemeHHOCT He ce NpenopbyBa NPU NaLMEHTKM C TeXKa AnnaTaLya Ha aopTaTa (HacneACTBeHM 3abonABaHWA Ha rpbAHaTa aopTa:
npw cuHapom Ha Marfan >45 mm, npv 6uKycnugHa aopTHa Knana >50 mm uny >27 mm/m2 TefiecHa NOBbPXHOCT MU NPU CUHAPOM
Ha Turner C MHAEKC Ha aopTeH pa3mep >25 mm/m2 TenecHa NOBbPXHOCT).19,20

BpeMeHHOCT He ce NpenopbYBa NpY NAaLMEHTKN CbC cbaoB Ehlers-Danlos cuHapom.26

2 Knac Ha npenopbKuTe.
® H1BO Ha fOKa3aTeNCcTBEHOCT.

KT = komnioTbpHa Tomorpadus; AMP = (o6pa3Ha AnarHoCTUKa ) AAPEHO-MarHUTEH Pe30HaHC.

6. KnanHu cbpaeyHm 6onectn

B meTepofHa Bb3pacT KNanHuTe CbpaeyHn 3a60/1ABaHNSA YecTo
ce AbAXKAT Ha peBMaTUYHa CbpaedHa 60necT, 0cobeHo B CTpa-
HU C HUCKU-CPeAHN AoXoAn. MexaHuuHuTe KnamnHu npoTesu
nopaxpaat cneyuduyHn npobnemu npes 6pemeHHocTTa  >1951%
OueHKaTa Ha puUcka 1 NnoBefeHneTo TpA6Ba a OTUMTAT HaNNY-
HUTE PeCYpPCy B CTPAHNTE C HUCKU—CPEeHMN AOXOAN.

6.1. CTeHOTVWYHM KNanHu nesnn

Mpun CTEHOTUYHM KnanHu 3abonaBaHua nosuweHmat CLl Boau
[0 MoKayBaHe Ha TpaHCBanByNapHUA rpagueHT ¢ ~50%, Ham-
BeUe MeXAy MbpBUA 1 BTOpUA TpUMecTbp,'”” KoeTo yBennyasa
pYICKa OT MauMHMN 1 GETANHN YCNOXKHEeHNs, 2242198

6.1.1. MwuTpanHa cTteHO3a

6.1.1.1.  Mad4uH puck

Jlekata muTpanHa cteHosa (MC) no MpUHUMM ce MoHacsa Ao-
6pe.’?8199 CH HacTbnBa Npy eaHa-TpeTa OT 6pEMEHHUTE KEHU
c KnanHa nnow <1.0 cm? 1 NpK NOMOBKHATA OT Te3M C KnarHa
nnou <1.5 cm?,%° Han-yecTo Npes BTOPUA TPUMECTbP, 4OPU 1
npw Annca Ha CUMNTOMaTVKa npeau 6pemeHHocTTa.'?8 Mepcu-
ctupawoTo MM, makap 1 pagko (<10%), moxe fa npeaunssmrKka
CH 1 TpomboembonuuHM ycnoxHeHus.'*>2%° CmbpTHOCTTa €
0-3% B 3anagHuTe cTPaHn'®®2%° » no-Brcoka B CTPaHU C HU-
cKn—cpegHu goxoan.201,202 NYHA knac =ll, cuctonHo 6eno-
Apo6HO apTepuanHo HanaraHe >30 mmHg, TeXKa cTeHo3a 1
MO-KbCHa Bb3PacT Ca CBbP3aHM C MNO-rofisima 4ectota Ha yc-
NOXKHEHUA Npu MarkaTa.'”?

6.1.1.2.  AKywepcKu pucK u puck 3a 0ememo

PuckbT oT passuTtne Ha CH nepunaptym 3aBuCK OT CMMMITOMa-
TUKaTa 1 HanAraHeTo B 6enogpobHaTa apTepus.'** Mpexaespe-
MeHHUTE paxkaaHua ca 20-30%, 3a6aBAHETO Ha BbTPEeMaToUYHNA
pacTex - 5-20%, a dpeTanHaTa cMbpT e 1-5%.'98-200203 Pk bt 32
JeTeTo e no-sucok npu xexun B NYHA knac Ill/IV npe3 6pemeH-
HOCTTa.2%1%4

6.1.1.3.  [losedeHue

OwnarHocTtuka. MC ce cumTa 3a KNMHNYHO 3HaUYMMa, aKo KJlanHa-
Ta nnouy e <1.5 cm?2.204205 PehepeHTHOTO N3MepBaHe Ha TeXeCT-
Ta Ha MC e nnaHnmeTpuyHo; usmepeHoTo ¢ Doppler nonyspeme
Ha HanAraHeTo e No-Manko HaJeXXAHO, HO MOXKe Aia Ce 13Mos3Ba
no Bpeme Ha 6pemeHHOCT.?’42%5 CpeaHMAT rpagneHT u 6eno-
APO6HOTO apTepmasniHoO HansiraHe ca OCHOBM 3a OLieHKa Ha XeMo-
AVHAMUYHWTE NOCNeACTBUA 1 NporHosara.?’42% MpewueHkaTa Ha
MUTpanHaTa aHaTOMUA 1 NpuAapYy»KaBallata peryprutaums e Ba-
XHa, KoraTo ce Uma npeaBuA NPoBeXgaHe Ha NepKyTaHHa MUT-
panHa kommucypotomus.2®42% Mpenm GpemeHHOCT, paboTHaTa
npo6a e nonesHa 3a oLeHABaHe Ha OGEKTMBHaTa NMOHOCUMOCT
KbM ycunne n paboTHaTa exoKapamnorpadpua Moxe aa ocurypm
JOMbJIHUTENHA UHOPMaLA.

MepukameHTo3Ha Tepanus. [pu pa3BrTre Ha CUMNTOMa-
TUKA UKW KIIMHUYHO CUTHUUKaHTHa BX (exokapanorpadckm ns-
yncneHo HansaraHe B 6enogpobHata aptepusa =50 mmHg), dusn-
yeckaTa aKTMBHOCT TpabBa fa 6bAe orpaHmnyeHa 1 Tpsabea da ce
3anoyHat 6eTa-1-cenekTUBHU 6510KepY (3a NpegnoymTaHe MeTo-
nponon unu 6ruconponon).’ uypeTvuy mMmorat ga ce usnonssart
npv NepcucTrpaHe Ha CUMNTOMaTKKaTa, HO fia ce 13bAreat BUCo-
K1 fo3u (BUKTe Tabnuua ,MpenopbKkuy 3a nekapcteeHa ynoTtpeba
no Bpeme Ha 6pemeHHOCT").> B criyyaii Ha NapoKCU3MasHoO unu
nepmaHeHTHo M, neBonpeacbpaHa TpoM603a UM NpeKapaH
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embonn3bM ce npenopbyBa CbobpaseHa ¢ KIMHUYHUTE 06CTOoA-
TENcTBa 1 TepMmnHa aHTukoarynauma ¢ HOX, HMX unu sutamumH
K aHTaroHuct.> AHTUKoarynaums Tpsibsa ga ce nposexna npu
EHN B CUHYCOB PUTBM CbC CUTHUPMKaHTHa MC 1 cnoHTaHeH
exokapamorpadpcky KoOHTpacT B NABOTO MpPeAcbpaune, roaamo
nABo npeacbpane (=60 mL/m2) nnn 3actonHa CH.

UHTepBeHUuN. Bcnukmn naumeHTkn cbe curHndurkaHtHa MC
Tps6Ba fa 6bAaT NOCHBETBAHN Aa He 3abpeMeHsBaT, a UHTePBEH-
Uy, 3a NpefnoynTaHe NepKyTaHHa UHTepBeHUMS, TpAbBa Aa ce
npoBex/a npean 6pemeHHOCTTa, AOPV U NPV JIUMCa Ha CUMMTO-
MaTuKa, a olLLe No-KaTeropmyHo Npw KnanHa nnotuy <1.0 cm?,198:204

MepKyTaHHa MUTPasHa KOMVCYPOTOMMA NPV 6BPEMEHHOCT ce
npegnoynTa Aa ce u3Bbpwmn cnep 20-Ta recTalMoHHa cegmuua
camo npw xeHu ¢ NYHA knac lll/IV n/vunun cuctonHo 6enoapo6bHo
apTepuanHo HanAraHe =50 mmHg, Bbnpekn oNTMManHOTO Me-
OVKaMeHTO3HO JieueHue, Npu ivnca Ha NpoTMBOMOKa3aHuA (BU-
xTe Tabnmua ,06wm npenopbkn®).2%* 3akputata KOMMCYPOTO-
MMWA OCTaBa aiTepHATUBA B CTPAHUTE C HUCKN—-CPeLHW [OXOAM.
Mopaau pucka 3a nyiofa, onepauusaTa Ha OTKPUTO CbpLie TPA6BA
fa 6bje NnpoBefjeHa camo 3a Clyyau, B KOUTO BCUYKYM OCTaHanu
MEpPKM Ca ce NPOBauN, a )XUBOTHT Ha MalikaTa e 3acTpalueH.?%°

MpocnepaBaHe npe3 6GpemeHHocTTa. [penopbuBa ce
KIUHUYEH N exoKapanorpadpckn npernes Bcekn mMecew UM Ha
[ByMeceuue, B 3aBNCMMOCT OT XeMoAVHaMUYHaTa MOHOCUMOCT.
Mpwn neka MC ce npenopbyBa OLEHKA Ha BCEKN TPUMECTHP U
npeamn pakgaHeTo.

PopoBa genHocT u paxpaaHe. [py naumeHTkn ¢ neka MC
M NpU NauueHTKn cbe 3Haumma MC B NYHA knac I/Il 6e3 BX ce
[laBa NPUOPUTET Ha BarMHanHoOTO pakgaHe. LlesapoBo ceueHve
Mo MPUHLMN ce B3emMa 1UMa NpeaBua nNpu naumeHTn, KouTo ca
NYHA knac IIlI/IV nan umat BX, unn npmn Konto He moxe aa ce
Hanpasu NepKyTaHHa MUTPaNHa KOMUCYPOTOMMSA N TA € buna
HeycnelHa.

MpocnegaBaHe n nporHosa cnep paxpaaHerto. B gHuTte
cnepf paxpaHeTo e HeobxoAMMO CTporo npocnepasaHe. Kbc-
HaTa MPOrHo3a 3aBWCKW MMABHO OT pUCKa 3a MporpecrpaHe Ha
CTeHO3aTa UNn pecTeHo3aTa cief KOMUCYPOTOMUSA 1 € MOTMB 3a
pefnoBHO npocreassaHe. 2%

6.1.2. KnanHa aopTHa cTeHO3a
[naBHa npnynHa 3a ACe 6VIKyCI'II/1,D,Ha AOPTHa KJlana, cneaBaHa
OT peBMaTU4Ha CbpAeYHa 6onecr.

6.1.2.1.  Mad4uH puck

CbpgeuHata 60MeCcTHOCT e CBbp3aHa C npeaBapuTesiHaTta Te-
XKecT n cumnTomaTmka Ha AC.27 CH ce cpelwa pagko (<10%) npu
XeHun ¢ ymepeHa AC 1 npu Te3u, KOUTO ca 6K 6e3CMNTOMHN
npeau 6pPeMeHHOCTTa, HO Ce YCTaHOBSIBa MPY eAHa OT YeTnpu
cuMNTOMHM naumneHTkn.2” lopy 1 Npuv naumeHTKy ¢ Texka AC,
6pemMeHHOCTa 4eCTo Ce NoHacs Ao6pe, ako NpeALecTBalyaTa no-
HOCMMOCT KbM HaTOBapBaHusi e 6una HopmanHa. CMbpTHOCTTa
cera e pAAKa, ako ce NPWIoXKN BHUMaTeNeH nogxog,.'94198:207-209
AputmunTe ca peaku.2%® Mewn c GuKycnuaHa aopTHa Kraca
MMaT HACBK PUCK OT aOPTHA AMCEKALWS, aKO aOPTHUAT Arname-
Tbp e <50 mm (pa3gen 5.2).

6.1.2.2.  AKywepcKu puck U puck 3a noKkosieHuemo

AKyLlepcKUTe YCIOXHEHNA MOXe Aa ca No-yecTu npw nayum-
eHTKM ¢ Texka AC.2072% PaxxaHe npean TepMnHa, 3abassaHe Ha
BBTPEMATOYHUA pacTeX U HUCKO TErno Npu pakaaHe ce cpewat
npun 20-25% OT NOKONIEHNETO NpPU ManKM C yMepeHa N Texka
AC v HapacTsaT npu Texka AC.2 MomaTaHuATa 1 deTanHaTa
CMBPTHOCT ca <5%. PUCKBT OT reHeTuYHa TPaHCMUCUA Ha Marn-

dopmaumm Ha JIK n3xopeH TpakT onpaBfaBa M3BbpPLUBaHe Ha
deTanHa exokapavorpadus npy AC Abmkala ce Ha bukycnua-
Ha aopTHa Knana.>

6.1.2.3. [losedeHue

AunarHoctuka. TexxectTa Ha AC ce npeLeHABa Ype3 KOMOMHaLW-
ATa OT 3aBUCMMI OT KPbBOTOKA UHAEKCM U KnarHara noty,. 204205
Mpun 6€3CMMNTOMHN NaLMEHTKN ce NpenopbyBa paboTHa npoba
npeay 6peMeHHOCTTa C LieNl oLleHKa Ha MOHOCUMMOCTTa KbM Ha-
TOoBapBaHe, oTroBopa Ha AH 1 npocneasABaHe 3a nossa Ha apuT-
MUK, @ exokapanorpadusaTa ¢ HaToBapBaHe MOXe Aa oCUrypu
JonbiHUTenHa nHbopmaumsa. Mpur xeHn ¢ OUKycnugHa aopTHa
Knana aopTHUTe fnameTpu TpabBa fa ce OueHAT npeau 1 no
Bpeme Ha bpeMeHHOCTTa.

MepuunHcka Tepanua. ima nokasaHusa 3a MeillkaMeHTO3-
HO NleYeHue 1 orpaHyaBaHe Ha HaTOBapBaHETO, ako npes 6pe-
MeHHOCTTa HacTbnu CH. [inypeTtnum morat ga ce npuioxat npu
CMMMNTOMM Ha 3acTON.

NHTepBeHuMN. BCukn cumnToMHM naumneHTKy ¢ Texka AC
unm 6e3CMMNTOMHUN MauMeHTKN ¢ HapyweHa JIK dyHKkuma mnm
naTonorMyHa pabotHa npoba Tps6Ba Aa 6bAAT NOCHBETBAHM
[a He 3abpemeHsBarT, a xnupyprua Tpabsa fa ce Nnposefe npeaun
6pemeHHOCT.'%2% Mpu 6e3CMNTOMHU NALMEHTKN He TpsabBa aa
ce u3pasnBa HeopobpeHMe KbM 3abpemeHsiBaHe, JOPU 1 Npu
Texka AC, ako JIK paamepu 1 GyHKLUA 1 pabOTHUAT TECT ca Hop-
ManHu (BMXTe Tabnuua ,06wm npenopbkn”). He Tpsbea ga ce
yCTaHOBABA CKOPOLIHO nporpecrpaHe Ha AC.

Mo Bpeme Ha 6peMeHHOCT NPV NaLMEHTKN, KOUTO ca C TexX-
Ka CUMMNTOMATMKa BbNpeKn MefNKaMeHTO3HOTO JleueHne, MoXe
fa ce npepnpueme nepkyTaHHa BasnBY/oONiacTUKa OT OMUTEH
onepatop.??’ AKO TOBa He e Bb3MOXHO 1 MaLNEHTKUTE Ca C XKW-
BOTO3acTpallaBalla CMMNTOMaTMKa, TpAbBa Aa ce Mma npeg-
BMA KNarnHo MpoTe3mpaHe cief PaHHO paxiaHe C Le3apoBo
ceyeHue, KOraTo TOBa € peanuncTuyeH BapuaHT (BUXKTe Tabnuua
,06wWwn npenopbku”). MNMpeasua detanHUa puck oT Xupyprus,
TpaHCKaTeTbpHaTa aopTHa KnamHa MMnnaHTaumsa e obelyaa-
LLla anTepHaT1Ba, HO OMUTBLT MO Bpeme Ha HPeMeHHOCT e CUHO
orpaHuyeH.

MpocnepnaBaHe npe3 6pemeHHocTTa. Heobxoaumo e pe-
[IOBHO npocneaABaHe ot ekun ¢ ronAam onuT. Mpu Texka AC ce
npernopbyBa MeCeUYHU UK ABYMECEYHUN KapAMONIOrnyHM npe-
rnefv BKIOYBALLM exoKapaunorpadus.

PopoBa geitHocT n paxkaaHe. [Mpy 6pemeHHn ¢ AC 1 TexKa
cMMnTOMaTMKa TpAbBa Aa ce npefnouymnTa paxaaHe upes Lesa-
poBo ceveHue. Mpu Texka beacumnToMHa AC ce npenopbuBa
nHanBuAyanunsmpaH nogxoa. Mpu Hetexka AC ce faBa npeanm-
CTBO Ha BarvHanHoOTO paxjaHe.

MpocnepnnaBaHe n NnporHo3a cnep paxpaHe. Cnepg paxaa-
HeTO YeCTo HacTbrBa NporpecrpaHe Ha 6onecTTa, KOeTo Hanara
CTpOr KOHTPO.204208,210

6.2. PerypruraynoHHu nesuu

6.2.1. MwuTpanHaun aopTHa peryprurayus
MwuTpanHaTa 1 aopTHaTa peryprutaums morat ga 6baar ¢ pes-
MaTUYeH, BPOLEH U lereHepaTBeH npownsxon.’>1%°

6.2.1.1.  Mad4uH puck

KeHn ¢ Texka peryprutauma 1 CMMNTOMaTKa UM KOMNpome-
TpaHa JIK dpyHKumA ca ¢ BUCoK puck ot CH.'?41%° CH HacTbnsa
npu 20-25% OT KEHWUTE C yMEPEHA UM TEXKKA peBMaTuHa MP.19°
OcTpaTa TexKa peryprutaumua He ce noHaca gobpe. MNpwu >xeHn ¢
BPOAEHO CbpAeyHO 3abonaBaHe CUrHNdUKaHTHaTa IEBOCTPaH-
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Ha aTPVMOBEHTPUKYNapHa KnamnHa peryprutauus e cebp3aHa
CbC CbPAEYHMN YCNOXHEHUA npe3 6pemeHHoCTTa. MoxXe aa ce
HabslofaBa HEMPEKbCHATO BJIOLIABAHE Ha peryprutayusTa.*?

6.2.1.2.  AKywepcKu puck U puck 3a nokosieHuemo

He ce cbobLyaBa 3a NOBYULLEH PUCK OT aKyLUEPCKMN YCITOMKHEHUA.
3abaBAHe Ha BbBTPEMaTOYHMA pacTex Ha Mnoja HacTbnBa B
5-10%,a Apyru yCnoxHeHua Npu NoKoneHneTo - B <5%, oT »e-
HUTE C yMepeHa unm Texkka MP.1%°

6.2.1.3. [logedeHue

LnarHosa. MpeLeHkara, 3a npeanoynTaHe npeamn 3abpemeHs-
BaHe, TpA6GBa [a BK/OUBA OLEHKA Ha CUMNTOMATMKATa U noa-
pobHa exokapamnorpadcka OLeHKa Ha perypruTaumoHHaTa Te-
xecT, JIK pasmepu 1 dyHKuma. 204

Mpw XeHn C aopTHa peryprutaums Tpsbsa ga ce nsmepaTt
[AMaMeTpUTe Ha acLieHAeHTHaTa aopTa, ocobeHo npw Tesn ¢ 6u-
KYCMUAHU QOPTHU KNanw.

MegukameHTo3Ha Tepanusa. CumnTomnTe Ha 06emMHO 06-
pemeHsBaHe ca O6UKHOBEHO MOAATIMBM HA MEeAVKAMEHTO3HO
neyeHue.

WHTepBeHUMN. Xnpyprva C NpeanounTaHns Kbm KianHa
UMMNaHTauma TpsAbea Aa ce N3BbpLUKM Npean 6PeMEHHOCT B Cb-
OTBETCTBME C NpenopbKuTte.?*4

Mpw TexKa OCTpa peryprutauus ¢ peppaktepHa KbM Tepa-
nusaTta CH, noHsAKora npes 6pemMeHHOCTTa He € Bb3MOXHO Aa ce
nsberHe xmpyprvsa. AKO NIOAbT € A0CTaTbUHO 3pAn, Npean Cbp-
[eyHaTa xvpyprusa TpAabBa fa ce npeanpreme paxmaaHe (BuxTe
Tabnuua 06wy npenopbKn”).

MNMpocnepaBaHe npes 6pemeHHOCTTA. [1pK Nleka/ymepeHa
peryprutauusa ca Heo6XxoaMMN KOHTPOSTHU MPErfieamn Ha BCEKN
TPUMECTBP, @ NPU TEXKKA PErypruTaums n no-yecTu.

PopoBa genHocT n paxpaaHe. [lpenopbyBa ce BarMHamaHo
pakaaHe C enupypasiHa aHecTesns Y CKbCeH BTOPY CTaguii.

MpocnegasaHe n nporHosa cnep paxpaHe. [porHosaTa
3aBUCYW OT TEXKECTTA Ha PETYPrUTaLMATa N OTPAXKEHUETO I BbP-
Xy cumntomuTe, JIK pasmepu 1 GyHKUUA.

6.2.2. TpuKycnupanHa peryprurauus
BropuuHata TP e no-yecta ot nbpBuYHaTa TP, KOATO MOXe Aa ce
OBb/MKN Ha eHAOKapAMT nm aHomanua Ha Ebstein.

MainunHumAT prck ce onpefensa o6MKHOBEHO OT IEBOCTPaH-
HaTa KnanHa 6onect unu bX. ManumHuAT puck moxe aa 6vae
nosuLLEeH 06aye Npu TeXKa CMMNTOMHa TP unn npu xeHn ¢ K
AncdyHKUMA.>® Tpu KeHN C BPOLAEHN CbpPAEUHU 3a60MABaHNSA
ymepeHa/Texxka AV KnanHa peryprutaumsa moxe Aaa 6bae cBbp-
3aHa C KapAMOIOTMYHUN YCNOXKHEHNA NPy MalikaTa, FMaBHO apuT-
mun.*

Hopwn ntexkata TP cbc CH 06rKHOBEHO MOXe fa 6be oBna-
[AHa KOHCepBaTVBHO Mo BpeMe Ha 6peMeHHOCTTa (BUXTe Tab-
nuua ,06wm npenopbkn”). Korato nma Hy»kAa oT XMpyprua 3a
NeBOCTPaHHW KNanHU ne3unu, Npu Texka TP nMa fonmbAHUTENHN
MoKasaHuA 3a TPUKYCNMAaNHa KopeKuusa, KakBaTo Tpabea aa ce
B3eme npeABuf 1 Npu Hannune Ha ymepeHa TP c aHynapHa gu-
natauua (=40 mm).2%* Kopekuua npeau 3abpemeHsaBaHe TpA6Ba
[a ce B3eme npeaBuA Npy TexKa cMMnTomHa TP.

6.3. [peacbpAHO MbXKAEHE NPU HATUBHN
CbpAeYHN KNnanHn 3abonaBaHmA
MM e cBbpP3aHO C BUCOK TpomboembonnueH puck, ocobeHo

npwv KIMHWYHO curHudrkaHTHa MC . Heobxoanma e He3abaBHa
aHTUKoarynauua ¢ HMX B TepaneBTUYHU [03W Npe3 MbpBUA U1

nocnefHNA TPUMECTbP, a C BUTaMUH K-aHTaroHWcT npu obu-
YanHuTe TapretHu ctomHocTy Ha INR man HMX npes BTopua
TpUMecTbp. [IMpeKTHUTE nepopasHM aHTMKOoarynaHTu ca npo-
TMBOMOKa3aHu npes uanata 6pemeHHoCT. M360pbT mexay Kap-
AMNOBEPCUA N YeCTOTEH KOHTPON C ANTOKCUH nnu 6eTa-6nokepun
3aBUCKM OT TEXKECTTa Ha NoAsexallaTa KnarnHa 6onect v noHocu-
MOCTTa KbM Hes (BUXKTe pasgen 12).

6.4. KnanHun npotesn

6.4.1. U360p Ha KnanHa npoTtesa

KoraTo mmnnaHTauuaTa Ha KnamnHa npoTe3a e Hem3bexHa npu
KeHa Xenaella B 6bJelle Aa 3abpemeHee, U360PBT Ha Knana e
npefn3BrKaTencTBo. MexaHnyHUTe Knanv npegnarat oTIMYyHO
XEMOAMHAMUYHO V3MbJIHEHWE U ObAFOTPANHOCT, HO HyXAaaTa
OT aHTMKOarynauua nosuilaBa ManumHaTa n GetanHata CMbpT-
HOCT 1 6ONECTHOCT, @ PUCKBT OT FONIEMU CbPAEYHU CHOUTUA
npe3 6pemMeHHOCTTa € MHOIO MO-BNCOK, OTKONKOTO NPU KNanHu
6vonpoTe3n.'?®211212 Knanuute 61MonpoTesn nNpu Maaan *<eHu
o6aye ca CBbP3aHU C BUCOK PUCK OT CTPYKTYPHO M3HOCBAHE Ha
KranaTta, KOeTo BOAW A0 MPeMMHaBaHe npe3 6peMeHHOCTTa C
AncoyHKLMOHaNHa KNana 1 eBeHTYasnHoO [0 Hemn3bexHa Hy»KAaa
OT peonepauus. ANTepHaTVBHN BapuaHTK, KOUTO TpsAbBa fa ce
B3emaT NpeABuf, Ca TPaHCKaTETbPHA KianHa nmMnaaHTayms (no-
HacTosALWeM 0COBEHO YeCTOo ce NPOoBeXAa Ha NyJMOHanHa Kina-
na) n npoueaypa Ha Ross npu aopTHa KnanHa 6onect (Mynmo-
HaneH anorpadT Ha aOPTHO MACTO U MyNIMOHaneH xomorpadr).®
[JaHHuTe 3a 6peMeHHOCT cnef npoueaypa Ha Ross ca oCKbAHY,
HO MOKa3BaT HUCBK PUCK, KOraTo HAMa aopTHa Aunatauyus.?'
*KenaHneTo 3a 3abpemeHsBaHe e nokasaHue ot knac lla 3a us-
60p Ha KnanHa 6monpoTesa.2®4 Mpu MIagmM KeHW, KOUTO KenasTt
6baeLo 3abpemeHaBaHe, B U36opa Ha cneunduyHa npoTtesa
TpAbBa Aa yyacTBa CbpAEUYHUAT ek 3a bpemeHHW. OKoHYaTen-
HUAT n36op TpAbBa fa 6bhe HanpaBeH cnep WUPOK OOMeH Ha
nHbopmMaLma 1 o6CbKAAHE C NaLMeHTKaTa.

6.4.2. Puck ot 6pemeHHOCT npu 6uonpoTtesn

PUCKBT OT MaluHU CbpAEUYHOCHLAOBU YCIOKHEHUA NP KEHN
Hocewwy 6uonpoTesa e HUCHK Mpu Te3n C NMMNCBAaLLA WUIN He-
3HaunTenHa 6ronpoTesHa ANCPYHKUMA N HEKOMMNPOMETHPAHa
KamepHa ¢yHKUuA. KoraTo e Hanuue curHmdukaHtTHa 6uonpo-
Te3Ha AUCOYHKLNA, PUCKBT OT YCIIOXKHEHMSI MOXKe fia 6bae 3Ha-
umteneH. MpearectaurioHHaTa OLEHKA U KOHCYNTaUWsA, KakTo 1
npocneaaBaHeTo, MeMKaMeHTO3HOTO JIeUeHre 1 NoKa3aHUATa
3a UHTEPBEHLMS, Ca CPaBHUMY C Te€3U NpU BPEMEHHOCTM C Ha-
TYBHA KnarnHa AncyHKLMS.

6.5. MexaHn4yHu nporesn
M aHTUKoarynauyms

Mpw XeHW C MeXaHWNYHU KNanH1 npoTe3n 6pemMeHHOCTTa e CBbp-
3aHa C MHOTO BMCOK pucK oT ycnoxHeHusa (C30 puckos knac lll).
B pernctbp ROPAC waHcoBeTe 3a 6e3npobnemHa 6pemMeHHOCT
C pakaaHe Ha XMBO AeTe ca 6unm 58% 3a XeHn C MexaHUyHa
Knana, B CpaBHeHNe cbC 79% 3a XeHu ¢ buonpoTesa n 78% 3a
KEHM CbC CbPAEYHO 3abonsBaHe, HO 6e3 KnanHa npotesa.'®® B
CKOpOLWHO npoyuBaHe oT O6eANHEHOTO KpasncTBO ce cbobLya-
Ba 3a GnaronpuATeH M3xo[ 3a MaiikaTta u 6e6eto camo B 28% oT
cnydauTe.?" OCHOBHYTE PUCKOBE Ca CBbP3aHM C HY>KAaTa OT aH-
TUKOarynauuoHHa Tepanua (KnamnHa Tpom603a 1 xemoparnyHu
yCNoXHeHs). JonbnHUTeNHUTE PUCKOBE Ca CBbP3aHu C Kamep-
Ha 1 KnanHa auchyHKuma.
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6.5.1. ManuuH puck
PUcKBT OT KnamHa Tpombo3a e 3HauMTeNIHO MOBMILEH Mpe3
6peMeHHOCTTa. PUCKBT e No-HMCBK NpU NPaBUSIHO A03MpaHe
Ha aHTMKOarynaHTHaTa Tepanus 1 3aBWCU OT BUAA 1 MO3MLU-
ATa Ha MeXaHMYHaTa Kiana, KakTo v OT JOMbJIHUTENHN PUCKO-
BU daKTOpW OT CTPaHa Ha nauueHTkaTa.?’* B pernctbp ROPAC
Knana Tpom603a e HacTbnuna npu 4.7% ot 202 6peMeHHOCTH,
a CMbPTHOCTTa e 6una 20%.'°° B npoyusaHe nposegeHo B O6e-
OVNHEHOTO KpasicTBO MaiymMHa CMbPTHOCT CBbp3aHa C TPOM-
603HUN YCNOXHEHVA WU KnanHa AUCOYHKUMA e HacTbnuna
B 9%, a Texka MmopbuaHocT B 41% (16% Tpom60-eM60INYHM
ycnoxHeHus).2'* PUCKbT OT KnanHa Tpomb03a e CPaBHUTENHO
HUCBK C BUTaMUH K aHTaroHUcTn npes uanata 6pemeHHOCT
(0-49%).196:215-219 QckbaHMTE AaHHU OTHOCHO HOX npes nbp-
BWA TPYMECTBP UM Npe3 LAnaTa 6peMeHHOCT NoKa3BaT BUCOK
PUCK OT KflanHa Tpomb6o3a (9-33%); LONBAHUTENHN PUCKOBE
ca TpombouunToneHus 1 octeornoposa.?’>?1821% HMX e cbuyo
CBbP3aH C PUCK OT K/anHa Tpom603a.'96:214.215.219-222 Ty kato
M3NCKBaHWATA KbM fAo3aTa HapacTBaT 3HauMTeNHo, nmopagu
yBennyeH 6b6peuyeH KNMPBHC, MOHUTOPMPAHETO Ha aHTU-Xa
HMBaTa C KOpUrMpaHe Ha fo3aTta Hamanaea pucka. HMX npes
uAnata 6pemMeHHOCT CbNPOBOAEH OT aHTU-Xa MOHUTOPUHT 1
cbobpasABaHe Ha Ao3aTa C MMKOBMTE HUBA UMa 3a pe3ynTaT
PUCK OT KnarHa Tpom603a oT nopagbka Ha 4.4-8.7%.219223
Cy6onTrManHuTe TapreTHW aHTU-Xa HUBa VAN JIOWNAT KOM-
NnanbHC YeCTO JONPUHACAT 3a KNanHa TPomb03a, HO HAKONKO
KnanHu Tpomb0o3M ca HaCTbMAWAW NPU NUKOBM aHTW-Xa HUBa
B TapreTHusa guanasoH ot 1.0-1.2 1U/mL.22"222 KnanHa Tpom-
603a HacTbnBa B 5.8-7.4%, korato HMX ce m3nonsea camo
npes3 NbpBUA TPUMECTbP, KOETO e NoJoOHO Ha TOBA, KOETO ce
Habnogasa npu n3nonssaHe Ha HMX npes usanata 6pemeH-
HOCT.196:215.219.223 BicoKUAT PUCK OT KnanHa Tpombo3a B npo-
yuBaHe UK ob6aue e 6un cBbp3aH rnaBHo ¢ ynoTpeba Ha HMX
npes uyanata 6pemeHHOCT. HacTbnBaHeTo Ha KnamnHa Tpom603a
npv afeKBaTHU NKOBM aHTK-Xa HMBA Nopakaa 6€3noKoNCcTBO
OTHOCHO 6e30MacHOCTTa Ha To3n noaxon. bbp3nAT peHaneH
KNMPBHC MOXe fa AoBefe A0 Cy6TepaneBTUYHU MUHVMATHM
(Npean annukaumaTa) aHTM-Xa HKBA, BbMNPEKN JOCTaTbyHUTE
MVKOBMW HNBA, HO JAHHNTE BbPXY BPEMEHHOCTI C fO3MPaHe Ha
HMX B cbTBETCTBME C MUHUMANHUTE Y MNKOBUTE aHTU-Xa HMBA
ce cBeXAAT [0 OTAENHU KIIMHUYHM Cilyyan.>?24-226 B 3aknove-
HVe, CbLUeCTBYBaT HEPELUEeHN BbMPOCK OTHacAWwNM ce o HMX
npv 6PEMEHHN KEHWN C MEXAHWYHW KNanu, BKIIKUYUTENHO KOW
Ca ONTUMaNHNUTE aHTU-Xa HMBA, 3HAYEHNETO Ha MMKOBM CMIPSAMO
MWHVMaJTHN HUBA, Hali-fobprTe BPeMeBU MHTEPBAN Ha aHTK-
Xa MOHUTOPWHT 1 MPOABIKUTENHOCT Ha ynoTpeba.
HannuHute paHHM (MpU nUnca Ha JOCTaTbYHO PaHAOMU3U-
paHu NpoyuBaHuA) NoKasear, Ye ynotpebarta Ha BuTamuH K aH-
TaroHUCTU Npe3 6PeMeHHOCTTa, NOA CTPUKTEH KOHTpon Ha INR,
€ Hal-6e30MacHUAT PEXKMM 3a MPEBEHLMA Ha KnarnHa Tpombo-
3.196215-219 HMX Haii-BepoATHO npeeb3xoxaa HOX 3a npeseH-
LA Ha KnanHaTa Tpom603a.'96:219.223

6.5.2. AKyLepCcKN pUCK N pUCK 3a AeTeTO

Bcnukyn aHTUKOArynaHTHUW PeXMMX HOCAT MOBUILEH PUCK
oT abopTupaHe M XeMOoparvyHu YCNOXKHEHUA, BKIUYUTeN-
HO nocTnapTasHa Xemoparus W peTporyaueHTapeH Kpb-
BOV3NUB BOAeL JO MpexAeBpeMeHHO paxpaaHe n deTanHa
CMbpT.196:216:218,220.221 ROPAC nokasBa, Ye Mo Bpeme Ha Mbp-
BMA TPUMeCTbpP BUTaMUH K aHTaroHMcTuTe ca CBbP3aHM C
Mo-BMCOK PUCK OT nomsATaHe B cpaBHeHue ¢ HMX nnn HOX
(28.6% vs. 9.2%), a yecToTaTa Ha XXUBUTE pakaaHUA e No-Hu-
CKa, KOeTo MOTBbPXKAABa AaHHM 1 OT Apyru ny6nukaymm.'®

[Ba cuctemHm 0630pa NPaBAT U3BOS, Ye PUCKBT OT peTasHa
3aryba e [o30-3aBrcUMa (peTanHaTa 3aryba npm HUCKa Ao3a
BUTaMVH K aHTaroHuUcT e 13.4-19.2%, obuwaTa ¢peTanHa 3aryba
¢ BuTamnH K aHTaroHuct e 32.5%). OeTanHarta 3aryba ¢ Kom-
OGUHVPaH peXnum xenapuH/BntTaMmuH K aHTaroHucT e 22.7%, a
¢ HMX npes yanaTa 6pemeHHoOCT e 12.2%.%'72' CpaBHeHUA-
Ta MeXAy NPOoy4YBaHMATA € Bb3NPENnATCTBAHO OT Pa3jivyHU-
Te CNocobm Ha perucTpauus, a U3BOAUTE OTHACALWM Ce [0
6e30MacHOCTTa Ha HUCKUTE JO3U BUTaMUH K aHTaroHWCT ca
npoTuBopeunsu.>'9217.219.223.227 ynorpebata Ha BUTaMuH K
AQHTAroOHWUCT Npe3 MbPBUA TPUMECTbP BOAW SO eMOpronaTim
(nedeKkTn Ha KpanlHMUMTe, Ha3anHa xunonnasua) B 0.6-10%
oT cydanTe, 216218219228 HOX 1 HMX He npemuHaBaT npes
niauyeHTaTa, ClefoBaTe/IHO 3aMEeCTBAHETO Ha BUTaMuH K
aHTaroHucT ¢ HOX nnn HMX B cegmnum 6-12 nout ennumm-
HMpa prcka oT embpuonatus. EM6pUONaTUYHUAT PUCK e n
noso-3asucum (0.45-0.9% npu HUCKK 1031 BapdapuH).?1721?
JonbnHuTtenHo, uma 0.7-2% puck oT petonatua (Hamp. OUHM
aHOMaNUM 1 Ha LeHTpanHaTa HepPBHA CUCTEMA, BbTpedepen-
Ha xemoparus) ¢ BUTaMUH K aHTaroHncT npes BTopus 1 Tpe-
A TPpUMeCTbp.216:219223:228-230 | ma onncaHus Ha peTonatus
¢ HOX, Ho He n ¢ HMX, npe3 usnarta 6pemeHHocT.?'?223 Baru-
HaJIHO paXkAaHe, JOKATO MalKaTa e Ha JiedeHme ¢ BUTammH K
QHTAroHWUCT, € MPOTMBOMOKA3aHO, MOPaaN PUCK OT deTaneH
MHTPaKpaHuaneH KpbBonsnne.>28 XemoparnuHm ycnoxHeHums
MMa MpUY MalkaTa ¢ BCUYKM PEXMMU, HO H4ECTOTaTa € MO-HUCKA
C BUTaMVH K aHTaroHUcT npes ysanata 6peMeHHOCT, OTKOJKO-
T0 ¢ HMX/HOX npes usanata 6pemerHocT.?’® [lo6aBaHeTo Ha
HMCKA [03a aCMMPUH KbM BUTaMUH K aHTaroHUcT unu xena-
PVIH HAMa [OKa3aHO MPeAVMMCTBO 3a MPEeBEHUMS Ha KianHa
TPom603a, HO € CBbP3aHO CbC CUTHUGUKAHTHO MOBEYE Mal-
UMHW XEMOPATrNYHN YCIIOXKHEHWS, BKITIOUYNTENHO GaTasHU Cb-
6|/|T|/|ﬂ.196’219’222

6.5.3. lMoBepeHme

MpearectaynoHHaTa npeueHKa TpsAbBa A4a BKIOYBA OLEHKA
Ha CUMMTOMATMKaTa 1 exoKapanorpadcko nscneaBaHe Ha Ka-
MepHaTa GyHKUNMA, KakTo 1 Ha pYHKLMATA HAa NpoTe3npaHnTe 1
HaTVBHWTE Knanu. Tpa6Ba ga ce B3eme NpeaBug BUABLT U No3u-
LUMATa Ha KfanaTta(ute) , KAKTO U aHamHe3aTa 3a K/amnHa TPpoM-
603a. C malikaTa TpabBa ga 6baT 06CcbAEHO NpaBo Ha nsbop
fa n3barHe 6pemeHHOCT.

6.5.3.1. MedukameHmo3Ha mepanus
MpeaumcTBaTa M HEQOCTATbLUMTE HA PA3NIMYHM PEXMMU Ha
aHTuKoarynauus Tpsabea ga 6baaT 06CbAEHN NoAPO6HO npe-
an bpemeHHocTTa. MaikaTta Tpabea fa pa3bepe, ue ynoTpe-
6aTa Ha BUTaMVH K aHTaroHWCT e Ha-epeKTUBHUAT PeXXUM 3a
npeBeHUMs Ha KnanHa Tpomb603a 1 c/ieloBaTeNIHO Hal-6e3-
OMaCHVAT PeXMM 3a Hes, KaKTo 1 Ye pUcKoBeTe 3a MaikaTa
n3naraT Ha onacHocCT 1 6e6eTo. MNoBuLIEHUTe PUCKOBE OT eM-
6puonatus, petonaTtus, peTtanHa 3aryba n ¢petanHa xemopa-
rms, CBbp3aHu c ynotpebaTta Ha BUTaMuH K aHTaroHucT, Tpa6-
Ba Aa ce 06CbKAAT B 3aBNCMMOCT OT Hy>KHaTa flo3a BUTaMuH K
aHTaroHucT. Tpabea fa 6bae 06CbAeH 1 NO-BUCOKUAT PUCK OT
KnanHa Tpom603a Npu NO-HNCKM PUCKOBE 3a NioAa npu yno-
Tpeba Ha HMX. TpsabBa aa ce B3eMe npeaBu KOMMNIaibHCBT
KbM npefliecTBallaTa aHTUKoarynaHTHa Tepanua. Malikata
TpAbBa fa pasbepe, ue HE3aBMCMMO OT U3OPAHUSA aHTUKOAry-
NauNOHEH PeXnM CTPUKTHOTO 1 NpuAabpKaHe KbM Hero uma
peluaBallo 3HaYeHme 3a ycrewHna U3Xoa oT bpemeHHoCTTa.
ButamuH K aHTaroHuctute TpsabBa fa 6baaT npoabiixe-
HU Jo 3abpemeHsBaHeTo. Korato gosata Ha ButamuH K aH-
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KeHa c mexaHnyHa knana n BUCOKA po3a ButamuH K aHTaroHucr
(BapdapuH >5 mg/meH nnm GeHNnPoKyMOoH >3 mg/meH, Uiv aLueHoKymapon >2 mg/aeH),
KOATO NiaHnpa 6peMeHHOCT:
KoHcynTupaHe npegu 3a6pemeHsBaHe - [poabmkaBaHe Ha BUTaMUH K aHTaroHucT ao 3abpemeHsiBaHe

v

MoHuToprpaHe Ha INR Hait-manko
TPUMECTBP BeAHbX Ha 2 cegmuu (I1b)

BPEMEHHOCT
1-81 ”p°“b|’(1’KaBa“e i) BbTpe6onHnuHa cMAHa BbTpebonHnuHa cmaa ¢ HMX
LI 1 i BT W | civ. HOX (aPTT >2 x koHtpona) | WU 2 [TV [HEBHO,

yecTo MoHuTopupaHe (lla)*°

Y

MpoabmkasaHe Ha
2-pu/3-Tn BUTaMUH K aHTaroHucra,
TpumMecTbp |MOHUTOpUpaHe Ha INR Hait-manko

BeAHbX Ha 2 ceamuuy (1)

BbTpe6onHuuHa cMaHa Ha HMX
¢ BuTamuH K aHtaronucr (lla)
Cneg pocturaHe Ha TapreTHo INR,
TO C& MOHUTOPMPA Hali-Manko
BEAHDBX Ha 2 cemnLy

Mpogbmxasare Ha HMX
2 MbTY IHEBHO NpU
ctporo MoHutopupate (Ilb)°

v

36 cegMmnLm

36 4. npean
nnaHoBO
paxpaHe

PaxxpaHe

v

(Dlnrypa 2: Fpad)vma Ha aHTUKOarynayuAaTa npmn MmexaHn4YHu KnanHm npoTe3n 1 BUCOKa A03a BUTaMNH K aHTaroHucr.

2 npes ceamuL 6-12, ® MoHuTOpUpaHe Ha HMX:

- HauanHaTa go3a Ha HMX e 1 mg/kg TenecHo Terno 3a eHokcanapuH 1 100 [U/kg 3a gantenapwuH, fiBa NbTy JHEBHO NOLKOXHO;
— B GONHMLaTa Ce NPaBU eXkeleHEBHO M3c/efiBaHe Ha HUBaTa Ha aHTM-Xa A0 AOCTUMAHE Ha TapreTa, Cief ToBa BEAHDBXK ceamnyHO (I);
— TapreTHu aHTK-Xa HuBa: 1.0-1.2 U/ml (MuTpanHm n gacHo-cbpheyHy KnanHu npotesu) unu 0.8-1.2 U/ml (aopTHY npoTte3u)

46 yaca cnep npunoxenue (I);

— aHTU-Xa HMBa HeMocpeacTBeHO nNpeayn npunoxexve >0.6 U/ml (l1b).
aPTT = akTuBMpaHo napumanHo TpombonnacTnHoBo Bpeme; INR = MeXxgyHapogHO HopManu3upaHo OTHOLLEHNE; i.V. = BEHO3€eH/
a/o/n; HMX = HnuckomonekyneH xenapuH; JIK OU = neBokamepHa nstnackaalya ¢pakuus; HOX = HedpaKkLmMoHMpaH XxenapuH.

TaroHWcTa e HUcKa (BmxTte Tabauya 7), TpabBa fga ce npeg-
BMAV NPOAbIKaBaHe Ha fleyeHneTo ¢ BuTaMuH K aHtaronnct
npe3 usnata 6pemeHHoCT. [lopaAn HUCKUTE prCKoBe OT
embpuronatua, detonatua (<2%) n detanHa 3aryba (<20%),
BUTaMuH K aHTaroHncTnte ca Han-epeKTUBHUAT pexum 3a
npeBeHUMs Ha KnanHa Tpom603a.?'>21821% TapreTHaTta cTon-
HocT Ha INR Tpabea fa 6bae M3bpaHa B CbOTBETCTBME CbC
cerawHuTe npenopbku,?®* ¢ moHutoprpare Ha INR BeaHbX
CceIMUYHO UM Ha 2 cegMmuuun. MNpu noaxoaAwmN NayMeHTKM
ce npenopbyBa cebemoHnTOpMpaHe. MpU NaLUEHTKN, HYX-
Jaewmn ce OT HUCKM [03U aHTMKOArynaHT, cnef npefocrass-
He Ha M3yepnaTenHa MHGOpPMaLMA, KaTo anTepHaTUBA MOXKe
fa ce npemuHe KbM HMX B nepuopga 6-12 cegmnua Ha ¢oHa
Ha CTpPOr MOHUTOPUWHF. Korato ca HeobxoAnmu Mo-BUCOKU
o3 BUTamuH K aHTaroHuct, mexxgy cegmuua 6 u 12 tpabea
[a ce B3eme npeaBuf cnmpaHe Ha BUTamuH K aHTaroHumcra
1 3aMeCTBaHeTO My CbC CbOTBeTHa fjo3a i.v. HOX nnm ¢ HMX
[Ba NbTW AHEBHO M KOpUrMpaHe Ha Ao3aTa B 3aBMCMMOCT
OT NUKOBMTE aHTU-Xa HUBa. BuvxTe Tabnuua ,Mpenopbkn 3a

noBefeHne Npu CbpAeYHN Knanum npotesn” u Queypu 2-4
3a NOAPOGHOCTN OTHOCHO [O3MPAHETO U MOHUTOPMPAHETO.
Kato anTtepHaTuBa nNpwu Te3u NaumMeHTKW, MOXKe Aa ce B3eme
npeasuA NpPoAb/iKaBaHe Ha BUTaMUH K aHTaroHucra ciep
UANIOCTHO MHGOPMMPAHO Cbrnacre. B fonbaHeHne KbM MO-
HUTOPUHIa Ha MMKOBUTE aHTU-Xa HUBA, BbMNPEKUN OrpaHnye-
HWTE faHHW, Bb3 OCHOBA Ha TEOPETUYHM CbOBParKeH N MOXe
[a ce vMa NPeaBuA 1 U3CiefBaHe Ha MUHUMATHOTO (Npeam
nopeaHaTa anaukauus) aHTU-Xa HMBO U cbobpassABaHe Ha
[03aTa C Hero, Taka 4Ye ToBa MUHMMAJIHO HUBO Aa 6bae noa-
AbpKaHo B cToMHOCTM 20.6 IU/mL.>?2422> HayanHaTa fj03a Ha
HMX e 1 mg/kg TenecHo Terno 3a eHokcanapuH u 100 1U/kg
3a flanTenapuH, 1Ba NbTW AHEBHO NOLKOXHO. [lo3aTa TpsabBa
[a ce onpepens BeAHbXK JHEBHO B 3aBUCUMOCT OT MUKOBUTE
(AW NKOBUTE N MUHVMASTHITE) aHTW-Xa HUBA U BEAHBX cef-
MWYHO, C/iefl NOCTUraHe Ha TapreTHOTO aHTU-Xa HMBo,>?24225
PyTuHHO pob6aBsHe Ha aLeTUICANMUWUIOBA KNCEMHA He ce
npenopbysa.'?®?1%222 Korato ce npunara HOX, cneg noctu-
raHe Ha ctabunHu ctoHocTM Ha aPTT, aHTMKoarynaumaTa c



30

Mpenopbkn Ha ESC

MeHa c mexaHnyHa knana n HUCKA po3a ButamuH K aHTaroHmcr
(BapdapuH <5 mg/aeH nnu GeHNPOKYMOH <3 mg/AeH, Unn aueHoKymMapon <2 mg/aeH),
KOATO NiaHnpa 6peMeHHOCT:

KoHcynTupaHe npepam 3a6pemensBaHe - [pogbmkaBaHe Ha BUTaMuH K aHTaroHUcT 1o 3a6pemeHsABaHe

v

BeAHbX Ha 2 cegmmuu (I1a)

BPEMEHHOCT
1-81 Bmg"’ﬂ%ﬁ?gﬂ?:ﬁ:”u%a BbTpe6onHnyHa cmata ¢ HMX Bb&r)pe(ﬁonHMuHa CMAHa )
I JN 2 MbTN IHEBHO, WK | civ. HOX (@PTT >2 x KoHTpona
TpumecTbp (MOHUTOPHMPaHE Ha INR Hait-marnko yecto moHuTopupaHe (Ib)*° (Ilby? °

2-pu/3-Tn
TPUMeCTbp

36 cegMmnLm

36 4. npean
nnaHoBO
paxpaHe

PaxxpaHe

®urypa 3:
2 npes ceamuL 6-12, ® MoHuTOpUpaHe Ha HMX:

Fpad)MKa Ha aHTUKOarynayuAaTa npu MexaHM4YHu KnanHum npoTtesn N HACKa 403a BUTaMH K aHTaroHucr.

- HauanHaTa go3a Ha HMX e 1 mg/kg TenecHo Terno 3a eHokcanapuH 1 100 [U/kg 3a gantenapwuH, fiBa NbTy JHEBHO NOLKOXHO;
- B 6ONHMLaTa eXXejeHEBHO N3C/iefiBaHe Ha HMBATa Ha aHTK-Xa [0 AOCTUraHe Ha TapreTa, cfief ToBa BeAHbK cegMmyHo (1);
— TapreTHU aHTM-Xa HuBa: 1.0-1.2 U/ml (MnTpanHu n gAacHocbpreyHn KnanHu npotesun) unu 0.8-1.2 U/ml (@opTHM npoTte3u)

46 yaca cnep npunoxenue (I);

— aHTK-Xa HMBa HEMOCPeACTBEHO Npeamn npunoxeHune >0.6 U/ml (l1b).
aPTT = akTuBMpaHo napumanHo TpombonnacTnHoBo Bpeme; INR = MeXxgyHapogHO HopManu3upaHo OTHOLLEHNE; i.V. = BEHO3€eH/
a/o/n; HMX = HnuckomonekyneH xenapuH; JIK OU = neBokamepHa nstnackaalya ¢pakuus; HOX = HedpaKkLmMoHMpaH XxenapuH.

HOX TpsabBa fa NpoAb/iKK [la Ce KOHTPONMpa BeHbX cef-
MWYHO C MomoLwTa Ha aPTT, KaTo HeO6XO0AMMOTO yaAbIIKEHNE
TpaA6Ba Aa 6bAe =2 NbTU CNPAMO KOHTponaTa. Mpe3 BTopus
1 TpeTua TpUMeCcTbp BUTaMMH K aHTaroHmcTuTe ca npegno-
ynTaHaTa Tepanus. 3a NOAPOOGHOCTM OTHOCHO NOBeAEHNETO,
BKTE Queypu 2-4.

6.5.3.2. [lpocnedasaHe npe3 bpemeHHocmma

Te3n BUCOKOPUCKOBU OpemeHHOCTU TpabBa Aa 6bpat 06-
CNyXBaHU OT CbpAeYeH eKunn 3a 6peMeHHM B cneynanmsnpaH
LeHTbp. EGeKTMBHOCTTa Ha aHTUKOAryNaHTHUA PeXUM Tpsb-
Ba [ja CE MOHUTOPMPA eXXeCeaMUYHO UMM Ha ABE cegMuMLn, B
3aBUCMMOCT OT aHTMKOArynaHTHUA pexxum (BuxTe Tabauya 7),
a BCeKU mMecel, TpAbBa fa ce NpaBu KIMHUYEH Nperies B Cb-
yeTaHue c exokapguorpadus.

6.5.3.3. [luazHocmuka u nogedeHue npu K1anHa mpom6o3a
[ucnHes n/vnn em6onnyeH enu3op ca OCHOBaHMA 3a He3a-
6aBHa TpaHCTOpakasnHa exokapauorpadus c Uen TbpceHe

Ha KnamnHa Tpom603a, nocnefBaHa O6MKHOBEHO OT TpaHce-
30¢areanHa exokapauorpadus. JonbnHUTENHO MOXe Aa ce
n3BbPLWN GIyopoCKonMA C orpaHnyeH deTtaneH puck. Mose-
[AEHNEeTO NpU KnanHa Tpomb03a e CPaBHUMO C NMOBEAEHUETO
npu HebpemeHHW NaumeHTKN. To BKOYBA ONTUMU3NPAHE Ha
aHTuMKoarynauuara c i.v. HOX n Bb3o6HOBABaHe Ha nepopan-
HaTa aHTMKOarynauus npu HEKPUTUYHO OGONHU MaLMEeHTKN
CbC CKOpOLHa cybonTMManHa aHTMKoarynaumsa n xmpyprua
NPy HeycrnewHa aHTWKoarynauvMa um npu KpUTMYHO GONHK
naymeHTKN ¢ 06CTPYKTMBHA TpoM603a.2% MonekynHo Terno
>1000 Da He no3BosiABa NecHO NpemMnHaBaHe npe3 nnawleH-
TaTa Ha NoBeYeTo GUOPUHONUTULM, MaKap Ye MaslkKu Konu-
yecTBa CTPENTOKUHa3a U pparMeHTV OT ypoKMHa3a mMoraT ja
npemuHaT BbB ¢eTanHata uMpKynauyma. Haii-Bncoko morne-
KYNHO Ternio uma antennasa (peKOMOUHAHTEH TbKaHEH nnas-
MUHOTMEH aKTMBaTOP), KOATO He NpeMMHaBa npes nialeHTaTa.
MpuunHa 3a TpeBora obaue e pucKkbT oT embonmsauna (10%)
1 cybnnaleHTapHa Xxemoparus, a onuTbT NPU 6PEMEHHOCT e
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MpuuenHo INR 3a MmexaHNYHU NpoTe3M

PuickoBun dakTopm

Tpomb6oreHHoOCT OT CTpaHa Ha nayuneHTa?

Ha npoTe3aTta
P Hama >1

Ourypa4: [padurka Ha aHTUKoarynauuaTa npu me-
XaHUYHU KNamHU NpoTe3n 1 TapreTHO MeXAyHapoaHO
HOPManun3npaHo OTHOLUEHME MPU MeXaHWYHW NpoTe3n
(mogmdukauma no Baumgartner et al.2%4).

2 MpoTe3npaHa MUTpanHa WM TPUKyCcnupanHa Knana,
npeaLecTsaly TPoM60-eM60IM3bM, MPEACHPAHO MbXKAE-
He, MUTpanHa CTeHo3a oT BcAKa cteneH nnu JIK OU <35%.
b Carbomedics, Medtronic Hall, ATS uan Medtronic
Open-Pivot, St Jude Medical, On-X nnu Sorin Bicarbon.

¢ Apyrn 6unMdneTHN Knanm ¢ HeAOCTaTbYHO AAHHMU.
dLillehei-Kaster, Omniscience, Starr-Edwards (ball-cage),
Bjork-Shiley n gpyrn knanu ¢ HaknaHsaw, ce auck (tilting-
disc); BcAKa MysIMOHasHa KflanHa npoTesa.

INR = mexgyHapoAHO HOPManu3vpaHoO OTHOLIEHUE;
JIK ®U = neBoKamepHa n3tnackaalla Gppakums.

orpaHnyeH. ®nbprHonmsa TpabBa Aa ce npunara Npu Kpu-
TUYHO GOMHM NALMEHTKM, KOraTo HAMa Bb3MOXHOCT 3a He3a-
6aBHa XUPYPIUs 1 KOFraTo XUPYPTrUYHNAT PUCK € BUCOK.2%4 Tbin
KaTo NpuU XMPYpruyHo neverHve detanHaTa 3aryba e BUCOKA
(30%), dnbpuHONM3a MOXe [a Cce MpoBexXAa BMeCTO Xupyp-
TUA NPV HEKPUTUYHO BOSTHUN MALMEHTKI C HeYCMeLwHa aHTUKO-
arynauua.?3' QubpuHonusara e Tepanus Ha n36op nNpu Tpom-
603a Ha AeCHOCTPaHHa KnanHa npotesa.?’* Mankara Tps6ea
fa 6bae uHbopmrpaHa 3a puckoBerte.

6.5.3.4. PaxoaHe

HeobxoanMo e nnaHWpaHe Ha pakgaHeTo. BarmHanHoTo
paxaaHe M3MCKBa NpefBapuUTeNHO NpeMrHaBaHe KbM i.v. xe-
napvH. YnotpebaTa Ha enuaypasnHa aHecTe3uns U3UCKBa Npo-
OBIXKUTENTHO MpeKbCBaHe Ha aHTMKoarynaHTHaTa Tepanus,
KOEeTO e NPOTMBOMNOKA3aHO MPU KeHN C MeXaHWYHa npoTesa.
B Te3u cnyyam, KaTo anTepHaTMBa MOXe Aa ce MMa npeasug
NIaHoBO Lie3apOoBO cevyeHne, 0CO6eHO Npu NaumeHTKN ¢ Bu-
COK PUCK OT KnanHa Tpomb03a, C Len BpemMeTo 6€3 aHTUKoa-
rynaHTHO neveHvie fa 6bae Bb3MOXHO Hall-KpaTKo. AKO pa-
JaHeTo 3anoyHe, AOKATO NaLMeHTKaTa e BCe olle Ha fleyeHune
¢ BuTaMuH K aHTaroHucTt, Tpabsa Aa ce M3BbPLIN Lie3apoBO
ceveHue.

6.6. [llpenopbKn

npeﬂop'bKlll 3anoBefgeHvie Npnn HAaTUBHU KJlanHN CbpAeYHN 3a6bonaBaHusa

MpenopbKu

Amorpad)mq N KOHCynTayuA.

anI BCUYKUN XKEHWU C N3BECTHO NN CYCNEKTHO KnanHo 3abonnABaHe ce npenopbyBa npefrectayMoHHa OUeHKa BKJoYBalla exokap-

erpamla CTeHo3a

anI nayMeHTKN CbC CMMNTOMaTKa Uin nynamMoHanHa XMnepToHUA ce npenopbyBa OrpaHnyeHa akTMBHOCT 1 6eTa-1-ceneKkTMBHN 6J'IOKepVI.

5,204

,[ll/lypeTI/ILl,I/l ce npenopbyBaT NpU NepcncTupaHe Ha 3acToMHA CMMNTOMATUKA BbMNpeKkn 6eTa—6J10Kep|/|Te.

5

Mpw nauvenTkn ¢ MC 1 KnanHa nnow <1.0 cm? ce NpenopbyBa MHTEPBEHUMA NPeAn 6PEMEHHOCT.

aHTUKoarynauma c XxenapuHu nnm BuTamnH K aHTaroHucr.

B cniyuan Ha npefcbpAHO MbXAEHE, TeBONpPeACbPAHa TPOMB03a 1in NpejLiecTsaly eM60IM3bm Ce NpenopbyBa TepaneBTUYHa

Mpu nauveHTkn ¢ MC 1 kKnanHa nnowy <1.5 cm? TpsAGBa fa ce B3eme NpeABuS HTEPBEHLMA Npean 6peMeHHOCTTa.

FlepKyTaHHa MUTpasiHa KOMUCypoTOMUA TpﬂﬁBa [aa ce B3eMe npeasug npu 6peMeHHVI NaUMNEHTKN C TeXKa CMMNTOMaTUKa U
CNCTONTHO NMY/IMOHAaNIHO apTepunasnHo HanAraHe >50 mmHg, BbNpekn MeanunHCKTa Tepanua.

AopTHa cTeHO3a

V]HTepBeHLlVIﬂ ce npenopbysa nNpean 6peMeHHOCT npuv NauneHTKN C TeXXKa aOPTHa CTeHO3a, ako:

¢ Ca CcMMNTOMHU

« WIN e nanuue JIK gucoyHkuma (JIK OU <50%)204

« W koraTo npu paboTHa npo6a pa3BmBaT CUMNTOMaTUKa.

MHTepBEHLlI/Iﬂ TpﬂﬁBa [a ce B3eme npeasug npean 3a6peM€HﬂBaHe npu 6€3CUMNTOMHMN nayreHTkn ¢ Texka AC, koraTto no Bpeme
Ha pa60THa npo6a HacTbnNn CcnajaHe Ha apTepnanHOTO HanAraHe nojg 6a3anHaTa CTOMHOCT.

HO3a 1 TeXKa CMMNTOMaTuKa.

banoHHa AOpTHa BanBynonaacTtnka TpﬂéBa Aa ce B3emMe npeasna no speme Ha 6peMeHHOCT npu NayneHTKN C TeXXKa aOpPTHa CTe-

XpoHNYHMN peryprutaynoHHun nesmm

TOMW Ha HapyLlleHa KamepHa d)yHKLU/Iﬂ nnn KamepHa ,Cll/lﬂaTaLlI/IFl.ZO4

X1pypruyHo neyeHne npeamn 6peMeHHOCT Ce MPenopbyBa NPV MaLMEHTKN C TEXKa a0OPTHA UV MUTPaNHa Peryprutauma cbC CUMn-

Me,qI/ILlI/IHCKa Tepanua ce npenopb4Ba Npun 6peMeHHVI KeHU C peryprutaymMoHHN esnn, Korato ce noABN CMMNToOMaTuKa.

2 Knac Ha npenopbKuTe.
® H1BO Ha fOKA3aTeNCTBEHOCT.

JIK =neBokamepeH/a/o/u; JIK ®U = neBokamepHa ¢ppakuyma Ha nstnacksaHe; MC = MuTpanHa cTeHosa.



32

Mpenopbkn Ha ESC

npenop'me 3a noBeaeHve npu cbpaeyvyHu KnanHu nportesn

Mpenopbkn

I'Ipenopqua Ce KnanHaTta npoTe3a 3a XeHa rnjiaHnpatla 6peMeHHOCT Aa 6'b}:|e V|36paHa upes o6c1>)K,ane B CbpAeyeH eknn 3a 6peMeHHI/I.

MpenopbuBa ce 06CNYKBAHETO Ha XXEHN C MEXaHUYHW KNanHy NPOTe3y f1a Ce U3BbPLUBA B LIEHTHP CbC CbPAEYEH ek 3a 6peMeHHM.

AKo pofoBaTa eHOCT 3anoyHe Ha GoHa Ha BUTaMUH K aHTaroHMCT UK B paMKKTE Ha NO-MasKo OT 2 ceAMULM Clief CnMpaHe Ha
BUTaMUH K aHTaroHncTa, npenopbyBa ce Lie3apoBOo CeYeHue.

B 36-Ta cegmMuLia Ha BpeMeHHOCTTa ce MpenopbyBa CNMpaHe Ha BUTaMUH K aHTaroH1cTa n ctaptupaHe Ha BeHo3eH HOX B cbobpa-
3eHa go3a (@aPTT = 2x KoHTpona) unu npurogeHa gosa HMX (BuxTe oTaeNHM NpenopbKi) B 36-Ta recTauMoOHHa CeaMULa.

Mpun 6pemeHHY xeHun Ha neveHne ¢ HMX unn HOX ce npenopbuBa exxeceAMUYHO MOHUTOPUPAHE Ha HUBOTO Ha aHTK-Xa Uav MOHW-
TopupaHe Ha aPTT ¢ npurofaBaHe Ha fo3aTa (B paMKuTe Ha 36 u.).

Mpy 6peMEeHHV >KeH Ha fiedeHne C BUTaMyH K aHTaroHUCT ce mpenopbyBa MOHMUTOpUpaHe Ha INR exxeceiMMUYHO UK Ha 2 ceamuLn.

Mpwn 6pemeHHN KeHu Ha neyeHne ¢ HMX 4-6 u. cnef NpunoXeHuve ce npenopbyBaT TapreTHN aHTu-Xa Huea 0.8-1.2 U/I (npw aopTHa
KnanHa npotesa) unm 1.0-1.2 IU/mL (npu mutpanHa n AACHOCbpAEYHa KanHa npoTesa).

MpenopbuBa ce cmaHa Ha HMX ¢ BeHozeH HOX (@PTT >2x KoHTposia) Hall-manko 36 Y. npean HacpoyeHoTo paxpaaHe. HOX Tpabea aa
6bfie NpoLgb/IKeH [0 4-6 Y. Npeay HACPOUEHOTO PaXaaHe 1 pecTapTupaH 4—6 u. cief PaxxaaHeTo, ako HAMA XeMOParnyHN YCIOXKHEHUS.

I'Ipenopbl-lsa Ce fa ce npeABnan MOMEHTDBT Ha paXkKaaHe C uen ocnrypAasaHe Ha 6e3omnacHa n e(I)eKTVIBHa nepunapTtanHa aHTuKoarynauma.

MpenopbuBa ce He3abaBHa exokapanorpadusa NPU KeHr C MEXaHUYHW KNanHU NpoTe3un NpeacTaBALy ce ¢ AUCNHeA n/unm em6o-
JINYHO CbOUTHE.

MpenopbuBa ce NPOMEHUTE B PeXMMa Ha aHTUKoarynaumua npes 6peMeHHOCTTa fja ce 3BbpLIBAT B 60MHMLA.

I'Ipm KEHWU HyXXAaelmn ce OT HUCKa A03a, nNpe3 BToOpuA N Tpetna Tpumectbp Ao 36-Ta cegmuua, ce npenopbyBaT BUTaMUH K
AHTAroHNCTW.

I'Ipm Mnagu XXeHwn xenaewmn 6peMeHHOCT Tpﬂ6Ba Aa ce B3eme npeasung 6|/|onp0Te3a.

Knac?

pu KeHUn Hy>KAaewm ce OT BUCOKa A03a, Npe3 BTOPUA U TPETUA TPUMeCTbp A0 36-Ta ceammua, TpAbBa fJa ce B3emaT npensug
BUTaMUH K aHTaroHncTn.®

MpopbnkaBaHe Ha BUTaMUH K aHTaroHMCT Npes3 nbpeua TpUMeCTbp TpAbBa Aa ce B3eme npeasuj, cied nHopmmpaHe Ha naum-
eHTKaTa 1 Cbriacue oT HelHa CTpaHa, ako Ao3aTa Ha BapdapuH HeobxoanMa 3a TepaneBTUYHa aHTUKoarynauusa e <5 mg/geH (vnm
$eHNPOKYMOH <3 mg/aeH 1nu aLeHoKymapon <2 mg/feH).

CnupaHe Ha BUTamMurH K aHTaroHUcT mexay 6-Ta n 12-Ta ceagmumLa v CMAHaTa UM C NpuropeHa aosa BeHozeH HOX (@PTT =2x koHTpon)
nnu cbobpaseHa aoza HMXc iBa MbTu JHEBHO (BMXKTe OTAENHUTE Npenopbku) TpA6bBa Aa ce B3eMe NpeABug Npu XeHu ¢ Bapdapu-
HOBa [j03a >5 mg/aeH (Unu GeHNPOKYMOH >3 mg/AeH, nnu aueHoKyMapon >2 mg/AeH).

HMXc ¢ MOHUTOPMpPAaHE Ha HUBOTO Ha aHTM-Xa 1 npurogAasaHe Ha Ao3aTa (BrXTE oTAeNnHuTe ﬂpel‘lOp'bKVI) npes BTOpuA U TpeTna
TPUMeCTbp MOXe fa ce MMa npeasn npu XeHn, KONTOo ce HyXOaAT OT BUCOKa A03a BUTaMUH K aHTaroHucte cnep, VIHd)OpMVIpaHe Ha
nayneHTKaTa 1 nojlydyaBaHe Ha Cbriiacue ot HeA.

Mpu 6pemeHHN xeHn Ha HMX, B fOMb/IHEHNE KbM MOHUTOPUPAHETO Ha MUKOBUTE aHTU-Xa HIBA, MOXKe [a ce B3emMe NpeaBug MoHU-
TOpUpaHe Ha HUBaTa HENOCPEACTBEHO NPeAn NOPeHOTO NPUNOXKEHNWE, KaTo TapreTHUTE M CTOMHOCTM TpA6Ba Aa 6baaTt 0.6 [U/mL.

He ce npenopbuBa npunoxeHune Ha HMX, KOrato He e Bb3MOXXHO eXeceMNYHO MOHUTOPUPAHE Ha aHTU-Xa HMBaTa 1 ajanTupaHe
Ha jo3ara.

Huso®

2 Knac Ha npenopbKuTe.

> HuBo Ha JOKa3aTeNCTBEHOCT.

¢HauanHata go3a Ha HMX e 1 mg/kg TenecHo Terno 3a eHokcanapux n 100 [U/kg 3a pantenapuH ABa NbT AHEBHO NOAKOMXKHO.
9Hucka posa BTamMmH K aHTaroHucT: BappapuH <5 mg/aeH (nnm GeHnpoKyMoH <3 mg/AeH, Uin aLeHOKYMapon <2 mg/AeH).
¢Buncoka po3a ButamuH K aHtaroHucT: BapdapuH >5 mg/aeH (nnv eHnpoKyMoH >3 mg/aeH, Uam aueHoKymaposn >2 mg/aeH).

aPTT = aKkTrBMpaHo NapuranHo TpombonnacTnHoBo Bpeme; INR = mexxayHapofHO HopManu3npaHo oTHolweHve; HMX = HUckomonekyneH xenapuH (xena-

PUWH C HUCKO MoneKynHo Terno); HOX = HeppaKLuMoHUpaH XenapuH.

7. KopoHapHa apTepuanHa 6onecr

YectoTaTa Ha KAB npu keHn B geTepoaHa Bb3pacT e Hem3secTHa
1 Bapupa mexay ctpaHute.?32 Bornpeku ye octbp MU (OMU)/oc-
TpW KopoHapHU cnHgpomu (OKC) ycnoxHABaLLm 6peMeHHOCTTa
ca oTHocuTesHO pefku (1.7-6.2/100 000 paxkaaHus),>33-23> KAB
e OTroBOpHa 3a >20% OT BCUYKM CbPAEYHM CMBPTHU Ciyyam
npu mankara.>

7.1.

BpemMeHHOCTTa e CBbp3aHa C TPUKPATHO A0 YETUPUKPATHO Mo-
BULWaBaHe Ha pucka oT OMU B cpaBHeHMe CbC CbOTBETCTBALLM

ETnonorunsa

Mo Bb3pacT HeBpeMeHHN KeHu,232234236.237 pyckoBuTe PpakTopu
BKJIIOUBAT TIOTIOHOMNYLWeEHe,?3® MaiiumHa Bb3pacT, XMUNepToHus,
amabert, 3aTnbCTABaHe 1 gucannuaemma.233234.237.239240 Nonypn-
HUTENTHM PUCKOBM paKTopm ca (npe)eknamncus, Tpombodunus,
TpaHchy3ua, nocTnapTanHa nHobekums, ynotpeba Ha KOKavH,
MYATUMAPUTET U NocTnapTanHa xemoparua.?3*23* C HapacTBa-
He Ha AANDbT Ha XeHuTe paxaawm >40-roguwHa Bb3pact, OKC
YCNOXHABAWM 6PEeMEHHOCTTA LWe CTaHaT Mo-4ecTu, Thbil KaTo C
BCsAKA rofuMHa yBeNMYeHne Ha MaluvHaTa Bb3pacT PUCKLT OT
MW HapacTBa ¢ 20%.23° ETnonoruata Ha KAB npes 6pemeHHOCT-
Ta Ce pa3NnyaBa OT Tasm cpef O6LOTO HaceNeHne; MHO3VHCTBO-
TO OT cniyyanTe Ha KAB nmat HeaTepCKnepoTUYHN MexXaHU3Mm1 n
BKJTIOUBAT CBbP3aHa C 6peMeHHOCTTa CMOHTaHHa AVCceKauysa Ha
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KopoHapHa apTtepua (P-SCAD) (43%), aHrnorpadcku HopMarnHm
KopoHapHu apTepun (18%) 1 KopoHapHa Tpom6o3a (17%).239241

OMMW cBbp3aH c¢bc P-SCAD HacTbnBa Han-4ecTo B KbCHa
6peMEHHOCT/PaHeH MOCTPNapTyM 1 3acAra NpPearMHO feBuTe
KOPOHapHM apTepuy, 4ecTo C MHOTOKJIOHOBO obxBallaHe, 237239
MoTeHuManHWTe npeppasnonarawn GpakTopy CBbp3aHM ¢ bpe-
MEHHOCTTa BKJloUBaT GNyKTyaummn B HMBaTa Ha eCcTporeH/npo-
recTepoH BOAElM A0 CTPYKTYPHM MPOMEHW B KOpOHapHaTta
BacKynatypa, Ha ¢poHa Ha GpnbpPOMyCKynHa AMCrnasna Unn cbe-
AVHVTENHO-TbKaHHO 3abonABaHe 1 3a4ecTABaLUM enn3oan Ha Ha-
MpeYeH KOPOHAPEH CTPEC CBbP3aHN C POAOBATA AEMHOCT.2427244

MexaHn3mute Ha OMW npu aHrmorpadpckyn HoOpmanHU Ko-
pOHapHW apTepun OCTaBaT HEM3ACHEHW 1 BK/IOUBA MPEXOLEH
KOpOHapeH crna3bM (NoBuMlIEHa CbOBa PeaKTUBHOCT W/vnu
ynotpeba Ha epro-npoussogaHu),?3 24 koeTo e no-ckopo us-
pa3 Ha orpaHMyeHWTE Bb3MOXHOCTM Ha TO3U [MArHOCTMYEH
meTop.246247 KopoHapHaTta Tpom603a B OTCbCTBME Ha aTepoc-
Knepo3a ce Ob/KM Hall-BePOATHO Ha Xunepkoarynabunurera
XapaKkTepeH 3a GpemMeHHOCTTa,?*® KoMTo mMoXe Aa gosefe Ao
napapoKcanHa embonusauus.

MoBuwweHaTa npexusaemocT npu 6onect Ha Kawasaki (B
CAL ce npepsmkpa kbm 2030 r. earH Ha Bcekn 1600 Bb3pacTHM
Ja e npexusan 6onect Ha Kawasaki) npeactaBnaBa AONbIHA-
TeJNHO Npean3BMKaTencTeo.?* XapaktepHuTte nposen Ha 6onec-
TTa Ha Kawasaki BKtouBaT aHeBpU3MM, MPOMEHM B KOPOHAPHUA
KPbBOTOK, KOPOHAaPHW CTEHO3M, MMOKapAHa ncxemmnsa/onbposa,
3aCTOMHA CbpAeYHa HeJOCTaTbUYHOCT U KNanHW HapyLeHya. 24

KopoHapHaTa Tpom603a npw iMnca Ha aTepockiepo3a Han-Be-
POATHO CE AbJIKM Ha XMMepKOoarynabunntet Ha 6pemeHHOCTTa?*8 n
MO>Ke fja HaCT BNV B Pe3y/iTaT Ha NapafjoKcanHa embonusauys.

7.2. KnuHn4yHa KapTuHa n gnarHosa

Pa3BuTreTO Ha cBbp3aHu c 6pemeHHocTTa OKC/OMMU e Hair-yec-
TO MO Bpeme Ha Tpetus Tpumectbp (BKA. OMU ¢ nepcnctupa-
wa ST-eneBauua 25% n OMW 6e3 ST-eneBauna 32%) unu post
partum (OMW c nepcuctupawa ST-eneBauma 45% n OKC 6e3
ST-eneBauma 55%). KnnHnyHaTa KapTUHa e cblyata, KakTto npu
HebpemeHHUTe. %% nTepnpeTaunaTa Ha EKI moxe ga 6bae
TPYAHa, Tbil KaTo € Bb3MOXHO Hannume Ha HeraTuBHU T-BbAHM
npy NMMNca Ha KOpoHapHa Ucxemus, a MHAYKLUMATA Ha aHecTe-
31A Npean Le3apoBOo CeyeHne e CcBbp3aHa ¢ genpecus Ha ST-
cermeHrTa.?’” MNMokayBaHETO Ha CEPYMHMSA TPOMOHWH TPAGBa Aa
npeamnsBMKa CbMHEHME 3a MUOKapAHa MUCXEMUA, Ja)ke U npu
npeeknamncua.?>22% Mpu HeguarHocTuuHa EKI moxe na 6bae
MONE3HO M3BbPLUBAHETO Ha exokapanorpadua.?®* OcHosHaTa
andepeHumanHa anarHosa Bkatousa bE, aopTHa agucekauma u
npeeknamncua. NoteHymanHute ycnoxkHenma ca CH/kapauore-
HeH WoK (38%), aputmun (12%), pekypeHTHa aHrnHa/OMM (20%),
MalumHa CMbPTHOCT (7%) 1 cMbPT Ha Nnopa (7%).2°

7.3. NoBepgeHne

MoeepeHneto npu OMU npe3 GpemeHHOCTTAa € NoJo6HO Ha
ToBa cpef 06LI0TO HaceneHre 1 BKOUBa peBacKynapu3aLoH-
H1 metoawn. Mpwn P-SCAD, KoraTo ce npwunarat peBackynapusa-
LUMOHHN cTpaTernm, TpAbBa Aa ce AbpXKMU CMeTKa 3a CbAoBaTa
yA3BMMOCT.2425> MogxoabT TpsbBa aa 6bhe MynTUAUCUMNAN-
HapeH, Ja BKJOYBA CMelHN aKylWwepcKkn U CbpAeYHOCHO0BY
eKunu, a BCAKa peBackynapusaums Tpabsa fa ce npegnpuema
OT Hal-onuTUA onepaTop, Nopaan NpuapykaBalimTe puckose
CBbP3aHM C KOPOHApHaTa MHTePBEHUMA cpel Te3n NauueHTu.

Mpw KapanoreHeH WoK TpabBa Aa Ma obopyzBaHe 3a crewHa
MexaHU4YHa LuMpynaTopHa noaapbKka. Heobxoaumo e ctporo
npocneasBaHe Ha MalikaTa M NNoJa CbC CTpaTerva 3a paxjaHe
Ha MACTO B CllyyYall Ha BHE3amnHo BfIOLIaBaHe Ha CbCTOAHMETO Ha
MarikaTta unu nnoga. B cnyyai Ha cbpaeyeH apecT npu marnkara,
TpAbBa fa ce M3BbPLIK pecycunTauma (M pakaaHe) B CbOTBET-
CTBME CbC CbLYECTBYBALMTE NPEMNOPBKM. 2O

7.4. OapmakoTepanus

NHdopmaumaTa oTHOCHO 6e3omacHOCTTa 3a NyioAa Ha npeno-
pbuBaHaTa nekapcTeeHa Tepanusa npu OMU e ockbaHa.>>” Acnu-
PUH B HUCKa 032 e Hall-BepOoATHO 6e30MaceH, HO Ma Manko VH-
dopmauma oTHocHo P2Y,, uixnbutopute. Knonuaorpen Tpsabéea
[a ce U3Mos3Ba, Camo KOrato e KaTeropMyHo HeobXxoaum un 3a
Bb3MOXHO Hal-KpaTbk cpok.?3® YnotpebaTta Ha rMKONPOTEnH
IIb/llla nhxnbuTopK, 6UBaNUPYAUH, Npacyrpen 1 TMKarpenop He
ce npenopbyBa, Nopaav vnca Ha AaHHu. beta-6nokapata moxe
Aa 6bae nonesHa, 3al0TO HamanABa HanpeyHua ctpec npu P-
SCAD. PeKOMOVHAHTHUAT TbKaHEH MIa3MUHOMEH aKTMBATOP He
npemunHaBa npe3 nnawleHTaTa, Ho MOXe [ia NpeAn3BrIKa XeMopa-
FMYHU YCNIOXKHeHUA (cybnnaueHTapHa xemoparus). NonsuTte ot
KpaTKOTpaiHa XenapuHm13aLumna BepOATHO HAAXBbPIIAT PUCKa OT
XEeMOParnyHn yCioXXHeHUs.

7.5. NuTepBeHUMA

MocneacTBrATa OT MOHM3MpalaTa paguauma He Tpabsa fda
6baaT OCHOBaHVe 3a OTMAHa Ha MbpeuyHa PCl npu 6pemeHHN
NauMeHTKN CbC CTaHAAPTHM MOKa3aHUA 3a peBacKynapusauma
npu OMW. JlbyeBaTa fo3a obauve TpsbBa fa 6bae cBefeHa o
MUHUMYM. Mpn cTabuneH Huckopuckos OMU 6e3 ST-eneBauuna
TpA6Ba fa ce B3eMe Npeasug HevHeasueeH noaxod.2*® Makap
ye KopoHapHaTa KT aHrnorpadus npefcraBnsaBa anTepHaTMBeH
AMarHocTuyeH mMetog,?*® 1A e cBbp3aHa ¢ 06ibuBaHe, N3KCKBA
noTeHUManHo BMCOKa Ao3a 6eTa-6110Kkafa 1 Bb3MOXHO Npopyc-
KaHe Ha orpaHunyeHa P-SCAD.

7.5.1. U360p Ha CTE@HT N aHTUTPOMOGOLINTHA Tepanus
MHo3mHCTBOTO OT nybnukaummTe Ha Tema OMW ¢ nepcucTu-
pawa ST-eneBauua npes 6pPeMeHHOCTTa Ca CBbp3aHU C ronu
MeTanHu cTeHToBe. CbrnacHo npenopbkuTe Nnpu OMU ¢ nepcu-
cTupalya ST-eneBauua ot 2017 r. obaye ce npenopbyBaT Meau-
KaMeHT-m3nbusalm cteHTose (DES) oT HOBO nokoneHne. ! Toin
KaTo HAMa CbOOLLEHUNs 33 YCIIOXKHEHUSA NPY CTEHTUPaHK 6pe-
MEHHU MaLUEeHTN JIEKYBaHU C KNONWAOrpen v acnvpuiH 1 Tbi
KaTo OpeMeHHOCTTa e CbCTOAHME CBbP3aH C BUCOK Xemoparu-
ueH puck, ynotpebarta Ha no-mouHu P2Y,, nHxmbutopm Tpsabea
[a ce pa3rnexpaa C NoBULLEHO BHUMaHUe. MpoabIXKUTeNHOCTTa
Ha ABOVHaTa aHTUTPOMOOLMTHA Tepanusa C BTOPO/TPETO MOKO-
neHve DES moxe aa 6bae cKbCeHa, 0CO6eHO Npwu Sivnca Ha ro-
JIAMO TPOMOOTMYHO HaToBapBaHe. ViMa cbobLleHUs 3a U3Mon3-
BaHe Ha 6uope3opbuUpyem CTEHT NPU CNIOHTaHHa AMceKalus Ha
KOpOHAapHa apTepus; NoHacTosALem obaye HAMa foKa3aTencTea
Nno3BoJiABaLLYM TO3M BUA CTEHTOBE Aa 6bAaT npenopbyaHu Mo
Bpeme Ha 6pPeMEHHOCT.

7.6. MNpepwectBawa KAb

MKeHn c npegwectsawa KAB unn OKC/MU ca c noBuLieH pycKk oT
CEePUO3HU HEXEeNaHU CbPAeYHU CbOUTKA NOo Bpeme Ha bpemeH-
HOCT, KaTo Hall-B1COK PYCK Ce HabnoaBa Npu aTepocKiepoTuy-
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Ha KopoHapHa 6onect?? ¢ peructprpaHa ManuiHa CMbPTHOCT
110 23%.2261:262 HebnaronpuATHW akyLWepPCKX U3XOf HacTbrBa
npu <16%, a 30% OT Te3n 6PEMEHHOCTMN Ca YCIIOKHEHW OT He-
6naronpuaTHo ¢eTanHO/HeOHATaNHO CbOUTUE, Hal-yecTo Mpu
KOpOHapHa aTepockneposa (50%).2%°

Mpw naumneHTn c yctaHoBeHa KAB 6pemeHHOCT MOXe Aa ce
B3eMe npeaBua Npuv INMCa Ha OCTaTbyHA NCXEMUA U KIIVHWY-
HU npu3Haum Ha JIK gnchyHKuma. JIunceaTt BUCOKO HaaeXaHM
JaHHN JedvHMpaWy 3a KONMKO Bpeme TpsbBa [a ce OTIOXNU
6pemeHHocTTa cneg OMU/OKC. Mpenopbkata 3a 12-meceueH
WHTEpBan U3rnexpaa pasymHa, KakTo U MHANBUAYanu3npaH nog-
X0fi, B 3aBMCYMOCT OT KOMOPOMAHOCTU, CbPAEUYHOCBHAOB CTaTyC
N HYXXAW OT MefMKaMeHTO3Ha Tepanus. JInnceat OKOHYaTenHu
[oKasaTtencTtsa, Ye npepwectsawaTa P-SCAD nosuwasa prcka
oT peumnauve. MNpenopbuBa ce obaye n3bArBaHe Ha crepABalla
6pemeHHOCT,?*® a ako MauveHTKaTa xenae fa 3abpemeHee nak,
NpenopbKUTE Ca 3a CTPOro MOHUTOPUPAHE.

7.7. PopoBa feHOCT N pa)KaaHe

MoaxopAWwnAT MOMEHT 3a paxaHe Tps6bBa Aa 6bae onpeaeneH
nHaneugyanHo. Jleyenneto npu OMU c nepcuctupaiya ST-ene-
Bauna/OKC 6e3 ST-eneBauus obaue He TpsbBa ga 6bae oTno-
KeHo nopaau paxpaaHe. PaxaaHeTo Tpsa6sa Aa 6bae OTNoXeHO
(aKo e Bb3MOXHO) c noHe 2 cegmuuy cneg OMU ¢ uen ynecHaBa-
He Ha rpuxmuTe 3a MalkaTa.?¥’ MpeanounTa ce BarvHanHo pax-
ZaHe (BMXKTe pasgen 3).

7.8. MNMpenopbKu

MpenopbKu 3a NoBegeHNe Npy KOPOHapHa apTepuan-
Ha 6onecrt

Mpenopbkn Knac® | HusoP

EKI n n3cnepsaHe Ha TPOMOHMHOBU HUBA ce
npenopbyBa, Korato 6peMeHHa XeHa uma
rpbaHa 6onka. 238

MbpBNYHA KOpOHapHa aHruonsacTuka ce
npenopbyBa Kato MpefnoymTaH MeToh Ha
penepdysnoHHa Tepanua npu OMU ¢ nep-
cuctupalya ST-enesauma no Bpeme Ha 6pe-
meHHocT.237

Mpwn OKC 6e3 ST-eneBauus ¢ KpUTepUn 3a BU-
COK pUCK TpAbBa Aa ce B3eMe NpefBuf NHBa- lla
31BHa CTpaTerus Ha noseaeHue.?20

Mpu ctabunen OKC 6e3 ST-eneBaLma C HUCKO-
PUCKOBM KpuTepun TpA6Ba fa ce B3eme npea- Ila
BUJ] KOHCEPBATUBHO NeyeHye.

TpsabBa fa ce B3eme Npeasua NpocieassaHe

. Illa
npes cnefBalynTe Hai-Manko 3 meceua.

Mpn Manky, KOWUTO mpuemaT aHTUTPOMGO-
LUUTHW CpefCcTBa Pas3fiMyHn OT HUCKa Ao3a ac-
NUPVH, Nopaan nnnca Ha AaHHU (BUXTe pas-
nAen 12), He ce npenopbyBa KbpMeHe.

?Knac Ha npenopbKkuTe.

®HuBO Ha fOKa3aTeNCTBEHOCT.

EKI= enektpokapavorpama; OKC 6e3 ST-eneBauysa = oCTbp KOPOHa-
peH cuHapom 6e3 ST-eneBaums; OMU ¢ nepcuctupaua ST-eneBaumsa =
OCTbP MUOKapAeH NHdaPKT ¢ ST-eneBauua.

8. Kapanommonatuum v cbpaeyHa
HeAo0CTaTbYHOCT

ETronorvata Ha npuapykaBawmTe 6pemMeHHOCTTa KapAnomu-
onaTuy BKJOYBa NPMAOOUTM 1 HacnencTBeHW 3abonsBaHus,
kato MKMI, TokcnuHn Kapanomuonatum, XKMIM, aunatatmeHa
Kapavommonatua (OKMM), Takotsubo kaparnommonaTtua n 6one-
CTV Ha HaTpynBaHeTo. Makap 1 pefKku, Te MoraT fa npuynHAT
TEXKU YCIIOXKHEHUA npe3 6pemeHHocTTa.’®> CH cbe 3anaseHa
®OW, KoATO e efjHa OT BaxkHMTe NpurynHK 3a CH npu no-ctapu na-
LUNEHTN, N3rNeXa He € OCHOBEH KNMHUYeH npobnem npes 6pe-
MEHHOCTTa; MoXe obaye Aa 6bAe nponycHaTa.

8.1. MNepunaptanHa KapgnomMmmnonaTuna

Hanocneabk 6elle HanpaseH 0630p Ha MKMI32263.264 1 ce ou-
akBa pernctbpbt EURObservational Research Programme
international PPCM pa npepgoctaBn dyHAaMeHTanHN AaHHM 3a
TOBa CbCTOAHME.?%>2%6 BaxkHn npeppasnonarawy $aktopu ca
MYATUNAPUTET, adpPUKAHCKA ETHUYECKA NPUHAASIEXHOCT, TIOTIO-
HoMyLlweHe, AvabeT, Npeeknamncus, HejoxpaHBaHe, HanpeaHa-
na Bb3pacT TUHeNaXbpcka 6pemeHHOCT.322%3 [pruunHara e He-
AICHA, HO MOTEHLMAHM ETUONOMMU Ca Bb3MaSIeHNE U aHFMOreHeH
AncbanaHc MHAyLMpaLy CbhoBo yBpexgaHe.2s’-20 buonornyHo
akTMBHMAT 16 kDa NMponakTviH 1 apyrn GpakTopu, KaTo pasTBo-
pvm fms-nogo6Ha TMPo3uH KuHasza 1 (sFIt1), moraT 3a nHuMLKK-
pat 1 noaabpKaT pa3suTreTo Ha MKMIT,268:271.272

8.1.1. AnarHosa
MKMI ce nposBsBa cbc CH B pe3ynTat Ha JIK cuctonHa anchyHk-
UMA KbM Kpasi Ha 6peMeHHOCTTa 1 B MeceuuTe Clie PaXxkaaHeTo,
KaTo MHO3MHCTBOTO Clydan ce AMarHOCTMLUMPAT MOCT MapTyMm.
BH/MaTENIHOTO CHEMaHe Ha aHamHe3a e HeobXoAMMO 3a UAeH-
TUPMUMPAHE 1 M3KITIIOUBAHE Ha APYrU NpuunHK 3a CH.273-276 JIK
MOXe 1 fia He e funatupaHa, Ho OU e 06UKHOBEHO <45%.3%263.270
CUMMITOMUTE 1 MPU3HALMTE Ca YeCTo TUNMYHY 3a CH cbc cbobie-
HUSA 32 MHOXECTBO peHoTMMnoBe. MauneHTnTe ce ABABAT YecTo C
ocTpa CH, HO 1 C KaMePHU apPUTMUK N/UNK CbpaedeH apect.?’7-280
Exokapavorpadusita e npeanouymTaHaTa obpasHa AnarHo-
cTuKa. HauanHata JIK O <30%, nspaszeHata JIK gunatayma (JIK
TenegmacTonieH amameTbp >6.0 cm) 1 obxsalaHeTo Ha K ca
CBbP3aH C HeGNaronpUATeH KIMHWYEH n3xop,.2’8:281,282

8.1.2.MporHo3a n KOHCcynTupaHe

MpOCMEeKTVBHY MPOYYBaHUS Ha MO-FONIEMU KOXOPTU ca 6rni Goky-
CMPaHV M1aBHO BbPXY 6-MECEUHVS U3X04 1 CbOOLLABAT 38 CMbPT-
HOCT Bapvpalla mexay 2.0% B lepmanua?’ n 12.6% B ronsma
KoxopTa oT 206 nauueHTu ¢ MKMI ot OxHa Adprika.?® Mpocnek-
TVBHO MPOYYBAHE C MPOABIPKUTENHOCT 24 Mecewa oT Typuus Cb-
06w1aBa 3a 24% cMbPTHOCT.?84 Korato O He ce e Bb3CTaHOBUMA 10
>50-55%, TpsibBa Aa ce 0be3KyparkaBa nocsieAsalla 6pemMeHHOCT.
Jopu v npu Hopmanuzaums Ha OW, nopagy noTeHumaneH puck ot
peumnave, e Heobxoamma KoHcynTaumsi. C eKCrepTeH VHTEPANCL-
MIVHAPEH MOAXOA 1 HE3a6aBHO JieyeHre ¢ GPOMOKPUNTUH e
paxaaHe ce CboOLLABa 3a YCreLwHN Noc/eaBan 6pemMeHHoCTY,
0Co6eHO Mpu NaumneHT ¢ Bb3cTaHoBeHa Q.28

8.2. AvnaTtaTnBHa KapaguomMmuonaTtmna

OKMI obxBalya pegmua cbcToAaHnA Bogewm go JIK gunatauma
1 AMCPYHKLMA 1 BKIIIOYBA MpefluiecTBalla BUPYCHa nHbeKums,
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nekapcTea u ncxemua. MignonatnyuHm ca uenu 50% ot cnyvauTe,
a 20-35% - HacneacTBeHn.2’® Okono 40% OT reHeTUUYHUTE NpW-
unHy 3a OKMI ca ngeHtndurumpanm ¢ >50 onmcaHn reHeTuYHu
myTauun.28 YectoTata Ha uamonatnyHute JKMM e 1:2500; ToBa
o6aue e BEPOATHO CTOMHOCT NO-HUCKa OT flefcTBuTeNnHaTa. 2%’

Bb3MOXKHO e nauneHTKMTe Aa ca ¢ Beye n3ectHa KM nnn
TA MOXe Aa ce nosasu de novo npe3 6pemeHHoCcTTa. PasrpaHu-
YaBaHeTO Ha CMMMNTOMUTE 1 NPU3HaLUTE Ha HOpMasHa bpemeH-
HocT oT CH ce HyxAaae oT noBuLweHO BHUMaHme. Makap ye NMKMT
n KM ca oTaenHu eguHNLKM, NauneHTUTe MoraT Aa nmat oo
reHeTMYHO NPeapPa3nosioKeHVEe N pa3rpaHnYaBaHeTo No Bpeme
Ha 6peMeHHOCT MoXe 1a 6b/le HEBb3MOXKHa. 237276287

8.1.2 MporHo3a n KoOHCcynTUpaHe
BpemeHHOCTTa He ce MoHacA foO6Pe OT HAKOW XKEHU C NpeALLIecTBa-
wa AKMIT 1 nma BepOATHOCT 3a 3HAUMTENHO BfiowaBaHe Ha JIK
byHKUWA.2® MpeanKTopy 3a ManumnHa cMbpTHOCT ca NYHA knac I/
IV 1 ®U <40%.288 CunHo HebnaronpuATHN pUckosu pakTopm ca GU
<20%, MP, K HepgocTaTbyHOCT, [TM 1/vnu xunoToHua. Bcuukn nna-
HypaLwy 6pemeHHOCT nauneHTky ¢ AKMI nmat Hy»aa oT noaxo-
JALWO KOHCYNTUPAHE Y CbBMECTHU MYNTUAUCUMIAIVHAPHN TPUXK,
TbIA KaTo MIMa BUCOK PUCK OT HEOBPaTNMO BOLLIaBaHe Ha KamepHa-
Ta GyHKLMA, MaumMHa CMbPTHOCT 1 deTanHa 3aryba.

MopxoabT npean 6pemMeHHOCT BKMOYBa MoandMKaLumMa Ha
npunaraHnTe megrkameHT 3a CH c Luen ga ce nsberHe yspexxpaa-

He Ha nnopaa. AHTMOTEH3VH-KOHBepTUpaLy eH3nMm (AKE) nHxmnbm-
TOPW, aHTMOTEH3UH peLenTopHn 6nokepwu (APB), aHrMOTEH3NH
peuenTopHU Henpunu3H nHxnbutopmn (APHW), muHepankop-
TUKOWA PeLenTOPHM aHTaroOHUCTU U NBabpaamnH ca NPOTMBOMO-
Ka3aHu 1 TpsAbBa fa ce cnpaT npeay 3abpemeHsaBaHe Ha poHa Ha
CTPOT KNMHUYEH 1 exoKapaunorpadckm KoHTpon. beta-6nokepu-
Te obaye TpAGBa Aa 6bAAT NPOABIKEHMN , KAaTo Ce NMpemMirHaBa
KbM 6eTa-1-cenekTrBHM Gnokepu (BUKTe pasgen 12). MNpwu cna-
AaHe Ha OW TpAabea Aa ce npoBefe AOMbIIHUTENTHO 06CHXAaHe
C npepasrnexfaHe Ha 6e3onacHocTTa Npu 6pemeHHOCT. AKo
npes NbpBrA TPUMECTbP Ha 6peMeHHOCTTa ca 61U B3emMaHu Nno
HeBHMMaHVe NPOTNBOMOKAa3aHM NeKapCTBa, Te TpabBa Aa 6baaT
CNpsAHWK, a NauMeHTKaTa TpAbBa fa 6bae NpocieaeHa BHUMATeN-
HO upe3 MaliunHa exokapanorpadua n GpetaneH yntpassyk.

8.3. TMNoaxoa Kbm cbpaeyHaTa

HeAo0CTaTbYHOCT NO Bpeme
Ha 6pemMeHHOCTTa u cnep HeA

OueHKaTa 1 noBefeHNeTo Npu 6pemeHHN nayneHTkn ¢ AKMM
nnv NKMIT 3aBrcK OT KNNHUYHAUTE YCnoBuA. [py BCUYKK TAX ca
HeobxoAMMMN obaye KapAMONOTUYHUN 1 aKyLWepPCKU FpuxK, ce-
PUNHW exoKapauorpamu, cepymeH B-tun HaTpuypeTuueH nen-
A v deTaneH yntpassyk.*6

Octpa CH no Bpeme Ha 6peMmeHHOCT

v

[ WNHAyKuma Ha MaTypauuaTa Ha 6ennTe gpobose (>23 ceamnum + 5 gHK)

WHULMMpaHa 6e3 fa ce 6aBy TpaHcdepa Ha NaLMeHTKaTa KbM TPETUYEH LIEHTBP

v

CpbrpaHe Ha paboTHaTa rpyna no octpa CH npe3 6pemeHHOCTTa,
uen: <15 MUHYTI - YEHOBE: KAPAMONOT, aKyLLEp, HEOHATOMOT, AHECTE31ONOT,
CbpAEYEH XMPYPT, KOOPAMHATOP MO ONepaLOHHa 3ana

v

( Cratyc 1 nporHo3a Ha nnoga

v v
( Hexwu3HecrocobeH nnop ) ( Mnoa )
v v

)

Paxpane

NI/ N N N

KenaHue Ha pogutenure;
CTaTyC Ha MailkaTa 1 Ha Nnofa

v

MakcumanHo mopiepHa Tepanua 3a octpa CH ( Paxpane ) @pogbnxaBaHe Ha 6P6M6HH0CTT3)
MogkpenAwa ncuxotepanua
MoHnuTopupaHe
MakcumanHo mogepHa Ha MaiikaTa/nnosa
Tepanus 3a octpa CH MpeuwnsHa Tepanna 3a CH
CbobpasaBaHe ¢ MOfepHaTa
TepanuA 3a octpa CH

Qurypa 3:

MoBeaeHMe Npu OCTPa CbpAeUYHa HeOCTaTbYHOCT MO Bpeme Ha 6peMeHHOCTTa: 6bp30 MHTEPANCLMMIIMHAPHO
YTOUHsAIBAHE 1 JleYeHue Ha MarKata v nioga (moauduumpao no Bauersachs et al.?0).

Octpa CH = ocTpa cbpaeuHa HegocTaTbyHOCT; CH = cbpAeyHa HeAOCTaTbUHOCT.
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8.3.1. OcTtpa/nopgocTpa cbpAeyHa HeJZOCTAaTbYHOCT
N KapAunoreHeH LWOK No Bpeme
Ha 6pemMeHHOCTTa Unu cneg HeA
Mpwn OKMIM nnn NKMIM moe 6bp30 fa ce passue CH u ca npu-
JIOXMMU NPENopPBKUTE 3a NnoBefeHue npu octpa CH n kapgno-
reHeH wWok.28%28% C yen 6bp3a AMarHoCTMKa 1 B3emaHe Ha pe-
LeHMe OCHOBHO 3HauyeHue MMaT NPeBapUTENHO CbCTABEHMAT
ANropuTHM Ha MOBEAEHME U HANIMUMETO HA EKCMEePTEH MHTep-
ancumnanHapeH ekun (Queypu 5 n 6).279290

8.3.1.1.  XeMOOUHAMUYHA HeCMAabUIHOCM U KapOuo2eHeH WOK

AKO nauueHTKaTa e B KapAWOreHeH LWOK WM 3aBMCUMA OT
WHOTPOMHN CpeacTBa WK Basonpecopu, T TpAbea ga 6bae
CBOEBPEMEHHO NpeBefieHa B 3aBefieHNe C Hannume Ha ekunm
3a UMpKYnaTopHa NoaapbxKa.?’?28 Tpabea ga ce B3eme npes-

BUJ CNELWHO pakhaHe ypes Le3apoBO ceyeHune (He3aBmcumo
OT recTaymsTa) C roTOBHOCT 3a He3abaBHa MeXaHW4YHa LUPKY-
natopHa nogapbxka. Maunentknte ¢ NMKMI ca uyBCcTBUTENHN
KbM TOKCUYHUTE edeKTn Ha beTa-aipeHepPruYHNTE aroHNCTK,
KOUTO TpAGBa Aa ce 13bAreaT BMHaru, KOrato ToBa € Bb3MOX-
Ho. MpeAnoYnTaHOTO NHOTPOMHO CPEACTBO MOXe Aa bbae ne-
BOCMMEHAaH.279:291,292

8.3.1.2.  Ocmpa/nodocmpa cepoedHa Hedocmamos4yHOCM
MauneHTKUTE CHC CUMNTOMU 1 NPU3HaUM Ha ocTpa CH Tpabea
na 6baat npeLeHeHn CbrnacHo npenopbkute npu octpa CH.28
OundepeHumnanHaTa AnarHosa BKIOUBa HEYCIIOXKHEHa bpemeH-
HocT, 6enoapobeH efem (Npeeknamncus/eknamncus), bE, nHes-
MOHMA 1 MW, a Bcuukm Te3n TpsibBa fa 6baaT NOTBbPAEHW UK
W3KJIOYEHU C MOMOLLTa Ha CTaHAAPTHW anropuTMu.

OLieHKa Ha TeXecTTa Ha CbpieYHaTa HefloCTaTbYHOCT
CAH <90 mmHg; C4 >130/min nnn <40/min
A4 >25/min; Sp0, <90%
naktat >20 mmol/L; ScvO, <60%
HapyLueHo MeHTanHo CbCTOAHME; CTyAeHa KoXa; onurypus

HauyanHa oueHKa

MoTBbpXAABaHE Ha AnarHosarta
EKM
KpbBHI M3cnenBaHuA BKN. HATPUYPETUYHM NENTHAN
Exokapauorpadus, fa ce 06cban b6enoppobeH yntpassyk
[la ce 06CbAAT AOMbAHUTENHI U3CNEeABaHNA 33 U3K. Ha [/

Y

v

Texka octpa CH/KapanoreHeH wok

OnTUMU3MpaHe Ha NpefHaTOBapBaHETO
Obem cpeluy Anypetuum;
Basopunatatopyu npu CAH >110 mmHg
OnTUMM3MpaHe Ha OKCUreHaumATa
[la ce B3eme NpeBNd HEMHBA3WBHA BEHTUNALNS,
IHBa3MBHa BeHTUNaums, npu Sp0, <95%

[Jlo6aBsiHe Ha NHOTPOMHM CPEACTBA W/UNK Ba3onpecopu
[la ce B3eme npensud nesocumeHaaH 0.1 meg/kg/min 3a 24 u,

CnewwHo paxzaHe (Le3apoBo ceyeHue)

[la ce B3eme npezBua 6pOMOKPUNTUH Npy NayymeHT ¢ NMKMM

[la ce B3eme NpepBIA MeXaHN4Ha LMPKYNaTopHa noAKpena
TnaHupaHe Ha CTpaTervia Ha paxzaHe ¢ fOCTbIN A0 MEXaHNYHa
LMpKyNaTopHa NOAKPENa, ako e Heo6X0AMMO

v

( Bb3ctaHoBsABaHe? )

v v

Crabunusunpana ocrpa CH

Moctnaptym )

v

4 Tepanusa 3a CH 0

AHTenapTym (

Tepanusa 3a CH
Xvnpanasux AKE-| (unu APB)
Hupati beta-6nokep
MP aHTaroHnct
beta-6nokep
Nnypetnun

a
Mo MpeleHKa AuypeTMLY \_Mo npeveHa nsabpagny

e )

[a ce o6cbau
6pomoKpunTUH
\_ MY naLjueHTkm ¢ [IKMI Y,

[la ce 06cbAM paxpaHe

(BarvHanHo paxpaqe
C NepupypanHa aHanresus)

[la ce 06cbAN TepanuA ¢ MpeHOCUM
kapauosepTep-gedubpunatop npu JIK OU <35%

( MpoabmkaBaHe Ha TepanuaTa 3a CH )

Qurypa 6:
paHo ro Bauersachs et al.?8%).

MoBeaeHMe Npy 0CTPa CbpheYHa HeOCTaTbYHOCT MO BpeMe Ha 6peMeHHOCTTa/cnes 6pemeHHOCTTa (Mogndurum-

2 iInypetunum TpA6GBa Aa ce 13MoN3BaT C NMOBMLLEHO BHUMAHWE, MOPaAn MOTEHLMANHO HaManABaHe Ha NlaLeHTapHUA KPbBOTOK.
AKE-l = aHrMOTEH3VH-KOHBEPTUPaLL eH3M UHXM6UTOP; APB = aHrMoTeH3nH peuenTopeH 6nokep; O = andepeHumanHa au-
arHo3a; 04 guxatenHa uectota; EKI = enekTpokapaunorpama; JIK O/ = neBokamepHa n3tnackeaiwa ¢pakums; CH = cbppeyHa
HepgocTaTbyHOCT; CY =cbpaeyHa yectota; NMKMI = nepunaptanHa Kapgunomuonatusa; CAH = cMCTONHO apTepuanHo HanAaraHe;
ScvO, = ueHTpaJiHa BEHO3Ha KCNIOpofHa caTypaums; SpO, = nepudepHa KcaopofHa catypaums.
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Llenute Ha nofgxofa ca nopo6HM Ha Te3m npu octpa CH npu
HebpeMeHHW, KaTo ce 136sareaT GpeToToKCcnUHN cpepcTa (AKE-uH-
xnéutopu, APB, APHW, MuHepankopTkona peLenTopHU aHTaro-
HUCTU 1 aTeHonon). CH ¢ 6enoapobHa KoHrecTus ce nekyea npu
HeobXoAUMOCT C GPUMKOBY ANYPETALM 1 TUA3UAW, NP NIANCA Ha
6enoapobHa KoHrecTna obaye anvypeTuLmTe TpAbBa Aa ce n3bar-
BaT, NopaAn MoTeHUManHata pefykuma Ha nnaueHTapHUA Kpb-
BOTOK.2°® XugpanasuH v HUTpaTMTe usrnexaat 6esonacHu npw
6peMeHHOCT, Makap Y4e MMa Mo-Masnko JOoKa3aTencTsa 3a Mnonsa
oTkonkoto npu AKE- nHxnbutopute, Ho TpAbBa Aa ce M3nonssat
npwv aekomneHcmpaHa CH cbnpoBogeHa oT XMnepToHuA, Texka JIK
ANCOYHKUMA W/nv AaHHW 3a KoHrecTus. beta-6nokepute Tpsabea
[a ce HUUMMpaT BHUMATESTHO U fla ce TUTPUPAT NOCTENEHHO 4O
MaKCrMasHa noHocMma 03a2%%28 (nogpobHocTy B pasaen 12). Bu-
COKaTa CbpAeYHa YecToTa B MOKOM e NpeAnKTOp Ha Hebnaronpu-
ATeH nsxopd npv MKMT, a neyeHuneTo ¢ vBabpaarH Moxe aa 6bae
MofesHo, ako NauveHTKaTa He e 6pemeHHa Uin He Kbpmu. 283293
Peungusrpane Ha MKMIT e HabnogaBaHo cnef 6bP30 HamansiBaHe
Ha TepanuuTe 3a CH 1 cnegoBaTenHoO neYyeHMeTo TPABA Aa NPOLbI-
XM Haln-Manko 6 Mmecela cefi MbJIHO Bb3CTaHOBABaHE Ha JIK dyHK-
LA, a U3/IM3AHETO OT Hero TpsA6Ba fa 6b/e nocteneHHo. %

8.3.2. bpomoKpunNTUH N NapunapTanHa
Kapavomuonatua

[lo6aBAHeTO Ha BPOMOKPUMNTVH KbM CTaHAapTHa Tepanua 3a CH
Moxe Aa nogobpu JIK Bb3cTaHOBABaHE W KIVHWYHKA U3XOA Mpu
XKEHW € ocTpa Texka MKMIM.2425277278.294 ppomokpunTuH (2.5 mg
BeAHDbX IHEBHO) 33 Ha-Manko 1 cegMuLia MOXKe fia ce B3eme npes-
BUL, NMPU HEYCNOXHEHM Clyyau, JOKaTo NPOLBbXKUTESTHOTO NeveHre
(2.5 mg gBa NbTY AHEBHO 3a 2 ceamnuu, cref Toea 2.5 mg BefHbX
[HeBHO 3a 6 ceaMMLIM) MOXe Aa ce B3eMe NpeABrA Npu NauneHTy
¢ OU <25% n/vnn KapamoreHeH LIOK. JleyeHneTo ¢ 6pOMOKPUMTHH
TpAbBa BUHary Aa 6bae NpUAPYKEHO OT aHTUKOoarynaums C xena-
pyH (HMX nnn HOX), Hail-mMankoto B NpodunakTnyHy [O3UpPOoB-
Ki.2>294295 OcHOBHWTE Tepanum nNpu naumeHTKn ¢ octpa MKMI ca
0603HaueHn ¢ etuketa BOARD: Bromocriptine, Oral heart failure
therapies, Anticoagulants, vasoRelaxing agents, and Diuretics (bpo-
MOKpUNTWH, NnepOpanHy Tepanun 3a CbpaeyHa HeJoCTaTbYyHOCT,
AHTVIKOarynaHTy, BasoPenakcmpalum cpeactea n Quypetnym).?%6

8.3.3. YcTpoucTBa 1 TpaHCNaHTaQuA
MpenBug BMcokaTta yectoTta Ha nogobperue Ha JIK pyHKumA no
BpeMe Ha nekapcTBeHa TepanuaA 3a CH, paHHaTa uMmnnaHTayma
Ha UMNAaHTUPYeM KapanoBepTep-gedrnbpunatop npu naymeH-
TV ¢ HoBoguarHocTuympana NKMIM nnm KM He e onpaBaaHa.
MpeHocMMUAT KapanosepTep-aedrbprnaTop Moxe fa npeana-
311 OT BHe3anHa cbpgeyHa cmbpT (BCC) npes nbpBuTe 3-6 Mece-
La cnef NocTaBsAHe Ha narHo3aTa, ocobeHo npu nauneHTn c OU
<35%, No3BoNABaMKN NPOTEKTUPAHO Bb3CTaHOBABAHE OT TEXKKO
JIK HapyweHue.?”%2%7 Mpu TexkKa JIK guchyHKums npes mbpeute
6-12 meceua cnef, NbPBOTO NpeAcTaBAHe, BbApeKn npunoxe-
HaTa onTMMaNHa MeAUKaMeHTO3Ha Tepanus, ce npenopbysa
UMMNJIAHTaUnsa Ha KapauoBepTep-aednbpunatop U cbpaeyHa
pecuHXpoHu3Mpalla Tepanua (Mpu naumeHTKn ¢ nas begpeH
610k 1 QRS >130ms).2862% PegykumsaTa Ha CMBPTHOCTTa MpK
TE3M C HeMCXeMMYHA KapanmomuonaTus obave e HecurypHa.??®
CbppeyHaTa TpaHCMNaHTaLMA e 3ana3eHa 3a NauneHTKu, npu
KOWTO MEeXaHWYHa UMpPKynaTopHa noafapbXKa He e Bb3MOXHa
WA XKenaTeslHa UK 3a NauUeHTKY, KOUTO He ce Bb3CTaHOBABAT
cnepn 6-12 meceua. MaymeHTkM ¢ NMKMIT nmat no-Bncoka yectota
Ha HeOCTaTbYHOCT Ha TPAHCMAHTaTa U CMbPT Clef CbpaeyHa
TpaHcnnaHTauma.30°

8.3.3.1. bpemeHHOCM c/1ed CopOeYHAMa MpaHcnIaHmayus
Makap uye uma ycnewHyn 6pemMeHHOCTM Cnef CbpAedyHa TpaHC-
niaHTaumaA, AaHHUTE ca OCKbAHU. Heobxoammo e obcny»KBaHe ot
MYyNTUANCLMNAVHAPEH eKMMN 3a ONpefesiaHe Ha NMoAXOAALLMA MO-
MEHT U nosefeHneTo npes 6pemeHHocTTa. 3" MpegrectaumoHHata
KOHCynTauma obxBsalla pUCKOBETE OT OTXBbPNAHE 1 AUCPYHKLMA
Ha TpaHCnnaHTa, MHOEKUMA 1 TepaToreHHOCT Ha UMyHOCynpe-
CVIBHWTE CpeAcTBa. HAKoM LeHTpOBe npenopbyBaT TeCTyBaHe 3a
UOBELLIKV NIEBKOLMTEH aHTUIreH Npeau 3ayeBaHe. AKO JOHOPCKOTO
Cbpue 1 6GallaTa MMaT efHaKbB YOBELLKMN NIEBKOLUTEH aHTUIEH, a
peuvnueHTKaTa MMa OHOP-CNeUGUUYHN aHTUTeHW, PUCKBT OT OT-
XBbpJIAHE Ha aBTorpadTa e Bricok.3? YectoTarta Ha peumarempaHe
Ha [TKMI npu TpaHCMaHTUPaHW NauneHTKN e HensBecTHa. Tbin
KaTo priCKa OT OTXBbPJIAAHE NPU Te3 NaLMEHTKM 0b6aye e No-BUCOK
npe3 nmbpBaTa roAviHa cnep TPaHCNIaHTaLuuaA, a NPeXnBAemMocTTa
Ha TpaHCMnaHTaTa e Nno-KpaTka, MHOFO CreLuanucTi ca npoTrs
3abpemeHsABaHe Npu Tak1Ba nauneHTkn.3%

TpabBa pa ce 136arsa 6PeMEHHOCT Haii-ManKo 1 roavHa cneq,
TpaHCnnaHTauyATa U Aa ce 0b6e3KypakaBa Npu NaLNEHTKN C BUCOK
PYCK OT OTXBbpAAHE U/Mnun ¢ nowa 6a3anHa GyHKUMA Ha TPaHC-
nnaHTata npean 3abpemenssaHe. 330> OceH OTXBbpAHE UK
ONCOYHKUMSA Ha TpaHCNIaHTaTa 1 MHGEKLUA, Hali-4ecToTo Maiium-
HO YCNIOXKHEHWE € XMMEePTOHMATA. [JoMbAHUTENHN (paKTOpW MOBK-
LWaBALM PUCKA Ca XUMNepemesnc n Tpomb6o-embonmyHa 6onect.>"!
BCruKM MMYHOCYNPECBHY MefMKaMeHTH Bi3aT BbB $eTanHoTO
KpbBOOOpaLLEHVE, TaKa Ye MYHOCYNPECUBHUAT NOAXOA Npu 6pe-
MeHHWTE TPaHCNAHTaLNOHHN peLmnmeHTy TpabBea fa 6bae Brco-
Ko cenektveH.>%" Tbil KaTo BCUYKM MMYHOCYMPECVBHY CPEACTBA
Ce eKCKPeTUpaT C MaluHOTO MJIAIKO C HEM3BECTHU Ab/IFOCPOYHN
edekTn, MexayHapogHOTO APY»KeCTBO MO CbpheyHa 1 6enoapob-
Ha TPaHCMNaHTaUWA NoHacToALeM 3abpaHaABa KbpmeHeTo.303

8.3.4. AHTMKOarynauums

Mpwu MKMM 1 KM no Bpeme 1 cnef 6peMeHHOCTTa ca Npu-
JIOXMMW CTaHAAPTHUTE NOKa3aHWA 3a aHTUKoarynauma. U3-
60pBT Ha aHTMKOArynaHTHO CPefCTBO 3aBUCU OT CTafuA Ha
6pemMeHHOCTTa 1 NpeAnoYMTaHMATA Ha NauueHTKaTta (BMXKTe
pasgen 12 v Tabnnua 7).>3% Mpwn naymeHTtkn ¢ MKMM 1 mHoro
Hucka ®W Tpabea fa ce B3eme npeasma NpodunakTMyHa aH-
TUKoarynaywms.2s3

8.3.5. Pa)kpgaHe n KbpmeHe

HeoTnoxHo paxpaHe, He3aBUCMMO OT CpoKa Ha recrauuaTa
TpAbBa Aa ce B3eme NpeABuA Npu »keHu ¢ HanpegHana CH n
XeMOAMHAMMYHA HeCcTabUTHOCT, BbNPEKN NPOBeAeHOTO feye-
Hue.?’° NpernopbuBa ce L|e3apoB0 CeYeHNe C LIeHTPpasHa HEeBPO-
aKcmnanHa aHectesus. C Len npefoTBpaTABaHe Ha pe3ku npome-
HW B HansiraHeTo Unm obema metof Ha n36op 6v morna fa 6vae
enuaypanHaTa aHecTe3us, HO TA TpabBa Aa 6bae BHUMATENHO
TUTPYPaHa 1 NPoBeAEHa OT eKCrNepTeH €K Mo aHecTesnaA. 2’2290
Mpw cTabunHa 3actoHa CH ce npegnoynTta BarnMHaaHoO paxnia-
He CbC CNMHanHa/enuaypanHa aHanresus.

Mpwu CH c noHwxeHa OU B no-Texxkute cnyyan (Hanp. NYHA
I1I/IV) KbpMmeHeTO He ce HacbpuaBa. CnmpaHeTo Ha nakTauuAaTta
HamansBa BUCOKWTE MeTaboNWUTHU W3WCKBaHWA 1 MO3BONABA
paHHO ONTUMAsHO fledeHne 3a CH.2* OTHOCHO NleKapCTBEHOTO
NleyeHune Npu KbpMeHe, BUXKTe pasgen 12.

8.4. XunepTpodunyHa KapagnomumonaTus

[JencteutenHata yectota Ha XKMI1 cpep pa3nuyHmn nonynauun
e 06eKT Ha CNopOoBe, HO peanLa METOIONOMMYHO PAa3HOO6Pa3HN
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npoyusaHua B CeBepHa AMepuiKa, EBpona, A3na n Adppuka cb-
o6LiaBaT 3a YeCToTa Ha Hem3ACHEHO noBuLeHue Ha JIK febenu-
Ha B Amana3oHa 0.02-0.23% npwu Bb3pacTHU.65 HabniopaBaHaTta
yecToTa Ha XKMI no Bpeme Ha 6pemeHHOCT e <1:1000.6>3%7

»KeHun ¢ XKMIM 06MKHOBEHO NOHACAT fJo6pe 6pemMeHHOCTTa.
B ckopolueH meTaaHanu3 mayrHaTa CMbpPTHOCT e 6rna 0.5%,
a YCNOXHEHVA UM BAIOLIaBaHe Ha CMMMNTOMATMKaTa e MMarsno B
29% ot cnyvaute. DeTanHaTta CMbPTHOCT MOPAAMN CrOHTaHeH
abopT (15%), TepaneBTUYeH abopT (5%) UK MBPTBO paxkaaHe
(2%) ca cpaBHUMY C Ta3mn cpef UANOTO HaceNeHNE; PUCKBT OT
NpeXAeBpeMeHHO paxkaaHe obade e nosuweH (26%).30830°
PVCKBT € NOBULLEH, KOTaTO XXeHMTe ca CUMMATOMHU npean 6pe-
MEHHOCTTa WU MMaT BUCOKOPVCKOB MPOQW, BKIUYUTENHO
amactonHa gucdyHKLMA, Texka obcTpykuma Ha JIK nsxopeH
TpakT 1 apntmna.31%31" HeobxogmmocTTa OT nedyeHne npeau
6pemeHHocTTa 1 CARPREG unn ZAHARA ckop =1 ca pucko-
BM daKTopu 3a CbpAeyHn cbbuTnA npe3 6pemeHHocTTa/cnes
paxaaHe.3'? Cumntomute ca TunuuHm 3a JIK CH ¢ 6enoapobHa
KOHrecTus, a exokapauorpadusata o6MKHOBEHO N3ACHABA AU-
arHosara.

8.4.1. TMoBepeHune

Kenu B C30 knac |l Tpabsa ga 6bAaT oLUeHABaHN BCEKN TPUMeC-
Tbp, a Te3n B knac lll nognexar Ha exxemeceyHa Un ABymeceyHa
oueHKa.’ JleueHneto c 6eTa 6riokepuTe Tpabea Aa 6bae NPoabI-
)KeHO, aKo TaKoBa BeYe ce U3nos3Ba (BUKTe pasgen 12). Te Tpabsa
[a 6bAaT BKOUYEHN NPU NosiBABaHE Ha HOBW CUMMTOMM, 3@ KOH-
Tpon Ha yecToTaTa npu MM 1 3a NOTUCKAHE Ha KaMEPHW apUTMUN.

Bepanamun e cpeacTBO Ha BTopu 1360p, Korato 6eTa-61okepuTe
He Ce NOHACAT (C MOHUTOpPYPaHe Ha nioga 3a AV 6510k).%>313

Mpy TpyaHo noHocrmo nepcuctupatlo MM Tpabtsa Aa ce ma
npeasua NpuiaraHe Ha kapanosepcus.3' Mpu 6pemeHH ¢ NapoK-
CM3MarHa WM NepcucTmpaLya aputMis ce NpenopbyBa Tepanes-
TUUYHA aHTVKOarynauus. XMnoBonemyisiTa ce noHacs iowo. MaumeHT-
KM C NpeALIecTBaLLa aHaMHe3a Uv GamisHa aHaMHe3a 3a BHe3arHa
CMBPT Ce HyX[OaAT OT CTPOro NpocnieasBaHe ¢ 6bp30 U3cieaBaHe,
aKo Pa3BYAT CUMMTOMM Ha CbpLebrieHe 1 npecuHKon. Mpu noka-
3aHuA TPAGBA [1a Ce UMMJIaHTMPa CbOTBETHO YCTPOocTBO.31>310

8.4.2. PaxpaHe

HuvckopuckoBuTe cilyyan MoraT Aa MMaT CroOHTaHHa PofoBa Aeli-
HOCT 11 BarvHanHo paxgaHe. Liesaposo ceyeHune TpAabBa Aa ce B3e-
Me npefBuz NPy NaLmneHTKN ¢ Texka JIK 06CcTpyKLmaA Ha 3XoaHNA
TPaKT, pofioBa [eHOCT Npean TepMrHa Ha ¢poHa Ha nepopanHu
aHTUKoArynaHTh nnv Texka JIK CH.? EnvgyparnHa n cnvHanHa aHec-
Te3uA TpA6Ba Aa ce NpunaraT BHUMaTeIHO, 0CO6eHO Npu TexKa 00-
CTpyKUMA Ha JIK usxopeH TpaKT, nopaau noTeHUmanHa xmnosorsne-
MVS, a CNMHaNHaTa aHecTe3nA B eAHOKPaTHa UHXKeKLmA TpAbBa Aa
ce n3barea. Mo Bpeme Ha paxkaaHe, NPy NaLMEHTKM C BUCOK PUCK OT
pa3BrTMe Ha apuUTMUK, TPAGBa fla ce NPOBeXJa MOHUTOPVPaHe Ha
CbpAeyHaTa yectota 1 puTbm. OKCUTOLMH TPAGBa Aa ce NPUNOXKN
nop popmata Ha 6aBHa MHPY3VA, a BCAKO i.v. BIMBaHe Ha pa3TBOpY
[ ce npeLieHsBa BHMaTenHo.>3"

8.5. [penopbKn

npenopwa 3a noBeaeHve nNpu Kapganomvonatum n cbpaeyvyHa HeaOCTaTbYHOCT

Mpenopbkn

Huso®

Knac®

AHTVIKOaFy}'IaLlVIH ce npenopbyBa NPV NAUNEHTKN C BbTpeCcbpaeyeH TpOM6 OTKPUT upes 06pa3Ha ANAarHoCTUKa Unn gaHHU 3a CUc-
TeMmeH eM60J'Il/|3'I:vM.286

MpenopbyBa ce neyeHvie npu xeHn cbe JIK CH no Bpeme Ha 6pemMeHHOCTTa B CbOTBETCTBYE CbC CEralIHITE NPEenopbKy Npu Hebpe-
MEHHI MaLMEHTKI NP1 eJHOBPEMEHHO 3aunTaHe Ha MPOTUBONOKA3aHATA 3a HAKOW JIeKapCTBa Npu 6pemeHHOcT?S (Buskte Tabnuya 7).

ﬂpenopbqsa ce |/|H¢opM|/|paHe Ha )eHuTe cbc CH ¢ HamaneHa OU 3a pucKa OT B/iOLLlaBaHe Ha CbCTOAHMETO UM MO BpeMe Ha 6pe—
MEHHOCTTa n nepmnapTyM.29

Mpn NauUMEeHTKN C NPeACbPAHO MbXKAEHE ce NpenopbyBa TepaneBTUYHa aHTvKoarynaumsa ¢ HMX nnm sutamud K aHTaroHucTu,
cropep cTagus Ha GpeMeHHOCTTa.

Mpu CH c HamaneHa ®U ce npenopbYBa NpoAbIIKaBaHe Ha 6eTa-610KepPUTE NPU KEHM, KOMTO Ca r'i B3eManu npean 6pemMeHHOCTa,
VSIN BHUMATENHOTO UM BKJTIOUYBaHE, ako Ma KIIMHWYHM NOKa3aHus.

Mpw naumenTky ¢ MKMIM 1 KM BbB BCUYKM Cllydam ce NpenopbyBa KOHCYNTaLMA 3a PUCK OT peLieauBrpaHe npuw cnefsalla bpe-
MEHHOCT, A0pW 1 cnef Bb3cTaHoBABaHe Ha JIK dyHKumA.

Tbi1 KaTo 6bp3aTa AVarHOCTNKa N 6bP30TO B3eMaHe Ha peLleHne UMaT peLuaBallo 3HayYeHne Npu BCUYKU BpeMeHHN XeHu ¢ ocTpa
CH, npeaBapuTenHo TpAGBa f1a Ce ONPefieNnt aropUTbM Ha NoBeAeHME 1 MHTepancLMnanHapeH ekun, 2’290

lla

MauneHTKM B KapAMOTreHeH LOK/3aBUCUMY OT UHOTPOMHU CpeacTBa TpA6Ba Aa 6baaTt npeBefeH PaHo B 3aBefeHNE C Bb3MOXKHOC-
TN 32 MEXaHUYHA LMPKYNaTOpHa NoAAPbBKKA.

JleyeHneTo ¢ 6POMOKPUNTIH TPAGBa fAa 6bAe NPUAPYXKEHO OT NPpodUNaKTUYHA (UM TepaneBTUYHA) aHTUKOArynaLyus.

Mopafyn BUCOKMNTE METABOIMTHN HYKAMN NPW NakTauma 1 KbpMeHe, MOXe fia ce B3eMe NpeaBuj NpefoTepaTaABaHe Ha NakTaumaTa
npv NaumneHTKu ¢ Texka J1IK CH.%

Iib

Mpw naymeHTkn ¢ MKMI mMoxe fa ce B3eMe NpefBuf neveHrie ¢ GpOMOKPUNTIH C Lien CNMpaHe Ha NakTauuaTa 1 ycKopsBaHe Ha
Bb3cTaHoBABaHeTO (JIK dyHKLMA).

b

Mpw xeHn ¢ MKMI n IKMI He ce npenopbyBa nocnefsalia 6pemeHHoCT, ako JIK OU He ce Hopmanm3mpa.285

XKMI

Mpw xeHn ¢ XKMI ce npenopbyBat CblynTe pycKoBY CTpaTUdUKaLKMA, KAKTO MPU HebpeMeHH xenn 313

Mpu naumeHTkn ¢ XKMIT ce npenopbyBa NpoabixkaBaHe Ha 6eTa-610KkepuTe Npu EHNTe, KOUTO Ca M1 U3MoN3Bani Npeau 6peMeHHOCTTa.313

e
B —

Mpw naumeHTKK ¢ XKMTI, npy KomTo, nopagmn o6CTPyKLUMA Ha U3XOAHMA TPAKT UM apUTMUA Ce pa3BrBa CUMNTOMATUKA MO BPeME Ha
6pemeHHOCT, TpsA6Ba Aa 6bAe 3anoyHaTo feyeHne c 6eta-6nokepu.

306

Mpwu XKMI ¢ nepcnctrpallo npeacbpaHo MbXKaeHe TpabBa fa ce 06CbAn KapAnoBepcus.

2 Knac Ha mpenopbKuTe.
® H1BO Ha AOKa3aTeICTBEHOCT.

OKMIM = gunatatreHa kapanomuonatus; XKMI = xuneptpoduyHa kaparommonatus; CH = cbpaeyHa HefocTaTbuyHOCT; HMX = HICKOMONEKYNIEH XeNapuH;

JIK = neBokamepeH/a/o/u; JIK OU = neBokamepHa nstnacksalia ppakuus; NMKMI = nepunapTtanHa KapavomronaTtus.
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9. Aputmun

9.1. YBop

Taxmaputmunte, no-cneumando MM,3'831° morat ga ce maHu-
decTmpar 3a NbpBM NbT 1 Aa CTAHAT MO-4ecTn npes 6pemeH-
HOCTTa, 0co6eHO Mpu NO-Bb3pPacTHM XKeHn3'8320 1 npu xeHn ¢
BpofeHn CbpaeuHn 3abonasaHua.*'321 TIM (27/100 000) u na-
poKcM3ManHaTa HagkamepHa Taxukapama (22-24/100 000) ca
(ocBeH ekcTpacucTonuTe) Ham-yectute aputmunn.'® Cumntom-
HMUTe eK3auepbauun Ha MAPOKCM3MANHU HAJKAaMEepHU Taxu-
Kapaun ca 06MKHOBEHO AO6GpPOKauecTBeHy 1 Morat aa 6baat
edeKTUBHO JfieKyBaHW MeAvKamMeHTo3HO."? KunBoTo3acTpa-
wagawata KT 1 KaMepHOTO MbXAeHe ca MHOMO peaku npes
6pemeHHOCTTa,>!® a cblwo 1 GpagrapUTMUnTE 1 NPOBOAHNTE
HapyLweHus.

9.2. ManuviH puck

MM e cBbp3aHO € nosuileH puck ot cmbpt>'® [odds ratio (OR)
13.13,95% Cl 7.77-22.21; P <0.0001], a 6Bbp3nAT KaMepeH OTroBop
MOXe [la foBefe 10 CePUO3HN XeMOAVHAMUYHU NOCNeCTBUS U
3a Malkata, 1 3a nnoga. [bpBu npropuTeT UMaT ANarHoCTUKa-
Ta 1 IeYeHNETO Ha NoANexalmTe CbCToAHNA. Mpy NaUMEHTKM C
M3BECTHA aHaMHe3a 3a KaKBaTo U 1a € CMMNTOMHa HaKamepHa
Taxvkapgus nnun KT Tpabea ga ce B3eme npeasug abnauymsa npe-
an 3abpemeHABaHe.

BHe3anHaTa CbpAeyHa CMbBbPT € C NOTBbPAEH MOBULLEH
puCK Mo Bpeme Ha GPEeMEHHOCT 1 CNefoBaTeNIHO € BaXHO Aa
Ce HanpaBy KacKafieH CKPVIHUHI 3a KaHanonatuy C reHeTmuHa
KoHcynTauua.2372 Xenute ¢ BpofeH ababr QT CMHAPOM MMaT
3HAUMTENHO MOBUILEH PUCK OT CbPAEYHU CHOUTUA B Clefpo-
nosusa neprion.3?®> HosoHacTbnunata KT Hanara uskouysaHe Ha
nog/exalyn CTPYKTYPHY CbpAeUHM 3a601aBaHus, 32 Tbin KaTo e
cBbp3aHa ¢ nosueH puck ot BCC npn mankata (OR 40.89, 95%
Cl126.08-64.1; P <0.0001).3'8

BpaanapnTMuUrTe N NPOBOAHUTE HAPYLIEHWA NMAT OOUKHO-
BEHO JO6POKAUECTBEH U3XOA, aKO HAMA NoA/exallo CbpaeyHo
3abonaBaHe.

9.3. AKYyWepCKN pUCK n pucK
3a NOKOJIEHNETOo

BpemeHHV € MapoKcM3manHu HaflkaMepHW TaxvKapauu vmat
Mo-NoW aKylepckn 1 deTaneH KIMHUYEH M3Xo[ C MO-BUCOKM
CTONHOCTM Ha KopurmpaHoTo OR (1.54-3.52) 3a Te)kKa MarumHa
MOPOVAHOCT, L|e3apoBO pakfaHe, HUCKO TErno Npu pakaaHe,
npexaeBpemMeHHa pPoAoBa feiHoCT, eTaneH cTpec u GeTanHu
aHOManum, OTKOMIKOTO Te3n 6e3 napoKcM3ManHy HajKkaMepHU
Taxukapaun.32> XeHn ¢ BPogeHN CbpaeyuHmn 3a6onsBaHnA ca ¢
No-rofiAMa BePOATHOCT @ YMpPaT Mo Bpeme Ha XocnuTanu3aumsa
C Len paxpgaHe oT Te3n 6e3 TakmBa 3abonasaHuAa (OR 6.7), kato
apUTMUATA € Hal-4eCcTOTO CbPAEYHOCHAOBO CbbuTKe.3?! Mpe-
NopbKMTE 3a ONTMMANHN HMUBA Ha NpocniefaBaHe No Bpeme Ha
pakfaHe Npu »XeHn C apUTMUK ca odyepTaHu B ,lpenopbku 3a
noseAeHve Npu apuTMmnn®,

9.4. HapkamepHa Taxukappus

MpenopbKrTe 3a 0CTPO NPeKbCBaHe Ha MapOKCU3ManHy HafKa-
MepHM Taxukapanm (AV HoganHa preHTpu Taxukapama n AV pu-
eHTpU TaxrkapanaA)3? ca oveptaHun no-gony B ,Mpenopbku 3a

nosefeHve Npu apuTMmmn®, Kato NbpBO NeKapcTBO Ha M36op 3a
OCTpa KOHBEPCUA Ha NapoKCM3ManHa HagkaMepHa Taxmkapama
ce npenopbyBa i.v. MPUIOKeHVEe Ha afeHO3MH (BUXKTe Tabnuua
,MpenopbKu 3a NoBeaeHMe NpU apuTMun®).

CpepfcTBa OT NbpBa IMHWA C Lien NPeBeHLMA Ha NapoKCu3-
MaJlHV HaiKamepHW Taxukapanm ca 6eta-6nokepute (C n3Knio-
YeHVe Ha aTeHOsOoN) NN Bepanamui, OCBEH NPU NauneHTn cbC
cHapom Ha Wolff-Parkinson-White (suxTte pasnen 12).1%32327.328
M3non3BaHeTo Ha NpeBaHTVBHA JieKapCcTBeHa Tepanua TpAbsa
Aa 6bae cbobpa3eHo C TEXECTTa Ha CUMNTOMATHKaTa 1 XeMOAW-
HaMMYHOTO KOMMNPOMETMPaHe No BpeMe Ha TaxmKapAanua.

(DokanHaTa npeAcbpAHa Taxmkapaua moxe aa 6bae npu-
APYyeHa OT JleKapCTBEeHa Pe3NCTEHTHOCT M UHAYLMpaHa OT Ta-
XMKapAauAaTa KapavomuonaTtua. AEeHO3NH MOXe Aa CroMOrHe
3a NocTaBsAHe Ha AnarHo3a v NpekbcBa PpokKasHaTa HagKamepH
TaxvKkapausa B 30% ot cnyvanTe. JlekapcTea 6nokupalym AV Bb-
3e/1 ce npenopbyBaT 3a AbIrOCPOYEH KOHTPOJ Ha yecToTaTa.
OnekavHua, nponapeHoH (Mpu Mnca Ha NCXeMUYHa CbplieyHa
6onecT) nnn cotanon TpAbBa Aa ce B3emaT NpenBuA C Len pu-
TbMEH KOHTPOJ, aKO MO-TOPHUTE CpefCTBa He NOCTUIHAT ycnex
(BukTe Tabauya 7)."2

9.5. [peacbpaHO MbXKAEHe
N npeacbpAHO TpenTeHe

EnekTpunuecka KaparoBepcus ce NpenopbyBa, KOrato nNpoabi-
*aBawoTto MM e cBbp3aHO C xemMoaMHAMMYHa HeCTabUIHOCT
WV 3HaUMTENeH PUCK 3a MaiikaTa mim nnoga.3% C uyen npekbe-
BaHe Ha NpeacbpAHo TpenTteHe U MM npu cTabunHW naymeHTn
CbC CTPYKTYPHO 3[4paBo CbpLe MOXe Aa Ce NPUCTBMN KbM i.V.
NpunoxeHvie Ha 6yTunug unm dnexkanHna.'>3%° Kapanosepcms-
Ta Nno NpuHUUN TpabBa fa 6bAe NpeflecTBaHa OT aHTUKoaryna-
ums (BuxTe No-gony).3% C uen KOHTPON Ha YecToTaTa ce npeno-
pbuBa ynoTtpeba Ha i.v. 6eTa-6nokepu.

PUTBMHUAT KOHTPON e npeanoynTaHa nedebHa crTpaterus
no Bpeme Ha 6peMeHHOCT. [TbpBa CTbIKa 3a Ta3u Lien e neveHve
¢ 6eTa-6nokep.3% B cnyvaii Ha CTpaTerns 3a YeCTOTEH KOHTPOS
ce npenopbuBa NepoparneH 6eTta-6nokep (BuxTte Tabauya 7).

Enusogute Ha NpeAcbphHO TpenTeHe OOGMKHOBEHO He ce
noHacAT gobpe Npv NauMeHTKN C BPOLEHW CbpAeYHM 3abons-
BaHWA 1 MO Ta3y MPUYMHA 3a Bb3CTAaHOBABAHE HA CUHYCOBUS
pUTbM TPAGBa [a ce NPUIIOXKIN eflekKTpuYecka Kapanosepcus.'?
Beta-6nokepu, knac | aHTMAPUTMUYHU NEKapCTBa 1 COTanon
TpA6Ba Aa ce M3MNoN3BaT C MOBULIEHO BHUMAHWE NPU HapyLieHa
bYHKUMA Ha cucTemMHaTa Kamepa (BvKTe pasgen 8).

9.5.1. AHTMKOarynauus

TpabBa fa ce M3Mon3BaT CblyUTe NpaBuna 3a cTpaTudukayma
Ha PUCKA OT MHCYJIT, KaKTO Npy HebpemeHHY nayneHTkn.>% Jle-
KapcTBaTa 3a He-BuTamuH K nepopanHa aHTuKoarynauusa (au-
PeKTHM aHTVKOarynaHTu) ca 3abpaHeHu npv 6pemMeHHN (BUXTe
Tabnuuya 7).

9.6. KamepHa Taxukapaua

Mpw 6peMeHHOCT UK crief HeA C NOAXOAALUM ANArHOCTUYHN Te-
cToBe TpAGBa BMHArM Aa ce TbpCAT BPOAEHV apUTMOreHHN Ha-
pyweHusa.’? B ciyuait Ha Hosonosieuna ce KT npes nociiegHute 6
ceamMuLM Ha BpeMeHHOCTTa UK B PaHHWA CeapoLoB nepuos,
TpA6Ba fa 6bae uskmoueHa MKMIM.2%6

MpenopbK1Te 3a OCTPO NpekbeBaHe Ha KT72 ca ouepTaHu B
,penopbKun 3a noBefeHne Npy apuTmMmmn®,
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M360pbT Ha NpodunakTMyHa aHTMapUTMIYHa NeKapCTBEHA
Tepanus 3aBr1CU OT HANIMYNETO Ha MOANEXKALLO CTPYKTYPHO Cbp-
feyHo 3abonagaHe n JIK dyHKuma (BUxTe Tabnuua ,Mpenopb-
KW 3a noBefeHne npu aputMun”). ipnonaTtryHaTta Taxmkapama
oT [IK n3xopeH TpakT e Han-yecTuat Bug KT n moxe fa Hanoxm
NpodunakTUUHO NeyeHmne c 6eta-6noKkep, Bepanamun nnu gpy-
M aHTMaPUTMWUYHU NEeKapcTBa, @ AOPU U KaTeTbpHa abnayma
NPV Heycnex Ha NekapCTBEHOTO NleYeHMe.

MimnnaHTauma Ha KapguoBepTep-aedprbpunatop ce npemno-
pbuBa Npu NosABa Ha NMoKa3aHuWe 3a ToBa Npe3 6peMeHHOCTTa (BU-
XTe Tabnuua ,MpenopbKy 3a NosedeHve Npy aputmMumn®).’2330:331
WmnnaHTaumAta Ha KapavosepTep-gedunbpunatop npu na-
uveHTkr ¢ MKMIM n KT unmn Hucka OU Tpabea aa ce cbobpasu ¢
MpenopbkuTe Ha ESC,7? KaTo ce AbpXKn CMETKa 3a OTHOCUTESTHO
BMCOKaTa yecTtoTa (50%) Ha CMOHTaHHO Bb3CTaHOBABaHEe crnep
paxpaHe. Mpw nayneHTKM ¢ BpoaeH abibr QT crHapom®32 v Tean
C KaTexonamuHepruuHa nonumopdHa KT72333 HecenekTusHUTe
6eTa-6nokepy TpA6Ba Aa 6bAAT NPOABIIKEHN Mpe3 uanaTa bpe-
MEHHOCT 1 Npe3 CeapoAoBua nepuog (Han-manko 40 cegmunum

cnep paxnaaHeTo)*?3, UskmoueHre MoraT aa 6baaT naumueHTKm ¢
abnbr QT cuHapom 6e3 npealwecTsaly crHKon uim torsade de
pointe UK BCeKM Apyr pUcKoB NPodus, 3a KOMTo Moxe Aa 6bae
136paH cenekTBeH 6eTa-6110Kep. leUeHNETo Ha CbpaeyeH apect
npvi 6PEMEHHOCT € OMMCaHO Ha APYro MACTO.2%¢

9.7. bpaanaputmun

9.7.1. [AuncdyHKUMA Ha CUHYCOBUA Bb3en

Penknte cnyyan Ha cuHycoBa 6pagvkapaua morat ga 6bpar
CBbP3aHN C XUNOTEH3UBEH CMHAOPOM NpPU nexaHe no Fp'b6 npes
6pemeHHocTTa. CMNTOMHaTa Gpagukapana Tpsbea Oa 6bae
OBJlafAHa Ype3 NpoMAHa Ha NO3MUMATa Ha MaiKaTa B IABO NlaTe-
PanHo ,IJ,EKy6I/1TaJ'IHO nonoXxeHwume. an nepcncTmnpalla CMMNTO-
MaThKa MOXe [la € HYy>KeH BpemMmeHeH I'IeVICMeVIK'bp.

9.7.2. ATpunOBeHTpUKynapeH 6nok
|/|3OJ'II/IpaHI/IF|T BpoOAeH NbJieH CbpaeveH 6nokK npun MalikaTa uma
6naronp|/mTeH n3xopn no Bpeme Ha 6peMeHHOCTTa, 0CcobeHo Ko-

Ta6nuua 6: MpenopbyBaHM HBa Ha Haf;30p MO BpeMe Ha paXKAaHeTo NPU XKeHU C apuTMUN

Puck ot apuTtmMmuma c xemopu-
HaMM4Ha KoMmnpomeTtayua no
Bpeme Ha paXxpaaHe

MapokcnsmanHa HagkamepHa Taxukapaua, MM, ngnonatnyxa KT,
HucobK puck
HUcKopuckos gbabr QT cuHgpom, WPW cuHgpom

OnuncaHue Ha fAelicTBUATA, KOUTO TPAGBa Aa ce nnaHMpaT

Huso
CELEY ELT

Huso Ha Hap30p

Hucko 1 YmepeHo 2 Bucoko 3

KapauonornyHa KoHcyntauus X

KoHcynTupaHe ¢ MynTMANCUMNIMHAPEH €KW B CNeLuanu3nmpaH LeHTbP BKIOYBALLY PUTMONO3N X X
MeTopa 1 MACTO Ha pa)kaaHe Nnpernopbka Ha akylepuTe X X

Mpenopbka 3a Le3apoBo ceyeHne X
MoHuWTOprpaHe Ha CbpAeYHNA PUTBM (TENEMETPUSA, BbHLIEH MOHMTOP Ha pUTbMa) (x) X
BeHo3eH nbT X X
ApTepuaneH nbt X
[OTOBHOCT 3a BEHO3HO NPUNOXKEHNE Ha afEHO3MH X

[OTOBHOCT 3a BEHO3HO NPUIOXKEHME Ha 6eTa-6okep X X
[OTOBHOCT 32 BEHO3HO MPUIOXKEHNE HA N36PaHV aHTUAPUTMUYHU IEKAPCTBA X
Hanuuue Ha BbHIWEH KapanosepTep aedrbpunatop X X
PaxpaHe B onepauMoHHa 3ana 3a rpbAHa Xupyprua X
[OTOBHOCT 3a NpeBeXAaHe Npun HyxAa post-partum B KapAMONOrNYHO 3BEHO 3a UHTEH3UBHU FPUXKI X

Tasn Tabnuua e VI3pa6OTEHa C eKkcrnepTeH KOHCeHCYC.

2PuckoBata CTpaTI/Id)I/IKaLU/Iﬂ Tpﬂ6Ba Aacnensa I'Iy6J'II/IKyBaHVITe npPenopbKU 3a CbOTBETHOTO 3abonsBaHe.

®Knac Ha npenopbKuTe.
°HuBO Ha AOKa3aTeNCTBEHOCT.

MM = npeacbpaHo MbxaeHe; LQTS abnbr QT cuHapom; KT = kamepHa Taxukapans; WPW = Wolff-Parkinson-White.
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raTo 3amMecTUTENTHUAT pUTHM e ¢ TeceH QRS komnnekc.334335 Mo
Bpeme Ha pakjaHe Npu CTabuiHM NAaLUMEHTKN C MbiieH Cbpae-
ueH 610K He e Heo6X0ANMO BPEMEHHO KamMepHO nelicupate,3*
HO TO ce NpenopbyBa NPW NOAOPaAHM KEHY CbC CUMNTOMATUKA,
nopaam puck oT 6paanKapans 1 CUHKOM.

9.8. WHTepBeHUUN

9.8.1. EnekTpuuecka Kapaunosepcus
KapgnosepcuaTta nsrnexxaa 6esonacHa BbB BCUMUKM dasn Ha
6peMeHHOCTTa, Thil KaTo TA He KomrnpomMeTupa GpeTanHnua Kpb-
BOTOK,>3® @ pUCKBT OT MHAYUMpaHe Ha GeTasHy apuUTMUN UK
UHAUMMPAHE Ha MpexAeBpeMEeHHO pakjaHe usrnexpa Mma-
NnbK.337,338 CbpaeyHaTta yecToTa Ha nnopa TpAbBa fa ce KOH-
TPONVpa PyTUHHO Crieq Kapauosepcns.?

9.8.2. KartetrbpHa abnauyusa

KaTeTbpHata abnauyua TpabBa ga O6bhe OTNOXKEHA MO Bb3-
MOXKHOCT 4O BTOPUA TPUMECTbP U Ja Ce U3BBPLUN B LIEeHTbP
C ONWT C NomoLTa Ha HedlyopocKonuyeH enekToaHaTomu-
YeH MEMUHT 1 KaTeTbPHU HaBUraumoHHu cuctemn.’>® C uen
n36sAreaHe Ha NOTeHUMANHO BpefHWN fneKkapcTBa Mo Bpeme Ha
OpeMeHHOCTTa (BMXTe Tabnuua ,lpenopbKky 3a noBepeHue
npuv apuTMUKN®) NpyY peKypeHTHa flekapCcTBeHO pedpakTepHa
AV HopanHa puveHTpU Taxmkapaua, AV prueHTpu TaxmKkapgusa,
doKanHn npeacbpAHN TaxXUKapAuK, KaBoOTpUKYyCnuganeH mc-
TMYC-3aBUCKMO NPeACbPAHO MbXKAeHe 1 HAKOU obpoKavecT-
BeHU fecHoCTpaHHU KT Moxe fa ce B3eMe npefBuz KaTeTbpHa
abnauwsa,'>7 Ho TA e 6e3MmMcneHa Npu Apyrv MakpopPUEHTPK
Taxukapauu nav Mw.1>"7

MpenopbKu 3a noBeaeHne NpU apuUTMNN

9.8.3. MmnnaHTnpyem
KapavuoBepTep-aepubpunarop
1N eneKTpoKapanocTumynauma

MmnnaHTupaHeTo Ha KapanosepTep-aedubpunatop Tpabea fa
ce B3eme npeABus npean 6peMeHHOCT NP NauMeHTKN C BUCO-
Kopuckosu dakTopu 3a BCC.72340 JleyeHneTo ¢ KapanosepTep-
nedunbprnatop npes 6pemeHHOCTTa He BOAW A0 MNOBULLEH PUCK
OT rofieM” CBbpP3aHu C YCTPONCTBOTO YCSIOXKHEHUA 1 Ce nperno-
pbuBa Npy Bb3HMKBaHe Ha NokasaHue (BuxTe Tabnuua ,Mpeno-
pbKu 3a nosefeHvie nNpu aputmun®). 330340 CoobpaxeHnaTa 3a
6e30MacHOCT CBbP3aHM C 06MbYBAHETO MO BpemMe Ha UMMaH-
Tauma Ha KapanosepTep-Aednbpunatop ca NofobHU Ha Te3u,
KOWTO Ce 04aKBaT Npu KaTeTbpHa abnauuna. MoAKOXKHMAT Kapam-
oBepTep-AedMbpMUNaToOp MMa OrpaHMYeHoO 3HayeHue, NMopaau
JIMMNCa Ha Bb3MOXKHOCTU 3a efIeKTPOKapANOCTUMYnaLna n Kkpue
Mo-BMCOK PUCK OT HEMpaBW/IEH LIOK, KOETO MOXe [ia HanoxXu
[E3aKTVBMPAHE Ha YCTPOWCTBOTO MO Bpeme Ha paxkpaHe.34342
YnoTpebata Ha NpeHOCUM KapaunosepTep-aedubprnatop npu
naumeHTku ¢ MKMI e orpaHnueHa® n sacnykasa gombHUTEN-
HO MpoyYBaHe, TbiA KaTo He € MpeMyHasa Npe3 KNNHUYHO TeCTy-
BaHe npu 6pemeHHN nNauneHTKW. MNpean paxaaHeTo ce npeno-
pbyuBa pyTMHHa NpeLeHKa 3a KapanosepTep-gednbpunatop n
KoHcynTauua. VimMnnaHTupaHe Ha KapanoBepTep-gedubpuna-
TOp, 3a NpefnoyYnTaHe eJHOKYXMHEH, MOXe Aia ce U3BbpLun 6e3-
onacHo, 0co6eHO aKko NMIOABLT e No-ronAM oT 8-Ta recTalMoHHa
ceamuua. Moxe ga 6bae nonesHo exokapanorpadpcko Hacousa-
HE WY eIEKTPOAHATOMMUYEH METMHT.344

9.9. [penopbKn

Mpenopbku

a

Knac Huso®

npenopbyBa afeHo3uH, 2326:327

OcTbp noaxopn (BeHO3HO NPUNOXKEHMeE Ha IeKapCcTBa) Npu HaaKamepHu Taxukapauu n MM

3a OCTpa KOHBEPCMA Npn NapoOKCM3MalHa HaKaMepHa Taxnkapaua ce npenopbyBaT BarajaHu ﬂpMﬁOMM, a npu Heycnex oT TAxX ce

Kap,qV|oBepcmn.12'306'326'336'338

Mpwn BcAKa Taxmkapausa C XeMoANHaMUYHA HeCTabUHOCT 1 Npu NpeekcymTMpaHo MM ce npenopbyBa He3abaBHa enekTpuyecka

3a OCTpa KOHBEPCUA NPpU NapoKCU3MaliHa HalkamepHa Taxmnkapana Tpﬂ6Ba Aaceunmat npensng 6eTa-1-cenekTnBHM 6r|0|<ep|/1.

12,326 lla

npegsug nbyTunug unn dnekanHug.© 12,329

3a npekpatABaHe Ha NpeacbpAHO TpenTeHe n NV npu CTabuNHN NayMeHTKN CbC CTPYKTYPHO HOPMaJlHO CbpLe MOXe [ila ce B3eMaT

1Ib

AbnrocpoueH noaxopa (nepopanHo NpunoxeHne Ha NeKapcTea) Npu HagKaMmepHa Taxukapausa n NV

6J'IOKEpVI mnn Bepal‘laMVH‘l.d 2527

3a npeBeHUMsA Ha HaAKaMepHa TaXMKapansa Npu naumeHTKn 6e3 npeekcumtauyua B EKI npu nokoi ce npenopbysat 6eTa-1-cenekTmBHm

3a npeBeHUMA Ha HagKamMepHa Taxnkapana npu nayneHTKn ¢ WPW CMHAPOM Ce npenopbyBaTt ¢neKa|/|H|/|,qe mnn I'IpOI'Iad)eHOH.e

12

3a KOHTPOJT Ha YecToTaTa Npy NPeACbPAHa Taxukapaua unn MM ce npenopbuBat cenekTraHN GeTa-6nokepu.'?

3a npeBeHUVA Ha HaAKaMepHa Taxvukapaua, Npy NpeAcbpAHa Taxukapava 1 MM, npy Heycnex oT MPUNoXKeHUTe cpeacTaa 3a 6510-
KipaHe Ha AV Bb3en, TpabBa 4a ce UMaT npeaBua dnekanHngenponadeHoHe unm cotanon. 12

[vrokcuHd 1 Bepanamumn.

3a KOHTPOJ Ha YecToTaTa Npwvi NPU NpeacbpAHa Taxukapana unv MM, npu Heycnex oT 6eTa-6nokeprTe, TPAGBa Aa Ce UMaT NpeABUA

B cny4vyaunTe Ha ped)paKTepHa KbM JIEKapCTBa U JIOWO NOHaCcAHa HaflKaMepHa Taxnkapama Tpﬂ6Ba Aa ce B3eme npeaBu KateTbpHa
a6nau,vm C eNneKTpoaHaToOMMYHa cMcTemMa oCbllecTBeHa B ONUTHA LleHTpOBe.‘|571

(Mpodsmxasa)
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MpenopbKu 3a noBegeHne Npy apuTMnn (MpodwsxeHue)
Mpenopbkn Knac® | HusoP
OcTbp noaxop (B€HO3HO NPUNOXKEHWE Ha NIeKapCcTBa) NPy KaMmepHM TaxnapntMmumn
Mpu NPobIKUTENHa HecTabuHa K cTabunHa KT ce npenopbuBa HezabaBHa enekTpuyecka kapanosepcus,’2326:336-338 -:
Mpun NnpofbXKUTENHa XeMOANHAMUYHO cTabunHa MoHoMopdHa KT (Hanp. nanonatnyHa KT) ¢ Len octpa KoHBepcua TpAbsa Aa ce lla
B3eme npeasug 6eta-6nokep, cotanon,f GnekanHua,e npokamHamyA 1AM NOracABaLLo KaMEePHO NecrpaHe.

AbnrocpoyeH noaxopa (nepopanHo NpuiocKeHNe Ha ieKapcTBa) Npn KaMepHU TaXxuapuTMmnmn

AKO 1MMa KIMHWYHM NOKa3aHua, npean 6peMeHHOCTTa ce NpenopbyBa KapanosepTep-aedubprnaTop (3a npeanoyrTaHe eHOKY-

XWHEH). AKO MoKa3aHuATa Bb3HUKHAT MO Bpeme Ha 6peMeHHOCTTa, MpenopbyBa ce MMNAaHTaumA Ha KapauosepTep-aedubprna-

TOP C NOMOLLTa Ha eXOKapAMOrPadCKo HaCOUBaHE W MENIHT, 0COBEHO aKko MOALT e Cef 8-Ta recTaLmoHHa ceamuiia,’ 2330340

Mpwu naumenTkn ¢ Abnbr QT CMHAPOM MK KaTexonamuHepriuiHa nonumopdHa KT no Bpeme Ha 6pemMeHHOCTTa 1 post partum ce
npenopbysat 6eTa-6nokupaly cpeacTea.’ 323

C uen npeBeHUVA Ha MAMONATUYHA NpoAgbkMTeNnHa KT, ako e cBbp3aHa C TeXXKa CMNTOMATVIKa UV XeMOAUHAMUYHO KOMMpOMe-
TUpaHe, ce NnpenopbysaT 6eTa-6noKnpaLy cpeacTsa unm Bepanarvwm.d 72,331

3a npeBeHUMA Ha mamonatTnyHa npopabxutenHa KT, npu Heycnex oT Apyrv nekapcTsa, TpA6Ba Aa ce obcbxaa cotanonf unu lla
dnexannmng € 72

Mpun npoabxnTeNnHa pedpakTepHa KbM NeKapcTBa 1 Nowwo noHacaHa KT, ako HAMa Apyrv anTepHaTvBu, MOXKe Aa ce obcbxpaa b
KaTeTbpHa abnaLusa CbC CMCTEMI 3a eNleKTpoaHaToM1ueH menuHr. >~

2 Knac Ha npenopbKuTe.
® HiBO Ha fOKa3aTeNCTBEHOCT.

¢KapavosepcuaTa npv MM 1 npeacbpiHO TpenTeHe TpAGBa No NpyHLUMN Aa 6bje NpealwecTBaHa OT aHTUKoarynauua (Bvxre no-gosny).306

dCpepncTea 6okMpalm AV Bb3en He TpA6Ba Aa ce M3Mos3BaT Npy NaumeHTn ¢ npeekcumTaums B EKI npu nokoin nnm ¢ npeekcumtmpado MM,

¢Tpu HAKOWN NPeACbPAHN Taxmkapaumn dnekavHug u nponadeHoH TpAbBa Aa ce KOMOUHMPAT CbC cpeacTBa bnokupawm AV Bb3en, HO TpAbBa fa 6baaT
V3KJIIOUYEHU CTPYKTYPHY CbpAeYHM 3a601ABaHNSA, NOHMXXEHa NleBoKamepHa GyHKLUMA 1 6eapeH 6510K.

f AHTrapnTMnuHK nekapctea ot Knac lll no Vaughan Williams He Tpsi6Ba fa ce u3non3eat npu nauuneHT ¢ ygbimke QTc.

MMM = npeacbpaHo MbxaeHe; AV =aTproBeHTpuKynapeH/a/o/u; EKI = enektpokapanorpama; KT = kamepHa Taxukapausa; WPW = Wolff-Parkinson-White.

10. HapyweHunsa cebp3aHun
C NOBMLUEHO apTepuanaHo
HanAraHe

XrnepToHNYHUTE HapyLleHUa npe3 6peMeHHOCTTa ca Hall-yec-
TUTE MeAVLUHCKN YCNIOXKHeHUA, 3acarawm 5-10% ot 6pemen-
HOCTMTe B LieninA CBAT. Te oCTaBaT rnaBHa NpUYMHa 3a MaynHa,
¢deTanHa 1 HeoHaTasHa MOPOMAHOCT N CMBPTHOCT. ManuMHUAT
PUCK BKIIOYBA pa3kbCBaHe Ha NnaueHTaTa, MHCYNT, MHOroop-
raHHa HefoCTaTbYHOCT 1 AMCEMUHMPAHA BbTPECbhAoBa Koary-
nauua. MNnofbT e € BUCOK pUCK OT 3abaBsAHE Ha BbTPeMaTouHMsA
My pactex (B 25% OT ciiyyamTe Ha eKnamncusa), He3panocT (8
27% OT cnyyauTe Ha NpeeKksaMncus) n BbTpeMaToyHa CMbpT (B
4% OT clyyamnTe Ha npeeknamncms).34

10.1. [AwnarHo3a v oL eHKa Ha pucKa

TpsabBa Aa ce NpaBy HeeJHOKPATHO M3MepBaHe Ha AH, 3a npeano-
ymTaHe Ba MbTY, 340 Npes nHTepBan oT =15 Min Npu TeXxKa xunep-
ToHYsA (T.e. 2160/110 mmHg B akyLluepckaTa nnteparypa).347.348

10.1.1. U3mepBaHe Ha apTepuaNHOTO HaNAraHe

AH npe3 6pemeHHOCTTa TpAGBa Aia Ce M3MepBa B CEAALLO NOJIo-
eHue (M No Bpeme Ha poAoBa AeMHOCT NIABO NlaTepasHo Je-
KaLLlo NMONOXKEHNKeE) C NoAXO0AALL MO Pa3Mepyu MULWHMYEH MaHLIeT
Ha CbpAeyYHO HUBO U C 13Mon3BaHe Ha ToHoBe V Ha Korotkoff 3a
avactonHoto AH (JAH). XXrBauHuTe cdurmomaHomeTpu ca BCe
olle 371aTeH CTaHAAPT 3a n3mMepBaHe Ha AH npe3 6pemeHHOCTTa.
ABTOMaTMYHUTE Ypean NoKa3BaT TeHAeHUMA 32 OTYMTaHe Ha No-

HUCKWN OT AeNCTBUTENHUTE CTOMHOCTU Ha AH 1 ca HeHageXxaHu
npu TexKa npeeknamncys. Mo Tasun nprymHa, No Bpeme Ha 6pe-
MEHHOCT TpsibBa Aa ce 13MOoN3BaT CamMo YCTPONCTBA, Baluan3n-
paHu Mo NpusHaT1Te NpoTokonn. 349350

JuarHocTukaTa Ha XvnepToHMATa npes 6pemMeHHOCTTa upes
ambynaTopHO MOHUTOpPUPaHe Ha AH NpeBb3XoXAa PYTUHHOTO
n3mepBaHe Ha AH 3a npefcka3BaHeTO Ha M3XoAa OT 6pemeH-
HocTTa.3>1352 YcTpoiicTBaTta 13Mon3BaHy 3a aMbynaTopHO MOHM-
TopupaHe Ha AH ca TeXHWYEeCKM NO-TOUHYM OT Te3U, KOMTO Ce 13-
Mon3BaT 3a M3MepBaHe Ha OPUCHOTO KM AomalHoTo AH. Ypes
ambynaTopHO MOHUTOpUpaHe Ha AH ce n36sArBa HEHYXHOTO
fleyeHne Ha XMNEePTOHKA Ha 6saTa NPECTMKa 1 e Noe3Ho npu
MOLXOAa KbM BUCOKOPUCKOBN GPEMEHHN KEHV C XUMEePTOHNA 1
Te3u ¢ AvabeTHa UK XMNepToHMYHa HedponaTtus.

10.1.2. Jla6opaTopHu nscneaBaHus
OCHOBHUTE NabopaTopHM K3CnedBaHuWs, MPEenopbyBaHM 3a
MOHUTOPVPaHe MNpy OGPEeMeHHN XWUNEPTEH3VMBHU MALUEHTKN,
BKJ/IOUBAT YPVIHEH aHanu3, KPbBHA KapTuMHA, XEMaTOKPUT, Yep-
HOAPOOHW EH3VMU, CEPYMEH KPEeaTUHVH U CepyMHA MUKOYHA
KucenviHa (yBenuyeHvie npu KIMHUYHO MPOSIBEHA NpeeKknamn-
CUA, XnnepypurkemmsaTa npu XxmnepToHNYHa GpemMeHHOCT naeH-
TUOULMPA XKEHNTE C MOBULLIEH PUCK OT HEXESaH MalunH 1 pe-
TaneH nsxop).3>3

Bcnukn 6pemeHHN XeHu TpAbBa Aa 6baaT v3cnefnBaHu
3a NPOTEVHYpUs B paHHa GPEMEHHOCT C LNl OTKpMBaHe Ha
npeawecTBawo 6bL6peyvHo 3ab6onABaHe U BbB BTOpaTa Moso-
BMHAa Ha OpPEeMEeHHOCTTa, KaTo CKPWMHUHI 3a Mpeeknamncus.
EkcnpeceH TecT ¢ NeHTUYKa Nokaseall >1+ AaBa OCHOBaHue
3a [JOMbBJIHUTENHW W3CNeBaHWsA, BK/IOUMTENHO OTHOLIEHVe
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anbymuH:kpeatuHuH (ACR),*** koeTo moxe fa 6bae onpepe-

neHo 6bp30 B Npoba OT eHOKpaTHa nopuma yprHa. CromHocT

<30 mg/mmol moxe fa OTXBbPAN HafeXAHO MPOTenHypuA
npu 6peMeHHOCT,?>> HO MO3UTUBEH TecT TpA6Ba Aa 6bae noc-
neABaH MO Bb3MOXKHOCT OT CbbupaHe Ha 24-yacoBa ypuHa.

B cnyyanTte Ha npoTeuHypua >2 g/peH ce Hanara CTpPOro mo-

HUTOpMpaHe. Pe3ynTaTsbT OT 24-4acoBa ypuHa obaye e yecTo

HeToueH3*® 1 3a6aBA AMArHOCTULMPAHETO Ha NpeeKamMmncus.

Mo Ta3u npuumnHa, KaTo rpaHnLa 3a naeHTuduLMpaHe Ha cur-

HUPVKaHTHa NPOTEUHYPUA, MOXe Aa Ce N3MOoN3Ba CTONHOCT Ha

ACR 30 mg/mmol.

B fonbnHeHMe KbM OCHOBHUTE NabopaTopHY TeCTOBE MoraT

[a 6baaT B3eTW NpeaBuA CiefHUTe n3cnefBaHus:

+  YnTpa3ByKoBO u3cnefBaHe Ha HaAbObppeuHuTe »Knesu u
dpakunoHpaHN aHanmn3n 3a MeTaHebpuH B Maasmarta u
ypUVHaTa npu XvnepTeH3nNBHN GPEeMeHHN XeHU C KIMHNYHA
KapTUHa HacouBalla cneundryYHo KbM GeoXpoMOoLUTOM.

+  Doppler yntpasByk Ha MaTouHNTe apTepun (M3BbPLUEH Creq,
20-Ta rectauyMOHHa CegMmMLa) e Nnosie3eH 3a OTKpPMBaHe Ha
6pemMeHHUTE C BUCOK PUCK OT recTauMoOHHA XUMEepPTOHUS,
npeeknamncna 1 BbTPEMATOUYHO 3abaBAHe Ha deTanHuA
pactex.>>’

+  OtHoweHne sFItT Kbm nnaueHTeH pacTexeH ¢akTop
(sFIt1:PIGF) <38 moxe ga ce M3nonsBa 3a M3K/OUBaHE Ha
pa3BUTUETO Ha NPeeKnaMncua npes cieasalymte ceamuun,
KOraTo 1Ma KMH1YHa cycnekyus 3a Toga.>*83>°

10.2. AeduHununa n Knacupukauuma
Ha XUNepTOHUATA Mo Bpeme
Ha 6pemeHHOCTTa

[edurHuumAaTa Ha xunepToHUATa nNpe3 bpemeHHOCTTa ce 6a3u-
pa camo Ha odUCHU (MK BBTPEOOAHUYHKM) CTOMHOCTU Ha AH
[cuctonHo AH (CAH) 2140 mmHg n/vunn JAH 290 mmHg]360-362
M pasrpaHuyaBa neko (140-159/90-109 mmHg) unu TexKo
(=160/110 mmHg) nosuweHo AH, 3a pa3nuka oT cTerneHnTe U3-
non3BaHu OT CbBMeCTHUTe npenopbku Ha ESC/ESH no xunep-
TOHMA, 348

XunepToHuATa npe3 6pemMeHHOCTTa He e efjHa eANHCTBEHA
eanHMUa, a obxaawa:’

« [pepwecTBawa xunepToHWA: npefwecTtBa 6GpeMeHHOCT-
Ta unn ce pasBuBa npeam 20-Ta recTaunMoHHa cegmumua. Ta
06UKHOBEHO nepcucTmpa noseye ot 42 AHW post partum un
MO»e fla € CBbp3aHa C NPOTeUHYpUA.

« TectaumoHHa xunepToHWA: pa3BuBa ce cnep 20-Ta recTa-
LMOHHa ceamMMLA 1 OBMKHOBEHO M34e3Ba B paMKuTe Ha 42
OHW post partum.

« [peeknamncuaA: rectauMoHHa XMNEPTOHUA CbC CUrHUOU-
KaHTHa npoTtenHypusa (>0.3 g/24 u. nnn ACR =30 mg/mmol).
HactbnBa no yecto no Bpeme Ha NbpBa 6PeMeHHOCT, Npu
MHoronnoaHa 6pemeHHocT, npu mola hydatidosa, npu
dochonunuaeH CUHAPOM UK NPY NpeALecTBaLla xunep-
TOHUSA, 6bbpeyHa 6onecT unn anabet. Yecto e cBbp3aHa ¢
orpaHuyeH pacTex Ha naofa, Nopaan niaueHTapHa HeJoc-
TaTbYHOCT N € YyecTa NPUYUHA 3a NPEeXAEBPEMEHHO pPax-
naHe. EQVHCTBEHOTO nedeHne e paxpaaHeTo.3%® Tuil Kato
nNpoTenHypmaTa Moxe fa 6bAe KbCHa MaHudecTauma Ha
npeeknamncuATa, TA TpA6Ba fa 6bAe 3anofo3paHa, Korato
de novo xmnepToHUA e NpuUApPYKeHa oT rnaBobonue, 3pu-
TeNHW HapyLlLeHns, KopemHa 60osKa unm natonornyHm nabo-
paToOpHM TeCToBe, NO-CreuranHo HUCHK 6pol TpomboLUTK
1/Vnu NaTonornyHa YepHoapobHa GyHKLMA.

+ [pepwecTBalla XNNePTOHMA MIOC HAC/IOXEHa recTaloH-
Ha XUNepTOHNA C MPOTEUHYpPUA.

+  AHTeHaTasHO HeKknacupuLMpyema XMnepToOHNA: TO3N TEPMUH
ce n3nonssa, korato AH BP ce nsmepsa 3a nbpsu bt cnep 20-
Ta rectayMoHHa cegmuLa 1 ce yCTaHOBABA XUMEPTOHUS; He-
obxoprma e NOBTOPHa OLieHKa noBeye oT 42 AHK post partum.

10.3. lMpeBeHUMNA Ha XNNepTOHNATA
N npeeknamncnaTa

’KeHun ¢ BMCOK 1y yMepeH pUCK OT npeekiamncua Tpabea Aa
6baat nocbBeTBaHU fa B3emat 100-150 mg acnMpviH AHEBHO OT
ceamua 12 o ceammum 36-37.364365

BrCOKMAT prcK OT Npeeknamncua BKYBa CleHOTO:

+  XVUMEepTOHMYHa 6ONeCT No BpemMe Ha NpeaunLlHa GpeMeHHOCT

+  XPOHMYHO 6BOpeUHO 3abonsABaHe

+ aBTOMMYHHa 6onecT, KaTo CUCTeMeH Nynyc epuTeMaTosyc
unu aHTndocdonunuaeH CMHAPOM

. avabet tun 1 vnuv tun 2

«  XPOHMWYHA XNEPTOHWA.

YMEpPEHUAT PUCK OT MpeekSamncua BK/OYBa noseye OT

€QVH OT ClefHUTe PUCKOBU paKTopu:

+ NbpBa b6pemeHHOCT

«  Bb3pacT 40 1y noseye roavHN

«  VHTepBan mexngy 6pemeHHocTuTe Hag 10 roanHN

«  VHAEKC Ha TenecHa maca =35 kg/m? npv nbpsua npernes
« damnnHa aHamHe3a 3a npeeknamncua

+  MHOronnofHa 6peMeHHOCT.

Mpu eHn C HUCBK Nprem Ha Kanuun ¢ xpaHaTa (<600 mg/
[eH) C Len nNpeBeHLMA Ha Npeeknamncua ce npernopbysa Ao-
6aBka Ha Kanuun (1.5-2 g/peH, nepopantHo),%% koaTto Tpabea Aa
6be 3anoyHaTa Npy MbPBOTO MOCELEHNE NPeamn pakaaHe.

ButamnH C n E He HamanABaT pucka OT NpeeKknamncus; Ha-
NPOTMB, Te Ca NO-YeCTO CBbP3aHu C Terno Npu paxaaHe <2.5 kg
1 HeGnaronpuATeH nepriHaTtaneH nsxopq.367-370

10.4. MoBeageHVe KbM XMNEPTOHNATA
no Bpeme Ha 6pemMeHHOCTTA

10.4.1. OcHoOBM
MopaxoObT KbM XMMNepTOHUATa npe3 6pemMeHHOCTTa 3aBUCK OT
CToHOCTUTe Ha AH, rectauvoHHaTa Bb3pacT U HanMuMeTo Ha
npuapyxasawiy ManunHu n detanHn puckosu GpakTopu.

MoBeyeTo XeHu C NpeALecTBaLla XMNepTOHNA U HOpManHa
6bbpeuHa OyHKUMA UMaT HeTexxka xunepToHusa (140-159/90-
109 mmHQg) 1 ca C HACBK PUCK OT CbPAEYHOCHOOBY YCIOXKHE-
HUA. HAKom Moxe fla cnpaTt meAnKaumsaTa cv npes nbpeaTa no-
JIOBMHa Ha 6pemMeHHOCTTa, nopaamn ¢pusmonornyHua cnag Ha BP.

Basvpawm ce Ha foka3aTencrTBa AaHHW 3a NeYeHMeTo Ha
XvnepToHMATa npe3 6pemeHHocTTa nunceat. EguHcTBEeHOTO
M3NUTBaHe BbPXY JIEYEHNETO Ha XUMepPTOHMATa Npe3 bpemeH-
HOCTTa C NoAXoAALO NpociefABaHe Ha feTteTo (7.5 roanHm) e
610 n3BbpLIeHo nNpean 40 roanHu ¢ a-metungona.’’ 372

LLlo ce oTHacA go nonsata OT leYeHMEeTO, CTPOTMAT CMPAMO Mo-
MaJIKO CTPOr/A KOHTPO Ha XMMNepTOHUATa Npe3 6peMeHHOCTTa B
Control of Hypertension in Pregnancy Study e cBbp3aH ¢ no-man-
Ka TeXeCT Ha MailurHaTa X1nepToHuA, Ho 6e3 pa3nuka B pucka oT
HeXKenaHW nepuHaTanHu pesynTaTy 1 OT YCIIOXKHEHNA KaTo LiAno
npu markata.>’® BropyyHvAT aHaus Ha faHHUTe o6ave MoKasga,
ye JKeHVTe pa3BMBaLLM TeXKKa XUMEPTOHUA ca C NO-BMCOKA Yec-
TOTa Ha HeXenaHu MalumHK (Npeeknamncus, Tpombéouut <100
x 109/L, noBWLLEHN YEePHOAPOOHN €H3MUN CbC CUMNTOMATHKA 1
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NPOABPKUTENHOCT Ha GONTHMYHUA NPECTON Ha MaiikaTa =10 AHK)
N NepriHaTanHM NOCNeACTBUA (MepuHaTanHa CMbPT, BUCOKa HY -
[a OT HeOHaTanHu rpyvkun 3a >48 yaca, Terno npu paxpgaHe <10-ta
NepceHTMNa, NPeeKIamncns 1 NpexaeBpemMmeHHo paxaaHe).>’* B
3aK/loYeHne, NOHaCToAWEeM HAMa JOKa3aTencTBa NOAKpenALwm
KOHKPETHM TapreTH CTOMHOCTM Ha AH npes 6pemeHHocTTa. 3375

10.4.2. HedpapmaKkonornyHo neyeHve
Hed)apMaKOﬂOI'VILIHVIﬂT noaxon Kbm XnnepToHMATa NO BpeMe Ha
6peMeHHOCTTa Ma OrpaHNYeHO 3Ha4YeHne, KaTo paHAoOMU3KpPa-
HUTE NPOoy4YBaHNA C UHTEPBEHUNN BbPXY XPaHEHETO U Ha4YHa Ha
MMBOT NOKa3BaT MUHUMaNHN ed)EKTVI BbpXy n3xofa ot 6p6M6H-
HocTTa.>’® PefioBHYTE ynpa)KHeHUA MoraT fa 6bAaT NPOAbIKEHN
C NMOBULLEHO BHMMaHWE, a Ha 06e3HY eHu (=30 kg/m?) ce paBaT
CbBeTM 13 M36AreaT HaagaBaHe Ha Terno ¢ noseye ot 6.8 kg.3””

10.4.3. ®apmaKonorn4Ho neyeHme

[lokaTo LenTa Ha leYeHMETO Ha XMNePTOHUATA e HaMasABaHe Ha
MalunHNA PUCK, NoabpaHuTe cpeacTBa TpAbBa fa 6baaT edek-
TUBHM 1 6e30nacHu 3a nnopaa.

10.4.3.1. JleyeHue npu mexKa XunepmoHus

JInncea cbrnacve OTHOCHO AePUHMLMATA 3a TeXKa XUNepPTOHNS,
KaTo cTorHocTuTe Bapupat ot 160 o 180 mmHg Ha >110 mmHg. Ha-
waTa paboTHa rpyna npenopbysa CTOMHOCTM Ha CAH >170 mmHg
vy Ha JAH =110 mmHg npuv 6pemeHHa eHa Aia ce CYMTaT 3a CreLu-
HOCT M3MCKBaLLa XocnuTanusauusa. I360pbT Ha aHTUXMNEePTEH3VB-
HO NIeKapCTBO U MbTAT My Ha NPUIOXKEHNEe 3aBUCU OT OYaKBaHVA
MOMEHT Ha paxpaaHe. AKE-nHxun6mtopu, APB 1 AMpeKTHN peHnHo-
BU UHXMOWTOPY Ca CTPOro MPOTMBOMOKAa3aHu (BUXKTe pasgen 12).
TpAb6sa aa ce nHULMMpPa GapmMaKkoNorMyHo neyeHre ¢ iv. nabeta-
non, nepopaneH MATUNAONA WK HUGeANNIH; iv. XnapanasuH Beve
He e NeKapcTBO Ha U36op, Tbid KaTo ynoTpebata My e CBbp3aHa C
noBeue nepuHaTanHy HeenaHu epexkTy oT Apyry nekapcrsa.’®
XuppanasuH obaye BCe OLLe ce U3MOoM3Ba YeCTo, KoraTo Apyru ne-
YebHY PeXMMIM He ca yCrenu a NoCTUrHaT AOCTaTbyeH KOHTPON
Ha AH, a noBeyeTo aKyLiepy HammnpaTt Npodua Ha CTPaHUYHKTE My
edexTy 3a npremnie.’’° Moxe fja ce B3eMe npeasua v iv. ynotpeba
Ha ypanuaun. Hatpues HATponpycug TpsAbBa fa ce 13non3Ba, Camo
KaTo NIeKapCTBO Ha NnocneseH 1360p, Tbil KaTo NPOSBMKUTENTHOTO
neyeHyie e CBbP3aHO C MOBYLLEH PUCK OT GeTanHO LaHAHO oTpa-
BAHe.”! JeKapCTBO Ha M360p, KOraTo NMpeeKsIamrcusTa e CBbp3aHa
c 6enoppobeH efem, € HUTPOFMULEPWH (FLIEPWN HATPAT) NPUOo-
KeH KaTo i.v. MHPy31A Ha 5 pg/min c nocTeneHHO yBennyaBaHe npes
3-5 min o makcmanHa gosa 100 pg/min.

10.4.3.2. JleyeHue npu ieka—ymepeHa xunepmoHus

Bbnpekn nuncata Ha goKasaTesicTBa, eBPONENCKUTE pbKOBOA-

HU Hacokn34&37> npenopbuBaT MHULMMPAHE HA NIEKAPCTBEHO

neyeHue NP BCUYKM XXeHW C NepCcucTmpalLo nosuweHre Ha AH

>150/95 mmHg, a 3a ctonHocTn >140/90 mmHg npu XeHn c:

+  rectauvoHHa XMnepToHusA (C nu 6e3 NpPoTenHypus)

+  npepLecTBaLla XMNepTOHUA C HacslarBaHe Ha rectalMoHHa
XVnepToHUA

+  XVUNEePTOHUA CbC CYOKNMHUYHO OPraHHO yBPeXKAaHe U CUM-
NTOMaTVKa BbB BCEKV MOMEHT MO BpemMe Ha 6pemMeHHOCTTa.
MeTtungona, 6eta-65okepun (Hall-MHOro AaHHM MMa 3a na-

6eTanon) n Kanumesn aHTaroHUCTU (Hall-MHOro AaHHW MMa 3a

HubeannuH) ca nekapcteata Ha n360p.38%381 Beta-6nokepute

n3rnexpaa ca no-cnabo epekTUBHM OT KanumMeBUTE aHTaroHUCTY

1 moraT fa npefmssukat deTtanHa bpagukapaua, 3abassaHe Ha

pacTe)xa 1 XUMNorfvKemMus; CbOTBETHO, BUABT 1 Ao3aTa TpsAbBa

Ja 6baat noabpaHn BHUMATENHO, @ aTeHOoN e Hali-fobpe aa ce

nsberHe (BuxTe pasgen 12 u Tabauya 7). XKeHw ¢ npeallecTsalla
XMNEPTOHMA MOXE Aa NPOAb/KaT obMyaiHaTa C1M aHTUXUNep-
TeH3VBHa Tepanua, ocBeH KoraTo B3emaT AKE-nHxunbutopu, AP
N AVPEKTHN PEHUHOBN UHXNBUTOPY, KOUTO Ca NPOTUBOMOKa3a-
HU 3apagun HebnaronpuATHN GpeTanHM 1 HeoHaTanHu nocnep-
cteuA. Mpy Npeeknamncna NnasmeHnAT obem e HamaneH, no-
paau KoeTo e Hail-aobpe ga ce u3bArea AnypeTnyHa Tepanus,
OCBEH B KOHTEKCTa Ha ONUIypusA, KOraTo MOXe [a ce NPUIoXu
HUCKa no3a pyposemug. C Len NnpeBeHumus Ha eKnamncus v ne-
ueHMe Ha NPUNagbLY MOXe f1a Ce MPUAOXKM i.V. MarHe3nes cyn-
daT, Ho He TpsAGBa fa ce Npunara eAHoBPeMeHHO ¢ KA (MMa puck
OT XVNOTOHMA, NOPaau NOTEHLMANEH CUHEPrn3bMm).382

10.5. PaxxpaHe

PaxpaaHe e NOKasaHo NpU NPeeKknamncus CbC 3PUTENHN Hapy-
WEeHNA UM XeMOCTaTUYHY HapyLWeHUs U Npy HaBbpLieHn 37
ceamMuLV NPy 6e3CUMMTOMHI XeHn.383

10.6. MNMporHo3a cnep 6pemeHHOCTTa

10.6.1. ApTtepunanHo HandaraHe post partum
I'IocmapTanHaTa XUNepTOHMA € YyecTa npes nbpBaTa cegmnua.
TpﬂﬁBa ha ce n3barea mMeTungona, nopaan puUCK ot nocTnapTan-
Ha penpecns.38

10.6.2. XunepToHMA n nakrauusa

KbpMeHeTo He noBuwaea AH Ha KbpmaykaTa. 3a NOTUCKaHe Ha
NlaKTaumATa ce npenopbyBa MNO-CKOPO KabepronuH, a He 6po-
MOKPUNTUH. Bce nak, uma faHHuW, ye 6POMOKPUNTUH 61 MOrbi
na uma bnaronpusteH ebekt npu MNKMIM,2%4 Bbnpekn ue Moxe
[a MHAYLUMPA XMNepTOHUS.

BCMUKM aHTMXUMNEPTEH3VBHM CPEACTBA MPUEMaHN OT Kbp-
MauKUTe Ce eKCKpeTMpaT B MaiumMHOTO Mnako.>® [MoseyeTto
AHTUXMNEPTEH3VBHU JIEKAPCTBA MPUCHCTBAT B MHOTO HUCKU
KOHLIEHTpaLmK, C N3KJTI0UEeHVEe Ha NPOMNPaAHONON 1 HUGeannvH,
KOWTO MMAT KOHUEHTPauuy B MaluMHOTO MASIKO MNOJoOHU Ha
Te3n B MalymHaTa nnasma.

10.6.3. Puck oT peuunpmnsmpaHe Ha XNepTOHNYHNTE

HapyLleHUA Npu nocnegBala 6pemeHHOCT
KeHun npexmnBABall XMNepTOHNA npe3 nbpBaTa U 6pemeH—
HOCT Ca C noBuLWEH PUCK Npwn ciefBalla 6pEMeHHOCT. Konkoto
NO PaHHO € Ha4aJIOTO Ha XMNePTOHMATa Npe3 NbpBaTa 6pemeH—
HOCT, TOJIKOBa NMO-BNCOK € PUCKDT OT peungnBupaHe npes cnen-
BalllaTa 6peMeHHOCT.

10.6.4. IbArocpoUHN CbpAe4YHOCHAOBM
nocneacTBNA OT recTaljuOHHaTa XMNepToHVA

’KeHn, KouTo pa3BMBaT rectalyMoHHa XWNEepTOHMA WAW npe-
€KNaMMcKA ca C NOBULLEH PUCK OT XMNEPTOHUA, UHCYNT 1 1CXe-
MIYHa CbpfieyHa 6onect B No-KbcHa Bb3pacT.8387 MpomeHunTte
B HauVHa Ha XXMBOT Ca Ha MbPBO MACTO MOKa3aH C Lies u36Area-
He Ha YCNOXHEeHUA Npe3 cneABaly 6peMeHHOCTU 1 3@ Hamans-
BaHe Ha 6bJeLnsa MalunH CbpAEYHOCHA0B pUCK. [Topaan ToBa
Ce MpenopbyYBaT eXXerofHV Nperneamn npu nekaps oT MbpBuUYHa-
Ta MomoLl 3a NpoBepKa Ha BP 1 meTtabonnTtHute dakTopu.

10.6.5. JleueHue 3a pepTuauTer
HAMa ACHM [OKa3aTesNCTBa, Ye leueHNeTo 3a GepTUInTeT NoBu-
LaBa pricKa OT XUMNEePTOHUA UK Npeeknamncua. 388
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10.7. TMpenopbKn

I'Ipenop'bxln 3a noBegeHvie Nnpu XxnnepToHna

Mpenopbkn

Mpu >KeHn C BUCOK U yMepeH PUCK OT Npeeknamncua, ot ceamnua 12 fo ceamnum 36-37, ce npenopbyBa HUCKa fj03a acnu-
puH (100-150 mg gHesHo). 347348

Mpu >KeHu ¢ recTaLMiOHHa XMNEPTOHWA WU NpeALLecTBalla X1MNepTOHMA C HaC/I0eHa recTalyioHHa XMMEPTOHWSA, WU C XUNepTo-
HWA 1 CYOKIMHNYHO OPraHHO yBpeXaaHe 1in CMMNTOMaTVKa ce NpenopbyBa MHULMMPaHe Ha NekapcTBeHo neyenne npu CAH
>140 mmHg nnu JAH >90 mmHg.185 BbB BCMUKM OCTaHanu cilyyanm UHMLMMPAHE Ha IEKapCTBEHO NleYeHune ce npenopbysa Npu
CAH =150 mmHg nnm [1AH =95 mmHg.348373

CAH 2170 mmHg nnn JAH =110 mmHg npu 6pemeHHa eHa e CNeLHOo CbCTOAHME U Ce MpenopbyBa XoCnuTann3aums.

3a fleyeHvie Ha XMMEPTOHMA Mo Bpeme Ha 6peMeHHOCT ce nMpenopbyBaT meTungona (B), nabetanon (C) n Kanuvesu aHTaro-
HucTn (C).51,379.389

ﬂpm XeHU CcreCtTauMoOHHa XMNePTOHUA U NeKa NpeeKnamMmncna ce npenopbyBa pa*KgaHe Npu 3aBbpLlleHn 37 Ce,l:[,MVILU/I.383

Mpun npeeknamncusa ¢ He6NaroNPUATHY CbCTOAHNSA, KaTO 3PUTENHUN HAPYLLEHNA UK XeMOCTa3HM HapyLLIEHNS, Ce MPEenopbY-

Knac?

C

B
(meTnngona)

C
(na6etanon
U Kanumneen

aHTaroHucTu)

C

Ba YCKOPEHO pakAaHe.

Mpu Npeeknamncus cBbp3aHa ¢ 6enoapobeH efem ce NPenopbYBa HUTPOMNLIEPUH NPUIOXKEH BbB BEHO3Ha UHbY3NA.>

61

HUpeannrH.

anI TeXKa XUnepToHUA ce npernopbyBa JIeKapCTBEHO JleyeHne C BeHO3eH nabetanon wnu nepopanHo ¢ metTungona nnn

Mpwn 06e3HM eHn TpsA6Ba Aa ce B3eMe NpeaBua OrpaHNYEeHO HaadaBaHe Ha TenecHo Terno <6.8 kg.

377

He ce npenopbusat AKE-vHxu6utopu, APB nnm gUpeKTHN peHVHOBY MHXUOBUTOPW.

51,185,361

2 Knac Ha npenopbKuTe.
> H1BO Ha JOKa3aTeNCTBEHOCT.

AKE = aHrnoTeH3nH-KoHBepTUpaLy eH3nm; APb = aHrmoTeH3nH peuenTopHy 6nokepu; AH = aptepuanHo HanaraHe; JAH = AnacTonHo apTepuanHo Hans-

raHe; CAH = cnCTONHO apTepuanHo HansAraHe.

11. BeHo3Ha Tpomb60oemboNNYHa
6onecr no Bpeme
Ha 6peMeHHOCTTa
1 nyepnepuyma

11.1.

BeHo3HMAT Tpomb6oembonunzbm (BTE), Bkntousawl BE u gbnboka
BeHO3Ha TPOMG03a, NPeACTaB/IABa 3HaUMMa NPUUYKNHA 33 CBbP-
3aHa ¢ GpemMeHHOCTa MOPBUAHOCT N CMBPTHOCT. BpemeHHoCTTa
1 MyeprepuyMbT ca CBbP3aHu C NOBULIEHA YecToTa Ha BTE Ha-
cTbnBawy npm okoso 0.05-0.20% oT Bcruky 6pemeHHocT390-3%3
1 yectoTa Ha BE okono 0.03%.3943% BE e Hal-uecTaTa npska
MprYMHa 3a MauymHa CMbPTHOCT B OGEAMHEHOTO KPasCTBO,
1.26 cMBbPTHU cnyyas Ha 100 000 6pemeHHOCTH, 1 € neTaTa fno
UecToTa NPUUMHA 3a CMBbPT B Uenus ceAat.® CiyyauTe 3aBbpLu-
BaLLM CbC CMBPT ca 3.5%.3% Puckbt oT BTE e Hal-BUCOK B Haua-
JIOTO Ha CllefpOLOBYs Nepuos CbC CbobLyaBaHa yectota 61130
0.5%3%43%7 1 ce BPBLYAT KbM HMBOTO 13BbH BPEMEHHOCTTa Cref
wecrarta cegmuua post partum.3903%43% Mpu xeHn ¢ npepuwe-
cTBawy BTE yecTtoTtata Ha peuuaunsuTe e 7.6%, a cpefl BUCOKOPUC-
KOBOTO HacefieHue yecTtoTata e 5.5%, Bbrnpeku yrnotpe6ara Ha
HMX.39839% CpoTBETHO, NPU GPEMEHHU KEHU 1 MO-CreLuanHo
MNPy BUCOKOPUCKOBY >KeHU TPsIGBa Mo NPUHLMM A Ce MMa npeg-
BMJ ronamMa BepoAaTHOCT 3a BTE n HUCHK npar 3a nscnegsaxe.

Ennpemunonorna n manumH pncK

11.2. PuckoBu ¢paKTopm 3a CBbp3aH
C GpemMmeHHOCTTa BeHO3eH
Tpom60oem60n13bM N pUCKOBaA
cTpatudpunkaymsa

Hannumeto Ha eguH pyckoB GakTop MOBMLIABA YecToTaTa Ha
BTE c 0.02 go 0.05%.3%7400 CboTBETHO, BCUUKM XKeHW TpsbBa aa
6bAaTt NoAsIoKeHN Ha AOKYMEHTMPAHA OLeHKa Ha PUCKOBUTE
¢dakTopu 3a BTE npean 6pemeHHOCTTa UM B paHHaTa bpemeH-
HOCT.*' Bb3 OCHOBa Ha Ta3u OLEHKa, KeHuTe Tpsabea ga 6baat
KnacnduruypaHm, Kato BUCOKOPUCKOBM, YMEPEHOPUCKOBY WK
HUCKopuckosm 3a BTE, cbobpasHo KosiTo Aa 6baaT NpUNoXKeHn
cboTBeTHM MepKun.*O! MpeanHN HEMPOBOKMPAHY PEKYPEHTHN
BTE v npepwecTtBawm BTE — HeNnpoBOKMpaHu unm CBbp3aHn C
€CTPOreH — Ce CYMTaT 3a BUCOKOPUCKOBIM GaKTopH.

11.3. lMpeBeHUNA Ha BEHO3HUSA
TpomboembonnsbLm

[pocnekTMBHM HepaHAOMM3MPAHM NPOYYBaHUA Ca NoKasanu,
ye NPV KeHU C pucKoBu GpakTopu, Ho 6e3 aHTUKoarynauus, yec-
ToTaTta Ha peungnenute Ha BTE e Bapupana mexpgy 2.4-12.2%, B
cpaBHeHue ¢ 0-5.5% npuv naumeHTn, KOUTO ca NonyyaBann aHTu-
Koarynaums.3?9402 HMX e nekapcTtBo Ha 1360p 3a NpeBeHums 1
neyeHme Ha BTE npu 6pemeHHn naumeHTki.”> HMX nprumnHaea
no-masika KocTHa 3ary6a B cpaBHeHmne ¢ HOX 1 yecToTaTa Ha oc-



46

Mpenopbku Ha ESC

TeonopoTnyHaTa dpakTypa e no-Hucka (0.04% ot 6pemeHHKTEe
*eHu, nekyBaHm ¢ HMX).!® HauanHata gosa HMX 3a Tpom6onpo-
¢dunakTmKa Tpabea fa ce 6a3upa Ha TErNOTO NpPY PerncTpauus
(TenecHo Terno npu MbpBUA TMHEKONIOFMYEH Npernes npeau
paxpaHe, T.e. Ha 8-10 cegmuMLa Ha 6PEMEHHOCTTA), TbiA KaTo e
[OKa3aHo, Ye C peXk1nmMun Ha npunoxeHne Ha HMX Bb3 ocHOBa Ha
TOBa Terfo ce nocTurat no-epekKTUBHU NPOPUNAKTUYHN aHTU-
Xa H1Ba.*%3 CbOoTBETHO, MALMEHTKNTE C BUCOK pUCK 3a BTE Tpsb-
Ba Ja nonyyasaT npodunakTnyHa fosa eHokcanapuH 0.5 1U/kg
TeNecHo Terno BefHbX AHeBHO*® unn apyr HMX B eKBrBaneHT-
HW [o3K, Copea floKanHata npakTuka. MNpu xxeHnte c b6onectHo
3aTbCTABaHe 6a3npaLloTo Ce Ha TEernoTo Ao3upaHe, BMECTO
dMKCMpPaHOTO fo3MpaHe, € NO-MOAXOAALWO 3a NOCTUraHe Ha
[OCTaTbyHM aHTM-Xa KOHLeHTpaumn.4%4

11.4. lNoBeaeHne Npuv oCTbpP BEHO3EH
Tpomb6oemb0onnsbm

11.4.1. Benogpo6eH em6onusbm

11.4.1.1.  KnuHu4Ha kapmuHa

CvmnTomuTe 1 NpusHauute Ha BE no Bpeme Ha 6pemeHHOCT ca
CbLUMTe, KaKTO U U3BBH BpeMeHHOCT (gucnHesn, rpbaHa 6ornka,
Taxmkapama, KpbBoxpak u konanc). CybekTuBHaTa KAUHMYHA
oueHKa Ha BE o6aue e no-TpyAHa, 3aL40To ANCNHeATa 1 TaxmnKap-
[AVATa ca OTHOCUTENTHO YeCTW NPU HopManHa 6pemMeHHOCT.

11.4.1.2. [uazHo3a

KnuHnyHnTe npaBuna 3a onpefensHe Ha nNpeaTecToBaTa Be-
poAaTHocT 3a BTE ca BanuansmpaHu n AnarHoCTUYHUTE anro-
PUTMU NOTBBPAEHN NPU HeOPeMeHHW naumeHTn. Te BKouBaT
M3Non3BaHeToO Ha um3cneAsaHe 3a D-Agvmep, KoMnpecuoHHa
yntpacoHorpadua, nynmoHanHa KT aHrmorpadua n BeHTuna-
UMOHHO/Nepdy3noHHa cumHTUrpadus.*®> Te He ce oTHacAT 3a
6pemeHH xeHn.*%% BaxkHO e BICOKOTO HMBO Ha Cycrekuus, a
BCUYKU BPEMEHHU XeH C NPU3HaLM U CMMNTOMM NOACKa3Ba-
wu BTE Tpabea ga 6baat nognoxkeHn Ha HeabaBHO 0OeKTUB-
HO M3CneaBaHe 1 Aa nonyyat TepaneBTUYHa aHTUKoarynauua
[0 N3ACHABaHe Ha AnarHosara.

HueaTta Ha D-gumepa ce nosuwasaT GU3NOMNOTUYHO C
BCEKM TPUMeCTbp. B egHO npoyuBaHe cpepHaTta [cTaHZapT-
HO oTKnoHeHue (SD)] npepkouenuMOHHa KOHUEHTpauua Ha
D-pumep e 6una 0.43 (0.49) mg/L n e HapacHana npes nbp-
BWA, BTOPYA U TpeTua Tpumectbp Ao 0.58 (SD 0.36), 0.83 (SD
0.46) n cvboTBeTHO 1.16 (SD 0.57) mg/L, KoeTo nokassa 39%
OTHOCMTENIHO HapacTBaHe Ha KoHLeHTpaunaTa Ha D-gumep ¢
BCekr TpumecTbp.*%” CieqoBaTtesiHo, NONOXKNTEHUAT TECT 3a
D-pumep npe3 6peMeHHOCTTa He NOTBbPKAABA HEMPEMEHHO
anarHosata BTE, nopagu koeTo ca HeobxoaMmu OOMbIHU-
TeNHN 06EeKTMBHW u3cnefBaHuA. HeraTuBHUAT pesyntat oT
nscnenBaHeto 3a D-gumep nomara 3a u3sknwouBaHe Ha BTE
M3BbH 6peMeHHOCTTa, HO UMa CbO6LLEHUA 3@ HOPMATHWN KOH-
ueHTpauun Ha D-gumep npu 6pemenHn xenm ¢ BTE,*%8 koeTo
3Hauu, ye obpasHaTa AMarHoCTrKa ocTaBa n3bop 3a AnarHoc-
TUYHOTO M3CrefBaHe no Bpeme Ha 6pemeHHOCT.**° MoHacTo-
Alem, ONTUManHUAT ANarHOCTUYEH NOAX0A NpUu bpemeHHaTa
naumeHTKa cbC cycnekTeH BE e HecurypeH.*1° C uen ngeHtu-
duKauma Ha KeHuTe Hy>KAaewuy ce oT obpasHa ANarHOCTUKA,
KOeTo Mo3BoJiABa NPW ocCTaHanuTe fa ce n3berHe HeHy>kHa
nbyeBa eKcnosmums, moxe fa 6be NonesHo 13Non3BaHEeTo
Ha moauduympaH ckop Ha Wells, caMOCTOATENHO NN B KOM-
6uHaums c nscneasate 3a D-gumep,*"*2 Ho To3K Noaxon UMa
HY>K[a OT AOMbJIHUTENTHO NPOYyyYBaHe.

AKO HVBOTO Ha CycneKLmaTa 3a Abn6oKa BeHO3Ha Tpombo3a
OCTaHe BMCOKO, TpAGBa fja ce MPUSIOXKN KOMNPECMOHEH ynTpas-
BYK V1 aKO TOW € NaTONIOrMYeH, MOXe [la Ce Mpreme e ca Hanuue
nokasaHus 3a aHTuKkoarynaumsa. Mpu HeraTMBHa KOMMNPECMOHHa
ynTpacoHorpadus, Ma Hyaa oT AOMbHUTESTHO U3CeBaHe 1
Tpsb6Ba aa ce Hanpasu AMP. KoraTo nma cycnekuus 3a bE n Bcuu-
KU Apyrvi U3cnefBaHnaA ca HopmanHu, TpsAbBa fa ce npeanpue-
Me HMckoao3oBa KT.

11.4.1.3. JleyeHue

HMX: HMX ca yTBbpAeHM KaTo nekapCcTBO Ha 1360p 3a neyeHve
Ha BTE npe3 6pemeHHOCTTa 1 nyepnepuyma. MNpu cycnekums 3a
Abn6oKa BeHO3Ha Tpomb603a unu bE Tpsi6Ba Aa 6bae NpunoXxex
TepaneBTuyeH HMX fo n3KnouBaHe Ha ArarHo3aTa ypes obek-
TUBHU MeToAN.

[o3upaHe: MpenopbyBaHaTa TepaneBTWYHA J03a Ce Kan-
Ky/nMpa Bb3 OCHOBA Ha TeJIeCHOTO Tersio B paHHa 6pemeHHOCT
(Hanp. eHokcanapvH 1 mg/kg TenecHo Terno ABa NbTh AHEBHO,
pantenapuH 100 1U/kg TenecHo Terno asa NbTy JHEBHO UMW TUH-
3anapwvH 175 1U/kg) ¢ uen nocturaHe cnep 4-6 4. Ha NMKOBY aH-
Tr-Xa ctonHoctu 0.6-1.2 IU/mL.4®* OTHOCHO MOHUTOPUPAHETO,
BUXTe pa3gen 12.

HOX: HOX e Knacmueckn mMefukaMeHT 3a OCTPO neyeHune
npu macveeH 6enogpobeH em6onn3bM. 3a NOAPOOHOCTM OT-
HOCHO NoAX0Aa, BUXKTe pasgen 12.

Tpom6onusa: Tpombonrza Tps6Ba Aa ce npusiara camo npu
MaLMEHTKN C TeXKa XMNOTOHNA 1 Wok*® (BuxkTe pasmen 12).
Korato e HanpaBeHa Tpombonun3a, HaToBapBalata go3a HOX
TpAb6Ba Aa ce NponycHe 1 Aa ce 3arnoyHe nHoy3ua B gosa 18 U/
kg/h. Cnep ctabunusnpaHe Ha nauneHTKaTa, HOX moxe ga 6bae
3ameHeH ¢ HMX.

®oHpanapuHyKkc: DoHpanaprHyKc (7.5 mg BefHbX [IHEBHO
npu 6pemMeHHN XeHr C HOPMAnHO TenecHo Terso) MoXe fa ce
B3eme npeaBug Npu aneprua Unm HexenaHa peakuma kbm HMX
(BvKTE pazpen 12).

BeHa kaBa ¢unTtpu: lNokasaHuATa 3a BeHa KaBa dbuntpum ca
CbLYMTE, KAKTO NpU HebpemMeHHU nauneHTn. CblyecTByBaLLMAT
onuT BbPXY ynotpebaTa nm obaue e orpaHnyeH 1 pUCKbT CBBbP-
3aH C npouefyparta Moxe fa 6bae no-BMcok. 40414

Mopaxopn noctnaptym: [Mpu naumeHTn Cc npeceH bE, 6 u. cnep
BarnMHasHoO paxpgaHe 1 12 u. cnep Le3apoBO CeYeHue, ako He e
MMasno CblyecTBeHa xemoparusa, TpsibBa fa 6bhe Bb30OHOBEHO
npeanapTasHOTO fleyeHre C XenapuH ¢ NocsieBaLlo 3acTbnBa-
He C BUTaMUH K aHTaroHUcTr 3a Ha-manko 5 gHu. ButammH K
aHTaroHUCTW mMorat Aa 6bAaT cTapTMpaHU Ha BTOPUA AeH cnep
pakdaHe 1 NpoAab/KeHN Hal-manko 3 meceua unm 6 meceua,
ako BE e HacTbnun B KbcHa 6pemeHHoCT. INR TpsbBa aa 6bvae
Mexnay 2 n 3 1 ce HyXAa OT PpefJOBHO KOHTPONupaHe, B naean-
HMA CNyYail BeOHbX Ha 1-2 ceamuun. BuTaMuH K aHTaroHmucTtn
He MpeMnHaBaT B MalluMHOTO MIAKO B aKTVBHa ¢popma 1 ca 6e3-
OMacHM 3a KbpMeLL ManKu.

11.4.2. OcTpa AbN60Ka BeHO3Ha TpoMb6o3a

11.4.2.1. KnuHu4yHa KapmuHa

OTOKBT Ha ONIHUTE KpanHMLK, KOWTO e YecTa HaxoAKa npwu bpe-
MEHHOCT, Mopaxfa cycrnekuua 3a gbnboka BeHo3Ha Tpombo3a.
Tolh KaTo AbN6OKaTa BeHO3Ha Tpomb0o3a e neBocTpaHHa B >85%
OT CnyyauTe, NOpaan KOMMpPecna Ha nAsaTa uavMayHa BeHa oT
nABaTa UNMayvHa aptepusa n 6peMeHHaTa MaTka, NofyBaHeTo Ha
NeBMA Kpak e no-cycrnekTHo. Tpombo3aTta Ha WamMayHaTa BeHa
MOXKe fia ce MaHudecTupa ¢ n3onmpaHa 6onka B cefanuLieTo,
cnabuHata, xbnboka nnm kopema. Tpy KNUHWYHM NoKasaTtensa —
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noKanvsauua B IeBUA JONEH KpalHMK, >2 CM pasfivka B obu-
KonKaTa Ha mpaceua 1 MbpBU TPUMECTbP — AaBaT HeraTvBHA
npepckassawa ctoHoct 100% (95% Cl 95.8-100%), KoraTo He
€ Ha/vue HMUTO eAuH OT TAX, @ YNTPa3BYKOBOTO M3C/efBaHe Ha
[ONHWTE KpaiHuum e HeraTueHo.*'> ToBa NpaBuIo 3a B3eMaHe
Ha pelueHvie obaye ce HyXJae OT Banvar3aums B MPOCNEKTUBHM
npoyYBaHus.

11.4.2.2. [uazHo3a

D-pumep: BuxTe pasgen 11.4.1.2.

KomnpecnoHHa yntpasByKkoBa o6pa3Ha AuarHocruka
Ha BeHUTEe Ha AONHUTE KpallHMLmn: KoMnpecnoHHUAT ynTpas-
BYK e obpa3HaTa AuarHoCcTUYHa npouegypa Ha nsbop npwu 6pe-
MEHHM CbC CyCrneKkTHa Ab/I6OKa BeHO3Ha TpoM603a npu BMCOKa
YYBCTBUTESIHOCT 1 CcneundrnyHOCT 3a NpoKCcMManHaTa Abnboka
BEHO3Ha TPom603a, HO MPU MO-HUCKA 3a AWCTASIHU U Ta30BU
ObnboKM BEHO3HU TpomM603u. CepuiiHUTE KOMMPECUOHHMW Y-
Tpa3ByKOBU MpeLeHKn npu 6pemeHHocT B fieH 0, 3 n 7 gasat
BMCOKO HeraTvBHa Npefckasgalya ctonHocT 99.5% (95% Cl 97—
99%).416 XKeHu cbC cycnekTHa 4b/iboKa BeHO3Ha Tpom6bo3a npes
OpemMeHHOCTTa MoraT Aa 6bAaT NpeLeHeH Ypes n3cseBaHe Ha
D-pumep (BMXKTe No-rope) 1 KOMNPeCUoHHa yntTpacoHorpadus.
AKO Ce yCTaHOBM MpOKCMManHa Abn6oka BeHO3Ha Tpombo3a,
NleyeHneTo Tpabea Aa 6bae NPoLbIKEHO. AKO HAaYaNHUAT KOM-
NMpecroHeH yNTpa3ByK e HeraTueeH, TpAbBa Aa ce B3eMe npeg-
BWJ MarHWTHO-pe30HaHCHa BeHorpadua C Len U3KIYBaHe Ha
Ta3oBa Abniboka BeHO3Ha Tpombo3a. AKO KIUHMYHATA CyCrnek-
UMA e BUCOKA, @ HavasHaTa KOMMpPeCnoHHa ynTpacoHorpadus

HeraTVBHA, aHTMKoarynauvaTta Tpsabsa ga 6bae Npoab/IKEH],
a KOMMpecroHHaTa ynTpacoHorpapua noBTopeHa Ha 3-u n 7-u
AeH. AKO HavyanHaTa KIMHUYHA CYCrneKunsa e HUCKA, aHTuiKoary-
nauyusaTa Moxe aa 6bhe CnpsHa, a KOMNPEeCcMoHHaTa ynTpaco-
Horpadua NOBTOPEHa Ha 3-1 1 7-1 AeH. AKO KOMMpecroHHaTa
yNnTpacoHorpadus e NocToOAHHHO HeraTMBHA, MOXe Aa Ce U3-
Kntoun 4bnboka BeHo3Ha Tpombo3a.

11.4.2.3. JleyeHue

Mpw ocTpa Abn6oKa BeHO3Ha Tpombo3a neveHreto ¢ HMX B Te-
paneBTUYHM [03M CbOOPa3eHy C TeNleCHOTO Terno, TpAbBa fa ce
npwnara fiBa NbTy AHEBHO (BUXKTe neyeHue Ha bE).

11.5. Mpenopbkn

11.5.1. Nopxoa no Bpeme Ha pa)KaaHe

Mpwu eHn Ha neyeHue c TepaneBTnieH HMX paxxgaHeTo Tpabea
fa 6bhe nnaHMpaHo 3a okono 39-Ta ceagmuua C Len nsbareaHe
Ha p1CKa OT CMOHTaHHa POAOBa AENHOCT Ha GOHa Ha MbJIHa aH-
TUKoarynauus, Toin Kato HMX moxe ga 6bae camo otyactu He-
yTpanu3mpaH c npoTamuH cyndar.

[pn BUCOKOPWCKOBU XEHW Ha neyeHue C TepaneBTUYeH
HMX, Toin TpsbBa aa 6bae cMeHeH ¢ HOX Hai-manko 36 u. npe-
AV paxgzaHe, a nHody3nATa Ha nocneaHna aa 6bae cnpsHa 4-6 u.
npeau o4vyakBaHOTO paxkgaHe. [puno)KeHMeTo Ha pervoHan-
Ha aHecTe3us TPsAGBA Ja ce PbKOBOAM OT HOpManu3auuaTa Ha
aPTT. Mpn HUCKOPUCKOBU MEHW Ha JleyeHne C TepaneBTUYeH
HMX unu »xeHun Ha BUCOKOA030Ba NPOodUNAKTMKa, NPW YCSIoBrE

npenop'blm 3a npeBeHUNA N neyeHne Ha BeHO3eH Tpomﬁoemﬁonusbm

MpenopbKn

3a npeBeHUMA 1 NeyeHne Ha BTE npy 6pemeHHN NaumneHTKy ce npenopbysa HMX.'3

canapuH 0.5 mg/kg BeaHbxX AHeBHO).'

Mpu BUCOKOPUCKOBY »KeHY Ce NpenopbyBa NpuaaraHe Ha Cbo6paseHa C TeNeCHOTO Terno npodunakTuyHa goza HMX (Hanp. eHok-

6pemenHoct.t”

Mpn BCUYKYM XKeHU Ce NpenopbuBa JOKYMEHTVPaHa OLieHKa Ha puckosuTe ¢pakTopu 3a BTE npean 6pemeHHOCTTa Unu B paHHaTa

MpenopbuBa ce TepanesTMyHaTa fo3a Ha HMX aa ce 6a3vpa Ha TeNecHoTo Terso.

14

nnn LIJOK.21

Tp0M60ﬂ|/ITI/IL|,I/I 3a OBJlajABaHe Ha NauneHTn 6eno,qpo6eH embonnsbm ce npenopb4yBa CaMo Npu NaUNeHTKN C TeXKa XUNOTOHNA

Mpy BUCOKOPUCKOBU »KeHW ce npenopbyBa npemnHaBaHe oT HMIX kbm HOX Hai-manko 36 u. npefu paxkaaHe v cnvpaHe Ha nHoy-
3uaTa ¢ HOX 4-6 u. npeaun oyakBaHoTO paxkaaHe. Mpean pervioHanHa aHectesms aPTT Tpa6Ba fa 6bfe HOPManHO.

nocnegHata gosa HMX.22

Mpy HUCKOPUCKOBM XeHW Ha TepaneBTnieH HMX ce npenopbyuBa MHAYKLMA Ha Lle3apoBO ceveHre fa 6bae n3BbpLUeH 24 . cnep

npenopbyBa TpoMbonpodunakTrKa c HMX. 418

Mpw xeHn cnep in vitro pepTanzauma, ycnoxHeHa oT CMHAPOM Ha OBapuasnHa XunepcTumynaums, npes Nbpeua TPUMECTBP ce

CTaAuii Ha pogoBaTa nel?moctms

I'Ipm KeHW, KOUTO Ca Ha aHTeHaTallHa aHTUKoarynauus, TpﬂﬁBa Aa ce B3eme npensun aktuBeH noaxon ¢ OKCUTOUMH KbM TpeTuna

AKO KOMMPECMOHHVAT YNTPa3ByK e HeraTuBeH, TpA6Ba Aa ce B3eme NpeABuz NPUIOKEHVe Ha MarHUTHa pe3oHaHCHa BeHorpadus
C Uen AnarHoCTUKa Ha MesiBMKanHa TpoM603a, Npeay NpuiaraHeTo Ha KOMMIOTbPHA TOMOrpadcKa nyNMoHanHa aHruorpadus nm
BEHTUNALMOHHO-NIepdy3noHHa cumHTUrpadua.'®

Mpw xeHn Ha TepanesTryeH HMX Tpabea fa ce B3eMe npefBuz NIaHOBO paxxAaaHe 0Koo 39-Ta ceMuLa C Les n36ArBaHe Ha pucka
OT CMOHTaHa POJOBa EMHOCT Ha pOHa Ha MbJHa aHTHKoarynaLma (HMX ce HeyTpanusmpa camo YactuuHo ot npotamut).41°

Mpu 6peMeHHOCT He Ce NPenopPbYBAT AUPEKTHU NepopanHm aHTikoarynaHTn. 420

Hl

2 Knac Ha mpenopbKuTe.
® H1BO Ha AOKa3aTeICTBEHOCT.

aPTT = akTMBMpaHo napuuanHo TpombonnactnHoso Bpeme; HMX = HuckomoneKyneH xenapuiH; HOX = HedpakumnoHvpaH xenapuH; BTE = BeHO3eH Tpom-

60emMb0n13bM.
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Yye ce npunara TUNWYEH PEXMM ABa MbTU OHEBHO, BeyepHaTta
fosa HMX tpabsa ga 6bhe nponycHaTa, a MHAYKLUUATa Ha Le-
3apoBO ceyeHune Ja Obje U3BBPLUEHA Ha crefBaliaTta CyTPUH,
KaTo pervoHasnHaTa aHecTe3us TpabBa fa 6bhe cTapTMpaHa Haj
24 y. cnep nocnepHata fgosa HMX v npu ycnosue ye He ca 13-
non3BaHu ApYru IeKapcTBa, BNAELLM BbpXy KoarynauuaTa.

TepaneBTVMYHaTa aHTMKOarynauymsa e cBbp3aHa C NOBULLIEH
PUCK OT NOCTNapTasHa XeMoparus, Taka ye TPeTuAT CTaguin Ha
popnoBaTa AelHOCT TpAbBa BMHarM fa 6bae NoBNUABaAH aKTWB-
HO ¢ mognduumMpaHa fo3a okcuTounH. Hanocnepbk, 6ewe Ha-
npaBeH aHanu3 Ha edekTa oT gobaBsaHe Ha 2 IU okcuToumH 3a
5 min KbM CTaHZAPTHOTO NeYeHre C HUCKOA030Ba MHOY3UA 3a
4 4.[10 U okcnToumH B 500 mL ¢pusmonormnyeH cepym npunoxe-
HW i.v. cbC ckopocT 36 mL/h 3a 4 u. (12 mU/min)]. Jo6aBsaHeTo Ha
2 |U oKcnTOoUMH He e 6uno cBbp3aHO C NO-rofiAMa NpomsHa Ha
CbpPAEYHOCHAOBUTE MOKa3aTenuy, HoO 06emMbT Ha KpbBo3arybara
e 6un 3HaunTenHo no-manbk.'%> Hue npenopbusame aa ce n3-
Nosn3Ba MMEHHO Ha TO3M PEXIM.

12. JlekapcTBa no Bpeme
Ha GpeMeHHOCT N KbpMeHe

12.1. O6WM NpyHLUMNN

B TO31 pa3gen ce 0606LWaBaT BCUYKM MOAXOAALM NeKapCcTBe-
HW CpeAcTBa U MoTeHUManHaTa um yrnoTpeba no Bpeme Ha 6pe-
MEHHOCT 1 KbpMeHe. Bce olle HAMa KaTeropuyHu npenopbKu
3a fleyeHne Npu bpemeHHU xeHn. ToBa ce oTHacs 3a n3bopa Ha
noaxoAsLl MOMEHT 3a MHULMMPAHE Ha NleyeHneTo 1 3a n3bopa
Ha MegunKameHTuTe. TpsAbBa fa ce NpaBy CnpaBKa ¢ nHGopmauu-
ATa 3a NpefnucBaHe Ha nekapcTea B cneunduryHn 6asm JaHHK,
NMOCBETEHMN Ha OPEeMEHHOCTTA U KbPMEHETO (3a 6a3nTe AaHHN B
WHTEepPHeET, BMXKTe pasgen 12.3). Tolh KaTo SIeKapCTBEHOTO Jlieve-
Hue npe3 6peMeHHOCTTa 3acAra Maikara v nnoga, onumanHarta
uen TpsAbBa fa 6bae cbobpaseHa n ¢ ABeTe cTpaHu. Janu e He-
06X0AMMO [lafleHO NIEKAPCTBEHO fleYeHre 3aBUCK OT HEOTIOX-
HOCTTa Ha NoKasaHusTa.

B cnewHu cnyyawn, maiikaTta He TpabBa fa 6bae nuiwaBaHa ot
NeKapCTBa, KOUTO HE Ce NPENOPbYBAT OT MEXAYHAPOAHM areH-
LMK 3a ynoTtpeba no Bpeme Ha 6peMeHHOCT 1 KbpMeHe. TpsabBa
Za 6bhaT CbnocTaBeHU NOTEHUNANTHUAT PUCK OT AafeHO NleKap-
CTBO W €BEHTYasiHaTa NnoJsisa oT TepanuaATa C Hero.

12.1.1. dapmakoKMHeTMKa no Bpeme

Ha 6pemeHHOCTTa
Mo Bpeme Ha 6peMeHHOCT HAacTbMNBaT AbJIGOKN GU3NONOTUYHN
NPOMEHM, KOUTO MOTEHLUMANTHO MPOMeHAT abcopbuusTa, pas-
npeneneHneTo, meTabonusma u eKCKpeunATa Ha J1eKapCTBaTa.36
CJ‘IeJJ.BaU.lI/IHT CMACDHK pe3tomMmmpa Tesm NPoOMeHn:

CepOeyHocwv008a cucmema, 6esiu Opobose U Kpv8:

«  yBenuueHue Ha nnasmeHus obem, CIl, ynapHua obem u cbp-
[leyHaTa yectoTa

+  TOHVKEHa KOHLEHTpauns Ha CepyMHUA anbymMuH 1 cepym-
HOTO KOJTOMAHO OCMOTUYHO HanAraHe

+  MOBYLIABAHE Ha KoarynauuoHHUTe paktopu n prbpuHoreHa

+  KOMMpecws Ha [onHaTa Npa3Ha BeHa OT MaTkaTa

+  MOBWLLIABAHe Ha NPWIMBHUA 06EM N MUHYTHATa BEHTUNALMA.

YepeH 0po6, cmomax u yepsa:

+  MNPOMEHMV B OKCMAATUBHUTE YEPHOAPOOHN eH3VMK, Hanpu-
Mep MOBMLWEHA aKTUBHOCT Ha umtoxpom P450 eH3nmu,
Hanp. CYP2D6 n CYP3A4, rageHe 1 noBpbLyaHe

+ 3abaBeHO M3npa3BaHe Ha CTOMaxa
«  YAB/KEHO Bpeme Ha NMpemMyrHaBaHe npes TbHKUTe yepBa
«  racTpouHTecTUHaneH pednykc.

bvbpeyu:
+  MOBWLEHNE Ha 6BOPEYHNA KPDBOTOK U CKOPOCTTa Ha rNo-
MepynHa duntpaumsa.

Morat fa ce 13non3BaT pasNYHM N3TOYHULM Ha AOKa3aTen-
CTBa 3a LennTe Ha prckoBaTa Knacudurkaumsa Ha nekapcTeaTa
13rnosi3BaHa npes 6pemMmeHHOCTTa.

12.1.2. JlekapcTBeHM KnacoBe 13MnoJji3BaHu No Bpeme
Ha 6pemeHHOCTTa

12.1.2.1.  AHmukoazynaHmu

ButamuH K aHTaroHuctute n HMX nmat npegmmcTea U Hefoc-
TaTbLM NO Bpeme Ha 6PEMEHHOCT, KOUTO ca 06CbAEHN 1 B pas-
JennTe oTHacALWM ce 3a cneuyndryHy nokasaHus. CpaBHeHNETo
MeXJy NpoyyYBaHUATA € Bb3MPenATCTBAHO OT pPas3fiMyHuTe pe-
rmcTpauuu, a 3akmnyeHnATa OTHOCHO 6e30MacHOCTTa Ha Hu-
cKaTa fo3a BUTamuH K aHTaroHucT (BapdpapuH <5 mg AHEBHO)
B TeKyLUaTa iMTepaTtypa ca npoTuBopeUnBm,>196:217.219,223,227 By,
TamuH K aHTaroHncTuTe npemmHaBat npes niaueHTaTa u yno-
TpebaTa UM Npe3 NbpBUA TPUMECTbP MoraTKe [ia fJoBeje aT o
embpronatus (gedekTn Ha KpalHUUMTE M HasafsHa Xunonna-
3uA) npun 0.6-10% oT ciyyaute,16:218.219228 3amecTBaHeTo Ha BU-
TaMuH K aHTaroHmctute ¢ HOX unu HMX B ceammum 6-12 noutn
eNuMMHMPa pucka oT embpuonaTua. ima faHHKU, Yye pUCKBT OT
embpuonaTta ¢ BUTaMUH K aHTaroHUcTTe e 1 J030-3aBUCUM.
Cnopep fiBe CKOPOLUHM CUCTEMATUYHN MPOYYBaHNA Ce YCTaHO-
BABA, Ye pUCKDBT e 0.45-0.9% npu 6peMEeHHOCTM C HUCKa f03a
BapdapuH.?'”?1° B gonmbiaHeHMe KbM pucka OT embpuonartus,
KOWTO e orpaHuyeH Ao MbpBUA TPUMECTBP, KOraTo ce 13nons-
BaT BUTaMUH K aHTaroHMCTW, BbB BTOPUA 1 TPETUA TPUMECTbpP
MMa pUCK 1 OT pa3BuTue Ha petonatus B 0.7-2% OT ciyvauTte
(Hanp. aHoManuy Ha oynTe 1 LeHTpasiHaTa HepBHAa cUcTeMa ”
WHTpaKpaHwuanHa xemparus),216:219,223.228-230 Getonatus ce onwc-
Ba 1 npu neveHme c HOX, Ho He 1 npu HMX 3a uenus nepropg Ha
6pemeHHOCTTa.?'%?23 BarnHanHo paxaaHe, JOKaTo MalikaTa e Ha
BMUTaMVH K aHTaroHncTu, e NpoTrBONoOKasaHo, Mopaan prcka ot
WHTPaKpaHuanHa detanHa xemoparua.>?® 3a mankarta HacTbn-
BaT XeMOPArnyHMN YCIIOXKHEHVSA NPY BCUYKN pexumi.?'?

EdunkacHocTTa 1 6e3omacHoCTTa Ha pasnuyHute HMX ca
nokKasaHu B 0630p ¢ 2777 6pemMeHHM XeHu NeKyBaHU 3a Abnbo-
Ka BeHo3Ha Tpombo3a nnu BE. Puckbt oT pekypeHTeH BTE npu
n3non3BaHe Ha TepaneBTUYHM o3 HMX e 1.15%. Habnogasa-
HaTa yecToTa Ha rofiemuTe xemoparun e 1.98%. XenapuH-nHay-
UMpaHa TpoMOoLMTONEHUS e 3HaUMTeNHo no-psiaka ¢ HMX, ot-
konkoto ¢ HDX, koeTo ce oTHacA M 3a XxenapuH-MHAyUMpaHaTa
ocTteonopo3sa (0.04%).” Mpu KAMHWYHA Ccycnekyms 3a aAbnboka
BeHO3Ha Tpombo3a unu bE, Tpabea ga ce npunoxn HMX B Te-
paneBTUYHM 403U O U3KIIOUYBAHE Ha MarHosaTa c 06eKT1BHY
mMeToauU.

MoHunTOpMpaHeTo NMa OCHOBHO 3HauyeHve Mpy NaunMeHTr
HOCeL MexaHUyYHN Knanu nekyeaHn ¢ HMX (BvxTe pasgen 6),
HO foKas3aTenicTBaTa ca No-HeAcCHU npu naunenTn ¢ BTE. MNpea-
BM[ HEOOXOAMMOCTTA OT MOBKMLLABaHe Ha fjo3aTa C HanpeaBaHe
Ha 6pemMeHHOCTTa C LieNl noAAbpKaHe Ha onpefeneHo Teparnes-
TWUHO aHTK-Xa HMBO (MuK: 0.7-1.2 U/mL),2%#42! n3rnexga pasym-
HO onpefensHe Ha NMKOBMW aHTU-Xa HKBa npe3 6pemeHHOCTTa
1 npwu nauyneHTn ¢ BTE. ToBa ce oka3Ba ocobeHO onpaBaaHo,
npeasus ¢akta 4Ye Npu >KeHW nosydyaBawy NpPodUNakTUUHN
po3n HMX e HacTbnean BE.3% KakTto npu ynotpe6arta Ha HMIX ot
XeHV C MeXaHWYHY KNanu, MoXe 1a € Heo6Xo4MMO U3Mosi3BaHe
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Ha MUHUMaNHW HMBA U Cbobpa3sBaHe Ha YecToTaTa Ha Npuno-
XKEHVe C LleN NocTuraHe Ha 1oCTaTbyHa aHTUKoarynauua.2?
HOX He npemuHaBa npe3 nnaueHTaTa, HO B CpaBHEHVe C
HMX e cBbp3aH ¢ no-yecta TpomboLuTONeHNUs (TpombounTUTe
TpA6Ba Aa 6bAAT M3CNeABaHN Ha BCEKM 2-3 [HU), OCTEONOPO3a
1 MO-4eCTU anMKaumum npy NoAKoXHo npunoxeHve. HOX ce ns-
non3Ba TUMMYHO NPY OCTPO JiIeYeHNE Ha MacuBeH 6enoapobeH
emb0on3bM. VI3non3Ba ce 1 OKONO MOMEHTA Ha paXAaHe, ako
noAAbpKaHeTo Ha aHTMKoarynauma nma pellaBallo 3HayeHue
1 aKo Bb3MOXHOCTTA 3@ HEOT/IOKHO HeyTpanM3npaHe Ha aHTu-
KoarynaumaTta c MOMOLLTa Ha NPOTaMUH € NPeauMCTBO. B Te3u
ycnosua HMX Tpsa6Ba aa 6bae 3ameHeH ¢ iv. HOX He no-manko
OT 36 . Npean Npefn3BrKBaHE Ha POAOBA AEMHOCT UK Npean
nnaHMpaHo Le3apoBo paxaaHe. HOX Tpabea ga 6bae cnpsaH
4-6 4. Npefn O4YakBaHOTO pakAaHe M pecTapTupaH 6 4. cnep
paxAaHeTo, ako NINMCBAT XeMOpParnyHu yCJIOXKHEHNSA.

12.1.2.2. Tpombonumuyu

TpombonuTULMTE CE CYUMTAT 3@ OTHOCUTESHO NPOTVBOMNOKA3aHu
npes 6pemMeHHOCTTa 1 NeprnapTyma 1 TpAbBa Ja ce n3nonssat
€[MHCTBEHO NPU BUCOKOPUCKOBM MALMEHTKIN C TEXKA XMMNOTO-
HUA UK WOK.4%° PUCKBT OT XeMoparuis, Han-Beye OT reHUTanHus
TpakT, e okono 8%.%? Mma Hapg 200 onvcaHn nauueHTKY, npu
KOWTO e 13Mosi3BaHa NPefMMHO CTPENTOKMHA33, a HanoceabK
peKoMOVHaHTEeH TbKaHEeH NIa3MUHOreH akTMBATOp (anTennasa).
HvTO eaunH OT Te3n TPOMOBONMTMLM HE NPeMKHaBa Npe3 nna-
LeHTaTa B 3HauMmMun KonmyecTta. CbobLyaBa ce 3a 6% ¢eTanHa
3aryba 1 npexneBpemMeHHO paxgaHe npu 6% ot cnydante. 1
Korato ce npunara Tpombonusa, HacuwauwaTa fo3a HOX tpsabea
Ja 6bJe nponycHaTa 1 ja ce 3anoyHe nHoYy3na cbc ckopocT 18
U/kg/h, kKoATo fa ce Kopurnpa BHUMATeNIHO Cropef HUBOTO Ha
aPTT. Cnep cTabunusrpaHe Ha naumMeHTKaTa MOXe fa ce npemMu-
He oT HOX kbm HMX.

12.1.2.3. WIHxubumopu Ha pakmop Xa u mpom6uH
Jlnnceat nopxofAwm, fo6pe KOHTPOAMPaHN NPOYyYBaHMA Npu
OpPEMEHHM >KEHM.

DoHpanapuHyKC MHXMOMpPa UHAWPEKTHO aKTUBHOCTTa Ha
dakTop Xa upe3s cBbp3BaHe Ha ATIIl. ima HAKonko obcepBa-
LIVIOHHUN MPOYYBaHNA BbPXY M3MON3BaHETO Ha GOHAAMAPVHYKC
npe3 6pemMeHHOCTTa, KaTo Hal-ronamMoTo cbobuiaBa 3a [Job6pw
pesyntati npu 65 6pemeHHN, NeKkyBaHn C GoHAanapuHyKc.*3
Ynotpebata My MOXe fia ce Ma NpefBuz, ako VMa aneprus unm
HebnaronpuaTeH otroBop KbM HMX. EfHO npoyyBaHe e nokas-
BaJIo HE3HAUYMTENHO TPaHCMIALEHTapHO NpeM1HaBaHe Ha GpoH-
JanapuHykc,** Ho ca HeoGXxoAVMY MoBeYe AaHH 3a OL|eHKa Ha
prcKka oT BpofeHU MandopmaLuu.

PrBapokcabaH, gupekTeH dakTop Xa MHXMOUTOP, NpemMyiHa-
Ba Npe3 nnaueHTapHaTa 6apriepa v cnefoBaTesiHO He ce npe-
nopbuBa npes 6pemeHHocTTa. CrcTemaTyeH o630p Ha 137
6pemMeHHOCTU C laHHU 33 KIMHWUYHNA N3XOA OT 6pemMeHHOCTTa
pa3KpurBaT yectoTa Ha nomATaHe 23% (n = 31), NN1aHOBO NPEKbC-
BaHe B 29% (n = 39) OT c/iyyanTe 1 Bb3MOXHa embpuonatus B
2.2% (n = 3) ot cnyvanTe.*?

MNMoBeueTo 6pemeHHM ca 61K Ha ledeHne ¢ prBapoKcabaH
1 npebnajasar cyyanTe, B KOUTO NEPUOALT Ha ynoTpeba e 6un
orpaHvyeH Ao MbpBuA TPUMECTbp. PrBapokcabaH He ce npeno-
pbuBa cera npv 6peMeHHN NauneHTKn. pyru upekTHn Gaktop
Xa uHxnMbmTopw — KaTo anukcabaH, eaokcabaH v AVPEKTHUAT ne-
popaneH TPOMOUHOB MHXMOWTOP faburaTpaH — Cblyo He TpA6Ba
[a ce U3non3eat npu 6peMeHHN NaLneHTKN.

12.1.2.4. bema-adpeHepauyHu 6/10KUpAWU cpedcmea
beTta-agpeHepruyHmte 6NOKMpaLLM CPEACTBa Ca MO MPUHLMM
6e30nacHy Npu 6pemMeHHOCT, HO MoraT a 6bAaT CBbP3aHM C No-
rosifiMa 4yecToTa Ha orpaHuyeH GeTaneH pacTex 1 C XMMoramnke-
mus. MpegnounTar ce 6eTa-1-ceNekTUBHY NeKapcTBa,*?® ocseH
npwu torsade de pointe (BuXTe pa3gen 9),Tbi KaTo C TAX MMa Mo-
MaJika BEPOSTHOCT 3a 3acAraHe Ha MaTouHaTa KOHTPaKLUA 1 ne-
pudepHa Bazogunatauus, a Te BOAAT NO-PALKO 1 Ao 3abaBsaHe
Ha deTanHus pactex.*?’ Mpumepn ca meTonponon n Guconpo-
non. HecenektnBHUTe 6eTa-610Kepy, HaNprmMep aTeHoson, ce
CBbBP3BAT C MO-4eCTOo 3abaBsiHe Ha HAPACTBAHETO Ha nopaa. 27428
Cpep anda/6eTa-6nokepute, nabetanon e nekapcTso Ha n3bop
npu xunepToHus npes 6pemeHHocTTa, 80381 a kKapseaunon, Kon-
TO ce u3non3ea npu Tepanua 3a CH, B Hackopo Ny65nKyBaHO
Masnko npoyusaHe ¢ 13 mauueHTKW, MonydyaBany TOBa JeKap-
CTBO, He Ce [JOKa3Ba B/IUsHNE BbpPXY pacTexa Ha nnopa.*?’

12.1.2.5. VMIHxubumopu HA peHUH-aH2uomeH3UH—aa00CmepoHO-
eama cucmema: AKE-unxubumopu, APb, APHW u andoc-
mepoHo8U aHMAzoHUCMU
AKE-nHxnéutopute n APB ca TepaToreHHU 1 NpoTUBOMNOKa3a-
HY npe3 6pemeHHOCTTa.> OnucaHn ca 6b6peyHa UK TybynHa
amcnnasua, 6bbpeyHa HeloCTaTbUYHOCT, ONNFOXMAPAMHWOH, 3a-
6aBeH pacTex, HapylleHa yepenHa ocndukauma, benogpobHa
XMNOMNasns, KOHTPaKTYpu Ha roneMmn cTaBu, aHeMus 1 BbTpe-
MaTOYHa CMbBPT Ha nnoga. B cuctematnyeH o63op 48% ot 118
detyca nsnoxenn Ha AKE-nHxmbutopm 1 87% ot detycute ns-
noxkeHun Ha APB ca nmanu ycnoxHeHusa cBbp3aHu € ynotpebaTta
Ha Te3u MearKameHTI.3 Te3u NpenopbKM 1 AaHHN Ce OTHACAT U
3a APHW (caky6uTtpun/BancapTaH), Tbil KaTo cbabpxaT APB.
CnUpPOHONAKTOH He e NpenopbUUTENeH NPY XKeHW Mo Bpeme
Ha 6pemeHHOCTTa.3® EnflepeHoH ce CBbP3Ba C NOCTUMIJIAHTA-
LIMOHHU 3arybu B Hall-BMCOKaTa MpUSIOXeHa Ao3a Npwu 3anum u
TpAb6Ba Aa ce 13non3Ba npe3 6pemeHHOCTTa CaMo Npu AoKa3aHa
HeobXoanMOoCT.

12.1.2.6. Kanyuesu aHmazoHucmu

KA n3rnexxga He ca CBbp3aHu C NOBYLLIEHA YeCTOTa Ha BPOAEHM
aHOManVu Npu AeLa Ha Maiiku, nekysaHm ¢ Tax.36 B eiHo npoyu-
BaHe CbC 721 6pemeHHu, KouTo ca nonyyasanu KA npes Tpetus
TPUMeCTbp, ce CbobLLaBa 3a MOBULLEH PUCK (OTHOCUTENEH PUCK
3.6, 95% Cl 1.3-10.4) 32 HeoHaTanHy Npunagbun.3442° Quntna-
3eM e TepaToOreHeH Npu >XMBOTHU, @ MPY XOpa MMa CamMo OrpaHu-
YeHV JaHHW; Mopaan TOBa, ynoTpebaTta My npe3 6pemMeHHOCTTa
ce npenopbyBa CaMO ako MOTEHLUManHaTa Mon3a Haaxebpna
noTeHUManHMA pUcK 3a nnoga.>® Bepanamun ce cumta 3a gocra
6e3omnaceH no Bpeme Ha 6pemMeHHOCT 1 ce NPenopbYBa KaTo ne-
KapCTBO Ha BTOPW 1360p 3a KOHTPOJ Ha yecToTaTta npu MM n 3a
NleYeHne Ha ngmonatuyHa npoabvmkutenHa KT npu 6pemeHHN
xeHn.36

12.1.2.7. CmamuHu

CraTuHu He TpabBa Aa ce MpefnucBaT 3a JIeYeHre Ha Xunep-
nvnugemms npes 6peMeHHOCTTa UK B NEPVOAA Ha KbPMeHE,
Tbil KaTo 6e30MacHOCTTa M He e AoKasaHa. Bce nak, B 0630p
nybnukysaH npe3 2012 1. He ca OTKPUTK JOKa3aTencTea 3a Te-
PaTOreHHOCT Ha CTaTUHUTE, HO BpeaeH ebeKT He MoXe fa Obae
OTXBbpJIEH, MOpaav Manku pasmepn Ha nssaakute.35430 B npo-
CMEeKTUBHO KOHTPOIMPAHO NPOoyYBaHe Ha 249 deTycu U3noxeHu
Ha CTaTWHW YecToTaTa Ha AedeKTuTe NPU paxkhaHe He ca ce pas-
NNYABaNN CUTHUGMKAHTHO MEXAY CIlyuamnTe n KoHTponuTe, 36431
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12.2. Knacupmkauymsa
Ha US Food and Drug Administration

Ha 30 toHn 2015 . US Food and Drug Administration (FDA) npo-
MeHW 13no3BaHaTa Npeam ToBa KnacudrkauMoHHa cMcTema 3a
KOHCYNTUPaHe Ha 6peMEeHHU XeHN N KbpMeLLn Maikn Hy>Kaa-
el ce OT slekapcTBeHa Tepanus.*3 MpeguwHuTe Kateropum
oT A po X 6axa 3ameHeHn ot PLLR (Pregnancy and Lactation
Labelling Rule, MpaBuno 3a eTuketupaHe npu 6peMeHHOCT 1
KbpMeHE), KOETO OCUrypsiBa OnNmncaTenHo o6o6LLeHre Ha prcka
1 nogpo6bHa nHdbopmMauma 3a KNUHNUYHN JaHHW Y JaHHW NPY XKN-
BOTHW. PLLR ce npunara He3a6aBHO 3a NpeAnucBaHu IeKapcTBa
opo6peru cnep 30 toHm 2015 1., a npeaniuHuTe FDA kaTeropun e
TpAbBano fa 6baaT NpeMaxHaT! NpY BCUUKU APy NleKapcTBa
10 29 toHn 2018 . MpeanwHute FDA KaTteropuu e npucbcTaT
obaue B IMTepaTypaTa 3a NO-AbJIbI NePUOA OT BPeme 1 Mo Ta3u
npuunHa B Tabnuya 7 e papeHa nHopmauua no sete cucte-
MW. 3a nofpobHa akTyanHa MHPopMaLma BbpXY IEKapCTBEHUTE
CcpencTBa, U3Non3BaHy No Bpeme Ha 6PeMEeHHOCT U KbpMeHe,
Mons BUXKTe [onbAHUTENHU AaHHW/Yeb Bepcua Ha npenopb-
kute. MoppobHa nHoopmauna moxe Aa 6ble HamepeHa U Ha
www.ema.europa.eu/, www.accessdata.fda.gov, http://www.
embryotox.de nnu B eTuKeTa 3a NnpefAnncBaHe nNpefocTaBeH OT
npovissoguTenuTe.

B npeaviuHaTta knacndurKauma ca BKIIOYEHN Kateropmm ot A
(Ha-6e3onacHu) fo X (ycTaHOBEHa OMAaCHOCT: fia He Ce U3MoN3-
Ba!). M3non3BaHn ca cnepHWTe KaTeropum Ha flekapcteaTta rno
BpeMe Ha BPEMEHHOCT 1 KbpPMeHe, KakTo ca [afeHn B Npeno-
pbKuTe ot 2011 1.°

Kateropua A: foctaTbyHu 1 JOOPe KOHTPONMpPaHU MpoyY-
BaHWA He ca ycnenu Aa AeMOHCTpUpaT peTaneH pruck npes nbp-
BUA TPUMECTBP (M HAMA AOKa3aTencTBa 3a PUCK B CieABalyuTe
TpumecTpw).

Kateropua B: penpofAyKTVBHM MPOyYBaHWA MPU KUBOTHM
He ca ieMOHCTpupanu ¢peTaneH pUCK, HO HAMa KOHTPONMPaHU
NpoyyBaHUA NPU BpeMeHH XeHW, U PeNnPOAYKTUBHMI NPOYY-
BaHUA MpPW XXMBOTHMW Ca MOKa3anu HexenaH epekT, KOWTO He e
61N NOTBbPAEH B KOHTPONMPaHW MPOYYBaHNA NPU XKEeHN.

Kateropusa C: npoyyBaHuA NpU XMBOTHM Ca Pa3KpUIN Hexe-
naHun edpekTn BbPXy MJIOAa, HO HAMA KOHTPONMPaHW NpoyYBa-
HMA NPY KEHW, TN INMCBAT NPOYUYBAHUA NMPU XKEHUN U XKNBOTHMU.
JlekapcTtBaTa TpsAbBa fia Ce M3MON3BaT, CamMo ako NOTeHLManHnTe
Non3u HaAXBBbPNAT MOTEHLMANHUA PUCK 3a NIoAa.

Kateropus D: uma gaHHU 3a dpeTasieH p1UcK Npu YoBEKa, HO
nonsuTte oT ynoTtpebata npu 6pemeHHa }eHa moraT fa 6baat
NprYemMnunBK, Bbnpekmn prucka (Hamnp. neyeHmne Ha *KMBOTo3acTpa-
LIABaLLM CbCTOAHUA).

Kateropus X: npoyy4BaHusa Npu XMBOTHW UIN XOpa Ca AEMOH-
cTpupanu ¢peTanHy aHOManMKn, UMa faHHu 3a ¢peTaneH pUck Ha
6a3aTta Ha onuTa Npwu Xopa, Ux 1 ABETe, @ PUCKBT OT 13MON3Ba-
He Ha NIeKapCTBOTO NPY GpPEMEHHM eHV OTYET/IMBO HaAXBbPA
BCAKa Bb3MOXHa nonsa. JlekapcTBOTO e MPOTMBOMNOKasaHo npu
XeHU, KOUTO ca GpemMeHHU NNy MoraT ia 3abpemeHenT.

12.3. ba3sa AaHHN B UHTepHeT

ABTopuTe Ha 6a3aTta faHHM www.embryotox.de Ha Pharmako-
vigilanz- und Beratungszentrum fiir Embryonaltoxikologie kbm
Berliner Betrieb flir Zentrale Gesundheitliche Aufgabe ocHoBa-
BaT MPENOPBKUTE CUM Ha KOMOWHAUMA OT HAayUYHU U3TOUHULM,
€KCNepTHO MHeHMe Ha 6a3aTa Ha 06CepBaLMOHHY AaHW U TUYEH
ONWT NPV eHW Mo Bpeme Ha 6PeMeHHOCT U KbpMeHe. AHINIA-

cKaTa 6a3a gaHHM www.safefetus.com e cTpyKTypupaHa nogo6-
HO Ha repmaHcKaTa 6a3a fjaHHu.

12.4. GapmaueBTN4YHA NHAYCTPUA

YKaszaHuATa Ha npowvisBogmTennte ce 6as3mpat rmaBHO Ha GaKTa,
ue flekapcTBaTa He ca JOCTaTbYHO TECTYBaHU Mo Bpeme Ha 6pe-
MEHHOCT 1 KbpMeHe. Mopaau ToBa U MOPaAUN 3aKOHOBY NPUYK-
HW, NeKapcTBaTa Ce CYMTAT YecTo 3a 3abpaHeHu No Bpeme Ha
6PEMEHHOCT 1 KbpPMEHe.

12.5. Mpenopbkn

MpenopbKu 3a ynoTpe6a Ha ieKapcTBa NO Bpeme Ha
6pemMeHHOCT

Mpenopbku

Mpeav 3anoysaHe Ha papmMaKkonorMyHoO neve-
HVe Mo Bpeme Ha 6PEMEHHOCT ce Npenopbu-
Ba Aia 6be HanpaBeHa NPOBEPKa Ha AaHHWTE
3a KNMHWYHa 6e3onacHocT B Tabuya 7.

Mpu nunca Ha KAVHWYHM AaHHW 3a 6e30-
MacHOCT ce MpenopbyBa NPOBEPKa B eflek-
TPOHHaTa Tabnuua Ha nekapcrBata (Www.
safefetus.com) 3a NpegKAVHUYHM [aHHW 3a
6e30MacHoCT.

Mpw Annca Ha 3aA0BONUTENHY JaHHW 3a 6e30-
MacHOCT NPU YOBEKa B3EMAHETO Ha pelleHne
TpabBa fa ce 6asvpa Ha npodunuTe 3a nexkap-
cTBeHa epUKacHOCT 1 6e30MacHOCT Ha OTAeN-
HUTe N1eKapCTBa 1 Ha HalMYHUTE JaHHW Npu
KMBOTHU, a pelleHneTo TpabBa Aa ce B3eme
3aefHO C naymeHTKara.

Beue He ce npenopb4yBa B3eMaHe Ha pelleHne
camo Ha 6a3aTta Ha npeaviliHNTe Kateropmnmn Ha
FDA."

2Knac Ha npenopbkuTe.

®HuBo Ha JOKa3aTeNCTBEHOCT.

FDA = US Food and Drug Administration (AAMUHUCTpaLmA No XpaHu-
Te 1 nekapcTtBata Ha CALL).
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13. Jlunceawm goKasartesncrea

EnngemunonornyHm paHHm

EBponencknte ennaeMmMonormyHn AaHHW (Hanp. oT perucrpu
kato ROPAC) 3a xeHu cbc CC3 n n3xofa npu Tax, peTanHmAaT
PUCK MO Bpeme Ha 6peMeHHOCT 1 B MyeprepanHna nepuog ca
BaXHW M3TOUYHMUM Ha uHbopmauuma. Mima obave n oyeBmpaHa
Hy>K[la OT PaHAOMU3MPaHU KOHTPOMMpaHW M3nuTBaHuA. Mpun
XeHu cbe cneuyndryHn 3abonaBaHNA N3XOABT He e fobpe npo-
yUeH, a OTpakeHNeTo OT neyeHneTo ¢ 6eta-6nokepu npes bpe-
MEHHOCTTa JIMNCcBa.

OTpaxeHreTo Ha 6peMeHHOCTTa NPY XeHW C BPOAEHW 1
aopTHY 3abonABaHMA BbPXY AbNTOCPOUYHNTE MaltunHK 1 deTan-
HY pe3ynTaTu He e Aobpe NpoyyeHo.

OTpaxeHreTo Ha fleyeHneTo 3a GepTUANTET BBPXY YCII0X-
HeHuATa Npy 6pemMeHHOCT 1 13X0Aa NPU MalikaTa ocTaBa Hens-
BECTHO.

MexaHN4YHN KnanHu npoTesn

Mpn XeHn ¢ MexaHUYHW KnanHW MpPoTes3n NMNCBaT NPoCrek-
TUBHW MPOYYBaHUA, KOUTO CPaBHABAT Pas3fIMyHU aHTUKoary-
naumoHHn pexnmu. Vima HepeleHn Bbnpocn oTHocHo HMX,
BKJTIOUMTEIHO ONTUMASTHO aHTUN-Xa HMBA, 3HaYeHMne Ha NMMKoBUTE
CNpAMO NpefarMkauvoHHUTE HUBA, Hall-fobpuTe NHTepBanu
3a MOHMTOpUPAaHe Ha aHTK-Xa 1 06xBaT Ha ynoTpebaTa (Mbpsu
TPUMECTbP UK Npe3s uanata 6pemeHHOCT).

KopoHapHa apTepuanHa 6onecr

Mpn xeHn ¢ KAb e HeM3BeCcTHO HEOOXOAMMOTO BpemMe 3a Noc-
nepBala 6pemeHHocT creg M. OcBeH ToBa, ONTUMANHUAT
noaxop v npocneaasaHeTo npu naumeHTn cbe P-SCAD e ropeuy,
KNMHUYEH npobnem. ToBa BK/OUYBA PELLUEHNETO 3a UHTEPBEH-
LMOHasHa Tepanusa, KakTo 1 KOHCYNTauLMmMTe OTHOCHO prcKa OT
peungmBupaHe npu cneaBalm 6pemMeHHOCTH.

JlekapctBa
Be3onacHOCTTa Ha aHTUTPOMOOLMTHUTE NeKapCTBa U3MNON3BaH
cnep PCl npe3 6pemeHHOCTTa He e fobpe ycTaHOBEHa.

JInnceat paHLoOMV3VpaHN M3NWTBaHMA BbPXY ynoTpebata
Ha aHTVAPUTMUYHU NeKapCTBa Y UHTEPBEHLMU MO Bpeme Ha
6pemeHHOCT.

[aHHUTe 6a3umpalyn ce Ha NPOCNEeKTUBHY PaHLOMU3MPaHU
KNMHWUYHW U3NUTBaHWA NPY BPEMEHHN »eHU 3a OLeHKa Ha fe-
KapcTBeHaTa epUKacHOCT 1 6e30MacHOCT ca CUJTHO OrPaHNYEeHMN.
Te we ocTaHAT orpaHMYeHN B HAKOM 06M1acTX, NOpaan NpueTn
eTUYHN Hopmu. MoraT obaye fa 6bAaT HanpaBeHW NO-ronemu
yCUnnA Ypes NpoCnekTUBHU PerncTpy fa 6bae oTroBOPEHO Ha
ropeLyu TeMy OTHACALLM Ce 3a JIeUeHETO.

Heobxoarmu ca npoyuBaHuA nscneasawy GapmakoKmHe-
TUYHUTE MPOMEHMU MO BpeMe Ha 6PEMEHHOCTTa, KOUTO MoANDU-
UMpaT KNMHMYHATa JleKapcTBeHa epUKACHOCT.

Kapanomnonartun

Bce owe vma Hyxga oT no-noapobHo m3cnenBaHe Ha MKMIT.
MKMM Bkntousa JIK anchyHKLMSA, AbKalla ce Ha HAKOJKO pas-
JINYHU NpUYUHK 1 nopagaun ToBa MKMI He e gobpe onucaHa
eAvHuua. MoTeHUManbT 3a Bb3CTaHOBABAHE € YeCTO HeACeH,
a pucKoBeTe Mpu nocsiefBawy 6peMeHHOCTM He ca Jobpe on-
pepenenw. Mo oTHoweHre Ha ocTpata CH B KOHTEKCTa Ha 6pe-
MEHHOCTTa HAMa MOYTU HMKaKBU MOYMBALLM Ha JOKa3aTencrea
neyeHus. ima AcHa Heo6XOAMMOCT OT NMOBeye N3CeBaHNA.

C'bpﬂe"ll'la TPpaHCNNaHTaAuunA
OFpaHVNeHVI Cca N JaHHWUTE 3a 6peMeHHOCTI/1 npn NauneHTKn
e cbpheydHa TpaHcnnaHTaumA.

PaxxpaHe

HeO6XO,D,I/IMVI Ca N3NNTBaHMA 3a OLEeHKa Ha HUBOTO Ha npocne-
OABaHe Mo BpemMe Ha paxgaHe n Heo6XO}:|I/IMOT0 HMBO Ha MOHU-
TopupaHe cnep paxaaHe. OCBeH TOBa, He € ACeH ONTUMANHUAT
MeTO[ Ha paXxaaHe Npu BUCOKOPUCKOBW CUTYaLnn.

XvinepToHmA

Bce ole He e ACHO Januv neka—-ymepeHa XunepToHusa npes 6pe-
MeHHOCTTa TpAbBa Aa 6bAe nekyBaHa papmakonornyHo. Hacto-
AWMTE NPenopbKy ce 6a3npaT Ha eKCnepTeH KOHCEHCYC OTHOC-
HO NparoBeTe 3a UHMLMPAHE Ha aHTUXMMNEPTEH3UBHO JIEUEHME.
Mma Hy»[ia OT NpOCNEeKTUBHY, JOPU U OT 06CEPBALIMOHHY MPO-
yuBaHUA B Ta3n obnacr.

AnarHoCcTnYHM anropuTmMm

Heobxoanmu ca noBeue fJaHHN OTHOCHO AMNArHOCTUYHUTE asro-
pvTMK, NO-CNeumanHo MACTOTO Ha D-gumepuTte npu BTE. 3Have-
HMETO Ha MOHWUTOPVIHIa Ha aHTW-Xa CTOMHOCTMTE NPU NaUMeHTH
¢ BTE (neueHue) e HeusBecTHO. ViMa Hy/Aa OT NMpoyyYBaHMA 3a
ron3ata oT KOMOMHVPaHO M3MON3BaHe Ha MMKOBMW 1 MUHUMATHN
HMBa. JluncaTta Ha AaHHN OTHOCHO BpeMeTpaeHeTo Ha aHTMKoa-
rynauuaTa cnef pa>kaaHe e HepelleH Bbnpoc.

14. Knwo4yoBu nocnaHunA

« OueHkaTa Ha pucKka TpsBa Aa 6ble UHaMBMAOYanM3npaHa B
3aBMCMMOCT OT MoAJiexallaTa iMarHo3a, KamepHara v Knan-
HaTa GyHKUMA, GYHKUMOHANHWA KNac, HaNnymneTo Ha LuaHo-
3a, 6enogpobHOTO apTepuanHo HanAraHe u apyru Gaktopu.

+ [lokasaHuATa 3a HTePBEHUNA (XMPYPryHa Uax KateTbpHa)
npyY MHO3MHCTBOTO OT MaLMEHTUTe He ce pasnuMyaBa npu
XKeHV nnaHupaLy 6peMeHHOCT B CpaBHeHVe C Apyrv nauu-
eHTN. /IMa HAKONKO U3KNIoUYeHNs, KaTo onpefesieHa cTeneH
Ha aopTHa AunaTauma u Texka 6escumntomHa MC.

«  [purKeHun c ymepeH nnm BUCOK PUCK OT YCNOXKHEHNA Mo Bpe-
Me Ha 6pemeHHocTTa (C30 II-IlI, [l n IV) KoHcynTaymaTa npe-
AV 6BPEeMEHHOCT 1 MOBEAEHMETO NO BpemMe Ha BpeMeHHOCT U
OKOJ10 paXkJaHeTo TPA6Ba fja Ce OCbLUECTBABAT B eKCrepTeH
LeHTBbP OT MyNTUAUCLMIIIMHAPEH CbpAeYeH ekun 3a bpe-
MEHHWU.

«  HaBcrukM XeHn c BpoaeH  nnm apyru BEPOATHO FeHETUYHU
CbpAeyHun 3abonaBaHua TpsAbBa aa 6bae npepnoxeHa de-
TafiHa exokapguorpadus npes cegmmum 19-22 Ha 6pemeH-
HOCTTa.

«  [pe3 20-30 cegmuLa Ha 6pemeHHOCTTa TpAbBa fa ce CbC-
TaBMW M/aH Ha paXkJaHeTo C NogpPO6HOCT OTHOCHO UHAYK-
LuATa, NOBeeHNETO NpU pofoBaTa AeHOCT, PaXKAaHeTo 1
NnocTnapTasHOTO NpociefsABaHe.

- [pe3 40-Ta rectaynMoHHa cegmuua TpsbBa fa ce B3eme
npeasua MHAYKLUA Ha POAOBA AENHOCT NPU BCUYKM XKeHU
CbC CbpAeYHo 3abonaBaHe.

« BarvHanHoTO paxpgaHe e NbpBY M360P NPU MHO3UHCTBOTO
OT MauMeHTKNTe.

« [MokasaHuATa 3a L|e3apoBO CeyeHue ca:

- npeXaeBpemMeHHa pPofoBa AEMHOCT MNP NauUeHTKN Ha
nepopasHN aHTUKoarynaHTu

- arpecuBHa aopTHa natosiorua

- ocTpa pedpaktepHa CH
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- Texknm ¢opmm Ha BX (BKNOUMTENHO CUMHAPOM Ha
Eisenmenger)

MNpekbcBaHe HAa bpeMeHHOCTTa TpsA6GBa Aa 6be 06CbAEHO,

aKO VIMa BUCOK PUCK OT MaiuvHa MOPOUOHOCT U CMbPT-

HOCT n/unu peTanHa aHomanus.

BpemMeHHOCT 1 CbOTBETHO JleyeHue 3a GepTUInTeT ca Npo-

TMBOMOKa3aHu npwu »keHun cbec C30 knac IV.

BCruKM MaLMEHTKM C M3BECTHO CbPAEYHO UM A0OPTHO 3a60-

NAABaHe ce HYXAasT npeam rectaunsa Win npeam acucTupaHa

penpoayKTUBHA Tepanua OT N3CNeABaHNA U KOHCYNTUPaHe

OTHOCHO PUCKOBETE NPU GPEMEHHOCT.

CnepgHuUTe NauneHTKM TpsAbBa Aa 6bAaT CbBETBaHMW Aa He 3a-

6pemeHsBar:

- c onepauua Ha Fontan 1 gonbnHUTENHN KOMOPOUAHO-
CT1 (KamepHa JnchyHKLUA, apuTMUN UKW KNarnHa peryp-
rmTaugmsa)

- ¢bAX

- TeXKa cucteMHa KamepHa aucoyHkuma (O <30% wnu
NYHA knac llI-1V)

- TeXKa (pe)koapkTauusa

- CUCTeMHa AfiCHa Kamepa C YMEPEHO WM TEXKKO MOHUXe-
Ha KamepHa ¢yHKuuMA

- ¢bc cbpos Ehlers-Danlos

- C TeXKa aopTHa gunatauusa uny (aHamHesa 3a) aopTHa
avcekaums

- cTexka MC (gake n 6e3cmMnToMHa)

- naumeHTKn ¢ Texxka AC, KOUTO ca CUMNTOMHM, unu 6e3-
CYMMNTOMHU MaUUeHTKN C HapyweHa JIK dyHKumA mnm
naTonornyHa pabotHa npoba

- aKo JIK OV He ce Hopmanusmpa nNpu XeHu C npepLue-
cTBaLwa MKMIT.

YKeHn c mexaHMYHa KnanHa npoTesa ca C BUCOK PUCK OT Mali-

YrHa MOpPOMAHOCT (0COGEHO OT KJlanHa TPom6b03a 1 xemopa-

rns), a ake U CMbPTHOCT, U TpAGBa Ja 6baaT 06rprKeHn ot

CbpAeUeH ekunn 3a 6pemMeHHY B eKCNepTHU LieHTPOBeE.

HMX TpsbBa fa ce 13non3ea, CaMo KOraTo MMa JOCTbM O

eXxxeceaAMNYHO MOHUTOPVIPAHE Ha aHTK-Xa HIBa C Kopurmpa-

He Ha Jo3aTa.

»KeHn cbc CH no Bpeme Ha 6pemeHHOCT TpsA6Ba Aa 6baaT ne-

KyBaHW B CbOTBETCTBME C aKTyaJIHUTE NPENOpPbKN Mpu He-

GpemMeHHY NauMeHTy NpPY 3a4nTaHe Ha NPOTNBOMOKa3aHNA-

Ta 3a HAKOW JleKapCTBa npe3 6peMeHHOCTTa (BUXKTe Tabnuua
,[penopbKM 3a NekapcTBeHa ynotpeba npes 6pemeHHOCT-
Ta"). Korato e Heo6x0ANMO UHOTPOMHO WA MO-MOAEPHO fe-
YyeHue, NpenopbKMTe Ca 3a TPAHCMOPTUPaHe [0 eKcnepTeH
LEeHTBP.
Mpenopbusa ce xeHute ¢ AIKMIM n CH ¢ HamaneHa O pa
6baaT MHPOPMMPaHN OTHOCHO PUCKA OT BJIOLLIABaHE Ha CbC-
TOAHMETO NO Bpeme Ha 6peMeHHOCTTa 1 NepunapTasnHo.
Mpw eHn ¢ MKMI n JKMIT He ce npenopbuBa nocsensalya
6pemeHHOCT, ako JIK He ce Hopmanu3upa.
Mpu nayneHTn ¢ BpogeH abnbr QT CMHAPOM 1 KaTexonamu-
HepruyHa nonumopdHa KT ce npenopbyBaT 6eTa-610Kkepun
o Bpeme Ha 6pemMeHHOCTTa 1 post partum.
Mpn BCMUKM XeHW C nepcucTupawia enesauma Ha AH
>150/95 mmHg ce npenopbyBa MHULUNPAHE Ha aHTUXMMEep-
TEH3UBHA NleKapCTBEHa TepanuaA, KakTo M Npu CTOMHOCTU
>140/90 mmHg, ako »keHaTta e C:
—  recTauvoHHa XUNepToHMsA (C un 6e3 NpoTenHypwus)
- npepLWecTBalla XMMNepTOHWA CbC CyneprnoHMpaHe Ha
rectaly/OHHa X1nepToHUA
—  XVUNepPTOHMA CbC CYyOKNNHMYHO OPraHHO yBpeXxaHe unm
CUMMTOMATHMKa MO BCAKO Bpeme npe3 6pemMeHHOCTTa.
KeHn ¢ BUCOK Unn ymepeH prcKk oT npeeknamncua Tpabsa
fa 6bAat nocbBeTBaHM fa npuemat 100-150 mg aueTtusnca-
IMLMNOBA KNCeNMHA exkeiHeBHO OT 12-Ta ceamumLa Jo cea-
Muua 36-37 B JONDBJIHEHNE KbM TAXHOTO aHTUXUNEPTEH3UB-
HO neyveHwe.
3a fleyeHne Ha XMNepToHUA NP GpPemMeHHOCT ce NpenopbY-
BaT MeTungona, nabetanon, n Kanumesn aHTaroHUCTN.
HMX e cpenctBo Ha 1360p 3a NPodUNaKTMKA U leYeHre Ha
BTE.
Tpombonutnum 3a neyeHme Ha TpomboembonM3bM TpsbBa
Za ce M3non3BaT camo MpPU MALMEHTU C TeXKa XUMOTOHUA
WA LUOK.
B cnyuait Ha cnewHoCT, nekapcTBa, KOUTO He ce Mpenopby-
BaT OT papmaLieBTMYHaTa MHAYCTPUA No Bpeme Ha bpemeH-
HOCT 1 KbpMeHe, He TpAbGBa Aa ce crnecTABaT Ha MalKaTa.
MoTeHUManHUAT PUCK OT JafeHO IeKapCTBO M Bb3MOXHaTa
rosn3a oT TepanuATa C Hero TpAbBa fa 6bAaT CbNoCTaBeHn
nomexay cu.

15. MocnaHunsa ,KakBo Aa npaBumM” 1 ,,Kakso fia He npasum” ot NMpenopbKuTe

Mpenopbkn

Knac® | HueoP

06WM NnpenopbKn

Mpn BCUYKM KEHN C M3BECTHU UM CYCMNEKTHW BPOAEHW MW NPUAOOUTI CbPAEYHOCHAOBU 1 aOPTHU 3aboNnABaHNA e nokasaHa

npearectayMoOHHa OLUeHKa Ha pUcKka u O6Cb>Kp,aHe.39

I'Ipenopbqsa Ce BNCOKOPMNCKOBW NauyMeHTKN Aa 6'b,an JIeKyBaHW B creynann3vipadHn LeHTPOBE OT MyNTUANCUNNIIMHAPEH eKnm:

cbpAaeveH eknn 3a 6|C)eMeHHI/I.39

EXOKapnmorpadwm ce npenopbyBa Npu BCAKa 6pemeHHa nauymeHTKa ¢ HeU3ACHEHN UK HOBU CbpAeYHOCDHA0BU MPU3HaUnM Unn

CMMNTOMN.

Kato nbpBn |/|360p npuy NnoBeyvyeTo NalyneHTKN ce npenopbyBa BarMHaaHO paXKaaHe; BUXKTe No-Aony Hal-BaXXHUTE N3KJTIOUYEHUA.

96

Mo BpeMe Ha pPaXAaHeTo He Ce MPenopbyBa NPOGUNAKTUYHA aHTUBMOTINYHA TepanyA 3a npeanassaHe oT eHgokapauT.' '

(Mpodwxasa)
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(MpodwvxeHue)

Mpenopbkn

Knac?

Huso®

MpenopbKn 3a 6peMeHHOCT Npu 6enoApo6Ha XMNEPTOHNA NN BPOAEHUN CbpAAeYHM 3a6onaBaHNA

MpenopbuBa ce AACHa CbpAeyHa KaTeTepu3aLsa C Lien NoTBbpKAaBaHe Ha guarHosata npum bAX (rpyna 1). Ta moxe Aa 6bae n3sbp-
LeHa no Bpeme Ha 6peMeHHOCTTa,HO MPU MHOTO CTPOrM NoKasaHus, 1360p Ha ONTUManeH MOMEHT ¥ 3aluTa Ha nnoga.'”

He ce npenopbyBa 6peMEHHOCT NPY NALNEHTKN C BAX.?

Mpu nauveHTKn ceg onepauys Ha Fontan 1 BCAKO NprApy»KaBallo yCIOXKHEHVe He Ce NpenopbyBa 6pemMeHHOCT.

I1penop1>|(u 3anoBefeHune Nnpn aopTHn 3abonABaHusA

Bcuyku aopmHu 3a6onaeaHus

MpenopbuBa ce obpasHa AMarHocTrka Ha yanata aopta (KT/AMP) npean 3abpemeHABaHe Npu NauMeHTKN C reHETUYHO [oKa3aH
A0pPTEH CUHAPOM UMK C N3BECTHO a0OPTHO 3a6onssaHe.”>

KoraTo »eHa ¢ (aHaMHe3a 3a) AuceKaLmns Ha N3BeCTHa a0PTHA AWaTaLMs UV FeHETUYHO NPeapasnoNioKeHVe KbM AvceKauus 3a6-
pemeHee, NPenopbKUTE Ca 3a CTPOT KOHTPO Ha apTepranHoTo Hansrave.'8

Mpu NaLMeHTKN C AnnaTaums Ha Bb3X0AsLLaTa aopTa Mo BpeMe Ha BpeMeHHOCT 1 6 MeceLa post-partum ce npenopbyBa KOHTPOJIHA
exoKapamnorpadcka o6pasHa AUarHOCTUKa Ha BCeK 4—12 ceMULM (B 3aBUCMMOCT OT AUarHo3ara U TeXeCTTa Ha gunatauuara).' ¥4

MpenopbyBa ce NpW BCUYKM XEHW C AUnaTauua Ha aopTaTa unuv (aHamHesa 3a) aOpTHa AvceKauma pax/jaHeTo fa cTaBa B ONUTeH
LieHTbP CbC CbpAeYeH eKuM 3a 6peMeHHU, KbETO € HanuLie KapAnoTopaKanHa Xmpyprus.

I'Ile nauveHTKn ¢ Bb3xogAlla aopta <40 mm ce npenopbyBa BarmHaaHo pa>K,ane.96

CneyuguyHu cuHOpomu

BpPEMEHHOCT He Ce MPenopbYBa NPU NaLNeHTKM cbe cbaos Ehlers-Danlos cuxpgpom.2®

npenopbKu 3anoBefeHVe Npy HATUBHU KJlaNnHN CbpAeYHn 3abonaBaHuA

Mumpanna cmerosa

Mpu NauMeHTKN CbC CUMMTOMATUKA WU MYSIMOHAJHA XUMEPTOHUSA Ce MPenopbyBa OrpaHMyYeHa akTUBHOCT 1 6eTa-1-CenekTUBHM
6nokepu.>204

,[ll/lypeTI/ILl,I/I ce npenopbyBaT NpU NEPCUCTUPaHE Ha 3acTOMHA CMMNTOMATUKA Bbnpekn 6eTa-6n0Kep|/|Te.5

Mpw nauveHTkn ¢ MC 1 KnanHa nnowy <1.0 cm? ce NpenopbyBa MHTEPBEHUMA NPean 6pemMeHHOCTTa.

B cnyuant Ha MM, neBonpeacbpaHa TpoM603a v npefwecTsaly eM6o1M3bM ce MpenopbyBa TepaneBTNYHa aHTUKoArynaums ¢
XernapuvHu nnu BUTaMuH K aHtaroHucTu.

AopmHa cmeHo3a

NHTepBeHUMA ce npenopbyBa Npean 6pemMeHHOCT Npy naureHTKy ¢ Texka AC, Korato npu paboTHa npoba pa3suBaT CUMNTO-
MaTuKa.

WHTepBeHLMA ce npenopbyBa Npeav 6peMeHHOCT Npu NaumneHTKN ¢ Texka AC, ako e Hanuue JIK gucoyHkuyma (JIK OU <509%)204

MHTEpBeHLl,VIﬂ ce npenopbyBa npean 6peMeHHOCT npuv NayneHTKN C TEXKa AC, korato npun pa60THa np06a pa3BmBaT CMMNTOMaTKKa.

XpoHu4yHu pez2ypaumayuoHHuU 1esuu

XI/IpprVIHHO neyeHve npean 6peMEHHOCT cenpenopbyBa NpPu NaUMeHTKN C TeXXKa aOpPTHa NN MUTPasHa peryprutayma CbC cmmn-
TOMM Ha HapylleHa KaMepHa d)yHKLl,I/Iﬂ nnn KamepHa }Z\VlﬂaTaLl,I/Iﬂ.204

MepgurumHcKa TepanuaA ce npenopbysa Npun 6peMeHHM EeHW C peryprntauMoHHN nesnm, Korato ce noAsn CMMNTomMaTuKa.

lMpenopsKu 3a noeedeHue npu cbpdeyHU KNanHU npomesu

ﬂpenopqua Ce KnanHaTta npoTe3a 3a XeHa nnaHnpatla 6peMeHHOCT Aa 61>,qe V|36paHa upes o6c1>>Kp,aHe B CbpAeYeH eknn 3a 6peMeHHI/I.

MpenopbuBa ce 06Cy»KBAHETO Ha KEHM C MEXAHMYHU KNaMHU NPOTe3M Aa Ce U3BbPLUBA B LLEHTbP CbC CbPAEYEH eKNM 3a 6pemMeHHN.

AKO pofioBaTa 1eiHOCT 3anoyHe Ha poHa Ha BUTaMMH K aHTaroHMCT nam B pamKIUTe Ha MO-Masko OT 2 CeAMULN CIIeA CNPAHETO My,
NpenopbyBa Ce Le3apoBo ceueHme.

B 36-Ta cegmuLa Ha 6peMeHHOCTTa ce MpPenopbYBa CNPaHe Ha BUTaMVH K aHTaroHncTy n ctaptupaxe Ha BeHo3eH HOX B cbobpa-
3eHa fjo3a (aPTT = 2x KoHTposa) unu npurogeHa fosa HMX (BuxTe oTaeNnHy npenopbKu) B 36-Ta recTalMoHHa ceamuua.

(Mpodwxasa)
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Mpenopbkn

MpenopbuBa Ce fa ce NPefBUAN MOMEHTBT Ha PaXAaHe C Len ocurypssaHe Ha 6e3onacHa 1 epeKTrBHa NepunapTanHa aHTMKoa-
rynauus.

MpenopbuBa ce He3abaBHa exoKapAMorpadus Npu KeHn C MEXaHWYHY KNanHu NpoTe3un NPeacTaBaALLM ce C AUCTHen U/unn em6o-
JINYHO CbOUTHE.

Mpy XeHn HyXAaewm ce OT HUCKA [03a, Npe3 BTOpWA W TPeTus TpUmecTbp Ao 36-Ta ceAMuua, ce npenopbysaT BUTamuH K
C
AHTaroHNCTU.

A

lMpenopsKu 3a npu KopoHapHa apmepuanHa 6onecm

EKI 1 M3cnieiBaHe Ha TPOMOHMHOBY HUBa Ce MPENOopPbYBa, KOraTo 6pemMeHHa XeHa UMa rpbaHa 6onka. 238

[MbpBrYHA KOPOHAPHA aHTMOMIACTUKA CE MPEeNnopbYBa KaTo NPeAnoYMTaH METOA Ha penepdy3noHHa Tepanus npyu OMU ¢ nepcu-
cTupalia ST-eneBaLya no Bpeme Ha 6pemeHHOCT.3

Mpwy Maikn, KOUTO NpremMaT aHTUTPOMOOLUTHY CPEACTBa Pa3NIMYHM OT HUCKA A03a aCUPUH, MOPaAM urca Ha AaHHU (BUXKTe pas-
nen 12) He ce NnpenopbyBa KbpMeHe.

lMpenopwsKu 3a nogedeHue npu KApduomMmuonamuu u cspdeyHa HedocMams4yHOCM

AHTMKOArynaums ce npenopbyBa Npu NaLMeHTKN C BBTPECbPAEYEH TPOMO OTKPUT Ype3 06pa3Ha ANarHoCTUKa UM faHHU 3a CUC-
TemeH emGonnzbm. 280

MpenopbuBa ce neveHne npu xeHu cbc CH no Bpeme Ha 6peMeHHOCTTa B CbOTBETCTBUE CbC CEralHMTe MPenopbKu Npu He-
6peMEHHM NaLMEHTKI NPU eJHOBPEMEHHO 3auMTaHe Ha NPOTUBOMOKA3aHUATa 3a HAKOW NeKapcTBa Npu 6pemeHHOCT2%3 (BuxTe
Ta6bnuya 7).

Mpenopbusa ce nHGopmmpaHe Ha xeHnTe cbc CH ¢ HamaneHa OU 3a prcka OT BOLWABaHE Ha CbCTOSIHMETO UM MO Bpeme Ha 6pe-
MEHHOCT 1 nepunapTym.2®

MNpu nauymenTkn ¢ MM ce npenopbyBa TepaneBTNYHa aHTUKoarynauma ¢ HMX n ButammH K aHTaroHucTu B 3aBUCMMOCT OT CTaauA
Ha 6pemMeHHOCTTa.

Mpu CH c HamaneHa ®U ce npenopbyBa NpoAbIIKaBaHe Ha 6eTa-610KepUTE NPU KEHM, KOMTO Ca I'i B3eManu npean 6pemMeHHOCTa,
WSIN BHUMATENHOTO MM BKJTIOUYBaHe Mpu NepcmcTmpaHe Ha CUMNTOMaTrKaTa.

Mpw nauveHTky ¢ NMKMIM n IKMI BbB BCUYKM Clyyan ce MpenopbyBa KOHCYNTaLuUA 3a pUCK OT pelieMBupaHe npu cneasalia bpe-
MEHHOCT, AOPW U Cnef Bb3cTaHoBABaHe Ha JIK dyHKumA.

XKmn

Mpw nauventkn ¢ XKMIM cbc CH n Hamanena OU ce npenopbyuBa NpofbixkaBaHe Ha 6eTa-610KkepuUTe NpU XeHNTe, KOUTO ca v
n3nonssanu npean 6pemeHHocTTa.313

Mpenopbku 3a noBefieHNe NPV apUTMU

Ocm®sp no0x00 (6eHO3HO NpuJioXKeHUe Ha Jlekapcmea) npu HadkamepHa maxukapousa u [TM

pu BCAKa TaxmKapana C XeMOAUHAMMNYHA HeCTabUAHOCT 1 Npu npeekcuuTrpaHo MM ce npenopbyBa He3abaBHa enekTpuyecka
Kapanosepcna.12,306

HAwvnzocpoyeH nodxod (nepopanHo npusoxeHue HA 1eKapcmea) npu HadkamepHa maxukapous u [TV

3a npeBeHUMA Ha HagKamepHa TaxMKapaua Npu naymeHTkn 6e3 npeexkcyutauma B EKI npu nokoii ce npenopbusat 6eTa-1-cenek-
TUBHY 610Kepy 1Nv Bepanamumi. <

3a NpeBeHLNsA Ha HafjKaMepHa TaxvKapaua Npu naureHTki ¢ WPW cHapom ce npenopbyBsaTt dnekanHuae unn nponadpeHoH. 12

3a KOHTPOM Ha YecToTaTa Npu NPEeACbPAHA Taxukapaua uv MM ce npenopbyBaT cenekTUBHMU 6eTa-6nokepn.'?

Ocm®p No0x00 (6eHO3HO NpuUJIoXKeHUe Ha Jlekapcmea) npu KamepHU maxuapummuu

Mpu NPogbKUTENHA HecTabuUHa UK cTabunHa KT ce npenopbuBa HesabaBHa enekTpuyecka kapanosepcus.’?

Hvnzocpoyer nodxood (nepopanHo npusnoxeHue Ha 1eKAPCMEa) npu KAMepHU maxuapummuu

BeTa-6noKMpaLu cpeficTBa ce NpenopbyYBaT Mo Bpeme Ha 6peMeHHOCT 1 post-partum npu naumeHTKN ¢ Ababr QT ciHApOM nnn
KaTexoflaM1HepruyHa NoaMMopdHa KamepHa Taxukapama.’

(Mpodsxasa)
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A

Mpenopwsku 3a npu xunepmoHus

Mpu XeHn ¢ BUCOK nAn yMmepeH pucK OT npeeknamncus, oT ceamnua 12 o ceamunum 36-37, ce npenopbyBa HNCKa A03a acNUpUH
(100-150 mg ,ElHeBHO).347’348

Mpw XKeHn ¢ recTalMOHHa XMNEPTOHMA U NpeALlecTBalla XMNePTOHNA C HaclloeHa recTalMoHHa XMNePTOHUA, WU C XMMNepTo-
HMA 1 CYOKIIMHUYHO OpraHHO yBpeXAaHe Uiy CUMMNToMaThKa ce NpenopbyBa MHULMMPaHe Ha nekapcTBeHo neyeHune npu CAH
>140 mmHg nnn JAH >90 mmHg.185 BbB BCMUKM OCTaHanu cnyvyan MHULMMPAHE Ha NeKapCTBEHO JleyeHre ce NpenopbyBa Npu
CAH 2150 mmHg vnun 1AH =95 mmHg.348'3'75

CAH 2170 mmHg nnn JAH =110 mmHg npu 6pemeHHa eHa e CneLwHO CbCTOAHME U Ce MpenopbyBa XoCnuTann3aumsa.

MeTunaona, nabeTanon v KanumeBy aHTaroHNCTY Ca lekapcTeaTa Ha U360 3a IeUeHNe Ha XUNepToHA npes 6pemeHHocTTa,> 372382

Mpu npeeknamncus ¢ HeGNAroNPUATHN CbCTOAHUSA, KAaTO 3PUTESTHI HAPYLIEHUA U XEMOCTa3HU HapYLIEHNSA, Ce MPenopbyBa yc-
KOpEeHO paxaaHe.

I'Ipvl TeXKa X1nepToHMA Cce NpenopbyBa JIeKapCTBEHO jiedeHne C BEHO3eH na6etanon unn nepopasnHo C meTungona nin HI/I(I)EFWII'WIH.51

A

lMpenopwsKu 3a

npu pom60-embonu3esM

3a npeBeHUA 1 eveHmne Ha BTE npy 6pemeHHM NaLneHTKN ce npenopbyBa HMmX.13

Mpwy BUCOKOPUCKOBU eHu ce NpenopbyBa NnpuiaraHe Ha cbobpaseHa ¢ TenecHoTo Terno npodunakTryHa gosa HMX (Hanp. eHok-
canapviH 0.5 mg/kg BeAHBX ,U.HeBHO).B

MpenopbuBa ce TepaneBTUYHaTa fo3a Ha HMX aa ce 6a3npa Ha TenecHoTo terno."

TpOM60]'IVITVILlVI 3a OoBJlafjABaHe Ha NauneHTn 6€ﬂ0Ap066H embonn3bMm ce npenopbyBa CaMo Npu NaUMNeHTKN C TeXKa XMNOTOHNA
VNN LWOK.

pu BUCOKOPUCKOBM XeHW ce Npenopbysa npemuHaBaHe o HMX kbm HOX Hall-manko 36 4 npeau paxkaaHe n cnvpaxe Ha nHdysu-
AaTa ¢ HOX 4-6 u. Npefn 04akBaHOTO paxaaHe. [pean pervoHanHa aHecte3us aPTT Tps6Ba Aa 6bae HoOpMasHo.

lpenopsku 3a ynompeba Ha nekapcmea no peme Ha 6pemeHHocm

Mpeay 3anoyBaHe Ha GpapMaKoNOrMyHo neyeHme No Bpeme Ha 6pemeHHOCT ce NpenopbyBa fAa 6bAe HanpaBeHa NpPoBepKa Ha Aa-
HHWTE 3a KNHMYHA 6e3onacHocT B Tabauya 7.

Mpu nunca Ha KAMHUYHM AaHHW 338 6e30MacHOCT ce MpenopbyBa MPOBEpPKa B efeKTPOHHaTa Tabnuua Ha fnekapcreata (Www.
safefetus.com) 3a npeaKNMHMYHYU AaHHU 33 6€30MaCHOCT.

Beue He ce npenopbyBa B3eMaHe Ha pelleHne caMo Ha 6a3aTta Ha NpefuwWHKTe Kateropum Ha FDA.

2Knac Ha npenopbKuTe.

®HuBO Ha fiOKa3aTeNCTBEHOCT.

cHucka po3a ButammH K aHtaroHncT: BapdapuH <5 mg/aeH, beHNpoKyMoH <3 mg/AeH nnuv aueHoKyMapon <2 mg/feH. Bucoka fo3a ButamuH K aHtaro-
HUCT: BapdapuH >5 mg/aeH, peHNnPoKyMOH >3 mg/aeH nnu aueHoKymapon >2 mg/aeH.

dCpepcTBa 6nokupalyy AV Bb3en He TpAabBa fa Ce 13Mo3BaT Npu NaumeHTy ¢ npeekcuutauua B EKI npy nokon nnv npu npeekcuutrpaxo M.

elpwu HAKOWU NpeACbPAHV TaxvKapAnun GrekanHug n nponadeHoH Tpabea fa 6baaT KOMOUHUPaHK CbC cpeacTBa 6riokvpatym AV Bb3en, Ho TpAbBa fa ce
M3KIIoUaT CTPYKTUPHM CbpAeUHn 3a60nABaHUA, MOHWKeHa neBokamepHa GyHKLUA 1 6eapeH 6110oK.

Knac Ill nekapcTtBa He TpsbBa Aa ce n3non3sat npu yabmkeH QTc. KapanosepcuaTa Ha [NTM 1 npeacbpAHOTO TpenTeHe TpAbBa Mo NpUHLUMN Aa ce npegLue-
CTBa OT aHTUKOarynauyms (Bu>kte no-gony).146

M = npeacbpaHO MbxAeHe; aPTT = akTMBMpPaHO NapumanHo TpombonnacTmHoso Bpeme; AC = aopTHa cTeHo3a; KT = KomnioTbpHa Tomorpadus; JAH =
[ANacTONHO apTepuranHo Hanarave; JKMI = gunatatneHa kapumomuonaTus; EKT = enektpokapguorpama; FDA = US Food and Drug Administration; XKMTI1
=xuneptpoduyHa kapanomuonatna; HMX = HuckomonekyneH xenapuH; JIK = nesokameper/a/o/u; JIK OV = neBokamepHa nstnacksatia ppakuus; AMP

= AApPeHO-MarHuTeH pe3oHaHc; MC = MmuTpasnHa cteHo3a; BAX = 6enofgpobHa aptepuranHa xuneptoHus; MKMI = neprnapTanHa Kapguommonatus; CAH =
CUCTOJIHO apTepuranHo HanaraHe; OMU c nepcuctupalla ST-eneBauma = oCTbp MUOKapAeH MHPapKT ¢ nepcuctupalla ST-enesauyma; HOX = HedppakLnoHu-
paH xenapuH; KT = KamepHa Taxvkapaus; BTE = BeHo3eH Tpomboembonunsbm; WPW = Wolff-Parkinson-White.
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