NynmoHanHa (6enoapobHa) aTpe3us ¢ MexayKkamMmepeH

aedexkr

UHgbopmayuoHHU NTUCMOBKU 3a nayueHma — Kakeo e 0obpe Oa 3Ham, Kakeo 0a rnornumam.

Tasu nuctoBka nma 3a uen ga Bu nomorHe aa pasbepeTte kakBo NpeAcTaBnsBa NyfMoHanHa
aTpesus ¢ MexaykamepeH gedekt (pulmonary atresia ventricular septal defect — PA-VSD),
KakBu nscneasaHus ca Bu Heobxooumm n KakBu ca Nnocneguunte ot AMarHOCTULMPaHEeTo Ha
nynMoHarnHa atpesnsi ¢ MexaykamepeH aedekt 3a Bac, Baweto 6ebe n BaweTto cemeincTso.

KakBo npeacrtaBnsiBa nynMoHanHaTa atpe3us ¢ mexxaykamepeH aedekr (PA-VSD)?

ToBa npeacraBnsiBa pagka KOMMnekcHa BpoAeHa cbpaeyHa mandgopmauus (BCM), kosto ce
cpeLa npu no-manko ot 1 Ha 10 000 6ebeTta. CbpueTo n3NoMnNBaT KPbB Ype3 ABe rofieMm
apTepun — aoptaTta n 6enogpobHarta aptepus. AopTaTta npeHacs 6orata Ha KUCIopo4 KPbB OT
nsgBaTa Kamepa Ha CbpLeTo KbM TSM0TO U MO3bka. benogpobHaTa apTepus npeHaca 6egHa
Ha KMcnopopa KpbB OT AscHaTa kamepa KbM 6enute gpobose. KpbBOTOKBT OT CbpAeYHUTE
Kamepu KbM roneMmTe apTepumn ce KOHTponupa OT €4HOMNOCOYHO AEUCTBALLM Kanu —
CbOTBETHO aopTHa 1 6enogpobHa (nynmMoHanHa) knana. Npu nynMoHanHa aTpeauns knanaTa
Mexay asicHata kamepa u benogpobHara (nynMoHanHaTa) apTepusi He ce pa3suBa NpaBUSHO.
[dacHaTa n naBaTta Kamepa Ha CbpLEeTO ca pasgernieHn OT MyCKySiHa CTeHa, KOATO ce Hapu4a
MexaykamepHa nperpaga. lNoHsikora B Tasu nperpaga Moxe fa ce nosisu oTBop, T.Hap.
MexaykamepeH gedekt (ventricular septal defect — VSD). MexagykamepHuTe gedektn ca
MHOI0 YeCTO cpeLlaHn, B 4ENCTBUTESHOCT Te NpeAcTaBndaBaT Han-4yecTaTa popma Ha
cbpaeyHn gedektn, HabnagaBaHu Npu paxkgaHe.

lMpeHaTanHaTta gnarHosa Ha nynMOHarnHa aTpesusi C MexaykamepeH gedeKkT ce NocTass,
KoraTto nynmoHanHarta atpeaus n VSD ce noasaTt 3aegHo. B To3m cnyyan, nopaan HanmyuneTo
Ha gedeKT B MexayKkamepHaTa nperpaja, aoptHaTa Knana ce pasnonara Bbpxy ABeTte
Kamepu 1 3anoysa ga ,a3au” Bbpxy gedekra. Tasm kombuHaums ot doakTopu Boan oo
MHOXEeCTBO NPOMEHN B aHaTOMUSATa U (PyHKUMATA Ha CbpueTo Ha nnoga. lNo-cneumanHo ce
HapyLLlaBa HoOpMarHusl KpbBOTOK M JOCTaBSAHETO Ha 6oraTa n 6egHa Ha KMCNopon KpbB, KakTo
N nocrnegBalms pactex Ha CbpAedYHUTE Kamepu U ocTaHanuTe KpbBOHOCHM cbaoBe. Becekun
cnyyam Ha nyfiMOHarHa aTtpesns ¢ MexaykamepeH AeekT nMma yHUKanHu aHaTOMUYHN
XapakTepuctuku. Hanpumep, cteneHTa Ha a3geHe Ha aopTaTa Bbpxy MexaykaMepHusa gedekt
MOXe [a Bapupa, KaTto B HAKOW Cnyyaun aoptata MOXe Aa He s3am Bbpxy gedekra. Kakto
nynMoHanHaTa aTpesusi, Taka u MexxgykamepHusi AeekT MmoraT ga ce nosiBAT KaTo
camoctodatenHu gedektn. OTaenHo, Te morat ga ce HabnogasaT v Npu Apyryu BUOoBe
cbpAaeyvHn mandopmaumn. BawmnaT nekysauy nekap we By Hacoum kbM cneumanuct no
deTanHa kapguonorua (cneynanucT No ManvmHo-geTanHa MeanumHa unm OeTckm
Kapgmonor), 3a Aa ce NoCTaBu Bb3MOXHO Han-TOYHa AnarHo3a Ha cbpedHaTta aHoManus Ha
BaweTto 6ebe n ga ce npocneaun eBonoumnaTa Ha CbCTOSAHNETO B XOA4a Ha BpeMeHHOCTTA.

Kak Bb3HUKBa nynMoHariHa aTpe3us ¢ mexxagykamepeH gedekr?

B HAkoM cnyyam Ha nynMoHanHa aTpesuns ¢ MexaykamepeH AedekT nma acouumpaHa
reHeTU4yHa aHOMarnus, HO B MHOTO APYrM He MOXe Aa ce OTKpMe KOHKpeTHa npudnHa. Tasm
MandopMaumnsa Moxe Aa ce cpeLla npu TakmBa reHeTUYHM CbCTOAHMS KaTo CUHOPOM Ha
On[xopoxk (NpomMsiHa B Marnka 4acTt OT reHeTUYHMSA MaTepuan B XpoMo3oma 22) unv Tpu3omMus
21 (cungpom Ha [layH) n gp. CobLuiecTByBa NOBULLIEH PUCK OT NOSIBa Ha NyfMOHanHa aTpesusi C
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MexaykamepeH fedekT npy 6patsaTa U cecTpuTe Ha NPeaxXoA4HO POAEHO AeTe € To3n AedekT,
KaKTO M Npu AeuaTa Ha xopa CbC CbpAeyYHo 3abonsiBaHe, HapeyeHo TeTpanorus Ha dPano.

TpsabBa nu ga ce HanpassAT olle U3crneaBaHUA?

BawwnaTt nekysauy nekap moxe ga Bu Hacoum kbM MeauKoO-reHeTU4YHa KOHCynTauus u
obcbxaaHe Ha nocneapallo reHeTUYHO nscnensaHe. ToBa MOXe [a BKNOYBa M3BbpLUBAHE Ha
WHBa3MBHU U3CneaBaHMs Kato aMHUOLEHTEe3a unm G1noncusa Ha XOpmMoH 3a U3KIYBaHe Ha
XPOMO30OMHUW aHOManuu U Apyrn reHeTUYHU JUarHOCTUYHM TECTOBE KaTo XPOMO3OMEH
MUKPOYMINOB aHanms3 Unn LAanoCcTHO eK30MHO CekBeHupaHe. TakuBa TectoBe moraT fa
NnpegocTaBAT CbLLeCTBEHA UHOpMaLUsa OTHOCHO Bawwns niamesugyaneH criyqyan. OcseH
TOBa, Bawmart nekysaly niekap moxe ga Bu Hacoum KbM cneumanucty No CbpaeyHu
3abonsiBaHNA Ha nnoaa, Kato Hanpumep crneunanuct No ManvymHo-peTanHa meguumHa n/unm
AeTcku kapauosnor. Te morat ga npocnegsT eBonouusaTa Ha cbpaedHaTa aHoManus Ha
BaweTo 6ebe ¢ heTanHa exokapauorpadus: cneymannsnpaHo ynTpa3sykoBo U3cnenBaHe,
HacO4YeHO KbM CbPLETO M CbpAedYHoChaO0BaTa cucTema Ha nnoga.

3a KakBoO TpsAbBa foa cnens no Bpeme Ha 6peMeHHOCT?

BalwmaT nekyBall nekap BEPOATHO LLe Ha3Ha4m CEPUNHN yNTPa3ByKOBM M3cneaBaHns, 3a Aa
HabniogaBa BHAMATENHO Kak ce pa3BuBa CbpAevyHaTa aHoOManusi, Kak ToBa BNusie Ha pacrexa
N CbCTOAHNETO Ha 6eb6eTo Bu c uen n3kniovBaHe Ha eBeHTYyanHn npmMsHaum Ha geTanHo
cTpagaHue. Bb3aMoXxHO € aa 6baeTe nocbBeTBaHM Aa npocneasasarte ABmkeHusTa Ha 6ebeTo
CV Npe3 OeHs.

KakBo o3HayaBa ToBa 3a moeTo 6ebe cnen paxagaHeTo?

Mpn nynmMoHanHa aTpesns ¢ MexaykamepeH aedekT KpbBOTOKbT OT AsicCHaTa kamepa KbM
b6enogpobHaTa apTepus e 6roknpaH, nopagm KOeTo KpbBTa HE Ce N3NoMnBa KbM bennte
apobose. CbLieBpeMeHHO, Npe3 AedekTa B MexaykamepHaTa nperpaga (VSD) ce nonyyasa
cMecBaHe Ha boraTta ¢ 6egHa Ha kucnopoa KpbB B NsiBa kaMmepa, KOATo OT TaM NpeMuHaBa
KbM aoprara.

[yKkTyc apTepuo3syc e manbK cba, CBbp3BaLy, 6enogpobHaTta aptepus n aopTarta no Bpeme Ha
deTanHna XnBOT, KOMTO OOMKHOBEHO Ce 3aTBaps cneq paxagaHeTo. [Npu nynMmoHanHa
aTpesusaTa ¢ mexaykamepeH aedekt 6eb6eTo ce nekysa ¢ MeaMKaMeHTU, HapeyYeHu
npocTarnaHgvHK, 3a ga ce npegoTspaTh 3aTBapsAHETO Ha AyKTyC apTepuroadyc. 1o To3n HavmH
ce uenu 3ana3BaHe Ha NpUMToKa Ha KpbB KbM 6ennTte apobose, Ype3 3aobrkansiHe Ha
Henpoxogumata 6enoapobHa knana, AoOKaTo Ce U3BbPLUM XMPYpPruyHaTa KOpeKLmMs Ha
aedekta. Tasm aHoManusi ce nekyBa CbC CbpAeyHa onepaums, Npu KOSTO ce Cb3aaBa Bpb3ka
Mexay AsicHaTa kamepa n 6enogpobHaTa apTepus 1 CblLUEBPEMEHHO Ce 3aTBaps
MexaykamepHus aedekTt. XupypruyeckuaT noaxon € MHAMBuAyaneH, B 3aBUCMMOCT OT
crneumduryHaTa aHatoMus U HyXan Ha 6ebeTo. BaweTo 6ebe e 6bae npernegaHo ¢
exokapguorpadusa n gpyrm metogm 3a obpasHa guarHocTtuka. lNMpu HeobxoanmocT we 6bae
N3BbPLUEHA peHTreHorpagus Ha rpbaHUSA KOLW, KOMNIOTbpHa ToMorpadusa u gpyrn metoam 3a
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obpasHa gmarHocTuKa, 3a ia Ce NOMOrHe Ha XMpyp3uTe Npu N3roTBAHETO Ha ONTMMarneH nnaH
3a neyeHne. OBMKHOBEHO TepaneBTUYHOTO NOBeAeHMEe NpK NyfIMOHanHaTa aTpesnsi ¢
mMexaykamepeH aedekT BKtoYBa nopeauua oT ornepauumu, 3a aa ce kopurmpaT aHaTOMUYHUTE
AedeKkTV NOCTENEHHO U a ce Aafle Bb3MOXHOCT Ha cbpLeTo, bennte apobose u
KPbBOHOCHUTE CbI0BE Aa Ce aganTupar.

LLle ce noBTOPU NN?

B HAKkoM OT crny4anTe MMa acouumnpaHmn reHeTUYHN NpuynHKn. Kakto 6elue cnomeHarto, npu
pPOOEHO BeYe eHO AeTe B CEMENCTBOTO C NySIMOHANHa atpe3uns ¢ MexaykamepeH gedekT,
HeroBuTe GpaTs 1 cecTpu e 6baaT U3NOXKEHN Ha NO-rofisiM PUCK OT TO3M B obLuarta
nonynauusi. PUCKbT 3aBMCK 1 OT TOBa Janu € oTKpUTa acouumnpaHa reHeTuyHa npuyunHa. Mpu
nUnca Ha TakaBa PUCKbT OT peuunamB € no-manbk oT 5%. CnegoBaTtenHo, He e 3aabiMKUTENHO
n gpyrute Bu geua aa 6baat 3acerHatv. BawmaT nekysall nekap BEPOATHO e HasHauu
paHHa dbeTanHa exokapauorpadus npu cnegpaila 6pemMeHHOCT, 3a Aa U3KNYM HanM4neTo
Ha cbpAaeyvHn aedeKkTn Ha nnoaa.

KakBu gpyrm Bbnpocu ga sagam?

e ToBa Texka oopma Ha nyrMoHarnHa aTpesus ¢ MexxaykamepeH aedekT nm e?
e Konko 4ecTo Lie MK ce NpaBaT yNTpas3ByKOBU U3crneaBaHms?

e Kbaoe papoos?

e Kbae 6e6eT0 e nonyyun Ham-gobpuTe rpuxn crneq paxxagaHeTo?

lMocnedHa pedakyus tonu 2024 2.




