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PE3IOME

Tempanoeusma na ®ano e Hati-uecmo cpeuyana-
Ma YUAHOMUYHA COPOEUHA MATPOPMAUUS 8 OemcKa
83pacm U e pAoko cpeusana npu 6v3pacmuu. Yecmo-
ma it e om 0,26% 00 0,8% Ha 1000 Hosopoderu. Mut-
KUAM nos e 3aceeHam no-uecmo. Bxnwousa wemupu
KOMNOHeHma: mexoykameper cenmanex oOegexm,
00CMPYKUUS 8 USXOOHUS MPAKM Ha 0ACHA Kamepa,
A30ewa aopma u decHoxamepHa xunepmpogpus. be3
onepamueHa KopeKyus Ha 0edpeKma CMoPMHOCIMG
e MHo20 8ucoka. Ipe3 nvpsama zoouna ymupam 25%
om Henexysanume deya. Camo okono 5% om nuyama
¢ HeoNnepamueHo KopuzUupana Mandopmayus npexcu-
eg6am éwv3pacmma om 40 200UHU, KAMo paseusam
0scHa copdeuna nedocmamwurocm. IIpedcmasame
cydati Ha 60-200uiHA NAyUeHmKa ¢ HeKopueupa-
Ha mempanoeus na Pano. Obcenoam ce emuonamo-
2eHemMu4HUmMe MeXAHU3MU 34 HA600aeanama npo-
OBIHUMETHOCI HA HUBOMA.

Knrowosu gymm: mempanozus na @ano,
npexussemocm

ABSTRACT

Tetralogy of Fallot is the most common form of cy-
anotic congenital heart disease in childhood but rare-
ly seen in adulthood. The incidence is 0.26% - 0.8%
out of 1000 newborns. The male sex is affected more
often. It includes four components: ventricular sep-
tal defect, obstruction to the right ventricular out-
flow tract, overriding aorta and right ventricular hy-
pertrophy. After the diagnosis is clear, the treatment
is 100% surgical - full correction during the first two
years. About 25% of the untreated children die within
the first year. Only 5% of the untreated patients reach
the age of 40 years and they develop right-sided heart
failure. We present the case of a 60-year-old female pa-
tient with an uncorrected tetralogy of Fallot, with dis-
cussion of the etiopathogenetic mechanisms of the ob-
served survival.
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Terpanorusra Ha ®ano (TD) e ormcana 3a mbpBU
T oT Nicholas Stenson B 1672 . B eKTONMYHO CHP-
ne Ha deryc (7). Arthur Louis Etienne Fallot mpe3
1888 1. 060co6s1Ba ManpopManMATa KaTo OTAENTHA
K/IVHWYHA HO30/IOTMYHA eNMHMIA. 1ol OmucBa Ia-
LMEeHTH C [[MaHo3a ¥ TOBOPU 3a CKHs Oomect — ,la
maladie bleue”. HasBanuero ,,Terpamorus na ®ano*
e npemtoxxeno or M. Abbott u W. Dawson (1924),
KOVTO TPABAT I'BPBOTO LSIOCTHO AHATOMUYHO OII-
MiCaHVe, BK/TIOYBAIIO YeTUPU aHATOMUYHN e/IeMEH-
Ta (TeTpaja): MexxaykamepeH pedekr (MKII), cre-
HO3a Ha JecHOKaMmepHus usxoneH tTpakt ([JKUT),
xumnepTpodus Ha [sACHATA KaMepa, si3fieHe 1 AWIa-
Tanys Ha aoprara Haj jgedexra (3). Terpanorusara
Ha Dajto e Hall-4eCTo CpeljaHaTa MAHOTUIHA ChP-
meuHa MandopMmanus B IeTCKa BB3PACT U € PSKO
cpellaHa npu pb3pacTHU. YectoTa 11 e ot 0,26% mo
0,8% na 1000 HOBOpOAEeHU. MBXXKUAT IIOJT € 3acer-
HaT no-4ecto (10).

MexaykaMepHUAT fedeKT OOMKHOBEHO e He-
PUCTPUKTHUBEH, C pas/iyHa CTeIleH Ha MIy/IMyHa/THa
CTeHo3a 1 CcyOmynMoHanHa o6cTpyKius. CreneHTa
Ha JIABO-JeCHIA NI'BHT U I0sBaTa Ha LIMaH03a Ce OIl-
PeiesIT pey BCUYKO OT TeXXECTTa Ha 00CTPYKIMs
Ha JIKIT, a He ot A3eHeTo Ha aopraTa. CMecBaHe-
TO Ha KPbBTa Ha KaMepPHO HUBO BOAY 1O Heedek-
TUBHOTO 11 OKCUTE€HVUpAHe U [0 PasBUTHE HA IIMa-
HO3a 1 MeTabonuTHa anumosa (12). Ilnanosara e oc-
HOBEH K/IMHUYEH CUMITOM. T € n3pa3 Ha XUIIOKCe-
MusTa. B pesynTar Ha HapyueHUs MeTabONN3BM U
CBPBXIIPOAYKIMSATA HA HEI'BTHOLIEHHN €PUTPOL-
TY Ce CTUTA 0 MUKPOLMTO3a U Xumoxpomust. [lpn
HaIlpefiBaHe Ha Ipolieca ce pa3BuBa XUIEePTPOpIy-
Ha OCTeONaTns — ,0apabaHHM NPBCTU~ U HOKTU IO
TUIA HA ,9ACOBHUKOBU CTBK/IA , XUIEPIUIa3us HA
TMHTUBUTE, MHEKIVSI HA KOHIOKTUBUTE ¥ KAPMO3HM
3p6u. [Ipy TeXXKM Cyday Ha XUIIOKCEMUS MOXKe Jia
ce CTUTHe JI0 KapauaneH NHGaHTWIN3 DM U 3abaBe-
HO YMCTBeHO passutue (1).

JledeHreTo € OmEpaTMBHO - TOTAJHA KOpe-
KUMsI B I'BPBUTE MECEIM OT >KnBoTa. Hekopurupa-
Ha, MandopmanysTa uMa mporpecupairy xog. Ilpes
I'bpBaTa rofirtHa yMupar 25% OT HeJIEKyBaHUTE Jielia
u caMo 4% ot 6Oo/MIHUTE JOCTUTraT 15-ToguIlHA Bh3-
pacT, KaTo CMBPTHOCTTa € 0COOEeHO BMCOKa Mpe3
nbpBute 10 roguau o1 xuBoTa (9). Camo okomo 5%
OT JIM1IaTa C HEOIePAaTUBHO KOopurupaHa Mandopma-
L[5 IPEXXUBABAT Bb3pacTTa oT 40 TOAMHM KaTo pas-
BIUBAT [IsICHa ChpAieuHa HemocTaTbuHOCT (8). Kmacu-
JyecKaTa pafiMKaaHa KOPEKI[Ms BK/IHOYBA IOCTABS-
He Ha mayd B obmactta Ha MK/ u JKUT u pesek-
1A Ha nHPyHaMOynyma. Ilpu ronsama yact ot 60-
JIHUTE Ce U3BBPIIBA CHILIEBPEMEHHO 1 XMPypPrudHa
Ba/IBY/IOIIACTIIKA HA IIY/IMOHA/IHA K/IAIla, HOCTaBsI-
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He Ha TpaHCaHyJapeH I1a4 WIM ITyJIMOHATHO Kall-
HO mporte3upaHe. lIpexxuBseMocTTa Cef TOTanmHa
KOpeKI1Ms e obpa: 24-ToAMIIHATA TPEKNBIEMOCT €
94% u rojsAMa 4acT OT MAalLMeHTUTE JOCTUTAT 3psia
BB3pacr (5).

IIpencraBame crydait Ha 60-ToAMIIHA >KeHA C He-
KopurupaHa Tetpanorus Ha Pano, Kato ce 06CHK-
AT BB3MOXXHIUTE €THONATOreHETUYHY MeXaHU3MI,
IOTPUHECTN 32 HAOMIOlaBaHATA TIPOBIKUTETHOCT
Ha >)XMBOTA.

KJIVMHUYEH CIIYYA

JKena ma 60-ropminHa BB3pacT € XOCHUTalIN-
3JpaHa IO IIOBOJ OIUIAKBAHMUA OT IIporpecupaiia
JIeCHa yMOpPa M 3afyX IPY He3HAYUTETHU YCUINS
U TIpeTUOMaIHU OTOLY OT OKOJIO AiBe cepmuin. Ilo
AQHAMHECTVYHI JAHHM B JIETCKA Bb3PACT € AMArHo-
crunypada T®, HO He e OCDBILeCTBEHa KOPUTHMpa-
ma onepanusA. CpobiaBa 3a apTepyraaTHa XUIEPTO-
HIS, @ OT HAKOJIKO TOfIVMHN € C IepMAHEHTHO IIpefi-
CBPAHO MBXJeHe. [Ipyrute mpuapyskaBaiy 3a6o-
JSIBaHMSA ca: 3aXapeH AmabeT TUI 2 U XUIIOTUPEO-
npu3bM. bonmHaTa MpoBeXpa CUCTEMHO JIedeHMe C:
6eTa-6710Kep, OPUMKOB AUYPETHK, CIIMPOHOIAKTOH,
aneHokymaporn, ACE-mHxmburop, MeTdopmMuH n
neBOTUPOKCHH. [Ipn mpuemMa >xeHaTa e B yBpeieHO
001110 CHCTOSTHIE U 3aeMa OPTOITHOMYHO ITO/IOKEHME
B JIEIJIOTO. YCTAHOBSABAT Ce: IepMOpaTHa IMAHO33,
OapabaHHV IPBCTH, IIMEH BEHO3EH 3aCTON I BIaXK-
HYI 3BBH/IMBY XPUIIOBE ABYCTPAHHO B JiBeTe Oeof-
po6HY ocHOBU. ChpiedHaTa [IEIHOCT € apUTMUYHA
¢ ¢pexBeruys oxkono 120 ypapa/MuH. AycKynTupa
ce XO/IOCHCTO/IMYEH IyM 3/6 CTelleH 1o Les Ipe-
KOpAIMyM C ITpomaranus KbM jisiBa akcuia. Ha aopr-
HO MJCTO Ce ayCKY/ITHPa Me301aCTO/MN4YeH myM 3/6
cremneH. JIBeTe mopbefpuIiy ca ¢ MACUBHU OTOLM U
TPOPUYHY IPOMEHM 10 KOXKATA.

Ot maboparopHnTe N3C/IEABAHNA Ca HA/INLIE TaH-
HU 3a HeedekTuBHa aHTMKoarymanusa (INR 1.36).
KpbBHO-ra30BMAT aHA/IN3 TOKa3Ba HUCKO MapIual-
HO HajIAraHe Ha Kncnopoga (pO2 = 39 mmHg) npn
HOpMaIHM cTofiHocTy Ha pH = 7.42 n pCO2 = 44.1
mmHg. Ocranannre mabopaTopHN MOKasaTenn ca
6e3 3HaUMMU OTK/IOHEHNA. B enekTpokapguorpama-
Ta Ce YCTAaHOBABA: JIeCEH TUII eIeKTpUdecKa II03MU-
LV, IPeChPAHO MbXIeHe, OTPULIATeTHY T-BbIHN
B Il 1 AVF u BonTa>kHM KpUTepun 3a Xuneprpopus
Ha JscHa Kamepa — dur. 1.

[TpoBenenara peHTreHorpadus Ha rpbIHA KIeT-
Ka yCTAaHOBSBA: MHTEH3MBHO 3aCeHYBaHe Ha JisC-
Ha 6eofpoOHa OCHOBA; yCUIeH 0elofpoOeH pucy-
H'BK; M3pa3eHa KapAyoMeranus; 6enogpobeH 3acToit
U IIJIEBpaJieH U3NMuB BscHO — Our. 2.
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Due. 2. Penmeenoepadus npu nocmsneanemno

TpancTopakanHaTta exokapamorpadus ycTaHo-
BsIBa IMIATUPAHO MsIBO mpencwbpane (51 MM oT ma-
pacTepHamHa MO3MIKs), NsIBa KaMepa ¢ TOPHOTpa-
HUYeH TelefuacToreH obeM u MoHMKeHa hpaKius
Ha usTrackBaHe 38%. MeXlyKaMepHUAT CENTyM U
CBOOOJIHATA CTeHA Ha JIsIBA KaMepa ca C u3paseHa Xi1-
nepTpodus o 16 MM. Busyanusupat ce cbIo: MexX-
fyKaMepeH AedeKT B MeMOpaHO3eH U CpelleH Cell-
TYM (ZramMeTsp 17 MM) ¢ OMAVMPEKIVIOHA/IEH LII'BHT;
sspena nedekra aopra — Our. 3. PasmepsT Ha BB3-
xopAmara aopra e 34 mm. B JKUT ce perucrpupa
BICOKOCKOPOCTEH KPBBOTOK C MaKCHMaJjleH Tpajin-
eHT, gocTuram 1o 92 mm Hg. IlynMonanHata apTe-
pust e xunoractuyHa (auameTsp ao 11 mm). Hame-
peHn ca cbilo: CBOOOMHO MOABIKHA GopManns B
SICHO TIpefichbpare (BeposiTHO eMOpUOHAJIeH OCTa-
TBK OT eBCTaxyeBa Kjarma) M Mal'bK XeMOJMHAMI Y-
HO He3HAYMM MepuKapyeH U3MuB.

ITpoBeneHo e nmeyeHMe C AUTOKCUH U OPUMKOB
ANYpPeTUK BEHO3HO, CIIMPOHONAKTOH, alleHOKyMa-

Que. 3. Tpancmopakanta exokapouoepagus

pon u ACE muxuburop. IlocTurnara e KomIeHca-
LM Ha ChpfieuHaTa HEJOCTaTbYHOCT BBB Bb3MOX-
HaTa CTeIleH, KaKTO U KOHTPOJ Ha KaMepHaTa 4eCTO-
Ta IIpM IEpPMaHEHTHOTO NpefCchpAHO MbxKeHe. [1a-
LMEHTKaTa € NeXOCHUTaNN3MpaHa XeMOAVHAMMY-
HO CTabM/THA C IPeNopbKa 3a aMOyTaTOPHO JIedeHne
C: OPMMKOB JUYPETUK, AaHTaTOHNCT Ha a/lIJOCTepO-
Ha, 6eTabmokep, ACE nHXu6MTOp, aljeHOKyMapos 1
IOUTOKCHH.

OBCDBIKIAHE

be3 omeparnBHa KOpeKI[MsI MHOTO MaJIKO IAIlM-
edtn ¢ T pocrurar mpnHonerne. CpegHara IIpo-
I'BIDKUTETHOCT Ha )KMBOTA IIPY HEOTIePUPAHM Jella
e 12 roguuan. BepoaTtHocTTa manuentute ¢ TO fa
npexuBesAT 6e3 onepaTuBHa Hameca 1o 40 u moBe-
ge rogyHu e camo 3% (4). ITpes 1929 1. e ny6nuKyBaH
I'BPBUAT CIy4all Ha Bb3PACTeH MalVeHT ¢ HeKOpU-
rupana T® (11). ITo-KbCHO ca omMcaHm orie HIAKO-
KO CTy4ast Ha Ofj00HM OOTHY C M3HEHa/IBalla Ipo-
I'BIDKUTETHOCT Ha >kuBoTa. Ilpeny HAKOMKO romu-
HI € OIMCaH JOpU Cay4dail Ha 86-TOAMIIEH TallueHT
c HekopurupaHna T (2).

Hsxonko ca dakropure, KOUTO MOraT jja ompe-
TeAT BUCOKATa MPEeXXUBAEMOCT IIPU Te3M Malj/eH-
TH: TIO-HMCKATa CTeIleH Ha JeCHOKaMepHa 00CTPYK-
151, Bofela /1o fobpe GamaHCcUpaH OMAMPEKINO-
HaJIeH II'BHT VIV HaJIMYMETO Ha allMaHOTUYEH Jis-
BO-JleCeH II'bHT (2,6). Yang  cvrpyauunu (13) mpep-
JIaraT TpU Bb3MOXKHM NIPUIMHY 3a NTO-TONAMA IIPO-
I'BDKUTETHOCT HA JKMBOTA IIPYU ITAIIVIEHTN C HEKO-
purnpana TO. [IppBara OT TAX € HAIMYNETO Ha XU-
HOITACTUYHA ITyJIMOHA/IHA apTepus ¢ 6aBHO pPa3BU-
THe Ha CyOIy/IMOHa/MHa 0OCTpyKuuA. B onvcanns
OT HAC C/Iy4ail AMaMeTbp'bT Ha ITyJIMOHA/IHATA apTe-
pus e 11 mm. Bropara Bb3Mo>XHa IPMYMHA € IEBOKA-
MepHara xuneprpodus. Cunra ce, ye Haii-BEpOSTHO
TA HaMasABa JACHO-TeBUA LIBHT. JleBokaMepHaTa
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XumepTpodus MOKe [ja Ce MOsIBU K'bCHO B €CTeCTBe-
HaTa eBOJIIOLMS Ha 3a00/IsIBAHETO U MO3UTUBHUTE I
edexTV BPPXy XeMOAMHAMMKATA [ja ce HaO/moaBar
B 3psi/Ia BB3pAcT. B ommmcanms cyvaii guacTonHaTa
mebennHa Ha CTEHNTE Ha JIsIBa KaMepa e 3HauMTeTHa
(16 MMm). VI3K/TIOYUTETHO BAKHO 3a IIPEXKUBIEMOCT-
Ta e 1 6aBHOTO Pa3BUTHeE HAa CYOITyIMOHATHATA CTe-
Ho3a. [Ipu HabMromaBanaTa 60THA XMUITOMIIACTUYHA-
Ta IMy/JIMOHa/MHA aprepus (ycraHoBsiBa ce mpu 50%
oT OO/IHUTE) Hall-BEPOSTHO IBITO BpeMe € IOACH-
rypsiBajia pefyKIysITa Ha ITy/IMOHA/THVS KPBBOTOK,
KaTo 6aBHO BBB BPEMETO Ce € pa3BiuIa U CyOIIyIMO-
Ha/THa CTE€HO34, a JIsIBaTa KaMepa e XxumepTpodupa-
na. TaxbB xeMopuHaMuuyeH OajaHC ce HabmIogaBa
U3KJTIOYMUTETHO PSAIKO Py OOMHM C HEKOPUTMPAHA
T®, xoeTo MO>Ke fa 00sICHM U HabIIOaBaHaTa IPO-
I'B/DKUTETHOCT HA XMBOTA Mpu Tasu 6omHa. Tpera-
Ta Bb3MO)KHA IIPUYMHA criopes Yang ¥ CBTp. e Ha-
IMYNETO Ha eKCTPaKapMaTHU UIBHTOBE, BKIIOYM-
TE/THO MEePCUCTUPALL] FYKTYC apTepro3yc, NN CHUC-
TEMHOITY/IMOHA/THI apTePUaTHI IIBHTOBE IIPe3 Bb-
TpelHnTe MamMapHu aprepuu (13).

B 3ak/moueHne, alMeHTNTe C HEKOPUTUPAHA Te-
Tpanorus Ha Pajo MMAT JIolIA TIPOTHO3a U BUCOK
JIeTAJIATET Ollle B MJajia Bb3pact. Enuanydu 60-
JIHM MIMAT TIOYTY HOPMa/IHA MPOB/KUTETHOCT HA
JKMBOTA, KaTO MPUYMHATA 32 TOBA HEe MOXKe f1a O'bjie
KOHKpeTHO fiedmHmpana. [Ipy Te3u nareHTy Bepo-
STHO aHATOMMsATA ¥ XeMOAMHAMuKara Ha Majdop-
ManuATa e “Tio-(U3MoNornyHa” B CpaBHEHNE C OC-
TaHa/uTe OOMHM.
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