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TepMUHBT ,eHOKaMepHO Ccbple” 06eanHABa MHOXECTBO KOMMMEKCHN BPOAEHN CbpaeyHu Mandgopmaumumn (BCM),
YWIATO OCHOBEH ENEMEHT € HaNMuNeTo Ha eAUHCTBEHA aHAaTOMUYHA MK (yHKLMOHaNHa kamepa. B Hopma cbpaeu-
HO-Cb/lOBaTa CUCTeMa Ce CbCTOW OT [Ba NOCrefoBaTENHO CBbP3aHM Kpbra — NyIMOHANEH W CUCTEMEH, 3afBUX-
BaHu OT ,[BOHa Nomna” — AsicHaTa v nsBata kamepa. [pu eHOKaMepHOTO Chplie eAMHCTBEHaTa kamepa Tpsibea
[a Noaabpxa efHOBPEMEHHO cucTeMHaTa u BenogpobHaTa LMpkynauus, KOMTO ca CBbP3aHM napanenHo, a He
nocnegoBaTenHo, KakTo € Npu HOPManHoTo BykaMepHo kpbBoobpalleHne. Knacuyeckata onepauus Ha Fontan e
BbBeAeHa npeau 50 roguHu. Onepauyuute TMn Fontan ca MHoroeTanHu npoueaypy, Lensiiy mbiHo pasgensHe Ha
CUCTEeMHaTa ¥ BeHO3HaTa Lupkynaumus 6e3 nognomarallo feiicTsne Ha cybnynmoHanHa kamepa. [TbpBoHayanHo
npefHa3HayeHa 3a MaUMeHTH C TPUKYCNUAAmNHA aTpesusi, NOHACTOSLLEM Ta3n KOHLenUus ce npunara npu MHoxe-
CTBO KOMMMEKCHU BPOAEHWU CbpAEYHN MandopmaLns, Npu KOUTO e HEeBb3MOXHA [ByKkaMepHaTa kopekuus. Hesa-
BMCUMO Ye pasfens kpbBooOpaLleHNEeTo 1 OTCTPaHsBa LiuaHo3aTa, Tasu (u3nonornyHa KopekLmus e cBbp3aHa Cbe
CbLLEeCTBEHU NMPOMEHU B XEMOAMHAMUKaTa, KOUTO TpsibBa fa ce No3HaBaT OT KapAaMono3nuTe W NeauaTpuTe U LWe
6boat pasrnegaqu B 1031 0630p.
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The term “univentricular (single ventricle) heart” refers to many complex congenital heart defects (CHD). The main
characteristic of these malformations is the presence of a single anatomical or functional chamber. Normally, the
cardiovascular system consists of two circles which are connected in series, i.e. the pulmonary and the systemic
circles are driven by a “double pump” — the right and left ventricle. In the univentricular heart, the single ventricle
maintains both systemic and pulmonary blood flow. The two circulation circles are connected in parallel rather than
in series, as is the case in the normal circulation which is driven by two ventricles. The classic Fontan operation was
introduced 50 years ago. The Fontan type operations are staged procedures aimed at complete separation of the
systemic and venous circulation without a subpulmonary chamber in univentricular CHDs. Originally designed for
patients with tricuspid atresia, this concept is currently used in many complex CHDs in which two ventricular correction
is not possible. Although it divides the blood circles and eliminates cyanosis, this physiological correction is associated
with significant changes in hemodynamics. The cardiologists and pediatricians should be aware of these peculiarities
of the Fontan circulation.
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EQHOKAMEPHO CBbPLE

TepMUHBLT ,egHOKaMEPHO cbpLue” 0beguHaBa MHO-
KECTBO KOMMMEKCHN BPOOEHU CbpaedHu Mandopma-
uun (BCM), 4niTo OCHOBEH €NEMEHT € HaNM4yneTo Ha
eOMHCTBEHa aHaTOMMYHa U (yHKUMOHanHa kamepa.
Bce owe cblecTByBaT M3BECTHM MPOTMBOPEYMS MO
OTHOLUEeHne Ha aeduHuumaTa, KnacudukauymaTa n Ho-
MeHKnaTypaTta Ha egHokamepHuTe BCM.

Mpe3 1964 r. Van Praagh v cbTp. gedurHupat eanH-
CTBEHaTa KaMepa KaTo NInnca Ha CMHycoBaTa 4acT Ha
Kamepa C U3KIMYeHNe Ha aTpesnsTa Ha TpuKkycnuaan-
HaTa 1 MuTpanHaTta knana [1].

Mpe3 1976 . Anderson n cbTp. [2] u Shinebourne u
cbTp. [3] npeanarat HomeHknaTtypa Ha BCM, nanonssa-
LLIa CeKBEHUManeH Noaxo 3a nokanmanpaHe Ha cbpaeyd-
HUTEe KyxuHK. Criopeg TaxHaTa Knacudmkaumsi KeM Tasm
rpyna aHomanuu ce OTHacHAT egHOKaMepHWTe cbpua C
eOMHCTBEHA KaMepa, Kamepara ¢ ABO€eH BxoZ ¢ Hag 50%
s34ella atpuo-BeHTpukynHa (AV) knana, gebanaHcupa-
HUAT aTpuO-BEHTPUKYNEH cenTtaneH gedekt (GABCL),
aTpesuaTa Ha TpyKycnuaanHata u MutpanHaTa knana. B
MOBEYETO OT Te3n Cryyau ca Hanuue [ABE Kamepu, Kato
efHaTa e pyaMMeHTapHa 1 XunornnactuyHa.

XEMOOWHAMMKA NMPU HATUBHA
EQHOKAMEPHA LUUPKYNALUSA

CbpoeyHo-cbaoBata cuctema cref padkgaHeTo
Ce CbCTOM OT ABa MOCnefoBaTeNiHO CBbp3aHM Kpbra
— MNyrNMOHAarneH U CUCTEMEH, 3adBWXKBaHWU OT ,[BOVHA
nomna’ — gdcHaTta u nseata kamepa. [Npu egHokamep-
HOTO CbplLe edVHCTBEHaTa kamepa TpsibBa ga noa-
ObpXa efHOBpPEMEHHO cucTemMHaTta n 6enogpobHara
LMpKynauus, KouTo ca CBbp3aHu naparernHo, a He Mno-
crnepoBaTeriHo, KakTo e Npy HOpMarnHOTO ABYKaMepHO
KpbBOOOpaLleHve. ToBa MMa cnegHuTe HebnaronpusaT-
HW nocneacTeus: (1) gecatypauus Ha apTepuanHara
KPBB 1 (2) XpOHUYHO 06eMHO obpemeHsiBaHe Ha eauH-
cTBeHaTa kamepa. EctectBeHaTa eBonoums Npu Tesu
BCM e kpaliHo HebraronpusiTHa (o4akBaHa npexmesie-
MOCT B MOBEYETO criyyau nog 1 roavHa).

XemognHamukata npn BCM ¢ egHokamepHa ump-
Kynaums ce xapakTepuaunpa cbc:

1) MbNIHO CMecBaHe Ha MyrMOHAaNHOTO U CUCTEM-
HOTO BEHO3HO BPbLUAHE;

2) 06w, cbpaeveH aebut (cardiac output, CO), pa-
BeH Ha cymaTta oT 6enogpobHus (Qp) M cucTemMHus
(Qs) kpbBOTOK (CO = Qp + QS);

3) napanenHo pasnpegeneHne Ha obwmsa cbpae-
YeH pebut B GenogpobHaTa U cucTeMHaTa umpKyna-
LMsl, KOETO 3aBUCU OT CUCTEMHOTO M 6enogpoBHOTO
CbOBO CbMPOTUBIEHME;

4) eqHakBa KMcrnopoaHa catypaums B 6enogpobHa-
Ta apTepus 1 aoptaTta [4].

XemoguHamukaTa npy eQHOKaMmepHO CbpLe 3aBu-
CW OCHOBHO OT HanmM4MeTo nnm nuncata Ha obCTpyKumns
Ha KpbBOTOKa KbM aopTarta unu tenogpobHaTta apTe-
pusi (BA), mopconorusita u dyHKUUATa Ha eanHCTBe-
HaTa UM JOMUHaHTHaTa Kamepa, Tuna Ha aTpuo-BEH-
TPUKyNHaTa Bpb3ka M (PYHKUMATA Ha aTpuo-BEHTPU-
KynHuTe knanu. B noyty BCWMYKM criydam Ha cbpua c
efHokamMepHa uanonorusa e Hanuue obCTpykumusa Ha
eOouH oT [BaTa M3XOAHM KpbBOTOKa. B pesynrtat Ha
TOBa NauueHTUTe 06MKHOBEHO NonaaaT B egHa oOT ABe
KaTeropum — ¢ o6CTpykumsa Ha 6enoapobHMst KPBBOTOK
NN ¢ OOCTPYKLUNSI HA CUCTEMHUS KPBBOTOK.

Mpu o6GcTpyKUuusi Ha 6enoapoOGHMUA KPbBOTOK
CbpaeqHuAT 0ebuT e Haco4eH OCHOBHO KbM CUCTEMHA-
Ta uMpKynauus, Hanuue e 6enogpobHa xunonepdyauns
C xunokcemus n umaHosa (Qp < Qs). B cnektbpa Ha
eHoKaMepHM cbpLe ¢ 0b6CTpyKums Ha 6enogpobHus
KPBbBOTOK CbLLIECTBYBAT BapuUaHTN KaKTO Ha TexKa Nnof-
KnanHa/knanHa cteHos3a (atpesusi) Ha BA ¢ gykran-
Ho-3aBUcuMa 6enogpobHa umMpkynauus, Taka u ,no-ne-
Kn” BapuaHTW, Npu KOUTO CTEHO3aTa camo ,npeanassa’
6enusa gpob.

OOCTPYKUMA Ha CUCTEMHUA KPBBOTOK — Cbp-
OEYHUAT 0ebuT e Haco4YeH OCHOBHO kbM 6enust opob,
Hanvue e cucteMHa xunonepdysms ¢ NposiBU Ha TEX-
Ka cbpgeydHa HegoctaTbyHocT (CH) 1 wok, ynaHosata
e nekocrteneHHa (Qp >> Qs). Korato obcTpykumnsaTta e
TeXKa, CUCTEMHATa LMpKynauus € ususmno 3aBucuma
OT NPOXoAMMOCTTa Ha apTepuanHus kaHan (AK).

BenuuuHata Ha KaMepHUA 0ebuT, NpeMuHaBaLy,
KbM GenogpobHaTa M cMcTeMHaTa LMpKynauus, 3a-
BUCU OT OTHOCUTENTHOTO CLMNPOTUBIIEHUE CNpPsMO
KPpbBOTOKA B ABaTa Kpbra.

CobripomueneHuemo cripsimo 6e100pobHUS KpbEo-
mok ce onpegens oT: (1) TexecTTa Ha aHaTOMUYHaTa
obcTpykums, (2) 6enogpobHOTO CbAOBO CbMPOTUBIE-
Hue (BCC, Rp), (3) 6enogpobHOTO BEHO3HO U NEBO
NpeAcbpAHOTO HanaraHe, (4) ronemuHata Ha AK, kora-
TO TOW € MPOXOAUM.

CbrpomussieHUemo crpsiMo CUCMEeMHUST KDbB8OMOK
ce onpegens oT: (1) TexxecTTa Ha cybaopTHa UM aopTHa
CTeHO3a, XVNonmnasuna Ha aopTHaTa Abra Unm Koapkraums
Ha aopTara, (2) ronemMmHaTa Ha CbLLEeCTBYBaLL, MexayKa-
mepeH aedext [(MKL; foramen bulboventricularae npu
TpukycnuaanHa atpesus (TA) ¢ mannosvuus Ha rone-
MuUTe cbaoBe)], (3) CUCTEMHOTO CbA0BO CLMPOTUBMEHWE
(CCC, Rs), (4) ronemuHara Ha AK.

Jlunca Ha oGCcTpyKuMs B ABaTta u3xopa — pas-
npegeneHneTo Ha cbpaedHus gebut 3aBucu camo OT
6enogpobHoTo (Rp) n cuctemHo (Rs) cbnpotmenexue.
Kato nmame npegsua, 4e CUCTEMHOTO CbMNPOTUBIEHNE
e noHe 10 MbTM No-BMCOKO OT GenoapobHOTO, cTaBa
SICHO 3aLL0 Npuv TO3W BapuaHT Ha egHOKaMepHa LMpKy-
nauuns 6enogpobHMAT KPBBOTOK € YBENNYEH W KINMHUY-
HaTa kapTMHa e Ha CH c nekocTteneHHa umaHosa (Qp
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> Qs). HaunH 3a nauncnsisaHe Ha BenvumHata Qp/Qs
npu egHoOKaMepHa LMpKyrnauusi e M3nons3BaHeTo Ha ca-
TypauusiTa BbB BEHO3HaTa M apTepuarnHa Yact Ha be-
nogpo6GHOTO U CUCTEMHOTO KpbBoobpalleHue. B Hop-
MasHu ycnoeusi catypauusita B 6enogpobHute BeHM
(Spv0,) e 95%. Mpm nunca Ha napeHxmmHa 6enoapob-
Ha bonect SatO, B cmeceHa BeHo3Ha KpbB (SmvO,) e
70%, cnepoBaTenHo — apTeprMoBEHO3HaTa pasnuvka e
25%. MNopaan NbrHOTO CMecBaHe Npu egHOKaMepHO
cbpue SatO, B 6GenoapobHarta apTepus u aopTara ca
paBHu. OnpocTeHoTo ypaBHeHue Ha Fick 3a egHoka-
MepHO cbpue aobusa crnegHust Bua: Qp/Qs = 25/(95
- SatO,), kbaeto SatO, e kucropogHa catypaums B
apTepuanHata (unu kanunsipHata) KpbB [5]. 3a gobbp
GanaHc Ha cuctemHata n 6enogpobHaTa uMpKynauus
npu HaTUBHA efHOKaMepHa XeMoauHaMuKa roBOpUM,
korato Qp/Qs < 1,5 n SatO, B apTepnanHata KpbB €
75-80% (Tabn. 1).

Ta6nuua 1. BanaHc mexay cuctemHata u 6enogpo6Harta
LMpKynauusi npyu eaqHOKaMepHo cbpLe, NpeLeHeH Bb3 Oc-
HOBa Ha KucriopogHaTa caTypauusi B apTepuanHaTa KpbB

Qp/Qs SatO,
Ontumanen 6anaHc (Qp/Qs 1-1,5) 75-80%
BenogpobHa cBpbxnepdysus (Qp/Qs > 1,5) > 85%
BenogpobHa xunonepdysus (Qp/Qs < 1,0) <70%

B nepuoga Ha HOBOPOAEHOTO WM paHHaTa Kbpma-
Yyecka Bb3pacT LenTa Ha XMPYPrMYHOTO NeyeHne npu
BCM ¢ egHokamepHa umMpKynaumusa e ocurypsiBaHe Ha
onTumarneH 6enogpobeH KPbBOTOK, OrpaHNYeH (3a 13-
OareaHe Ha 06eMHOTO 06peMeHsiIBaHe Ha eUHCTBEHa-
Ta kamepa), Ho JocTaTbyeH 3a afekBaTHO pa3BUTHE Ha
©enogpobHOTO cbAOBO pycro [6, 7].

Onepauunmnte TMN Fontan ca 6asnpaHu Ha KoHLen-
uMsiTa 3a AMPEKTHO Haco4YBaHe Ha Lienusi CUCTEMEH Be-
HO3€eH KPbBOTOK KbM OenogpobHaTta apTtepusi 6e3 us-
Tnakealyo/nognomarallo AencTBue Ha cybnynmoHarn-

Ha kamepa. [10 TO3n HauvH ce pa3gensaT BeHo3HaTa U
CMCTeMHaTa LMpKynaumsa 1 ce narpaxxga HoB BapuaHT
Ha ,nocnefoBaTenHoOCT® Ha BEHO3HUS KPBbBOTOK KbM
6envsa gpob, KbAETO KpbBTa CE OKCUMreHmpa, NocTbnea
B obata kamepa (OK) 1 CbOTBETHO KbM CUCTEMHUTE
apTepuanHu cbaoBe.

Knacunyeckata onepauus Ha Fontan e BbBeageHa
npeaun 50 roamHu. MNMbpBoHa4YanHO NpegHasHayYeHa 3a
naumeHtTn ¢ TA, noHacTosiwemM TasW KoHUenuus ce
npunara npy MHOXecTBO komnnekcHn BCM, npu konto
€ HEBb3MOXHA AByKamMepHaTa KopeKuus.

OpurnHanHMAaT NOAxod, M3Momn3BaH Mpu nauueH-
™M ¢ TA, NnpunoxeH 3a NbpBu NbT OT Fontan n cbTP.
npe3 1968 r. [8], BkntouBa knacuyeckn Glenn-wWbHT
CbC CBbp3BaHe ,Kpan B Kkpan“ Ha ropHata npasHa
BeHa (['TIB) n asicHata 6enogpobHa apTepus (OBA)
[9], nocneaBaHo OT cb3gaBaHe Ha KOMYHUKALMS MEX-
ay asicHoto npegcvwpave (OMN) n nasata 6enogpob-
Ha apTtepua (JIBA) upes xomorpadt. Nopaan Hebna-
ronpuATHWTE OTAAneyYeHn pesyntatu B Hale Bpewme
Knacudeckata onepauus Ha Fontan e 3amecTteHa
OT TOoTanHata KaBo-NynMoHanHa aHacTomosa (total
cavopulmonary connection, TCPC), BbBegeHa ot de
Leval npe3 1988 r. [10], c aBata 1 BapuaHTa — nare-
paneH nHTpaaTpuaneH TyHen u no-HoBaTa moandu-
kaums (npegnoxeHa ot Marceletti n ceTp. npes 1990
I.) — eKcTpakapguaneH KOHQyMT, Haco4BaLl KpbBOTOKA
OT gonHaTta npasHa BeHa ([IB) kbMm 6enogpobHaTa
aptepus (BA) [11-13].

Xupypruynnte kopekumm Tun Fontan Ha BCM c 06-
LLloKamMmepHa XemoAMHaMuKa BKOYBAT [ABa OCHOBHM
eTana — OvavpeKuMoHanHa ropHa KaBomnyrMoHanHa
aHacTomMmo3a 1 ToTarnHa KaBonyriMoHarHa aHactoMo3sa
(cpur. 1).

BuaupekunoHanHata Glenn-aHactomo3sa (cur.
2A) e cTaHOapTHa MeXxAWHHa CTbMKa B eTanHus nog-
XO4 3a nanuaTtMBHO XMPYPTUYHO NEYEHME Ha BCUYKM
dopmMu Ha egHokaMmepHOTO cbpLe [14]. MNpeacTaensea

XupypruiHo nesexue 8 XupyprudHo nevenne 8

HEOHaTanHWA NepUog

Xupyprudxo neveHne B gercka

Oc ie Ha

e

GenodpobeH u cucmemeH

Kpteomok, BaaaHe Ha
YupKyaayuama

BeHguHr

» I'npua KABO- I'I‘fﬂ MOHAaNnHa
aHactomosa (Glenn-
aHacTomosa)

KbpMavecKa Bb3pact BL3pact
OBemHo p A .:. 0 5 Na OtpaneyeHa I
obwama kamepa CUCMeMHama U 8EHO3HAMA €esontoumn

YUpPKYAGLUA

* ToTanHa KaBO-NYIMOHaNHa
aHacTomo3a (onepauma TMn

CHCTEMHO-NYAMOHANHA
aHacToMo3a

* PexOHCTPYHRUMA Ha B0pPTHaTa
Abra

XupypruuHo neyeHue — eTanHa npoueaypa

Fontan)

MEAHHBMEHTOSHO NeyvyeHue

®ur. 1. Etanu B nevenneto Ha BCM ¢ egHokamepHa umpkynaums
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®dur. 2. A. buanpekunoHanHata Glenn-aHactomo3a. B. TotanHa kaBonynMoHanHa aHactomo3sa ¢ narteparneH TyHen. B. TotanHa kasonyn-
MOHarnHa aHacTomo3a C ekcTpakapauaneH koHayut. SVC — Superior vena cava (ropHa npasHa BeHa), RPA — right pulmonary artery (gsicHa
6enoapobHa aptepus), Ao — aopTa, RA — right atrium (ascHo npeacbpane), RAA — right atrial appendage (yxo Ha ascHoTo npeacbpave), MPA
— main pulmonary artery (ctBon Ha 6enogpo6Harta aptepus), IVC — inferior vena cava (gonHa npasHa BeHa), LPA — left pulmonary artery (nasa

6enoapobHa aptepus) (no Siegel M. J. n cbTp., Toracic Key)

OByNnoco4YHa aHacTomo3sa (,kpaw B cTeHa”) mexay 1B
n uncunatepanHata bA [15]. 3a pasnuka OT cucTem-
HO-MyNMOHarNHUA WHHT 1 6eHanHra Ha 6enogpobHara
apTepusi Tasn onepauusi ocurypsisa no-epeKkTMBeH ra-
3000MeH, 6e3 06eMHO MM TEH3MOHHO 0bpeMeHsiBaHe
Ha kamepaTta. OnTumanHata Bb3pacT 3a OCbLLECTBS-
BaHETO 1 € Mexay 3 n 6 meceua.

ToTtanHaTa KaBonynMoOHarniHa aHacTtomo3a (dwur.
2B, 2B) e ctaHAapTHUAT buHaneH eran B KOPEeKLU-
ATa Ha BCWMYKM BapuaHTM Ha €OHOKaMepHO CbpLe.
MpeactaBnaBa aHacTomo3npaHe Ha [AlNB kbm mncu-
natepanHata BA upe3 nHTtpaatpuaneH (26) unm ekc-
TpakapgwaneH koHayuT (2B). OcbliecTesBa ce cneq
2-rogMwHa Bb3pactT.

UcTopPus

Mpe3 1940 r. B cepusa OT onuTK BbpXy KyveTa Starr
N CbTpP. YCTAHOBSBAT, Y€ HapyLUEHMETO Ha nomMrneHarta
PYHKLMSA Ha AsicHaTa kamepa He BOAM OO BEHO3€eH 3a-
cton n xuneptoHud [16]. MNMpes 1949 r. Rodbard u cbTp.
C OCTPM Y XPOHUYHM ONMUTW JOKa3BaT, Y€ BEHO3HOTO Ha-
nsiraHe e JOCTaTbYHO A OCUTYpPU KPBbBOTOK KbM Benus
Opo6 6e3 n3nomneaLLoTo AENCTBME Ha AACHATa Kame-
pa [17]. Ckopo cneg ToBa, npe3 1950 r., Carlton u cbTp.
nyornvKyBaT TEXHUSA ONUT C KyYeLUKM MOZEMN, NpU KOWn-
TO e Cb3fafeHa AMpeKTHa aHacTomo3a Mexay BeHa
asuryc u gdcHarta 6enogpobHa aptepus (OBA), kaTo
IMIB e nurnpaHa. Te npegnonarar, Yye Tasu onepauusi
€ nNpunoxunma npuv geua ¢ ynaHotmyHn BCM [18]. Mpes
1958 r. Glenn nybnivkyBa CBOSIT NPBLB KIIMHUYEH ONUT
C ropHa KaBOMyfIMOHanHa aHacToMo3a, Mo3HaTa KaTo
Glenn-wbHT [9]. Ton ocbluecTBABa AMPEKTHA aHaCTo-
Mo3a ,kpawn B cTpaHa“ mexay OBA un ITIB ¢ nurupaHe
Ha [T1B npu yctueto kbm [, kaTto npegnonara npuno-
XMMOCT Ha Ta3un UHTEPBEHLMSI MPU KOMMMEKCHU LinaHo-
Tn4HM BCM, konTo He e moxeno ga 6baaT TpeTMpaHu

0o mMomeHTa. Glenn otbenssea, Ye e OT CbLLECTBEHO
3Ha4yeHVe CbOOBETE Ja ca C AOCTaTbYyeH pasmep U
CbNPOTUBIEHNETO Ha GenopgpobHaTta uMpKynauus ga
He e nosulleHo. dusnonornyHata 3Ha4MMoCT Ha Tasu
WHTEPBEHLNS € OorpoMHa. 1o TO3n HaumH nNpu KOoMm-
nnekcHnte BCM c obuiokamepHa xemoguHamuka ce
yBenvyaBsa KPbBOTOKLT kbM Benusi opob, CbOTBETHO
N cUCTeMHaTa KucnopogHarta catypauus, 6e3 o6eMHo
obpemeHsiBaHe Ha obuiata kamepa. C BpeMeTo orpa-
HMYeHWsATa Ha Tasu npoueaypa ctaBaT O4eBUOHU U ce
TbpcAT HOBM Moaudmkaumun. MNpes 1961 r. Digliotti n
CbTp. NybnukyBaT cbobLieHne 3a 11 naumeHTn c Te-
Tpanorus Ha Fallot, npu kouTo e cb3gageHa aHacToMo-
3a mexay I'TIB n OBA ,kpai B kpan® unu ,kpawn B cTpa-
Ha“, KaTo Mpu edvH OT MauWeHTUTE € OCbLLEeCTBEHA
OuavpekunoHanHa ,Kparn B cTpaHa“ aHacToMo3a, Mos-
BonsiBalla KpbBOTOKbLT OT [TIB ga pgoctura oo aosete
6enogpobHn aptepum [19]. Tor cbobLiaBa 3a onuUTK Ha
Bakynes B Pycusi 3a nbnHO ,M3KknioYBaHe" Ha gscHaTa
Kamepa 4pe3 cebp3BaHe Ha [T1B kbm OBA v OB kbMm
ngsata 6enogpo6bHa aptepus (J1IBA).

Mpe3 1971 r. Fontan n Baudet nbpen cbobwasar
3a ycnelleH ,MbfieH 6arnac Ha OACHOTO cbpue“ npwu
Tpuma naumneHTn ¢ TA, OCbLLECTBEH Ype3 KOMOMHaUns
oT knacudyecka Glenn-aHactomosa mexgy B n OBA
N Haco4BaHe Ha kpbBoToka oT [11B kbm JIBA 4pes aop-
TEH KnaneH xoMorpadT, MOCTABEH KAaTO KOHOYUT MEX-
ay O v J1BA [8]. Te npeagnonarar, Yye cuctonara Ha xu-
neptpodupanorto Al we nognomara M3TNackBaHETO
Ha KpbB KkbM 6enusa apob. HUCKOTO HansraHe BbB Be-
HO3HaTa LMpKynauusi obaye e npegnocTaBka 3a NieCHO
TpomObo3upaHe B Ta3u 30Ha, nopagmn KoeTo ynotpebata
Ha xomorpadTn ce M30CTaBs, BKIIOUUTENHO U 3apaau
YyCT@HOBEHO paHHO KanuuduumpaHe n obCcTpykumnsa Ha
BEHO3HUTE MbTuwa. [MoHaCToAWEM BCUYKM BapuaHTtu
Ha ,NMbreH bannac Ha AsICHOTO CbpLe” ce HapuyaT one-
pauuu TMn Fontan.
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Mpe3 1973 r. Kreutzer n cbTp. cbobLlaBaT 3a Mo-
andmkaums ¢ noctaBsiHe Ha MyrnMOHarneH xomorpadT
mMexgy yxoto Ha [l n budypkaumata Ha BA 6e3 cb3-
[aBaHe Ha kaBoMynMoHarnHa aHacTomosa npu 60mHu
¢ TA [20]. Mo TO3n HaYMH LEenuAT CUCTEMEH BEHO3eH
KpBbBOTOK ce HacouBa aupektHo oT Al kbm BA. lNpes
1976 r. Yacoub n cbTp. goknagsaT TEXHUS ONUT B XU-
PYPrMYHOTO NeYeHne ¢ NOCTaBsHe Ha KnaneH KoHOyuUT
mexay O n BA npu naumeHTn ¢ obwa kamepa (OK) un
nynMoHarnHa cteHosa [21]. B HayanoTto Ha 80-Te rogu-
HK Ha XX Bek Norwood 1 CbTp. NpeacTaBaT TEXHUSA yC-
neLleH onuT B NIEYEHMETO Ha AeLa C aopTHa 1 MuTpan-
Ha apTe3ns, U3NoSIOrMYHO ,KopuUrpaHu“ ¢ nsnonsea-
He Ha Fontan-npouenypa kaTto 4acT OT XMpypruyHara
Hameca [22].

Mpe3 1983 r. DeLeon n cbTp. cboOLWaBart, Ye py-
TMHHOTO Cb3faBaHe Ha npegxoxaaw, Glenn-WbHT no-
HWXaBa cBbp3aHuTe ¢ Fontan-npouenypata 3abonse-
MOCT M CMBbPTHOCT [23]. HaTpynaHuaT No-KkbCHO onuT
NOTBbPAM 3HAYEHNETO HA €TanHUs NoAXo4 Npu XMpyp-
rMMYHOTO NeYeHne Ha naumeHTuTe ¢ yHKLMOHANHo ea-
HOKaMepHO CbpLie.

Mpe3 1977 r. Choussat n cbTp. NybnukyBaTt Kpu-
Tepun 3a cenekumsa Ha umpeanHus’ kaHgugaTt 3a
Fontan-onepauus, n3sectHu kaTto ,4eceTTe 3anoBean”

Ha Choussat [24-26]. B Hawe BpemMe, B pe3ynTaT Ha
cepust OT ePEKTUBHU XMPYPrUYH MOaNUKaLUmM 1 Ha-
TpynaH focTaTbyeH OnuT B NpeaonepaTnBHaTa cernek-
uns M cregonepaTuBHUTE FPYDKK, rorisiMa 4acT OT Tesu
3anoBeau ca HeakTyanHu (Tabn. 2).

XEMOOUHAMUKA CNEL FONTAN-ONEPALIUA

Mpu Fontan-umpkynauusta 6enogpobHOTO Cba0BO
pycrno ce Hamupa Mexgy CUCTEMHUTE BEHU U CUCTEM-
HaTa kamepa, KaTo orpaHM4yaBa KpbBOTOKA KbM Kame-
paTta C pe3ynTar — BEHO3€EH 3aCTOW U HaMarnsBaHe Ha
CbpAeYHUsA 4eduT.

dakTopu, onpefenswm xemoguHamukata npu
Fontan-unpkynauwns (dur. 3):

e XapakTepucTuka Ha BEHO3HOTO BpbliaHe KbM
benogpobHaTta LMpKynaums — nacmMBeH Tok 6e3 yyac-
TMe Ha nu3Tnackealla kamepa

e benogpobHO CbOOBO CHNPOTMBIEHNE

¢ KamepHo npegHaTtoBapBaHe

e KamepHa cucTornHa u guactonHa yHKums

e CbnpoTUBIEHNE CNPSIMO KaMEePHOTO U3Trackea-
He (cnegHaToBapBaHe)

o AV knanHa yHKuna

Ta6bnuua 2. feceTt ,,3anoBean“ Ha Choussat u TAXHOTO CbBPEMEHHO 3Ha4YeHue

3anoBeg

C'bapemem-la KoHuenuus

Bb3pacTt npu onepaumsita Hag 4 roavHun

OTnaga kaTo nsnckBaHe

CVHYCOB pUTBHM

OTnapa kato n3nckBaHe

HopmaneH CUCTEMEH BEHO3€EH ApeHax

OTnaga KaTo U3ncKBaHe

HopmaneH o6em Ha OCHOTO npeacwvpane

OTnaga KaTo U3ncKkBaHe

CpegHo nynMmoHanHo HansraHe < 15 mm Hg

OTHOcUTENEH KpuTepun

BCC noa 4 WU

OTHOCUTENEH KpUTEPWi

OTtHoweHune BA/aopta Hag 0,75

OTnapga kaTo nsnckeaHe

KamepHa dpakunsa Ha natnacksare Hag 60%

OTHOCUTEnNEH KpUTEpuii

Jlunca Ha AV peryprutaums

OTHOCUTErNEH KpUTepUit

Jlvnca Ha xvnonnasus unu AucTop3nn Ha 6enoapobHUTe apTepun

OTHocHTenNeH KpuTepun

b
Ao

LV

RA

cv

®ur. 3. Cxema Ha HOopmarnHaTta cbpAeYHo-CbAoBa Lmnpkynaums (A) n Fontan-umpkynaumsata B pasnuyeH ctaguin (b n B) (nebenunHata Ha nu-
HUATa oTpassiBa CbpAevHNs AebuT, UBETLT Ha NMHMATa — KucrnopogHata catypauus). B) Fontan-umpkynauma — npasHute BeHU ca QUPEKTHO
cBbp3aHu ¢ 6enogpobHaTa apTepus; CUCTEMHOTO BEHO3HO HansraHe e nosuiueHo. B) Fontan-umpkynauus B kbceH ctaguin — ¢ Bpemeto 6enoa-
pPO6HOTO CbAOBO CLMPOTMBIIEHUE CE MOBULLABA C pe3ynTaT — No-HaTaTbLUHO HapacTBaHe Ha BEHO3HAaTa KOHreCcTusi, HaMmansiBaHe Ha CbpAeYHus
[ebut 1 nosuaBaHe Ha HansraHeTo Ha kamepHo nbrHeHe. Ao — aopTa; CV, npasHu BeHn; LA — naBo npeacepave; LV — nasa kamepa; PA
— BbenogpobHa apTepus; RV — asicHa kamepa; V — obwa kamepa — no Gewillig, M. n cbTp. [6] (cTaTms cbe cBoboaeH poctbn CC BY-NC 4.0,
NMLEH3, NO3BONSBALL, Pa3npocTpaHeHne, KOMOVHMPaHe 1 aganTypaHe, NPy yCNoBue Ye opurmHanHata paboTa e TO4HO UMTUpaHa 1 nsnonasaHa
3a HekomepcuanHa uen, http://creativecommons.org/licenses/by-nc/4.0/.)
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BEHO3EH KPBbBOTOK, BEJIO4POBHO
CbAoBO CbNPOTUBNEHMUE (BCC),
TPAHCMNYJIMOHAJNEH KPBbBOTOK

BenogpobHuat kpbBOTOK Npu Fontan-umpkynaums
€ NacuBEeH 1 3aBMCY OCHOBHO OT LIEHTPAariHOTO BEHO3HO
HansiraHe, KaTo e CBbp3aH C ocTaTb4yHaTa reHepupaHa
OT CbpLETO eHeprus, nepudepHaTa MycKyrnHa nomna
N 3aBUCUMUTE OT OWLLAHETO MPOMEHM Ha MHTpaTopa-
KanHoTo HandraHe [27]. To3n KpBbBOTOK M3MCKBA HUCKO
BCC (< 2 WU x m?) n manka pasnuka B HansraHeTo
mexay 6enogpobHaTta apTepus 1 NSBOTO Npeacbpave
(TpaHcnynMmoHaneH rpagneHt < 6 mm Hg). 3a edek-
TMBHa 6GenoapobHa UMpKynaumsi LeHTpanHoTO BEHO3-
HO HansiraHe TpsibBa fa 6Gbae paBHO UM NO-BUCOKO OT
CpegHoTOo NynMmoHarnHo HangraHe (obwyanHo — 12-14
mm Hg). CbLieBpemeHHO To TpsbBa Aa € AocTaTbyHO
HWCKO, 3a Aa He ce pasBuBa iMMmdocTasa 1 OToK. Tasn
XeMOAMHAMMYHA KOHCTeNnaumsi — BUCOKO LeHTpariHo
BEHO3HO W HWCKO MyNIMOHAIHO HamnsraHe, € U3BecTHa
kaTto Fontan-napagokc [7].

Mpu Fontan-uupkynauusata CbNpPOTUBIIEHWETO B
©enogpobHOTO pycno e Han-BaXkHUAT dhakTop, orpaHu-
YaBall, cbpaeyHus gedut [28]. B HopmManHu ycrnoBusi
0enogpobHMAT KPBBOTOK MMa Myricupaly XapakTep.
HopmanHuat nyncupaly 6enogpobeH KpbBOTOK € Ba-
XEH 3a MeauMMpaHoTo OT T.Hap. shear-ctpec ocBOOOX-
[aBaHe Ha a30TeH OKUC OT eHJoTerna WM NoHwxaBaHe
Ha BCC [29]. Mpu Fontan-umpkynaumsTa HOpManHUSaT
nyrncupaLy, xapakrep Ha 6enogpobHNsa KpbBOTOK NMMC-
Ba, KOETO € MpuyMHa 3a oTcrnabBaHe Ha eHAoTen-3a-
BYCMMaTa Basoperiakcauus u HamaneH ool kanmobp
Ha NySIMOHanHMTEe CbOOBE B MOKOW M NpUW ycunue, Kato
e npegnocraBka 3a HapactBaHe Ha BCC BbB Bpeme-
TO [29, 30]. B paHHMs criegonepaTtuBeH nepuopg crep
TCPC ce HabnogaBa npexodHO peakTUBHO MOBULLIE-
Hue Ha BCC, noBnusiBaLLO ce OT MHXanaTtopHO Npuno-
xeHue Ha NO [31]. [pu cbyeTaHUe € HUCHK CbpaeyeH
WMHOEKC aaxe nekoto nosuweHne Ha BCC e cebp3aHo
C MOBWLLEH PUCK OT HEAOCTaTbYHOCT Ha Fontan-uumpky-
nauusTa [32].

Houlind n cb1p. [33] ycTaHOBABaAT HaM-BMCOK WH-
[eKc Ha nyncaTtMBHOCT (pasnuka Mexay MakcumarHa-
Ta U MMHMMarHaTa CKOpPOCT Ha KPbBOTOKa B fafeHa
30Ha, pas3gerneHa Ha cpegHaTa My CKOpPOCT) B flateparn-
Hus TyHen (2,0; 1,1-8,5), Han-HUCBK — BB vena cava
superior (0,8; 0,5-2,4) n mexgunHeH — B 6ernogpobHuTe
aptepun (JIBA — 1,6; 0,9-2,0; OBA — 1,2; 0,4-1,9). Bbn-
HUTE Ha KPbBOTOKA WM HamnsraHeTo ca 6unu 6udasHwu,
C MakCMMyM MO BpeMe Ha npeacbpaHarta cuctona u
KbCHaTa (pasa Ha kamepHaTa cuctona [33].

BenogpobHuaT kpbBOoTOK crnegq TCPC nokassa
(pa3oBOCT, CBbp3aHa C UMKbMA Ha OULLIAHETO, KaTo
HapacTBa Npv HOpMarHoO BAMLIBAHE U Hamansisa npu
nsguweaHe [34]. BouweaHeTo oOkasBa 3acmykBalla

OBWXella cuna 1 yBenvyaBa BEHO3HOTO BpbLUaHe U
G6enogpobHMs KpbBOTOK BBbB Fontan-uupkynauusta
[35]. KpuTuyHaTa 3aBUCMMOCT Ha 6enoapobHns KpbBo-
Tok cneq TCPC oT npomMeHuTe B MHTpaTopakanHoTo
HansiraHe e OT CbLUEeCTBEHO 3HA4YeHWe 3a Hemnocpen-
CTBEHOTO CrefonepaTMBHO fieYeHne Ha Te3n naumeH-
T [36]. MNpu TakmBa BONHW BeHTUNAaUMATa C HEraTMuBHO
eKcTpaTopakanHo HansiraHe BOAM OO0 yBenuyaBaHe Ha
6enoapobHus kpbBoTOK [34]. [JoGpe mM3BecTeH e hak-
TbT, Ye NPU TAX BEHTUNAUUATA C MONOXUTENHO Hansra-
He n PEEP BnowaBa 3Ha4nmo xemognHammKaTa.

MauyneHTUTe C pasnuyHn Tunose Fontan-uupkyna-
LMs MOKa3BaT pasnyyHy XeMOANHaMUYHW XapakTepuc-
TUKM B OTOEMNHUTE 30HU Ha Fontan-kpbra, KOeTo MoXxe
Oa ObJe npuynHa 3a pUCKOBeE, BOAELLN A0 AbTOCPOY-
HW ycnoxHeHus [37]. No gaHHn Ha Ha n cbTp. [38] npu
BCEKWN CbpAEYEH LUKBLI NpY NnatepanHus TYHemn U ekc-
TpakapananHusa KOHAYWUT, UHTerpanbT CKOPOCT-Bpeme
(velocity time integral, VTI) n ocpegHeHata BbpxoBa
ckopocT (average peak velocity, APV) nokassaT 3Ha-
YAMWU PasnUKN Mexdy BAMLIBAHETO M WU3AMLIBAHETO
BbB BCUYKM HATUBHU CbAOBE. VIHTepBanbT Mexay S- 1
D-BbriHaTa Ha BEHO3HUSA NyJic € 61 Ha-ronsm npw at-
puonynmoHarnHarta Bpb3ka (atriopulmonary connection,
APC), crnegsaH oT natepanHus TyHen. U/ B aBete asu
Ha OULIAHETO ToW e Oun Hal-mManbK Npy ekcTpakap-
avanHusa koHayuT. MNpu aTpuonynMoHanHaTa Bpb3ka e
yCTaHOBEHa MOo-HUCKa XemMognHaMu4Ha eeKTUBHOCT,
C n3paseH peBepceH KpbBOTOK, gokato npu TCPC xe-
MogMHamMmu4HaTa edhekTUBHOCT e Guna no-eucoka, 6e3
n3paseH peBepceH KpbBOTOK [38].

KAMEPHA CUCTONIHA U UACTOJTHA
OYHKLUUA, NPEAQHATOBAPBAHE

3a pasnuvka oT HopMarHaTta AByKaMepHa LipKyna-
uus, obwarta kamepa TpsabBa Aa ocurypu npemMmmHaBa-
He Ha KpbBTa Npe3 cucreMHarta u 6enoapobHa UnpKy-
nauus n 3a ToBa € Heobxoguma afekBaTHa CUCTONHa
1 AmMacTornHa (yHKUMS, KaTo JecHokaMepHaTa Mopdo-
norusi e He3aBWUCKMM MPELMKTOP 3a HebraronpuaTeH ns-
X0, B OTAanevyeHara cnegornepartuBHa eBonoums.

CucTtonHa dyHkuums. lNMpean n cneg Fontan-one-
paums obwarta kamepa e AunartupaHa, XunepTpo-
duMyYHa U NoHAKora XMNokKoHTpakTurHa. KamepHaTta
ONCAYHKUMS MOXe Aa ce ObIKM Ha camara Kapgu-
onaTtus, npeawecTBalimMTe XMpPYPruyHM HaMecu, Kak-
TO U Ha abHOPMHUTE YCroBUA 3a (DYHKLUNOHUPAHETO
M Ha pasnuyHuTe eTanu oT NanuauusaTa. Nopagu pas-
nuyHaTa KamepHa mopdororua oueHkata Ha rone-
MUHaTa, dopmaTta, XxmnepTpodusita, cTpeca, cTpen-
Ha, CbKpalleHWeTO U penakcauusaTa ca 3aTpyaHeHM,
ocobeHo npu obula kamepa geceH mopdonormyeH
Tmn. Mo Bpeme Ha >uBOTa KamepaTta ce aganTtupa
KaTo npemMuHaBa OT 06eMHO UM TEH3NOHHO obpeme-
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HeHa 1 gunatvpaHa, JOKaTo e Hanuue nanvaTuBeH
WHHT unv 6eHAnHr, 40 TakaBa C HamalneHo HaTtoBap-
BaHe, XMnepTpodusa U guactonHa ANcgyHKLMa creq
Fontan-onepauus [39]. HapylleHneTo Ha cucTonHata
PYHKUNS PSIOKO € CblUecTBeH npobrnem B nbpBUTE
roAvHW Ha nanuauusaTa, Kato T OOMKHOBEHO ce 3a-
nasea unu nogobpsiea cnen Fontan-kopekuus [40].
Ohuchi n cbTp. [41] poknaagsat cepus oT 544 nauu-
eHTu cneg Fontan. Ot 1e3u naumeHtn 80% ca 6unm
CbC 3anaseHa kamepHa dyHkums, 18,2% c neka vnm
ymepeHa cuctonHa guncdyHkumsa n 1,8% — ¢ Texka
cuctonHa ancdyHkums [41].

YcTaHoBsABaHaTa KamepHa CUCTOMHa OMChYHKUUSA
npv naumeHTuTe cneg Fontan, He e 3agbmknuTENHO Aa
Ce ObIKN Ha NOHMKEH KOHTpakKTUnuTeT [28]. B 3Hauun-
TenHa CTeneH HapyLleHUsATa Ha cucTonHaTa dyHKLMS
ca CBbp3aHu C MOHWKEHO KaMepHO NpegHaToBapBaHe
BCINEACTBUE HA HaMarneHo AOCTaBsHe Ha KPbB OT Oe-
nogpobHoTo cbaoBo pycrno. Cnen Fontan-onepauus
0BUKHOBEHO ce HabnwgaBa M3pas3eHO MNOHWXaBaHe
Ha npefgHaToBapBaHETO Ha cuctemHaTa kamepa. Cte-
NMeHTa Ha MOHWXEHNETO 3aBUCU OT U3XOOHOTO CbOT-
HOLleHMe Ha ©enogpobHUA M CUCTEMHUS KPbBOTOK
[40]. MNpu Fontan-umpkynauus npegHaToBapBaHETO €
HaW-BaXXHUAT hbakTop, onpefensw, CbpaedYHNa MUHY-
TeH 0b6em [40]. To 3aBMUCK OT TpPaHCMNYNIMOHAITHUS KPb-
BOTOK M €BEHTYarHOTO Hanuume Ha deHecTpauums. OT
CBOSI CTpaHa, TPaHCMySIMOHANHUAT KPbBOTOK 3aBUCHU
OT TPaHCMNyNMOHAaIHUA rpagueHT Ha HansraHeTo (Hop-
marnHo 4-5 mm Hg) n BCC [28].

OnacTtonHa cdyHkuusa. dakropu, npnumHa 3a Ha-
pyLleHMe Ha MuoKapgHaTa penakcauusi, ca xunep-
Tpodhus, ncxemms n abHOPMHO ABMXKEHUE Ha CTeHa-
Ta, KaTo C Han-uspaseH edeKT ca HapylleHuaTa Ha
OBWXEHNEeTO Ha kamepHata cteHa [40]. MNMpwn nauneH-
TMTe ¢ Fontan ce yctaHoBsBa ygbikaBaHe Ha Bpe-
Me-KOHCTaHTaTa Ha paHHa KamepHa penakcauusi u
BpPEMETO Ha M30BONyMeTpUYHa penakcauus [40, 42,
43]. Mpwn Te3n 6onHM OMACTONMHOTO MbIIHEHE 3aBUCU
B MO-rofisMa CTeneH OT NMPeACbPOHOTO CbKpalleHue
[40, 44]. KbcHo cnen npouenypa Ha Fontan kamep-
HaTa guacTtornHa yHKUMS OCTaBa 3HaYUTENHO Hapy-
weHa. NpomeHnTe, HabnogasaHW Npy NpocneasaBaHe
Ha NaumMeHTUTe, NoKa3BaT HamansiBaHe Ha KaMepHUst
KbMIabHC B AobaBka KbM NepcuMcTUpaLLo Hapylue-
HaTa penakcauus [45].

CBbNPOTUBNEHUE CNPAMO KAMEPHOTO
U3TNACKBAHE (CNEQHATOBAPBAHE)

Mpu Fontan-uupkynauusata e Hanuue CbCTosiHWE
Ha XPOHWYHO HamarneH cbpaeyvyeH MUHyTeH obem. B
Te3n ycrnoBusi NepudepHOTO CbAOBO CLMPOTUBMEHUE
€ MOBMLLEHO — KOMMEHCATOpeH MexaHu3bM 3a nog-

ObpXaHe Ha apTepuarnHoTo HansraHe. 3a pasnuka ot
obuyanHaTta cuTyaumst Npu JeKoOMNeHcaums Ha gByKa-
MEepHO cbpLe, npyu Fontan-unpkynauusata noHwxaBa-
HEeTO Ha cregHaTOBapBaHETO MpUW NuncaTta Ha pe3eps
Ha npegHaToOBapBaHETO He BOAM LO HapacTBaHe Ha
CbpAEYHUSA MUHYTEH 00EeM 1 MOXe [a CTaHe npuymnHa
3a pasBuTME Ha XMNOTOHUSA [28].

EHEPFrMUHA EQEKTUBHOCT
HA LUMPKYNALUATA

BaxHa obract Ha mpoy4BaHus MpU NaumeHTuTe
cnen Fontan-onepauus e BbpxXy XemogvHamudHaTta
eHeprunHa eeKkTUBHOCT Ha uupkynauuata. Tbi Kato
6enogpobHMAT KpbBOTOK Mpu Fontan-umpkynauusata
3aBUCU OT NaMUHapPHUSA TOK BbB Bpb3KaTta ,MpasHu
BeHU-6enogpobHa apTepus”, ce nNpoyysa 3Ha4YEHUETO
Ha pasnukute B reomeTtpudata npu TCPC 3a HETHOTO
CbNPOTMBNEHNE U 3arybuTe Ha eHeprus u oTTam — 3a
cbpaeyvHusa aedut [11].

3ary6a Ha eHeprusa. Korato HanpeyHarta nnoLy, Ha
npoBexgallarta LMpKynaTtopHa cuctema unm akcuanHa-
Ta MOCOKa Ha KPbBOTOKa Ce MPOMEHAT PA3KO, HACTbIM-
BaT MPOMEHU B MOTOKA, BoAelM Ao 3aryba Ha eHeprus
[46]. 3arybaTa Ha eHeprus (power loss, Eloss) npes cbe-
OVHEeHMe ce NpencrTaBs No cnegHnst HavvH [11]:

E.!ass = Zon.n Pis Q; _ZHKOII Pi«Q; ,  KbOeTo

,Pi* n ,Qi" ca cboTBETHO TOTanNHWTE HandraHus (cTa-
TUYHO U OMHAMUYHO) M 06eMbT Ha noTtoka [11].

3arybata Ha eHeprus (€) 3a BCeKM enemMeHT Ha
UMpKyraTopHata cucTema 3aBMCM OT CKOPOCTTa Ha
KpbBOTOKA UM CbpaedHus Aebut (Q), nnbTHOCTTa (P)
n BuckosuTeTa (V) Ha KpbBTa U reomeTpudarta (S) Ha
npoeexaallarta uupkynatopHa cuctema [47]. B noutu
BCWYKM Crlydau nokasartensT, oTpassBsall, natonoruara,
e “S”. dyHKuMoHanHaTta 3aBUCUMOCT Ha cpegHata 3a-
ryba Ha eHeprus OT MOCOYEHUTE HE3aBUCMMU hakTopK
ce nNpefcTaBs CbC CNeaHOTO ypaBHeHue [47]:

e = F(Q,p,v,BSA,S).

dokycnpaHeTo BbpXy HamarnsBaHeTo Ha 3arybata
Ha eHeprvs goBede A0 NPMEeMaHeTo Ha ToTanHaTa Ka-
BonynmoHanHa aHactomo3a (TCPC) kato Han-edek-
TMBHaA Moaudurkaums Ha knacudeckara Fontan-onepa-
umsa [27].

CTpemMexbT KbM KOHCTPyMpaHe Ha onTumarnHa ot
€eHeprunHa rnegHa Tovka KaBomMyrMOHarnHa uupKyna-
uns goBee A0 Cb3[daBaHe Ha peavua matemaTuyeckm
MoZenu Ha BapuaHTu Ha Fontan-onepauus, Hamupa-
WM MpUNOXeHMe B KNWHMYHATa MpakTuka. BuB dour
4B ca npegcTaBeHn HAKOU XMPYPrMYHN MoandUKaLmn,
Lenswm HamansBaHe Ha 3arybarta Ha eHeprusi BbB Be-
Ho-nynmoHarnHara umpkynauus npu TCPC.
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Y-rpa¢t

®dur. 4. A. leomeTpuyHn akTopun, CBbP3aHM C noeuLleHa 3aryba Ha eHeprus npu TCPC. CteHosuTte, aedopmauumTe 1 NPOTUBOMONOXHUAT
KpbBOTOK (Mpu aHacTomo3uTte Ha TIB 1 AMNB kbm BA) ca dakTopu, noBuasalym 3Hadmmo 3arybata Ha eHeprusi. B. XvpyprudHu nogxoaum 3a
HamansiBaHe Ha 3arybata Ha eHeprus BbB BEHO-MyNIMOHAaNHaTa LUMpKynauusi Npu KOHCTpyMpaHe Ha ToTanHata kaBomnynMoHarnHa aHacToMosa

(mo Rijnberg n cbTp. [27])

EdektnuBHOCTTa Ha kpbBOTOKa nNpu TCPC nokas-
Ba rofieMu pasnuynsi, Kato HeedEKTUBHUAT KPbBOTOK
UMa KIWHUYHO 3HAYeHWe 3a HamarneH cbpAeyeH ae-
OVT 1 NOBULLEHO UEHTPanHO BEHO3HO HamnsraHe, no-
BMLLABAMKM pUCKa OT pasBUTUE HAa YCNOXHEHUS cref
Fontan-onepauusaTta, kato npoTtenH-rybella eHtepona-
TWS, NnacTuieH BpoHXMT, YepHogpobHa AMCHYHKLMS,
punbposa/unposa [27]

OnTumManHuTe CTOMHOCTM Ha HamnsiraHeTo U KUCMo-
pogHata catypauus crieq Fontan-onepauus ca npega-
cTaBeHu B Tabnumua 3.

BnaronpuaTtHu echekTn Ha Fontan-onepauusta

e PasgensiHe Ha cucTemMHaTa M BEHO3HaTa LIMPKY-
naums

e OB6eMHO OTOpemeHsIBaHe Ha kKamepaTa

¢ [MogobpsiBaHe Ha OKcureHauusTa, NpeogonsiBa-
He Ha XunokcudaTa

¢ [MpemaxBaHe Ha pvcka OT napagoKcanHi emMoonum

e 3HaunTenHo nogobpsiBaHe Ha NpeXMBsieMoCcTTa
M KAYeCTBOTO Ha XXMBOT

Cna6octu Ha Fontan-unpkynauus

e XpOHM4YHa BEHO3Ha 1 YepHOgpobHa KOHrecTus

Tabnuua 3. ONTUManHW CTOMHOCTU Ha HansraHe u KMcrnopopgHa catypauus npu Fontan-umpkynauus

CucTtonHo HansraHe [unacTtonHo HansAraHe CpeaHolTeneamacTosnHo KucnopogHa catypauus, SatO,

(mm Hg) (mm Hg) HansiraHe (mm Hg) (%)
rmB 10-14 75
anB 10-14 75
JIBA 10-14 75
OBA 10-14 75
BB 8-10 95
BMKH 8-10
nn/gn 6-9 95
Kamepa 100-120 6-10 95
AopTa 100-120 65 77 95

'MB - ropHa npasHa BeHa, ANB — gonHa npasHa BeHa, JIBA — nsaBa 6enogpobHa aptepus, ABA — asicHa 6enogpobHa aptepusi, BB — 6enoa-
po6Hu BeHu, BMKH — BknuHeHo nynmokanunsapHo Hansirane, JIM — naso npeacwpave, Ol — ascHo npeacbpave
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E. JlesyHrniuesa

e OrpaHuyeH cbpaeYveH pesepB B NMOKOW U NpuU Ha-
ToBapBaHe

e [MoBuLWEHO CnegHaToBapBaHe

e ApuTMumM/CMHYycoBa ANCAYHKLMSA

e TpomboemMbonM3bLM

e [MpoTeunH-rybelua
OpoHXuT

e HeobxoamMMOCT OT peonepauumn—enekTpokapamo-
CTMMyrnaTop, PEBU3NM UITN KOHBEP3USI

AHaTOMM4YHU U XeMOAMHAMMUYHM NOKa3aTenu Ha
LngeanHua“ kaHgmpart 3a Fontan-onepauums

¢ JleBOkamepHa Mopdonorusa Ha obuiata kamepa

e Jluncealya unm HUCKOCTENEHHa ceMunyHapHa w/
unu AV knanHa nHcyuumeHLms

e [100pe pa3BuTM knoHoBe Ha BA, 6e3 cTeHo3u
(nHgekc Ha Nakata > 250 mm?2/m?)

e LleHTpanHo BEHO3HO M CpeaHO MyfIMOHAIHO Ha-
nsraHe <15 mm Hg

e TpaHcnynMoHaneH rpagueHT Ha HansiraHeTo B
pamkuTe Ha 4-5 mm Hg

e TeneamactonHo HansaraHe — 8-10 mm Hg

e benogpobHo cbaoBo cbnpoTtueneHne < 2 WUsm?

e 3anaseHa cuctornHa yHKumMa (dhpakums Ha ns-
TrnacksaHe Ha obwata kamepa > 60%)

eHTeponaTtua, nnactnyeH

3AKNIOYEHUE

Mpy naumeHTUTEe C YHKUMOHANHO edHOKaMmep-
HO cbpue Fontan-onepauusita 3acera e Han-goOGPUAT
BapuaHT 3a AbnroTpariHa uU3MonornyHa nanvauus.
Tosn TMN onepauun nmat Kakto brnaronpusaTHN edek-
W, Taka n crnabocTtu, kKouTo TpsabBa Aa ce no3Haear oT
KapauonosuTte 1 neguatpute, NpocneasiBalimM Takmea
©onHu. ETanHuaT nogxopn cbe cTpateris 3a 3anasBaHe
Ha 6riMska go HopMarHaTa apxutekTypa Ha 6enogpo6b-
HOTO CbOOBO pycro, 6enogpobHOTO CbAOBO CHMPOTU-
BrneHne n nsbsireaHe Ha 06eMHOTO obpemeHsIBaHe Ha
cucTeMHaTa kamepa e YHMBepcanHa TepaneBTUYHa
cTpaTerus.

He e deknapupaH KOHbIUKM Ha uHmMepecu
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