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OCHOBHI XIPYPI'YHI CTAHU Y
HOBOHAPOOXEHUX, LLO NMPOABNAOTbLCA
NMMAEPBUIIPYBIHEMIEHO

¥ BpopaxeHi Bagu po3BUTKY XXOBYOBUBIOAHUX WLNAXIB

(6iniapHa aTpesis, KICTO3Hi TpaHcdopMaLil XXOBYHUX MPOTOKIB,
rinonnasisa »XOBYHUX LUNAXIB, NOMIKICTO3, NOOBOEHHSA )XOBYHOIO
MiXypa ToLO)

¥ Bucoka KMLWKoBa HeNnpoxXiaHICTb (koBTSHULS 06ymMoBneHa
BTOPUHHMM 3aCTOEM XOBYi B renatobifniiapHin cuctemi i3-3a

NOPYLWEHHS YMOB >XOBYOBUAINEHHS Ta/abo NigBULLLEHNM 3BOPOTHIM
BCMOKTYBaHHAM BinipyOiHy 3 KNLWEeYHMKa Ha TN 3HEBOOHEHHS)

© Benuki remaTomm (Benuki kecpanoremaTomu,
BHYTPILLUHbOLLSTYHOYKOBI Ta CybKancysrisipHi KpOBOBUITMBU, MACUBHI
KPOBOBUSIMBU B M’SKI TKAHUHN MOXYTb CTaTu NPUYNHOK HENPSAMOI
rinepbinipybiHemil Ta aHeMil)

© Tlo3anpoToKoBi yTBOPEHHS (iHDiNbTpaTh, NyXSINHN)

© IHWwi (cnHopom Anamxuns, nepuHaTanbHUA CKNepo3younii

XOMNaHTriT, WO He MaloTb eTioNnaToreHeTUYHOro NiKyBaHHS |
NOTPEDYIOTb TPaHCNIaHTaLiT NeYiHKM i3-3i NPOrpecyyoro Umposy)




YacToTa xipypriyHunx BBP

& biniapHi atpesii —61,3%
© Kictn xonepnoxa — 25,2%
@ lnonnasia xBw — 9,0%
& [HW - 4,5%

[liarHoCcTnka yTpyaHeHa, OCKiflbkM cMMnNTOMM NoAibHi oanH oo
OOHOrO.

[TomMunkoBi giarHoO3u: IHPEKUINHUK renaTuT, reMosiTu4yHa
XBOpobHa HOBOHAPOAKEHUX, TOKCUYHUI renaTuT, CErcuc,
doepmMmeHTONAaTIA, BPOOAXXEHUN renaTtuT TOLLO.

[1pun KicTax xonenoxa — NOABOEHHS XXOBYHOro Mixypa, Kicta

FONOBKU MiALNYKOBOI 3a5n03u, KicTa NeyiHKK, nosikicto3 ToLLo.
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BuiHauyeHHS

® biniapHa aTpesia (aTpesiqa *XOBYOBUBIOHMX |
LLNAXIB) XapaKkTepusyeTbcda obriTepauieto
XKOBYOBMBIOHUX LUNAXIB. 3aXBOPIOBAHHS
ypaxae aK no3aneviHkoBl, Tak |
BHYTPILLUHbLOMEYIHKOBI XXOBYHI MPOTOKMN,
npM3BoAnUTb OO0 BTOPUHHOIO OisliapHOro
LIMpO3y, NeYviHKOBOI HeOOCTATHOCTI Ta 40
CMEPTI NPOTAromM nepLunx 2-X PoKiB XUTTS
Npwn BIOCYTHOCTI NiKyBaHHA.



Enigemionoris

.

® Yactota BA 1:6700 — 1:10000 — 1:20000 — |
1:30000 3a paHMMK pi3HNX aBTOpPIB

© BA cknapae 6inst 8% BcCiX BpoaXeHUx Baa
PO3BUTKY BHYTPILLHIX OpraHiB y Aiteun

& B cTpykTypi 3axBoptoBaHb renatobiniapHol
CUCTEMMU Y AITenN nepLumnx omic. Xnutta bA
3anmMae Begyde micue i cknagae 45%.
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IcTopia BuB4YeHHA BA

1882-1892 poku — J. Tompson BriepLue nigrotyesas orngag
nyonikauin, npuceadeHnx BA, i onybnikysaB noro B ’)))
EonHOyprcekoMmy meauyHoMy XKypHarsi Ha OCHOBI |
nitTepaTypHMX gaHuX i BflacHMX cnoctepexeHb 3a 50
aiteMu. [Npu ubomMy OyB HagaHUN TaKOX | ornsaag
naToMOPdONoriYyHNX 3MiH NpK aTpesil X)KOBYHUX XoaiB Yy 3-X
onyonikoBaHMX HayKoBUX npausax. BiH 3pobmne BUCHOBOK,
lwo BbA € nporpecyoynm 3anasnibHUM 3axXBOPHOBaAHHAM
YKXOBYHUX LLNSXIB HEBIAOMOT €TIONOril.
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1914 p. — J.B.Holmes, natonoroaHatom 3 YHiBepcuteTy ,2:,),2).,?),‘ .
I>xoHa ['onkiHca, BnepLule 3anponoHyBaBs | 3aCTOCyBaB B y IR
CBOIX poboTax TepMiH “OirliapHa aTpesia” 3a pe3ynbTatamu pRRR R )
82 ayToncin i onucas i pi3Hi Buan. BiH BiamiTVB, wo 16% 4 ’23’%5’;:’

OiTen manu BapiaHTu NaTonorii, Wo MOXINMBO KOperysaTu.
[MepLui noro HamaraHHs XipypridHol kopekuil BA dynu
HeyCHiLHI.




IcTopia BUB4YeHHA BA

3.1928p. — W.E.Ladd B AMepurKaHCbKOMY MeONYHOMY XXypHani
onyonikysaB gaHi npo 11 ycniwHux onepadin npu bA i
pekoMeHayBaB BiK ANTUHW ONA IX 34INCHEHHSA 4Mic.

4.1958p. — Kacai i Cyayki BnepLue onucanu onepadito
nopToeHTepocToMil. PoboTta byna onybrikoBaHa B AMOHil i
He 3BepHyna Ha cebe yBary axx 4o 1968poky.

5. 1968 p. — gaHi npo onepadito Kacai onybnikoBaHi B AHMIl,
CNPUWHATI AYy>Xe CXBasibHO, L0 CTano no4yaTtkoM LLMPOKOro Il
BNPOBag)XEHHA B PI3HMX KpalHaxX CBITY.

6.1974p. — Kacai 6yna sanponoHoBaHa knacudikauis bA.




Enigemionoris

BiniapHa aTpesia (BA) — Hanbinbw po3nosclogKeHe
XoJiectaTuyHe 3axXBOPHOBAHHA MeYiHKa Y HEMOBIAT |
HaW4acTILLMKW NOoKa3 A0 TpaHcnaHTaLil NeYiHKu.

3axBoproBaHicTb Ha bBA (KinbKicTb BMNagkKiB Ha
100000 HoOBOHapPOOKEHUX):

 y HigepnaHgax — 5

* y ®paHuil — 5,1

* Ha bpuTtaHCcbkux ocTtpoBax — 6

« BANOHII—7,4

« y CWA (wTtaTt Texac) - 6,5

« B ABcTpanii— 7,48

* Ha [[aBancbkux octposax (CLLUA) — 10,6.
(G.G.Tuetal., 2014)




KniHivHI dopmu BA

CboroaHi BuainatoTe 2 gpopmu BA:
embpioHarnbHy (CuHOpomaribHy),
rnepuHamaribHy (HECUHOpPOMaIibHY).

Em6pioHanbHa BA 3ycTpivaeTbCs Npu Takux
BPOOXKEHUX 3aXBOPHOBAHHAX, AK NONICNnNeHis,
acnneHis, aHomanil cepugd, spogxeHi saau LLKT.

lepuHamanbHa BA , Nnpn 9Kin Mae MiCLE TiNbKK
YpaXXeHHs renaTtobiniapHoi cuctemu,
3yCTPI4YaETbCA 3HAYHO YacTiwe, B cepegHboMYy Y
90% naujieHTIB.

ETionoriyHum dpaktopom dpopmyBaHHA BA, 3
HanbinbLuoto iMmoBipHicTo € LUMB iHekuisa. OHK
LIMB BusBngaetbcsa B 6iontati neviHku B 80%
Bunaakie bA, B kpoBi — B 25%, B cevi — B 20%.




KINACUDIKALUIA 3A M. KASAI (1974)

| TN — BA, WO KOpUryeTbcs

( y BOpOTax MeYiHK1 € XXOBYHI NPOTOKN abo KiCTO3HI
YTBOPEHHSA 3 N'YCTOIO XKOBYIO)

Il TN — BA, W0 He KOpUryeTbCA

(XxapaKkTepunsyeTbCs BiACYTHICTIO XXOBYHUX MNPOTOKIB
y BOpOTax MeYiHkn)




Knacudikauia BA

AnoHcbkKa | PpaHuy3bka knacugikauil BA 3acHoBaHI Ha )
BapiaHTax obnitepauil 30BHiLLHiX >XOBYHUX MPOTOKIB. |

L : )
3a ANOHCbLKOK Knacudikadieto onvcaHi 3 Tuna bBA: I )

| — aTpesida Ha piBHI 3aranbHOro XXOBYHOIO NPOTOKY I3 ‘{
30epexeHUM MeviHKOBMM MPOTOKOM i X)XOBYHUM |
MIXypOM (AncTtanbHMK BapiaHT — 3% CrnocTepeXXeHb);

Il — obniTepauia Ha piBHI 3aranbHOro NeYiHKOBOro NPoTOoKa
I3 30epexeHMu NnpaBuMm i NiBUM NEeYiHKOBUMU
npoTokamMmu (MpoKkcMMarnbHU BapiaHT — 6%
CNoCTepeEXeHb);

lll — aTpesia Bcix Biaginis xoB4YHMUX NPoToKiB ((91%
CroCTepeXeHb).

3a g)‘{aanuysbxoro KnacudikaLiero po3pi3HATL 4 TUNKU ‘,)_ )

lll BapiaHT BA 3 nonepeaHbLOI Knacudikauii po3nogineHum
Ha 2 TUNu:

* JKOBYHUM MIiXYp i NOro npoTokn 3depexeHi (19% aiten)
* noBHa nosarieviHkoBa BA (72% giten).




[MopiBHAHHA PpaHLY3bKOI | AMOHCLKOI
knacudikauin bA
(C.Chardot, 2005)

PiBeHb
PpaHuy3bKa oGCTpyKLil SAnoHcbka
Knacudi- YacToTa Onuc nosarneuviH- Knacudi-
Kauis KOBUX XXOBYHUX Kauis
NpPOTOKIB
ATpesia obmexeHa .
~ 20 3aranbHui
Tun 1 ~ 3% 3aranbHUM . . Tun 1
YKOBYHWUI NPOTiK
YKOBYHMM NPOTOKOM
Kictn y BopoTtax 3aranbHui
Tun 2 =~ 6% y 8Op . 9 , Tun 2
NeYiHKM NEeYiHKOBUI MPOTiK
KoBuHUM Mixyp,
Tun 3 19% AOro NpoTOK BopoTa neyiHku
36epexeHi
[MoBHa Wl E
Tun 4 72% BopoTa neviHku

nosanediHkosa BA



Knacudikauisi ’)KOBTAHULb 3a
piBHeM OOMiHy OinipybiHa

¥ Hagne4viHKOBA (po3BuBaeTbCs NpU reMonisi i |

cnagkoBux posnagax oinipybiHoBoro obmiHy,
NigBULLLEHUI HENPSMWUIA DinNipyOiH)

@ NMeviHkoBa, ab0 Ne4YiHKOBO-

KINITUHHA (po3BMBaeTbCS NpU renatuTax,

cerncuci, TOKCMYHOMY ypaKeHHI NeYiHKN,
NiaBULLEHUI NPAMWUKA | HenpsaMuiA BinipyoiH)

@ No3ane4yiHKOBA (aTpesis >KOBYHMX XOAB i

3aXBOPIOBAHHS, LLO CyNpPOBOOXYHOTLCSH
XonecTtasom, nigsuLLeHnn npsamuin dinipyoiH)




ETionoria BA N

gpopmu BA € myTauifa reHis, WO NpU3BOaNTL A0

OCHOBHUM E€TIONOrNYHUM YNHHUKOM eMbpioHanIbHOI 5
rnaTosioridHOro MopdgoreHesy OiniapHoOro gepesa. |

lNepuHamanbHa BA Ha oyMKy OaraTbOX OOCIIOHVKIB
€ HabyTol0, a He BpoaXeHoto natonorieto. [pu
nepuHaTtanbHin BA GiniapHa cucrtema )
PO3BMBAETLCA HOPMarbHO, NPOTE Mi3Hille Ha Hel
OiI0Tb MPOBOKYHOYI YAHHUKMK, LLO NPU3BOAATL O0
obniTepauii XKOBYHO-BMBIAHMX LINAXIB (BIpycCH,
TOKCUYHI eKOSOorivyHI doakTopu, po3nagu
KpOBOMOCTa4yaHHS).

3 niTepaTypHUX AaHUX MOXHa 3pOOUTH
BUCHOBOK, WO BA 3a eTionorieo €¢
reteporeHHUM 3axBoproBaHHAM. i cnig
po3rnsaaTu AK 3aranbHUM HacnNigokK ayxe
Pi3HUX MNOPYLUEHb.
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[laToreHe3 BA
(W.F. Balistreri et al., 1996)

Ypa>|<eHH;| 3arasjibHOro XXOB4HOIO MPOTOKY

Vv

/ XoneCTa3 \
: HakonnueHHs
[MepeonpoTokoBe AKTUBaUis :
- rigpodobHmxX
3anarieHHs LIUTOKIHIB

XXOBYHUX KUCI1OT

l

ObniTepauis | diBpos <
XKOBYHMX NPOTOKIB l

Linpos

Hekpos
renaToumTiB

NMaToreHe3 BA € reTeporeHHUM i 00’eAHY€E SIK reHeTUYHI, TakK
| IMYHONOrIYHI YNHHUKMN.
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KniHivHI nposBu BA

Y 6inbLliocTi BUNnaakiB aitu 3 bA HapoaXKyrTbCA
OOHOLWEHNMW, 3 aHTPONOMETPUYHUMWN NOKa3HMKaMH, LLO
BIANOBIAATb QI3I0NOrYHIK HOPMI.

XXoBTaHuUA npu BA 3’aBnaeTbCcs Ha 2-3 Ao0y XUTTS, TOOTO
B XapaKTepHi 44 i3ionorivyHol XXOBTAHUL TEPMIHN.
[TpnonunsHo y 2/3 giten mae micue “CBITSIM MPOMIDKOK™ —
3MEHLUEHHA IHTEHCUBHOCTI XXOBTAHMULI 0 KiHUA 1 — 2 TUXHS
3 HACTYMHUM NOCTYNOBUM Ti 3pOCTaHHAM i MOABOO
3eneHKyBaToro BiATiHKY 0 KiHUA 1 micaus.

Axoniqa cTifbuda € HanbinbLU paHHIM | NOCTIMHUM KITIHIYHUM
nposisom BA.

TemHa ceva.

XapakTepHuUM € BIOCYTHICTb renatomerarnii npu _
HapPOPKEHHI 3 NOCTYNOBUM 30ifbLLUEHHSM PO3MIpIiB NEYiHKN
| 3MIHAMW 1| KOHCUCTEHL|II Big enacTUYHOl OO LWiNbHOI
NPOTAroM 2 MiC. XXUTTA.

MoXnmBuUM € pO3BUTOK remoparidHoro CUHAPOMY Yepes
aeiunt BiTaMiH-K 3anexHnx dpakTopiB 3ropTaHHSA KpOoBIi B
pe3ynbTaTi po3nagiB BCMOKTYBAHHA BIT.K B KULLEYHUKY.

[o 1 mic. XnTT4, 9K npaBunsio, POpMYyeTbLCA AeiuunT Baru,
CTYNiHb AKOro 3anexuTb Big BUAY XapyyBaHHA OUTUHU

B 5 — 6 Mmic. 3'aBnA0TLCA O3HaKM NopTanbHOI rinepTeHsil
Ha Tni BiniapHOro UMPO3y NeYiHKu.



30BHIWHIN BUrNag anTtmHu 3 bA




Lo e

/.

INTabopaTopHi aocnia)XeHHA
P RPM%A “

Y Kposi ni§|3m.|.leH_m7| npsiMun (KOH’torosaHunn) 6inipybiH BinbLue,
H>XX Ha 15% BIg piBHSA 3aranbHoOro 6inipyoiHy.

B ceui BU3HayaeTbCcA KOH'toroBaHum Binipy6iH.

®epmeHTun yutonidy (AT, ACT) nigBuLLyrOTbCS MOBINBHO .
BiACTPOYEHO. B BinbLIOCTI BUNAZKIB NPOTArOM NepLumx 2-3 TUXHIB
NicNs HAPOPKEHHS L MOKa3HMKN 3anuLLalnTbCA B MeXax HOpMH,
a noTiM NOCTYNOBO MIABULLYIOTLCS i3-3a 3anasibHUX NPoLIECIB

B )XOBYHMX MPOTOKAX i mapeHximi, TO6TO i3-3a Nporpecyryoro
HeoHaTasibHOro renaTuTy Ta UATONMI3y rernaTounTis.

[ligBULLEHUI piBeHb BiOXiMIYHNX MapKepiB Xorectasy —
CUpOBATKOBUX [B-NiNoNpoTeiaiB, XONIECTEPUHY, NYXXHOI
doocdraTtasu, XXOBYHUX KUCMOT.

Koaryrnorpama — o3Haku rne4iHKkoBoOl KoaryrnonaTil (MOXn1Bo
3HMKEHHS NPOTPOMOiHY, dibpiHoreHy, AHTY)

Benuke 3Ha4yeHHA B nocTaHoBLi AiarHo3y bA Mae BU3Ha4YeHHd
piBHA ramma-rntotamiHTpaHcdepasmn (I'TT) B cupoBaTui KpoOBI, sika
Npun LbOMY 3aXBOPIOBaHHI 3HA4YHO nigsulieHa (mamxe B 20 pasiB).
Ypo0biniH B ceui BiACYTHiW, OCKiNbKX BiH HE YTBOPIOETLCS | B3arani
HEe MOXe NOCTYMUTU B KULLIEYHUK.

8. I®A Ha BHYTPILWHLOYTPOOHY iHdeKuito — Yy 70-80% BMNaakis

LMTOMEranoBipycHa iHgeKLis




I[HCTpyMeHTanbHa AaiarHocTuka bA

-
)

1. Y3[. XapaktepHa Tpuaga Y3-o3Hak BA: rinonnasis (4u ?g},
BiJCYTHICTb) )XOBYHOIO MiXypa; CUMNTOM «TPUKYTHOIO S
pyoLia» B MicLi iOpO3HOI NOLLAAKA B BOPOTaX NeYiHKM 1
BiLLLe GidpypKaLil rifIOK BOPOTHOI BEHW Ha Ti | 2
nepunopTansHoro Pibpo3sy napeHxXiMu NeyviHku; 36inbLeHHS \
aiameTpa ne4viHkoBOiI apTepil. CKOPOYEHHS KOBYHOIO Mixypa \
nicng rogysaHH4A Bukno4vae bA. )

2. MlenaTobiniapHa cuuHTirpadifa. Mpu BA %,
NOrNMHAHHA HYKNEeoTMaIB renatoumMTamm Ta 1X HaKoMMYEHHS ),
BiAOYBaETLCA OyKe LWBWUAKO, NPOTE EKCKPeLlisi B KULLEYHUK B
Bi[JICYTHSI, HABITb Ha BiACTPOYEHUX CKaHOrpaMax. %

3. MPT. Kputepismn BA BBaxatoTb )XOBYHUIN NPOTIK, LLIO HE NROR
Bi3yani3yeTbCs, Ta ManeHbKi pO3Mipu XXOBYHOIO Mixypa ym D)e
OFO BiCYTHICTb. poo)

4. lyoaeHanbHUM TeCT. HazoaoyoaeHanbHUM 30HAOM 3 DA
gucTantHoro sinainy 12-nanoi KULKN 30MPaETbCs KOBY. A )08

iACYTHICTb Ti NpoTsirom 24rof. Bka3ye Ha HeraTMBHUM 1999
OyOAeHarnbHUIA TECT | HasiBHICTb BA. 2 ’2',’%,3?;'
5. liarHocTU4YHa nanapocKonif. TemHo-3eneHuii Komip ny

NeYiHKKW, 11 BUCOKA LUINbHICTb Ta ManeHbKNX XOBYHUN MiXyp
41 NOro BIACYTHICTb NiATBEPAXYOTb BA.



I[HCTpyMeHTanbHa giarHocTtuka bA

6. YUpeswkKipHa nyHKLUiWHaA Oioncis ne4viHKu.

7. lHTpaonepauinHa YepeamixypoBa
xornaHriorpadis. biniapHe aepeso Burnsigae
aTpe3oBaHNM.

8. IHTpaonepauinHa Gioncisa ne4viHKWU. KnuHononibHe
BUCIKaHHS LUMATO4YKa NapeHXiMn NnediHk1 3 MeTOHo
FMCTONONYHOro AOCNIAXKEHHS.

9. EHAocKoNIYHI gocnigaXxeHHsA BepxHix Biaainie

LLIKT. HasisHicTb Bapnko3aHoro poslmnpeHHst BeH H/3
CTpaBOXoA4y, BIACYTHICTb BUAINTIEHHS XKOBYI.

10.MpeHaTanbHa AiarHOCTUKA. Huabkuii piBeHb rama-
rnoTaminTpaHcdepasu ([T T) B amHIOTUYHIN pignHi Ha 18
TWX. rectauil MoXe cBigunTu npo bBA.




[lilarHOCTU4YHA TOYHICTb
MeToAiB AocnigXXeHHsA npu bA

MeToa aocnigaxeHHs TOYHICTb
bioncia neviHku 96,9%
KniHiKo-n:e\GopaTopHe 70.8%
OOCTIOKEHHS
Y3 69,2%
CuuHTirpadis 58,5%

(S.M.Dehghani et al., 2006;
C.Chardot., D.Debray, 2011,
T.S. Queiroz et al., 2014)




MakpockoniyHe gocniaKeHHs
neyviHku npu b

Kouip 30BHIIIHBOI [TOBEPXHI MEYIHKH 3MIHIOETHCS B1J] 3€JIEHOTO 10 TEMHO-
3e51eHOTO Y 81% KIIHIYHUX criocTepexenb. Y 19 % Bunaakis komip
NIEY1HKHU BAPIOE B1JI JKOBTO-3EJIEHOTO 10 YEPBOHO-KOPUYHEBOTO.
[loBepxH MeviHKH 1 mapeHxiMa Ip10HO 3epHUCTI. Y 43% BUMAAKIB Ma€
MICIIE PO3IIMPEHHS BHY TPIITHBOIICYIHKOBUX KOBYHUX ITPOTOKIB, KICTO3H1
NOPOKHUHU OJIM>KYE IO BOPIT NMEYIHKU MICTATh FYCTy 3aMa3KOIOI10HY
KOBY.

Xousegox ado y Burisial pioposnoro tsaxy (76,2% Bunaukis), abo
rinoruiazoBanui (23,8% CocTepexeHsb).
KoBuHuid MiXyp npencraBieHuil a00 Gp10po3HUM TsKeEM (66,7%

BUMAJKIB), a00 TinoruiazoBanui (33,3% BUIAKIB).

M o




MakpockKoniyHe AocniaXeHHS
nedviHkum npu bA
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['icTonoriyHe gocnimxXeHHSs
NneyviHKun npu

Hanbinblw xapakTepHi 3MiHU neviHku npu BA:
3acTin X0oBui B renatoyuTax i XXOBYHUX NPOTOKaAX
[Mponidpepauisa XOBYHNX MPOTOKIB

[iraHTCbka TpaHcdopMaLis renaTtouunTis
[MopTanbHU Habpsik

. ®ibpo3 i UMpPo3 neviHkm

CTtyniHb mopdonoriyHux 3MiH 3anexuTb BiA BiKYy AUTUHMU i
3pocTa€ 3 BiKOM.

!—‘

GEFSNARIN

Onepauia Kasai He 3anobirae po3BuTky idbpo3sy i
LUPO3Y NEeYiHKN.

HocnigaXeHHA NoKa3anwu, Wo YacToTa PpOo3BUTKY LLUPO3Y
neyviHku npu BA cyTTEBO He BiAgpI3HAETLCA Y
nauieHTiB , WO nepeHecnu onepadito Kasai B
NopiBHSIHHI 3 HeonepoBaHuUMU AiTbMU — 90,5% i 96,4%
BignoBigHO

(L.M.Mack, 2007; H.Lampela et al., 2013)




[Mponidepauia XOBYHUX NPOTOKIB
3 HaOpAKOM i ancTpoPiyHMMKU 3MmiHamMun
XOnaHriouuTiB




3acCTiU XKOBUYi B XKOBYHUX MPOTOKaX
3 HEKPO30OM XOJiaHriouuTiB
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Linpo3 neviHKu
y 8-micsa4HoOI AuTUHK 3 BA
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[lepeaonepauinHa NiaroToBKa

© KateTepusauia ueHTparnbHOI BEHU
@ IHQy3IMHa Tepanid

& AHTUBIOTUKOTEpPAanNIS

© 'emocTtaTnyHa Tepaniqa (C3r, sikacon,

OiLMHOH)

© 3amicHa Tepaniqa (anbbymiH, epiTpouuTapHa

Maca 3a nokasamm)

© ['opmoHanbHa Tepania (cony-menpon

Smr/kr/oo0)

@ IHribiTopn npoTeas
! [poTuBIpyCHa Tepanisd (3a nokasamm)




XipypriyHe nikyBaHHSA

& NMNopmoeHmepoaHacmomo3 3a Kasal

30OINCHIOETLCSA BMOArneHHs1 obnitepoBaHmnXx
30BHILLHIX )KOBYHUX LUMAXIB | HAKNagaHHSA
aHacTOMO3Yy MIX KULLKOBOIO METIED | BOpoTamu
NnedviHkn, Tam, ae y smurnagi gidbpo3HOro KoHycy
BUABNSIETLCS OCTATO4YHA MPOXIAHICTb XKOBYHUX
NPOTOKIB; POPMYETLCA OAHOPAOAHUN aHACTOMO3
MK KpasiMm oibpO3HOro YTBOPEHHS i KiHLEM
ronogHol KULWKK Micnsa YTBOPEHHS Y-NoaibHOoro
aHacTtomo3sy 3a Py.




Ilopmoenmepoanacmomos 3a Kasai

3A1CHIOETHCS BUAAJICHHS 00JI1TEpOBAHUX 30BHIIIHIX KOBUHHUX IUISAX1B 1 HaKJIaJaHHS
aHACTOMO3Y MK KHIIIKOBOIO METJICIO 1 BOPOTAMU TEUIHKHU, TaM, Jie Y BUIIIsiAL (HiOpO3HOTO
BUSIBIIIETHCSI OCTATOYHA MPOXIJIHICTh dKOBUHUX MPOTOKIB; POPMYETHCS OJTHOPSIHUI aHAC
MDK KpastMu (iOpO3HOTO YTBOPEHHS 1 KIHIIEM TOJIOHOI KUIITKU IICIIsl YTBOPEHHS Y -TTOI10HOTO
aHacTomMo3y 3a Py.

>
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« EnTepanpHe XapuyBaHHS MOYHAETHCS 3 7 THS
e AHTHO10THKOTEpaIis: 2-3 MICSIl B 3aJIEKHOCTI B1JI MICJIs0NEpaIiifiHOro nepeo
Ypcodanbk per os y 103i 30 MI/Kr/1006 apeHTepanbHas FOpMOHOTeparis npotsaroM 1 Q=12
1B (Comy-mMenpon). X



[licnsaonepauinHe NiKkyBaHHA

EHTepanbHe xapyyBaHHSA NOYHAETLCA HA 5 — 6
O€Hb, KOMn BIAHOBMNIETLCA PYHKLIA KNLWLEYHUKA

AHTUBbIOoTMKOTEpPAanis: AMikaunH, Makcunim,
MeTpoHigason npotarom 7-10 gHiB, NOTIiM
nepoparsnbHun LedpanocnopuH (Cynpakc) i
bakTpum gekinbka micauis

Ypcodanbk per os y gosi 30 mr/kr/0ob

[TapeHTepanbHaa ropmoHoTepanisa npotsarom 10-
12 gHiB (Cony-megpon), notim per os MeTinpea
NpoTArom 3 Mic.
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[MicnsaonepauinHi ycKknagHeHHs

BucxioHut xos1aH2im (Aoro po3suTky
CNpUAITb XonecTtas | bakTepianbHa KOHTaMIHALLS
13-3a KOMNOHi3auil 6akTepin B KULLKOBIW NeTH.
HeobxigHO 060B'A3KOBO Npu3aHa4vaTv aHTUBIOTUKM
LLIMPOKOIro CNEeKTpY Ail, IHKONn — cTepoian)

lMpunuHeHHs1 8I0MOKY »K084i (B LX
BUNagkax NpusHavaeTbCcq yaapHa no3a
KOPTUKOCTEpPOIAiB, IHKONU MOXe BYTU edDEKTUBHUM
NOBTOPHE XIpypriYyHe BTPy4YaHHSA 3 peBI3IE0 BOPIT
NeyYiHKmn)

lMopmanbHa 2inepmeH3is
Abcuecu neyiHku




[licnaonepauinHi ycknagHeHHA

BTopuHHI GiniapHi KicTtu
Tpom603 NnopTanbHOI BEHU
’KoBYHe 3aTiKaHHSA

PaHHI nicnaonepauivHi
YCKNaagHeHHA.

HECMPOMOXHICTb MOPTOEHTEPOAHACTOMO3a
HECMPOMOXHICTb EHTEPO-EHTEPOAHACTOMO3a
3/TyKOBa KULLKOBA HEMPOXIAHICTb
PO3XOKEHHS KpaliB paHu | eBeHTpauil
KMLLKOBa KpOBOTEYa




lHAMKaTopM eheKTUBHOCTI NiKyBaHHA | ¥

© YCyHeHHS (perpec) CMMNTOMIB
YXOBTAHWUL

©l 3aroeHHsa onepauinHol paHu
NEPBUHHNM HATSAMOM

® Hopmanisauia nabopaTopHMX
NOKa3HUKIB

© Hopmanisauia nacaxy »oBul
(3abapBneHHa Kany y XX0BTUW KOnip)




Kicta 3aranbHOI XKOBYHOI MPOTOKWU
(K3XKI)

BinbWwicTbs aBTOPIB NPUTPUMYHOTLCA AYMKU NPO
BpOoOXXeHYy npupoay AaHOI NaToNoril (MopyLUeHHS
eMOpiOHaNbLHOro PO3BUTKY KOBYOBUBIAHOI CUCTEMW B CONIgHIN
ctagil, Konu nponigpepyroyi KNiTUHM XXOBYHOIO TPaKTy MiandratoTb
BaKyoJsii3auil; rinonnasis enacTtuyHol | M'S3eB0OI TKAHWUHU B CTiHL
YXOBYHOrO MPOTOKY, LLO CMPUSE MO0 PO3LLUMPEHHIO; peditokc
NaHKpeaTU4YHUX PepMEHTIB B XXOBYHI MPOTOKU; BPOLXKEHUN
OVBEPTUKYI 3aranbHOro )XOBYHOro NPOTOKY, LLO TpaHCcdopMyBaBCs
Y KICTY; BPOXKEHE 3BY)XXEHHS TepMiHanNbHOro Bigainy xonegoxa abo
daTtepoBa cocoyka TOLLO)

BriepLue BpoaXeHnn xapaktep KIiCT 3arasnibHOI XXOBYHOI MPOTOKM
Buasmunm R.E.Gross and W.S. Ladd (1941), sBigmiTuBLUN 1X
XPOHIYHMI | AOCUTb TpuBanuu nepebir. Tak, KiCTu xonegoxa y
HeMOBIAT giarHoctytotbca y 17,9% Bunagkis, y aiten 1-5 pokie — B
39,3%.

Knacu4yHa Ttpiaga cumntomiB Vilard: 6inb B npaBomy nigpebep’t,

)KOBTSIHULIS, HAsIBHICTb YTBOPEHHS B MPaBOMY BEPXHBOMY
KBaApaHTi XXMBOTA, WO NarnbnyeTbCS.




OcoOnnBOCTI KNIHIKM | AlarHOCTUKWU
K3XI

YKoBTAHMUA Mae enisognvyHU XapaKkTep, 3yCTpivYaeTbCs y
/5% Bunaakie, y 25% aiten )XoBTAHMLUI He Byno B3ararni i3-3a
MO>XJTMBOCTI ApeHYBaHHA XX0BYi Y 12-nany KNLLKY

BonboBnn cuHOpPOM | OSIHOBOTA XKOBYYIO.
3HebapBneHHs cTinbua y 32% aiten .

AIlT, ACT nigBnwyetbcs y 50% nauieHTiB B nepioa
3aroCTPEHHS NpoLecy.

YpoOiniH MoXe yTBOPOBATUCS B HUXKHI YaCTUHI XOrneaoxy i
3'ABNATUCA Y Ceui.

lHCTpyMeHTanbHa giarHoctuka — Y3[ opraHiB YepeBHOI
NOPOXHUHN, KT 3 KOHTpacTyBaHHAM OpraHiB YepeBHOI
NOPOXHUHW, peTporpagHa xoneymncrtoxosaHriorpadis.

JTikyBaHHA XipypriyHe — LMCTEKTOMIA 3 XOJIELICTEKTOMIEID +
renaTMKOEOHOAHACTOMO3 3 MiXKKULLKOBMM aHaCTOMO30M 3a
Roux.
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KicTa 3aranbHOI XKOBYHOI MPOTOKWU

| |
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[ Inonnasii JKBI'

['Inonnasia BHYTPILWHbOMNEYIHKOBUX XXOBYHUX NPOTOKIB

— 3MEHLUEHHS KINbKOCTI MPKOOMbKOBUX NPOTOKIB
BIQHOCHO MopTasibHUX TPaKTIB NEYIHKN.

© CuHAapoMHa rinonnasis

CuHOpoMHa rinonnasis BHYTPILWHbOMEYIHKOBUX NPOTOKIB
aCCOUIETLCA 3 PI3HMMM NO3arnediHKpBMMIN aHoMarismu (ccc,
xpebTa, 06nmnyus Towo). [Npun Hin MaroTb MiCcLLe aHATOMIYHI
3MiHM TiNIbKN BHYTPILLUHbOMNEYIHKOBUX XXOBYHMX LUMAXIB NPU
naTonorii no3arne4viHKoOBUX.

XKoBTaHMUS Mae peumamnByoumin nepebir, CTyniHb 3abapBnNeHHS
Kany nepiogn4Ho 3MiHETbCS. NediHka 30inbLeHa, WinbHOoT
KOHCUCTEHLI, YacTo 30iNbLYyeETLCA cenesiHka.

XapakTepHO € nepiognyHa nomipHa rinepbinipydiHemia Ta
BUCOKWNI piBEHb 3arasibHUX Ninigis, XONiCTEPUHY, NMY>XXHOI
docaTtasun. 36inbLUEHHS TpaHCaMiHa3 NoMipHe.



['inonnasii XXBI' N

@ IsonboBaHa (HecuHOpPOMHA) rinonnasis !

|3onboBaHa rinonnasia XBIl'1 — ue reTeporeHHa rpyna I )
po3nagis, WO BKMOYae iHPEKLiNHI, MeTaboniYHi, :
€HOOKPUHHI, IMYHHI po3niagn Ta XPOMOCOMHI |
oedoektn. [Ing Hel xapakTepHUM €
BHYTPILLHLOMNEYIHKOBUW XOrecTas, Lo pO3BUBAETLCS

Ha TJ1i HOpMarsibHOI aHaToOMIYHOT Oyg0BM
BHYTPILUHbOMEYIHKOBUX XXOBYHUX LWNAXIB. KINHIYHI

nposiBi noAioHi oo BA. B Biui 5 mic. po3BnBa€eTbCS
renaTomeranis, noTiM — crnreHomeranida. B y
OioxiMiyHOMY aHani3y KpoBi NiABULLEHU piBEHb V)Y 9
6inipybiHy, XONecTepuHy, niniais, Ny>KHOI
doocdaTtasu i TpaHcamiHas. [lepebir naTonoril
TSXXKUW, CYNPOBOOAXKYETLCA POPMYBaAHHAM LIMPO3Y,
nopTanbHOI rinepTeHa3il.




TpaHcnnaHTauia NeYviHKn

1. Y 6acambox mpaHcnnaHmauyitiuHux
yeHmpax ceimy eeaxaembcsi O0YiNIbHUM
30ilicHrO8amu mpaHcnaaHmauiro rneviHku npu
BA, Hi>k nTopmoeHmepocmomiro 3a Kacai .
CyyacHa ceimoea siimepamypa ceid4yumab, U0
y 92% eunaodkie onepauisi Kacai He
egheKkmueHa.

2. TpaHcnnaHmauisi ne4iHKU € OCHO8HUM
MemodoM JlikyeaHHs1 dimeu 3 BA 4Yepe3s

XXummeego Hebe3rne4yHi yCKr1aOHEeHHS.




[lesakl ICTOpUYHI dpaKkTu
TpaHcnnaHTaull NeYiHKA

Bneplwe B neviHka byna nepecagxeHa Thomas E.Starzl y
1963 p. B deHBepi (CLLUA), ane onepauia byna HeBaarnoto.
[Mepwy ycniwHy TpaHcnnaHTtaudito T.Ctapan 3pobuB y 1968
p. 3-PiYHIN OUTUHI 3 BPOOXXEHUM LIMPO30OM MnediHkn. Lis xKiHka
XnBa 40 cux nip

OCHOBOMOMNOXHMK POAUHHOI TpaHCcnaHTauil NeYvYiHkn —
C.Broelsch, sknn paHiwe npautoas B Hukaro (CLUA), a
3apas — B EcceHi (Hime4vunHa).




LLikana TepmiHanbHOI cTaAil XBOpPOOU neyviHKu B
nepiatpii (Pediatric End-stage Liver Disease) —
PELD

[MigpaxyHok 6anis no wkani PELD 6a3yeTbca Ha BU3HAYEHHI
CTYMNEHSA pU3NKy NiTaribHOro Hacnigky y nauieHTta B nepioa
OYiKyBaHHS TpaHCcnIaHTauil nedviHku y aiten o 12 pokis.
BUKOPUCTOBYIOTLCA HACTYMHI NapameTpu:.

- PiBeHb 6inipy0biHy (HacKifbkn eEKTUBHO NeYiHKa EKCKPETYE
XXOBY);

- [NpoTpombiHOBMK Yac (34aTHICTb NEYIHKM OO0 CUHTE3Y
doakTopiB 3ropTaHHs KPOBI);

- AnbOyMmiH (OLIHIOETLCA 3O4aTHICTb NEYiHKM NiATPUMYBaTH
HeOobXigHUW piBEHb TPABHUX PEYOBUH);

- 3aTpumMKa pocCTy;
- BiK OUTUHU MeHLWe 1 poky.

[lepeBara HagaeTbCA NauieHTam 3 OirbLL BUCOKOHO KiSTbKICTHO
©anis no wkani PELD, HaBiTb 9KWO Nayi€HT 3 MEHLLOIO
KiNbKICTIO OaniB o4ikyBaB CBOEI Yepru OOBLLUE.




[lporHo3 nauieHTIB 3 BA

[TporHo3 3anexunTb Big baratbox YNHHWKIB, OCHOBHUMU
3 AKunx €. popma bA, Bng onepadil i BIK nayieHTa.

[MauieHTn 3 emOpioHanbHoOO dopmoto BA mailoTb
ripWwnn NPorHos.

[lpn nepuHaTancHin BA 1-piiyHe BWXMBAHHA CKagae
npuonmnsHo 39%, b5-piyHe BWXKMBAHHA — 35%,
10-piyHe BUXXMBaHHA — B cepegHboMy 31%

(S.Matsuo et al., 1998; C. Chardot et al., 1999;
F.M. Karrer et al., 2000; H.S.Lai et al.,2006)

HacborogoHi 10-pidHe BWXMBaHHA aiTen 3 BA, akum

gggl/a 30IMCHEHA TpaHcnnaHTauisd nediHkW, gocsrae
0

(U.Baumann, B.Ure, 2012)

be3 XipypriyHoro nikysaHHa cMepTb OUTUHU 3 BA
HacTynae B cepeHbOMY B nepLui 18 Mic. XUTTH




BUCHOBKM

1. B cTpykTypi 3axBoptoBaHb renaTtobiniapHoi
CUCTEMMU Y OiTen nepmnx 6 mic. Xntra bA 3anmae
Beay4ye micue i cknagae 45%. bA € HanbinbLu
4aCTOlO MNPUYMHOID XOorecTasy y
HOBOHAPOKEHUX.

2. UntomeranosipycHa IHdeKuis 3 KNIHIKOH
HeoHaTarlbHOro renaTuTy € HanoisrbLU IMOBIPHOKD
NPUYNHOIO PIDPO3YyBaHHSA XKOBYHUX MPOTOKIB |
Npu3BOoAUTL 40 BirliapHOro UMpo3y NeYiHKu.

3. OcHoBHa KniHiYHa o3Haka bA — nporpecytoya
XKOBTAHMULS.




BUCHOBKMU

HiarHo3 BA noBuHeH OyTn BcTaHoOBNeHWW B nepui 60 gHIiB
XUTTS Ha OCHOBI KniHiKO-nabopaTopHUX | iIHCTPYMEHTalbHUX
MEeTOoAiB OOCHIIKEHHS.

BupiwansHum anga giarHo3dy € MopdonoridyHe OocnigXeHHS
GioncinHoro maTtepiany neyYiHKKM, TOYHICTb $KOro ckrnagae
Mamxe 97%. To4yHa MopdororivyHa andepeHuiauis 403BOSAE
3anobirTn HesunpasgaHoOMy ornepaTUBHOMY BTPYYaHHIO.

ba3oBum MEeTOO0M KopeKuil BA € onepaduis
nopToeHTepocToMii 3a Kasai 3 Y-nogibHUM MIKKULLKOBUM
aHactomo3oM 3a Py B BiUi oo 2 Mic. 3 OOTPUMAHHAM
NPUHUUMOBUX  TEXHIYHMX YMOB. peTefibHa MiarotoBKa
nowagkm y  BopoTax  nedviHku  angd  oopmMyBaHHA
NOPTOEHTEPOAHACTOMO3Y, BUAANEHHs IOPO3HMX Mac Ha
PiBHI 3a4HbOI CTiHKM Oidoypkauil nopTanbHOI BEHW, BigMoBa
Bi, 3aCTOCyBaHHA AiaTepMokoarynsidil, BAKOPUCTAHHA HUTOK,
LLIO PO3CMOKTYIOTbCH, 3acTOCyBaHHA OOHOPSOHOrMO LUBA,
doopMyBaHHA aHTUPEMIHOKCHOrO KnanaHy TOoLLO.
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BUCHOBKMU

Onepauia noOpTOEHTEPOCTOMII Yy OIiNbWOCTI BUMNadkiB He
3anobirae po3BUTKY CKNEPO3Y >KOBYHUX MPOTOKIB, pibpo3y i
UMpO3y rnediHkn. Yactota po3BUTKY UMPO3Y CYTTEBO He
BIOPI3HAETLCS Y NauieHTiB 3 BA, ki nepeHecnn onepadito i AKi
He 6ynu npoonepoBaHi (90,5% i 96,4% BignoBigHO), WO €
OOrpyHTYBaHHSAM MepeBarn TpaHCnnaHTauili nedviHkn 6e3
nonepeaHboro 34incHeHHs onepadii Kasali.

B nicnsgonepauinHomy nepiogi nauieHTM 3 BA NOBUHHI
OTpUMyBaTU OOBroCTPOKOBY aHTUOIOTUKOTEpanito, npenapartu,
CTUMYNIOKOMI BIATIK XKoBYi (dbeHobapbiTarn, xonocac, anfoxon,
BiBap XXOBYOriHHUX TpaB), renaTtonpoTEKTOPU, XKNPOPOIUNHHI
BiTaMiHM, npegHi3onoH Ha 4 — 5 goby nicna onepadii i3
PO3paxyHKy SMmr/kr B OeHb KOPOTKNM KypCOM.
B pasi npunnHeHHA BIOATOKY XOBYWi 4epe3 1 Mic. nokasaHa
PEBI3IA NOPTOEHTEPOAHACTOMO3a.
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JTSAKYIO 3A YBATY!



