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MeTta: o3HaoMuTh nikapiB pisHUX CneLianbHOCTeN 3 KMiHIKOK, PaHHbOK AIArHOCTMKOK | TaKTUKOK NiKyBaHHS AiTel 3 KasyiCTU4HO PILKICHUM BPOMXEHUM
3aXBOPtOBaHHAM — cuHapomMom MpyHe-benni.

Marepianu i meToau: kapTu CTaLiOHapPHOTO XBOPOr0 KOMYyHanbHOro Henpuoytkosoro nignpuemctsa (KHIT) «lBaHo-®paHKiBCbka 06nacHa AUTAYA KniHiYHa
nikapHs (00K/) IsaHo-®paHKiBCbKOi 0611aCHOT pagm».

Pe3ynbTat AOCNIfXEHHS. B CTaTTi BUKNAZEHO KNiHIKY PiAKICHOrO BPOMKEHOr0 3aXBOPKOBAHHA — cuHApoMYy [lpyHe-benni y ABOX AiTeil. 3axBOPHOBAHHSA
3YCTPIHAETHCA NEPEBAXHO Y XNOMNYMKIB, MHOXWHHI BPOIKEHI Baan pO3BUTKY: AeheKT abo annasis M'A3iB )XMBOTA, Baau PO3BUTKY HUPOK i CEHOBMAINbHNX LLNAXIB
(rinpoHedhpos, meraypeTep, rifpoypeTep, MerauucTic, Be3nKoypeTpanbHnii pedpnekc), AB06I4HMIA KpunTopxiam. CuHapom lMpyHe—benni, okpim uboro, moxe
NOEAHYBATUC 3 NATONOrIE0 YPETPH, BafamMm PO3BUTKY CKENeTy, CepLeBo-CyANHHOI, AUXanbHOi CUCTEM, LLNYHKOBO-KMLLKOBOIO TPaKTY.

BucHoBok. [1ns nikapis pi3HMX cnewianbHOCTel BUKNALEHO Cy4acHi Nornsagn Ha PO3BUTOK, KNiHIKY i AiarHOCTMKY PiAKICHOrO BPOKEHOTO 3aXBOPIOBAHHSA 3
MHOXWHHUMU BafiaMu po3BUTKY — cuHApoMm [lpyHe—benni. MpeHatanbHa miarHOCTWKa, Hajani nmicns HapOKEHHs YTOYHEHHS MOXNNBUX BPOIKEHUX Ba
PO3BUTKY Aa€ MOXIIUBICTb BUOPATY MPABUbHUIA aITTOPUTM MOHITOPUHIY (DYHKL XXUTTEBO BAX/IMBIX OPraHis, NOCUHAPOMHOI Teparnii Ta CBOEYACHOI NOCTaHOBKM
MUTaHHA NP0 TPAHCNNAHTALIK BHYTPILLHIX OpraHis.

[locnifKeHHs BUKOHaHI BIANOBIAHO A0 npuHumnie MenbciHebkoi [eknapadii. MpoTokon JOCNIMKeHHS yxBaneHui JlokanbHUM eTudHUM KomiTeTom KHIT «IBaHo-
®pankiscbka O[KJ1 IBaHo-OpaHkiBCcbKoi 06nacHoi paau». Ha npoBefeHHs A0CHiMKeHb 6yno 0TpUMaHo iHpopmoBaHy 3rofly 6aTbKiB AiTel.

ABTOpU 3a5BNIAIOTb NPO BiACYTHICTb KOH(NIKTY iHTEPECIB.

Knio4osi cnosa: aitu, cunapom MpyHe-benni, giarHocTuka, Tepanis.

Prune Belly syndrome: a case report
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Objective: to acquaint doctors of various specialties with clinical course, early diagnostics, and treatment strategy for a rare congenital anomaly — Prune Belly
syndrome in children.

Materials and methods. Inpatient medical records of municipal non-profit enterprise «lvano-Frankivsk Regional Children's Clinical Hospital» of Ivano-Frankivsk
Regional Council.

Results. The paper presents the clinical course of a rare congenital anomaly — Prune Belly syndrome in two children. The disease occurs chiefly among boys
manifesting itself as multiple congenital malformations including deficiency or aplasia of abdominal muscles, congenital anomalies of the kidneys and urinary
tract (hydronephrosis, megaureter, hydroureter, megacystis, vesicoureteral reflux), bilateral cryptorchidism. In addition, Prune Belly syndrome can coexist with
urethral pathology, as well as skeletal, cardiovascular, respiratory, gastrointestinal malformations.

Conclusion. Modern views on the development, clinical course, and diagnosis of a rare congenital disease with multiple organ malformations — Prune Belly syn-
drome have been presented for doctors of various specialties. Prenatal diagnosis, detection of potential congenital malformations after birth allows selecting the
correct algorithm for monitoring vital organ functions, syndromic treatment and making timely decision on internal organ transplantation.

The study was carried out in accordance with the ethical principles of the Declaration of Helsinki. The study protocol was approved by the Local Ethics Committee
of municipal non-profit enterprise «lvano-Frankivsk Regional Children's Clinical Hospital» of Ivano-Frankivsk Regional Council. The informed consent to partici-
pate in the research study was obtained from all the children's parents.
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Cunppom MpyHe-bennu: cnyyan U3 KNMHUYECKOM NPAKTUKK
0./1.Unmbanucta’, 6.M.3unsk?, 0.A.Kypraw?, B.M.Banbybiumy?, M.P.LLenect’
'IBaHO-DPaHKOBCKIMIA HALMOHANbHbIA MEANLMHCKUA YHUBEPCUTET, YKpanHa

’KHI «/1BaHo-®paHkosckas OLKB ViBaHo-®paHkoBCKOro 0611acTHOro coBeTa», YkpamHa

Llenb: 03HaKOMUTL Bpayeil pasHbiX CNeunanbHOCTeR C KNMHUKOA PaHHERN, ANArHOCTUKON W TAKTUKOI NeYeHNs JeTell ¢ KasyucTU4eckn peakum BPOXAEHHbIM
3a60neBaHnem — cuHapomom lMpyHe-bennu.

Marepuanbl ¥ MeTOAbl: KapTbl CTaLMOHAPHOrO 6GOSILHOTO KOMYHANbHOTO HENpUOLIILHOTO npeanpusaTus «/BaHo-®paHkoBckas o06nacTHas AeTckas
KNuHnyeckas 6onbHMLA iBaHO-PPaHKOBCKOr0 06M1acTHOrO COBETA.

Pe3ynbTatbl ucCNeoBaHus. B cTaTbe 13M0XKEHO KMNHWKY 04eHb PEAKOr0 BPOXKAEHHOr0 3a60/1eBaHNS C MHOXXECTBEHHbIMW MOPOKaMI Pa3BUTUS — CUHAPOMA
MpyHe-bennun y gBonx Aeteit. 3a6onesaHne BCTPEYAEGTCA NPEUMYLLECTBEHHO CPeaN ManbyiKOB, MHOXXECTBEHHbIE BPOXXAEHHbIE MOPOKW Pa3BUTUS: AedeKTb
WA annasus MbllL )KWBOTA, MOPOKM Pa3BUTWS MOYEK U MOYETOYHWUKOB (rMAPOHedpo3, MeraypeTep, ruapoypeTep, MerauucTu3, Be3UKOypeTpanbHblii
pecnioKe), BYXCTOPOHHMIA KpenTopxuam. CuHapom MNpyHe—bennu Takxe MOXET COYMTATLCA C NaToNOruei ypeTpbl, MOPOKaMu pa3BuTMs CKeneTa, CepAeyHo-
COCYAMCTON, bIXaTenbHOI CUCTEM, XKeNyao4YHO-KMLLEYHOr0 TpakTa.

BoiBopbl. [Ins Bpadeii pasHbix creuuanbHOCTe U3M0XKeHbl COBPEMEHHbIE B3rNAAbl HA Pa3BUTME, KIMHUKY W OUArHOCTUKY O4YeHb PeLKOro BPOXAEHHOro
3a60MeBaHNs C MONNOPraHHbIMM NOPOKaMKM pa3BUTUS — cuHapoMm [pyHe-bennu. lpeHaTanbHas AMArHOCTUKA, MOCNe POXAEHWS YTOYHEHWE MOPOKOB
pa3BNUTMS OaeT OCHOBaHME Bbl6OpPAa NPaBUNLHOrO anropuTMa MOHUTOPUHIAa (DYHKLWA >KU3HEHHO BaXKHbIX OPraHoB, CUHAPOMANbHON Tepanun u
CBOEBPEMEHHOr0 PELLEHNs BOMPOCA O TPAHCMIAHTALMU BHYTPEHHBIX OPraHoB.

ViccneaoBanme 6b110 BbINOAHEHO B COOTBETCTBMM C NPUHLMNAMI XenbCUHCKON [eknapaumu. MpoTokon uccnefosanns 6bin 0406peH JIoKanbHbIA 3THECKUM
KOMUTETOM BCEX y4pexfeHuii. Ha npoBeaeHne nccneaoBannii 66110 NonyyeHo MHPOPMMPOBAHHOE COrnacue poanTeNneit feTei.

ABTOpbI 3a8BNAIOT 06 OTCYTCTBUM KOHANMUKTA NHTEPECOB.

Kntoyesble cnosa: aetu, cuHapom MpyHe-bennu, anarHoctuka, Tepanus.
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Beryn

CI/IH[[[)OM IIpyne—bemn — kazyictuano pij-
KiCHEe 3aXBOPIOBAHHS, CIIOCTEPITAETHCS
MepPeBAKHO B 0Ci0 4OJIOBIUOI cTati, IKOMY TpHTa-
MaHHUMH € MHOKMHHI BPOJKEHi Bajll PO3BUTKY,
Hacamiepes; gedekt abo arasis M'sg3iB JKUBOTA,
Ba/li PO3BUTKY HUPOK 1 CEYOBUIIJIBHUX IIJISXIB
(Meraypetep, TipoypeTep, TrijipoHedpos, MeTaIuc-
THC, BE3UKOYpETpabHUil pedJIioke), ABOGIUHMIT
kpurntopxizm. OKpiM TepepaxoBaHUX BaJl YepeB-
HUX M'SI3IB Ta KpUNTOPXi3my, cuuapom lIpyne—
Beunti Moske moeiHyBaTH 1aTOJIOTIIO0 YPETPH, CKeJle-
Ty, CEpIeBO-CYJIMHHOI, a TaKOK JAMXAJIbHOI CUCTe-
MU, IIJTYHKOBO-KUIITKOBOTO TpakTy [18,20].

Yuepme cunapom Ilpyne—DBesuni onucas
Frolich y 1839 pori. ¥ 1901 p. Osler naB naspy
3aXBOPIOBaHHIO, [JIsI SIKOTO XapaKTePHUM €
3MOPIIKYBAaTUH, BEJTUKUI, PO3IIJIACTAHUN JKUBIT Y
pesyibTaTi amjasii abo HeJZOPO3BUTKY M'sA3iB
nepeHbOl YepeBHOI CTIHKHW. 3BIiJICH TIOXOIUTH
Ha3Ba 3axBoptoBaHHsi — I[IpyHe—Dbesni (GkuBit-
YOPHOCJUB), a Takox cuHapoMm Eagle—Barret
(Opma—Dbappera), curapom Obrinsky (O6pitch-
KOT0) Ta CUHIPOM Tpiazau [15].

Yacrora cungpomy IIpyne—Dbenni ckiamae
1:30—-40 Tuc. *KUBOHAPO)KEHNX HEMOBJIAT, MPU-
YOMY TTePEBAKHO Y XJIOMYHUKIB i TiIbKN 3—5% ycix
BUTIQ/IKIB 3aXBOPIOBAHHS CKJIQAIOTh HEMOBJISTA
sKiHovoi ctati. Cunapom bpyne—besri criocrepi-
raeTbest y 4% Bumnazikis cepen asiituat [18]. Cun-
apom Ilpyne—DBesni Moxke GyTu TpeacTaBIeHMiA
Pi3HOIO BayKKICTIO Ba/l PO3BUTKY: Bi/l BAXKKUX Jiere-
HEBUX Ta yPOTrEHITaJIbHUX, IKi € HECYMICHUMU 3
JKUTTSIM 1 TIPU3BOJATH /0 MEPTBOHAPOKEHHS
1071, JI0 HE3HAYHUX aHOMaJIill HUPOK, OPTaHiB
CEYOBU/IITICHHS, PENIPOLYKTUBHOI CUCTEMH, SIKi He
noTpebyIoTh CIeliaJbHUX METOMAIB JIKyBaHHSI,
OKpiM opxinekcii. BiJiloBijiHO, TPOrHO3 y Malli€H-
TiB i3 cunapomoMm IIpyne—DbBesni € pisHum, a
CMepTHICTb ckJaiae Maiike 20% Bunaakis [5,20].

Eriosoris cuanpomy [Ipyne—besri He Bu3Ha-
yeHa: MOKe OYTH CIIOPaAUYHUN eImi30/], POAMHHI
BUIIAJIKN 3aXBOPIOBAHHS, a TaKOX IOEIHAHHS
Or0 3 XPOMOCOMHUMHU JlepeKTaMu, 30Kpema
3 Tpucomieio 21 mapu i Beukumu fepekTaMu Ha
noBroMy Tiedi 6 xpomocomu. OKpiM IHOTO,
€ OKpeMi TOBIJOMJIEHHS, N0 cuHAPoM [IpyHe—
Besi criocrepiraerbest ik y 6JIM3HAT, Tak 1y pij-
HuXx GpaTiB i cecrep He OJM3HIOKIB Ta B HACTYII-
HUX ITOKOJIIHHSX Y 1iil poauHi.

Icnye neximbka rinoTes i Mpo namo@isionoziu-
Hi mexawnizmu cunapomy IIpyne—Dbemnni: Bny-
TPIIHBOYTPOOHA HEXOCTATHICTH CEYOBOTO MiXYy-

pa, MoTo PO3TSATHEHHS i PO3IIMPEHHST CEYOBO/IiB
BHYTPIIIHBOYTPOOHO 1 Hagai BTOpUHHA aTpodis
M's131B YepPEBHOI CTIHKU 3 HACTYITHUMU KJIIHIUHU-
MU 1posiBaMu; (YHKI[iOHAJIbHA OOCTPYKIliS B
pe3yabTaTi Timomsasii mpocTaTH i TMOAATBIIOL
3MIHU MepPeIMiXypPOBOi 3aJI031 ITiJI Yac CEYOCIIy-
ckaHHs. HaliHoBimm rimoTe3um TPYHTYIOThCS Ha
HEMPOXiTHOCTI Ha CTUKY MepeaMiXypoBoi Ta
neperuHyacToi 4yactunu yperpu. Ile mnoscHioe
BHUCOKY 4acTOTy MeraypeTrpu npu cunapomi Ipy-
He—Dbenni. Icuye rimoresa, Mo po3ninpeHa cevyo-
BUibHA cucTema abo obuiTepalliss MaxoBHX
KaHaJiB YCKJIQJHIOIOTh HOPMaJbHe OIlyCKaHHS
s1€40K a0 BOHM MOKYTh OYTH MPHUKPIMJIEHI 10
cedoBomy. OnmHaK KPUNTOPXi3M He crocTepira-
€TbCSL Y JIiTeHl 13 PO3NIUPEHUM CEYOBUM MiXypOM
inmroi etioJorii [2,15,25].

I[anmi  gocailHUKM  BBaXKATh MOPYIIEHHSI
CEeYOBU/IiJIeHHS BTOPUHHUM I10/I0 HEIOBHOTO
PO3BUTKY M'431B JKUBOTA. BHACTIIOK 1IbOTO MO3KE
BijIOyBaTuCs HEMOBHE CHOPOKHEHHSI CEYOBOTO
MiXypa, 110 [PU3BOJAUTH /10 3aTPUMKHU cedi Ta
ingikyBannsa [1]. 3akpenu Ta CUMITOMH TIOPY-
IMeHOTO TpaBJIeHHS — JOJAaTKOBI MOMKJINBI
yekaagaerHsa. OCKibKYA M'31 JKMBOTA TPUHMAa-
I0Th yYacTh B JIMXaHHI, TO Aedopmallito Tpy/HoO1
KJIITKMA MOKHA OSICHUTH iX BiJiIcyTHIiCTIO. [Iprun-
HOIO MOKe OyTH ZIeeKT HEPBOBOI CUCTEMU, IKUI
MPU3BOANTD 10 PaHHIX MOPYyIIeHb (QYHKITINH M'd-
3iB XKMBOTA. BPOJXKEHUIT BIIKPUTUN CITUHHOMO3-
KoBHUIl KaHas (spina bifida) y mestkux miteit, Hasi-
HICTb KJMIIOHOTOCTI TaKOXK JIOCUTDH YaCTO acCOlli-
1010Tbes i3 cuuaapomom [Ipyne—besri [12,21].

Kainika. Cunznpom Ilpyne—Dbemmri xapaxre-
PU3YEThCS alliasiero aeskux abo GiabIIocTi M's-
3iB JKUBOTA, 1110 CIIPUYNHSIE 3MOPIIKYBATUI HOTO
BurJsi abo BUrJsi YopHocuBy. Jacro HasiBHE
NPUKPITJIEHHS M 's131B /10 KiCTOK, SIKi 3MEHIIIeH] B
po3Mipax i CTOHIIEHI HaJi CEYOBUM MIiXYPOM.
JKUBIT 3/1a€ThCA BEJMKUM 1 B'SIJIUM, depeBHA
CTiHKA TOHKA i KUIIKOBi TeTJi BUAHO Yepe3 Hel.
30iTbIIIeHHsST JKMBOTA 3YMOBJIIOE TaKOK 1 Tigpo-
Hedppornuna Tpancdopmailis Hupokr. IIkipHi
CKJIQJIKU MOXKYTb YTBOPIOBATHUCSI PajliaJibHO Bijl
mynka abo BUHUKATU SIK TOTIEPEUYHi CKJIaJKU Ha
HIKipi skMBOTA. Y JIeIKUX BUIIQ/IKAX MOKE CIIOCTe-
piraTucs ckjazka cepeaHboi JiHii Bix obacti
mymnka 10 goOka. [Ty1mok Moske BUTTISIIATH SIK BEP-
TUKaJIbHA IIiIMHA a00 K JIHIHHUN [IeHTpaJbHUI
pybelrb, aje MoKe MaTH HOPMAJIbHUI BUTJISIIL.
Inoni mymok 3'€IHYETHCSA 3 CEYOBUM MIiXypOM
yepes KaHaj (ypaxyc) abo kictky. I'pyzHa KiaiTKa
vyacro gepopmosana. Iligitom pebep abo ropu-
30HTaJIbHE 3arJnOJeHHsT Tia TpyabMu (KaHaBKa
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Tappicona) Moske OyTu y GaraThox jiTeil i3 cuH-
npomoM lIpyne—DbBenni. Takoxk Moxke croctepi-
raTUCsd 3BY)KEHHS TPYIHOI KIITKU y TOMEPEYHO-
My HampsMKy (KujeBuaHa jgedopMallis TpyaHoi
Kkiitkn) [2,25].

3acIyroBy€ yBarm XapaKTEPUCTUKA OKPEMUX
Ba/l PO3BUTKY BHYTPIIIIHIX OPTaHiB.

Juxanvna cucmema. JlereHi rimoria3oBaHi,
TOPUBOHTAIBHUI Xi/l HIKHIX pebep. O6'em Jiere-
HIiB 3MEHIIIeHNN Yyepe3 3MeHIeHHsT 00'eMy TPYyI-
HOI KJITKM y pe3yJbTari 30i/blIeHHs] YepPeBHOI
MOPOKHUHU. Y HEMOBJISAT i3 cuHpoMoM [IpyHe—
benni mMoske po3BUHYTHUCS Ba)KKWM pecripaTtop-
HUI IUCTPEC, IK HACHIZ0OK OOMEKEHHSI PyXOMO-
CTi TPY/HOI KJIITKH.

Cepueso-cyounna cucmema. Y Tali€HTiB i3
cungpomoM IIpyne—DbBenni crnocrepiraerbes
mizBuinena yactora terpaan Masmo Ta gedexTis
MIKIIIYHOYKOBOI 1teperopojiku. [Ipo Bagu cepiis
nosizomssiors y 10% BUNAAKIB cepesl MAIli€HTIB.
Alhawsawi Ta criBaBTOPH IIOBIZOMJISLIN PO Piji-
KiCHY aHeBpU3MY IE€YiHKOBOI apTepii y mnaljieHTa
3 curgpomoM [Ipyne—Dbesni [1,26].

1 Inynkoso-kuwkosuti mpaxm: Bai PO3BUTKY,
710 IKUX HAJIEeKUTh MaJbpOTallis, aTpe3is, CTeHO3
Ta 3aBOPOT KUIIOK, 3ycTpidaioTbes y 30% Buma-
KiB cepejl MarienTiB. Yce 1e Moke OyTH MoB'si3a-
HO 3 TIePCUCTEHIIEI0 IUPOKOI Opuki eMOpioHa, 3
BijicyTHIiCTIO (pikcallii 0 3a/{HbOI YePEeBHOI CTiH-
ku. Lleit ke medeKT M03BOJSIE cesie3iHIll BiJIbHO
pyXaTuch i MoO)Ke TPU3BECTU 10 11 TEPEKPYTY.
ATpesisg anyca, aHOpPeKTaJlbHA areHesis, oMmdaJo-
nesie ta racrpomusuc € piakicrio. Ciaabi M'sa3u
KUBOTA TPU3BOJATH /0 3aKpeliB yepe3 He-
MOKJTUBICTh BUKOHATH MaHeBp BasbcaabBu, 110
OTIOMAara€e BUIITOBXYBAaTH BUIOPOKHEHHS 3
NpAIMOl KUK 1M yac gedexarii [21].

Hupxu i opeanu cevosudinenns. Hupku 3611b-
mieHi B pe3yJsibraTi ofHO- abo ABOOIUHOI Tigpo-
HepoTHUHOI TpaHchOpMallii, YalleyKn IUCTLIa-
CTUYHI. Y OKPeMHUX BUITQJIKAX Ti[poHedpo3 BUHIKAE
3 OJIHOTO OOKY, a Jpyra HUpKa [AuciiacTunaHa. Hup-
KoBa mapenxima mpu Y3/l yacTo rimepexorenHa.
YacTo HeBeJuKi KICTH CIIOCTepiraloTbcd B ITiIKAal-
CYJIbHII YaCTUHI HUPOK. 3'€/IHaHHS Mi’K HUPKOIO Ta
CEYOBOJIOM MOKEe OyTH aHOMAJIBHUM, Y PE3yJIbTaTi
YOTO PO3BUBAETHCS HETIPOXIHICTH [ 2,18,24].

Ceu0600u BUIOBKEHI, PO3IIMPEH] Ta 3BUBUCTI
(Merayperepu) y OinbIIocTi BUNAAKIB cepel
HAli€HTIB; PaHHI BUPaKEeHWI IBOOIYHMIT Be3W-
KOypeTpasibHuil pedTioKe, AUCTAJTBHUM BifIia
ceyoBoy ausaroBaHuii. Jacto € 06CTPyKIlis
cevoBoiB. Micile HEMPOXiTHOCTI MOXKe 3MiHIOBA-
THUCh BiJl BUCOKOTO (TA30CTETHOBE 3'€IHAHHS) /IO

HU3BKOTO (Iepe/MiXypoBo-lIiepeTUHYacTa YacTH-
Ha ypetpu). licrosoriyHo cedoBin mae aedinut
rJIaJKUX M'g3iB 13 (iObpo3HOIO JereHepalieo Ta
[OTaHUM KPOBOIOCTAUYaHHIM; MOKe OyTH 3MEH-
IMIEHHS HEPBOBUX CIJIETIHDL 1 TepepoKeHHS He-
MieminisoBanux BoJsiokoH IlIBanHa. IHomi 1€ po3-
ITUPEHHST € TIBKU 3 OIHOTO GOKY ab0 3HAXOANUTH-
cs TITBKYM B HUZKHIN TPETHHI cedoBony [2,23,24].
Cevosuil mixyp 30iablIeHNI Maiiske Yy BCIX
narienTis. OOCTPYKINS MIMITKKI CEY0BOTO MiXxypa €
OCHOBHOIO 1TPO0JIEMOIO, MO MPU3BOAMUTH 10 HOTO
pPO3IUPEHHs Ta 3aTPUMKH cedi. 3'€HaHHS MiX
CEYOBUM MIiXYPOM Ta CEYOBOIOM MOXKe OYTH aHO-
MaibHUM (3ByskeHUM abo sakputuMm). CeuoBuii
MiXyp BepTUKAJIbHUI Ta 3pifKa TpabeKyIspHUi, i3
3aJIAIIIKOM ypaxyca Ha KyIOJi, M'd30Ba TilepTpo-
i mirmmBa. OcHOBA CeY0BOTO MiXypa TPUKYTHA,
3 TIMOTOHIYHUM BHYTpinmHIM cdinkrepom. Cevo-
BUI MiXyp Moske OyTu 3adikcoBaHWil 0 ITyNKa
yepe3 ypaxyc, Hajaoun oMy peHTreHorpadiuHo
KoH(iTypaItiio mcounoro roguHaNKa [21].
¥Ypetpa, 3a3Buualii, € MPOXiAHOIO. Y YOJOBIKIB Y
NIeSIKUX BUIIAJIKAX MPOSIBIISIETHCS aTpe3isi ypeTpHu.
Y namienTis i3 cunppomom [Ipyrne—besri 3ycrpi-
YaloTh NEePe/iHI BaJl PO3BUTKY ypeTpH Bijl 11 aTpe-
3ii 0 Merayperpu. IlarienTu 3 atpesieio ypeTpu
ab0 3 MIKpPOyperporo 3a3BUyail MalOTh HasIBHUI
ypaxyc (cedoBa IMPOTOKA), SKUH JI03BOJISIE BUBO/IN-
TU ceuy i J1a€ MOXKJIMBICTh BUKUTH; PAHHS CMEPTh
HACTa€ y THX, XTO He Ma€ ypaxyca. [IIupoxa, moBra
3a/lHd ypeTpa. 3a/iHsl ypeTpa MOKe MaTh TPUKYT-
HUU BUTJIL/ BHACJIIOK BiZICYTHOCTI 3a/[HBOI YacT-
KM TepeMixypoBoi 3a03u [14,18,20,23].
Kpunmopxism: seuka 3HaXomsaTbCSd B KUBOTI
a60 maxoBux KaHamax. 4acTo si€4Ka BUSBISIOTH-
CsI TIMOTIJIA30BaHUMU, X04a BOHU MOKYTHh MaTH i
HOpMaJIbHUH po3mip [12].
Cxenem. OproneinuHi BaJll CIOCTEPITaloThCs
y TIOJIOBUHU TMAIli€HTIB: CKOJII03, KUJIEBUIHA
nedopmalliss TpyHOI KJIITKW, BPOJKEHI BUBUXU
cTerHa, pijiie — KauimoHoricts (10 20%) [26].
iaznocmuxa. 3a BajlaMM PO3BUTKY HUPOK 1
CEUYOBWIIIBbHUX TILIAXiB, cuaapoMm [Ipyne—besi
niarHoctyeTbes Ha 11-12 TuskHi recrartii mij yac
npeHarasbHoro Y 3/1: osirorizipoaMHioH, ausaTa-
1[is1 CeYOBO/IB, METALUCTHC, ABOOIYHUI TiApOype-
TepoHedPO3, a TAaKOX ansasisd YepeBHUX M 'S3iB.
[lna miprBepmkenns: cunapomy I[lpyne—besi y
JUTUHU CII0YATKY ITPOBOJISATD OIVISI/IOBY PEHTI€HO-
rpadifo JKUBOTA Ta TPY/HOI KJIiTKH, ¥ 3/] HUpOK Ta
MiKIIiitHy 1rctoypereporpadiio [25].
Hugpepenuiiina diaznocmuxa. Cunopom nces-
do-Ilpyne—benni (Pseudo-prune belly syndrome):
HOpMasibHa Oy/I0Ba YepPEeBHOI CTIHKM Ta HETOB-
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HUI abo BIJICYTHI KPUITOPXi3M. Y OKpeMHUX
BUIIQJIKAX Y JiTel i3 iuM cuaapomom (63%) pos-
BUHYJIACh HUPKOBA HEJOCTATHICTD [5,14].

IIpyne—bBeani — nodionuii eapianm (Prune-
belly-like variante): nedexTn BHYTPIINIHIX 1 30B-
HIITHIX KOCHX, MTOTIEPEYHUX M $s131B UepEeBHOI CTiH-
KU MOXKYTb OyTu 0e3 ypOJIOTIYHUX aHOMAaJiil.
M'asu nipamoi kuinku He 3afigHi. [left nedext
BUKJIMKAE CJIa0OKicTh GOKOBMX BiIi/IiB 4epeBHOI
CTIHKH, 3 OIYKJIICTIO ii JIeN0 HUsKYe TPYAHOL KJIiT-
K1 Ta MOsKe OyTH MOB'I3aHUil i3 BY TPIIIHBOYTPOO-
HUM PO3IIMPEHHSIM Y€PEBHOI TTOPOKHIHHY [3,5].

CrniocrepeskeHHs 3a 1iThMU 13 curzipoMoM [1py-
He—besni noennye Hacamnepes KOHTPOJIb 1TOKa3-
HUKIB TeMoTpamMu, (GyHKITIH TIeUiHKU, HUPOK, eJleK-
TpoJiTiB, pH kpoBi Ta KOHTpOJIb Aiypesy [2,18,24].

Jixysanns niteit 3 cunapomom IIpyne—bemri
BU3HAYAETHCS XapaKTEPOM 1 TSLKKICTIO Baj
PO3BUTKY HUPOK 1 CEUOBUIIJIBHUX MIJISAXIB, KJIi-
HiuHuMU niposBaMu. OKpeMuM AiTsM HeoOXiaHi
GIJIBIN TIPOCTI XipypriuHi BTPyYaHHS: CTBOPEHHS
HEBEJIMKOTO OTBOPY B CEUYOBOMY MIiXypi depe3
SKUBIT (BE3UKOCTOMIS), 10 MOJIETTIUTD BUTIOPOIK-
HeHHsI cevi abo opxiomekcis [10,17,27,28].

JlikyBanus apiteit i3 cungpomom [Ipyne—beu-
JIi, SKi MalTh BE3WKOYPETPaJbHUN pedIokc,
nepenbaydac nepiognyHy anTubaKTepiaJbHy Tepa-
mifo. /lesxi yposoru BBaKaioTh, IO XipypTriuHe
BTPYYaHHS He € OOIPYHTOBAHUM JIJISI [[UX TAI[i€H-
TiB, MOKM HEMa€ MiKpOOHO-3aMaJbHUX 3aXBOPIO-
BaHb HUPOK 1 ceyoBUX HIIAXiB. Ilicisa Buneknen-
H4 1H(EKIITHUX YCKIQJHEHb TTPOBOSATDL Xipyp-
TiUHy KopekIifo pediokey [4].

Xipypriune JikyBaHHsi cuHipomy IIpyHe—
benni Bkaooyae MmIacTUKy 4YepeBHOI CTIHKHU
Ta CEYOBU/IIJIBHUX NIJISXIB: PEKOHCTPYKILisI C€Y0-
BOro MixXypa (IIUCTOILIACTUKA), XipypriuHe po3-
IIAPEHHS YPETPH Ta 3061bIIEeHHS M 'SI31B, SIKi CKO-
POYYIOTh CeYOBUIl MIXyp (36iJbIIEHHS JeTPY30-
pa) 3a JI0IIOMOTOI0 TAPHUX TPAHCIJIAHTAHTIB M 's1-
3iB crerna (rectus femoris) [6,8,13].

[Ti ontepartii MoskHa BUKOHYBATH B paMKaX OJIHO-
r0 KOMILJIEKCHOTO Tiix0y abo B JIeKiJibKa eTarriB.
OpHak Garato marmienTiB moTpeGyioTh MOBTOPHOTO
OlepaLiiiHOro BTPyYaHHs 4epe3 YCKJIajHeHHsT abo
TporpecyBaHHs 3axXBopioBanHA [4, 9,11,19,26].

[Tpu mopymienHi (yHKIii HAPOK MPOBOAATH
nocuHApoMHy (iH(GY3iiiHy) Tepariito, MepuToHe-
QJIBHUH /i3, TpaHCIanTaio Hupku [ 7,9,11,22].

Mema: o3nalioMUTH JIiKapiB PI3HUX cIie-
1iaJbHOCTEHN 13 KJIHIKOIO, PaHHBOIO /1arHOCTU-
KOI0 1 TaKTMKOIO JIIKYBaHHS /liTell 3 Ka3yiCTUUYHO
PI/IKICHUM BPOJIXKEHUM 3aXBOPIOBAHHSIM — CHUH-
npomom [Ipyne—Dbesri.

Marepianamu gocaiazkeHHs Oy KapT cTa-
iionapuoro xsoporo KHII «IBano-MpankiBchka
O/IKJI IBano-@DpankiBChKOi 001aCHOT pajgn».

Hocnmigxents BUKOHAHI BiIMOBITHO /10 TTPUH-
numiB ['embciacpkoi Jlexmapartii. ITpotokon moc-
JJIKeHHST yXBajieHWil JIOKaJbHUM eTUYHUM
KOMiTeTOM 3a3HadeHoi y poboTi ycranosu. Ha
IIPOBE/IEHHST TOCTIKeHDb OyJI0 OTpUMaHO 1H(OP-
MOBaHY 3rojty OaTbKiB, AiTeil.

Onuc KIiHIiYHUX BHNAAKIB

Kainiunwmii Bunazok 1

01.02.20 p. Gpurago IMBUAKOI MEIMYIHOI
JIOTIOMOTH JIOCTABJIEHUH y TpUMaJibHe BiJJTiJIeH-
HS KOMYHQJIBHOTO HENPUOYTKOBOTO MiTIPUEM-
crBa (KHII) <«IBano-®pankiBchka obJacHa
nutsida kainivna gikapus (OJKJI) Isano-®pan-
KiBCHKOI 006/lacHOI paam» XJIOMYUK 4 POKiB
9 micsIiB 3i ckapramu BiJ Mamu Ha OJIIOBOTY,
B'SLJIICTh, COHJUBICTH Ta BTPATy CBIIOMOCTI Yy
JTUTHHU.

Anammes x60pobu: OCTaHHI JBa THKHI Y JTUTH-
HU criocTepiragach OJ0BOTA, MiABUIECHHS TEMIIe-
parypu Tisna 0 cyohebpunbHux mrdp, HapocTa-
Jla iHTOKCHUKallig. Y 3B'S3Ky 3 IOTipHIeHHAM
crany (3'dBWjach B'sJIiCTh, COHJMBICTH, BTpaTa
CBIJIOMOCTi), TOCHITAJi30BaHUU Y BiJJliJIeHHS
intencusHoi Tepamnii (BIT).

Anammnes scumms: nutHa Hapounach Bin I11 Ba-
TiTHOCTI, sgKa MpoTiKaja Ha (OoHI IpeeKIaMIICii
[-IT cr., anemii I-II ct. IIpu ¥Y3/[ y Tepmini
29-30 TukHIB TecTallii y 1J0/a A1iarHOCTOBAHO
BPOJI’KEHY Ba/ly PO3BUTKY CEUOBM/IIIBHOI CUCTe-
MU — Merayperep, ABOGIUHUNA KPUNTOPXi3M.
Xuonyuk Hapoauscsi 3 macoio Tima 3750 T,
OILIIHKOIO 3a miKaysoo Amnrap — 8—8 GamiB. Uepes
11 ropwH micJist HAPOJKEHHS IUTUHA JIOCTABJIEHA
y BIT noBonapomxkenux giteit O/KJI. /liaznos:
Cunnapom Ilpyne—benni (amnasiga M's3iB
HepeiHboI YepeBHOI CTIHKH, ABOOIYHII Maraype-
Tep, 3JiBa — TijipoypeTepoHedpos, crpaBa —
MyJbTHKicTO3 Hupku). DyHKIioHyl04Ya apre-
piasbHa nportoka (MminimanpHa). [Ilupoke dhyHK-
IioHaJibHe OBaJbHEe BiKHO 6 MM. ¥ Billi 3 pOKiB
XJIOITYUK ONePOBAHUI 13 TPUBOLY KPUIITOPXi3MY
(opximnexcis 37iBa).

06 ‘exmueno: cran xjomunka Tsukkuit. Ceino-
MICTh YiTKO HEe BU3HAYAETBLCS, pearye Ha Tak-
TUJIbHI MTOJIPAa3HUKH, BIJIKPUBAE OYi, € YIIOBiJIbHE-
He 30poBe 3o0cepe/KeHHs. MeHiHTiaabHI 3HAKK
Big'emui. Cymom e Oyio. BorHuimeBux 3miH
nemae. Illkipa Griga, cyxa, Typrop 36epexeHuii,
HiIIKIPHO-KUPOBA KJIITKOBUHA HA JKUBOTI CTOH-
mera. Cin3oBa poTa cyxa, 3alax CEYOBUHU 3
poTa, TpimuHu 1o Kytax pora. [IpogasiB auxasib-
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Hol HegoctaTHOCTI (JIH) Ta mopymiens remomu-
HaMmiku HeMae. JKuBiT M'akuil, 30iablIeHUH, Bijl-
CYTHICTb M'd3iB Tlepe/lHbOI YepeBHOI CTIHKH,
BUIMMA TIePUCTAIbTUKA KUMIKiBHUKA. [leuinka
+2 cM, cenesinka He manbnyeTbesd. [liypes 1o
KareTepy 3 uacy mnoctymyeHHst 250 mu/4 Ton.
Ceua mytHa. Yepes 1Bi 1061 PO3BUHYJIACH TTHE-
BMOHiIs. [lo TS)KKOCTI cTaHy AUTHHA TepeBejieHa
Ha KepOBaHY BEHTUJIAIIIO JiereHb. Y 3arajbHOMY
aHasi3li KpOBi: aHeMisd TSXKKOTO CTYIIeHS, TPOM-
oorToNeHid, Jeiikomeniga. Bioximiunuii amasis
KpoBi: rinonpoteinemis (53,8 r/m; 54,7 rv/n),
MiIBUIIIEHUH PiBeHb KpeaTuHiny (618 MKMOJIB /J1;
584 MKMoJib /71, 663 MKMOJIB /1) 1 cedoBuHm (55,1
MMoab/71; 49,1 Mmmouans/m; 11,3 MMomb/i), Tinep-
kasiemist (7,05 Mmmouib /1), Tinokanbiiemis (1,89
MMmoJib/a; 1,78 mmoub/an). DyHKIioHaTbHI
npobu TeYiHKU B Meskax HopMmH. [inmepkoaryJa-
6eJIbHICTh KPOBI.

Hiarno3: Cunapom [Ipyne—benni — ammasis
M'sI3iB IIepefiHbOI YepeBHOI CTIHKM, ABOOIYHMIA
Merayperep, 3JliBa — TiIpoypeTepoHedpo3, MyIb-
TUKicTO3 mpaBoi Hupku. [IpaBobiuHmil KpUTITOP-
xizm. XponiuHa xBopoba HUPOK. ['ocTpe MmoIIKo-
JoKeHHs HUPoK. [ocriTasbHa ITHEBMOHIs, yCKJIA/L-
HEHa TOKCHMYHUM CHHAPOMOM, TOCTPUil Tepebir,
crymniab TsaxkkocTi V, JIH 111 ct. Aremis TSKKOTO
CTYTICHS.

JlutrHi mpoBoMIACS TTOCUHIPOMHA, iH(DY3ili-
Ha, aHTHOaKTepiaJbHa Tepartisi, MePUTOHEATbHUN
miamis. Ilpm crabimisamii crany i BigmcyTHOCTI
nopyiienb remognnamMiku ta /[H nutuna nepese-
nena y HarionanbHy IUTAYY clieliiaji3oBaHy
agikapaio MO3 Vkpainu «OXMAT/AUT»> nna
BUPINIEHHSI MTUTAHHS TOAATbIIO] TAKTUKU JIKY-
BaHHSI.

Kainiyawuii Bunazok 2

Y Bimi 16 pokiB XJ0mMYMKa TOCHITATi3yBaJIn
MOBTOPHO B Xipypriune Biamisennss O/IKJI 3i
cKapraMy Ha mepioguyHi 6oJi B IOIIepeKOBiil
JUJISTHIT, CEYOIyCK MaJUMU MOPIISIMU TTPOTSITOM
JIHSI, BEJMKMMM 3PAaHKY, IHKOJM MWUMOBIJIbHUN
i yac cHy, 3arajbHy cjiabictb. XBopi€ 3 Hapo-
okenHs (miarnos cuupom [Ipyne—Dbesi Bepu-
(bixoBano B HeoHaTATLHOMY Billi ), HEOJITHOPA30BO
aikyBascst B H/[I yposorii (M. KuiB), y 3 pokn
OIEePOBAHUH 3 IPUBOLY ABOOIYHOTO OOCTPYKTHB-
HOTO Merayperepa, ABOOIYHOTO KPUIITOPXi3MY.
[Ipn mocrtymnyieHHi cTaH cepe/lHBOI Ba)XKKOCTI 3a
paxyHok iHTOkcukaiii. [Topyiiens remoauHami-
ku, cumnroMiB /IH nemae. Kinesunna nedopma-
g TpyaHoi KiiTku. Benukuii, posmniactanuii
JKUBIT, ariasisi M'si3iB 1lepeIHbOi YepeBHOI CTiH-

Ku (CUHIPOM <«CJWBOBOTO KUBOTa»). MOHITO-
PUHT apTepiajibHOrO TUCKY — IOKa3HUKHU
B MeKax BIKOBOI HOPMU.

Pesyrvmamu o6cmescenns. Ananis cedi: IUTO-
ma Bara — 1011-1016, meiikonmtu — 18-20 y
moJii 30py, ciian 6ika, 1060BUI Aiypes3 BiAMOBi-
Jlae BiKy 1 Maci Tijia, CHiBBIJIHONIEHHS JleH-
HUI/HIYHUH [liype3 — B MesKaxX HOPMH.

EKT: putm cunycoBuii, mopyiieHHs 1IPOIECiB
penosngpusanii B miokapai. Y3/: aBobiunumii
rizporedpos, HedponTos crpaBa. [lopoxuucra
cucreMa 060X HUPOK IONIUPEHa, APiOHI KOHKpe-
MeHTH 1 MM; 2 MM; 3 MM B MHCKax 000X HUPOK.
Y ceyoBoMy Mixypi ocaa. ExckpeTopHa yporpa-
Gbist: aBOGIUHMIT TipoHedhpo3, HedponTO3 cripa-
Ba. /[BoGiunumii merayperep. Ce4oBOAM Y IPOKCH-
MaJbHUX Bimgmizax y 1,6 pasm mwupimi, HiIX y
auctagsbanxX. KoM 'totepra tomorpadiss HUPOK:
ABOOIUHUI TiApoypeTepoHedpo3, He3apOIeHMI
ypaxyc.

Hiarno3. Cungpom Ilpyne—Dbenni: amnnasis
M's131B IlepeJIHbOI YepeBHOI CTiHKU (CUHIPOM
«CJIMBOBOTO JKMBOTa» ). J{BoOiuHMII TigpoHedpos,
CTaH perpecii Micjsi ONMepaTUBHOTO JIIKYBaHHSI.
JIBoOiuHMiT Merayperep, 0OCTPYKTHUBHUIN 3JIiBa,
pedurokcyrounii crpasa. /J[BoOIYHMIT KPHUIITOP-
Xi3M, CTaH TicJs ornepartii 3 pi3KoIo TiloIIa3iein
060x steuok. Bropunnuii menonedppur. Kinerno-
mibHa medhopMaltist rpyIHOT KITITKH.

JlikyBanusi: aHTUOIOTUKU, YPOCTENTHUKH,
IOCUH/IPOMHA Tepaltis.

BucnoBok

[l nikapiB pisHUX CleTliaJbHOCTEN BUKIaIe-
HO CyYacHi IOIJIA/IM Ha PO3BUTOK, KJIIHIKY 1 jiar-
HOCTHUKY PIiJIKICHOTO BPOJIKEHOTO 3aXBOPIOBAHHSI
3 IMOJIIOPraHHUMM BaJlaMU PO3BUTKY — CUHPOM
[Ipyne—besnmi. [IpenatanbHa fiarHOCTUKA, HAJlAJi
MiCas HApPO/UKEHHS YTOYHEHHS MOXKJIMBUX BPO-
JUKEHMX BaJl PO3BUTKY A€ MOKJIHMBICTH BUOpATH
NPAaBUIbHUN AJNTOPUTM MOHITOPUHTY (DYHKINIH
JKUTTEBO BAXKJINWBUX OPTraHiB, IOCUHIPOMHOI Tepa-
Mil Ta CBOEYACHOI TOCTAHOBKM MWUTAHHSI IIPO
TpaHCIJIAHTAIlil0 BHYTPIIIIHIX OPTraHiB.

IlepcnekTHBH TOJAQNBIINX  JOCHI/IKEHb.
MonitopuHTr (byHKIIII )KUTTEBO BaKJIMBUX Opra-
HiB 32 JIOIIOMOTOI0 JTaADOPATOPHO-THCTPYMEHTAb-
HUX METOJIB JOCTI/PKEHHS JISI TTOCUHIPOMHOI
Tepallii B MOBHOMY 00'€Mi i CBOEYACHOTO CKepy-
BaHHS TAIIEHTIB Ha TPAHCILJIAHTAIII0 BHYTPIIl-
HiX OpraHiB.

Aemopu 3as6na10mo npo Gi0CymHicms Kom-
prixmy inmepecie npu nideomosyi cmammi.
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