Yntamte Hac Ha caunTi: http://med-expert.com.ua

YK 616-007+613.95+616-07+616-071+616-08

O.J1. Unmbanicta', b.M. 3insax?, 0.0. Kyptaw?, B.I1. Banbynwmn?, M.P. LLlenecTt’

Cunppowm lNpyHe-benni:
BUMNAAKN 3 KJNIHIYHOI NPaKTUKun

'IBaHO-PpaHKiBCbKUIA HaLiOHANBHUI MEeVYHWIA yHIBEpCUTET, YKpaiHa
’KHIT «IBaHo-®paHKiBCbKa obnacHa auTaYa KiiHiYHa nikapHs 1BaHo-PpaHKiBcbkoi o6nacHoi paau», YkpaiHa

Modern Pediatrics. Ukraine. 6(110): 51-56. doi 10.15574/SP.2020.110.51

For citation: Tsymbalista OL, Ziniak BM, Kurtash OO, Valchyshyn VP, Shelest MR. (2020). Prune Belly syndrome: a case report. Modern Pediatrics.
Ukraine. 6(110): 51-56. doi 10.15574/SP.2020.110.51

Merta: 03HanoMUTK NiKapiB Pi3HWX CheuianbHOCTeR 3 KIiHIKOK, PaHHbOK [iarHOCTUKOK i TAKTUKOK NiKYBAHHA [iTeil 3 Ka3yiCTUYHO PIAKICHAM BPOIKEHUM
3aXBOPIOBAHHAM — cuHAPOMOM [MpyHe-benni.

Matepianu i MeToau: KapTu CTaLioOHapHOTO XBOPOro KOMyHanbHOro HenpuéyTtkosoro nignpuemctea (KHM) «lBaHo-DpaHKiBcbka 06nacHa AuTaYa KAiHiYHa
nikapHsa (0OOKJT) IBaHo-®paHkKiBCbKOi 06M1acHOi pagm».

Pe3ynbTat fOCRIMXEHHs. B cTaTTi BUKNAAeHO KNiHIKy PiAKICHOrO BPOMKEHOT0 3aXBOPHOBaHHA — cuHApoMy lpyHe-benni y ABOX AiTeil. 3axBOPHOBAHHA
3yCTPIYAETLCA NEPEBAXKHO Y XMOMYNKIB, MHOXMHHI BPOJKEHI Bafu PO3BNTKY: AeheKT abo annagis M's3iB MBOTA, BaAN PO3BUTKY HUPOK i CEHOBNAINbHMX LUNAXIB
(rinpoHedpos, meraypetep, rifpoypeTep, MerauncTuc, Be3NKoypeTpanbHnii pecprekc), AB06IYHNA KpunTopxism. Curapom lpyHe—benni, okpiM Lboro, MoXxe
MOEHYBATUCh 3 NATONOrIEK YPETPY, BAAaMM PO3BUTKY CKENETY, CepLeBO-CYANHHOI, AUXanbHOI CUCTEM, LLYHKOBO-KULLKOBOrO TPaKTY.

BucHoBok. [1ns nikapie pisHMX crneuianbHOCTeR BUKNAAEHO Cy4acHi MOrMSAN HA PO3BUTOK, KNiHIKY i [iarHOCTUKY PiAKICHOTO BPOKEHOr0 3aXBOPHOBAHHA 3
MHOXWHHAMW Bafamn po3BUTKY — cuHapom [lpyHe-benni. MpeHatanbHa fiarHoCTuKa, Hagani nicns HapOMKEHHS YTOYHEHHS MOXIMBUX BPOKEHWUX Bag
PO3BUTKY Aae MOX/UBICTb BUOPATY NPABUIbHUIA aNroOPUTM MOHITOPUHTY (DYHKLI XKUTTEBO BXKITMBMX OPraHis, NOCUHAPOMHOI Tepanii Ta CBOEYACHOi NOCTAHOBKM
MUTaHHA NP0 TPAHCNNAHTALIK0 BHYTPILLHIX OpraHis.

JlocnimpKeHHs BUKOHAHI BiANOBIAHO A0 NpuHUMNIB MenbCiHebKoi [eknapauii. MpoTokon JocnimKeHHs yxaneHnin JTokanbHUM eTuyHnM KomitTeTom KHIT «IBaHo-
®pankiscbka O[JKJ1 IBaHo-PpaHkiBCbKoi 06macHOi pagn». Ha npoBeaeHHs [OCTiKeHb 6yn0 0TPUMAHO iHGYOpPMOBaHY 3rofly 6aTbKis AiTeil.

ABTOpPU 3aABNAOTb NPO BIACYTHICTb KOHMIKTY iHTEPECIB.

Knto4osi cnosa: aitu, cungpom lMpyHe-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 lvano-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 lvano-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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Cunpgpom MpyHe-bennu: cny4yan n3 KNUHUYECKON NPAKTUKK
0.J1.Uumbanucra’, b.M.3unsk?, 0.A.Kypraw?, B.M.Banbubiwmt?, M.P.LLenect’
"VIBaHO-PPAHKOBCKMI HALMOHANTbHbBIA MeAUUUHCKNIA YHUBEPCUTET, YKpanHa

*KHIN «/BaHo-®paHkosckas OKB ViBaHo-DpaHKOBCKOro 0611acTHOrO coBeTa», YKkpamHa

Llenb: 03HakoMUTb Bpayeil pa3HbiX CrELNanbHOCTEN C KITMHUKONA PaHHEi, AMarHOCTUKON W TaKTUKOIA IeYeHNst AeTeil ¢ Ka3yMCTUHECKN PefKUM BPOXAEHHbIM
3a6onesaHnem — cuHapomom lMpyHe—bennn.

Matepuanbl U METOfbl: KapTbl CTaUWOHAPHOr0 60SILHOTO KOMYHANbHOTO HenpuobbibHOro npefanpuatus «lBaHo-PpaHkoBckas 0651acTHaa AeTckas
KNNHNYeckas 60nbHMLA VIBaHO-PpaHKOBCKOr0 06/1aCTHOrO COBETA».

PesynbTatbl MCCNEA0BaAHMSA. B CTaTbe 3N0XEHO KNMHUKY 04EHb PEIKOT0 BPOX/IEHHOr0 3a60/16BaHUS C MHOXXECTBEHHBIMI NOPOKAMU Pa3BUTUS — CUHAPOMA
MpyHe-bennu y aBoux feteit. 3a6oneBaHne BCTPEYAETCS NPENMYLLECTBEHHO CPeAN MaNlbyikoB, MHOXXECTBEHHbIE BPOXAEHHbIE MOPOKN Pa3BUTUS: AeEKTb
UMW annasus MbILUL, )KWBOTA, MOPOKM PasBUTMS MOYEK M MOYETOYHMKOB (TMAPOHePO3, Meraypetep, rnipoypeTep, MerauucTus, BE3UKOYpeTpasnbHblii
pedntoKe), ABYXCTOPOHHNIA KpenTopxuam. Cuapom MpyHe—bennu Takxke MOXXET CO4MTATbCS C NaTONOrNel ypeTpbl, NOPOKaMI Pa3BNUTIA CKeNeTa, CepABYHO-
COCYAUCTOMN, AbIXaTeNbHON CUCTEM, XEYA04HO-KMLLIEYHOr0 TPaKTa.

BbiBogbl. [Inf Bpadeil pasHbix CMELMAnbHOCTEA U3N0XEHbI COBPEMEHHbIE B3rNiAbl HA Pa3BUTUE, KIVHUKY W OUArHOCTUKY OYEHb PeAKOro BPOXAEHHOrO
3a60M€eBaHNs C MONNOPraHHbIMM MOPOKaMu pa3BuTUS — cuHapom [pyHe-bennu. lpeHaTtanbHas AMArHOCTUKA, MOCNe POXAEHWS YTOYHEHMEe MOPOKOB
pasBuTWA [aeT OCHOBaHWE BbI6OpA NPABWNBHOrO anrOpPUTMa MOHUTOPUHIA (PYHKLUWIA >KW3HEHHO BAaXHbIX OPraHOB, CWHAPOMANbHOA Tepanuu u
CBOEBPEMEHHOTO PELLEHMS BOMPOCA O TPAHCMAHTALMI BHYTPEHHbIX OPraHOB.

iccnepoBaHme 6b110 BbINOIHEHO B COOTBETCTBMM C NpUHLMNAMU XenbCUHCKOM Jeknapauuu. NpoTokon uccnefoanns 6bin 0406peH JIoKanbHbIA 3TUHECKUM
KOMUTETOM BCeX y4pexxaeHui. Ha nposefieHne nccneaoBannii 6b110 nosly4eHo MHKOPMUPOBAHHOE Cornacue poauTenen aetei.

ABTOpbI 3asABAAIOT 06 OTCYTCTBMM KOH(ANKTA NHTEPECOB.

KnroueBbie cnosa: aetu, cunapom MpyHe-bennu, AnarHoctuka, Tepanus.
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Beryn

CI/IH/:[pOM [Ipyre—besni — kazyictuaHo piji-
KiCHEe 3axBOPIOBAHHS, CIIOCTEPIraeThCs
HepeBakHO B 0Ci6 40JIOBIUOI CTaTi, IKOMY IpHTa-
MaHHMMM € MHOKMHHI BPOJIKE€HI BaJli PO3BUTKY,
Hacammepes gedekrT abo amasis M'sa3iB JKHBOTA,
Ba/li PO3BUTKY HUPOK 1 CEUOBUIIIBHUX MIJISIXIB
(merayperep, Tizpoypetep, rifipoHedpos, MeraIuc-
TUC, BE3WKOYPETPaIbHUIT peduItoKc), ABOOIYHMIA
kpunTopxizm. OKpiM TepepaxoBaHUX Baj YepeB-
HUX M'S3iB Ta KpUNTOpXi3Mmy, cuHiapoM IIpyne—
besti MoKe TOEAHYBAaTH TTATOJIOTIIO yPETPH, CKeJIe-
Ty, CepIeBO-CYAMHHOI, a TaKOX JANXAJTbHOI CUCTe-
MU, IIJTYHKOBO-KUIITKOBOTO TpakTy [18,20].

Yuepme cunapom Ilpyne—Dbesnni onucan
Frolich y 1839 poui. ¥ 1901 p. Osler naB naspy
3aXBOPIOBAHHIO, [IJIsT $SIKOTO XapaKTepHUM €
3MOPIIKYBAaTUH, BEJTMKUIA, PO3IJIACTAHUN JKUBIT Y
pe3ymibTaTi amaasii abo HEJTOPO3BUTKY M 'si3iB
rmepeaHbol YepeBHOI CTIHKW. 3BiJICH IOXOIUTH
Ha3Ba 3axBoptoBaHHs — l[IpyHe—Dbesni (GkuBiT-
YOPHOCJIMB), a Takox cuHapoM Eagle—Barret
(Opana—bBappeta), cunapom Obrinsky (O6piHCh-
KOro) Ta cuHapoM Tpiaau [13].

Yactora cunapomy IlpyHe—Dbessni ckianae
1:30—40 Tuc. ’KUBOHAPOIKEHUX HEMOBJIST, ITPU-
YOMY TIePEBAKHO Y XJIOMYHKIB 1 TIIbKU 3—5% yCix
BUIIQ/IKIB 3aXBOPIOBAHHS CKJIAJAIOTh HEMOBJIATA
xkinouoi crari. Cungapom bpyne—bBesi criocrepi-
raetbcst y 4% Bunajikis cepen asiitaar [18]. Cun-
apom Ilpyne—DbBest mMoke OyTH TIpeiCcTaBIEHHIT
Pi3HOTO BayKKICTIO B/l PO3BUTKY: BiJl BAaXKKUX JieTe-
HEBUX Ta yYPOTEHITAJIbHUX, IKi € HECYMICHUMU 3
KUTTSIM 1 NPU3BOJATH /0 MEPTBOHAPOKEHHS
IJI0JIa, IO HEe3HAUYHUX aHOMaJsili HUPOK, OpraHiB
CEYOBU/IITICHHS, PETTPOAYKTUBHOI CUCTEMU, SIKi HE
noTpebyIOTh CIeNmiaIbHUX METOIB JIKyBaHHS,
OKpiM opxinekcii. BifrmoBigiHO, TPOTrHO3 y TaIli€H-
TiB i3 cunapomoMm lIpyne—Dbesnni € pisaum, a
CMEepPTHICTH cKiIamae maiike 20% Bunaakis [5,20].

Eriosorig cunnpomy [Ipyne—besni He BusHna-
YyeHa: MOKe OyTH CIOPaJUYHMII eIi30/, POAVHHI
BUMAJKN 3aXBOPIOBAHHS, a TaKOXK MOETHAHHS
OT0 3 XPOMOCOMHUMU JlepeKTamMu, 30KpeMa
3 TpucoMielo 21 mapu i BesukuMu gedpeKTaMu Ha
JnoBromy tiedi 6 xpomocomu. OKpiM 1bOTO,
€ OKpeMi TOBifloMJIeHHs, 1110 cuHApoM [IpyHe—
Besi criocrepiraerbest IK y OJIM3HAT, Tak 1y pij-
HuX OpaTiB i cecTep He OJM3HIOKIB Ta B HACTYTI-
HUX MMOKOJIIHHAX Y il POJIUHI.

[cnye neximbka rinoTes i Mpo namo@isionoziu-
Hi mexanizmu cunapomy IIpyne—Dbesnni: BHY-
TPIIHBOYTPOOHA HEJOCTATHICTh CEYOBOTO MiXy-

pa, Oro pPoO3TATHEHHS 1 PO3NIMPEHHST CeYOBO/IIB
BHYTPINTHBOYTPOOHO i Ha/iaIi BTopuHHA aTpodist
M'S31B 4epeBHOI CTIHKU 3 HACTYITHUMM KJIIHIYHU-
MU TposiBaM¥; (DYHKI[IOHAJIbHA OOCTPYKIlisS B
pe3yJabTari Tinomsasii mpoctaTtu i MOJAAJbIIOL
3MIHU TIepeIMiXypPOBOI 3a7I03U TIijl Yac CevyocIy-
ckaHHs. HaliHoBini rinmore3m TpyHTYIOTbCSI Ha
HENPOXiJIHOCTI Ha CTUKY IepeAMiXypoBoi Ta
nepeTuHYacTol yactTuHu yperpu. lle mosicHioe
BHUCOKY 4acTOTYy MeraypeTpu nipu cunjapomi IIpy-
He—benui. IcHye rinmoTesa, 110 po3iupeHa cevyo-
BULIbHA cucTeMa abo obJiTepallis HaXOBUX
KaHaJiB YCKJQIHIOITh HOPMaJjibHe OIyCKaHHS
s1€90K a0 BOHU MOKYTH OyTH TPUKPITUIEHi 10
ceyoBoy. OjiHAK KPUIITOPXi3M He cIocTepira-
€THCS y JIiTEH i3 PO3NIUPEHUM CEYOBUM MiXypOM
inmroi eriosorii [2,15,25].

Iami gocnifHUKKM BBa)KaiOTh TMOPYIIECHHS
CEYOBU/IIJIEHHSI BTOPUHHUM 1110/I0 HEIOBHOTO
PO3BUTKY M's13iB JKUBOTa. BHACTIIOK ITbOTO MOKE
BiIOyBaTHCsS. HETOBHE CIIOPOKHEHHSI CEY0BOTO
MiXypa, 1110 IPU3BOAMUTDL /10 3aTPUMKHU cedi Ta
indikyBanHg [1]. 3akpenu ta CUMITOMH TIOPY-
IMEeHOTO TpaBJIeHHSI — JOJAaTKOBI MOMKJINBI
yekmanaenas. OCKibKY M's13U JKMBOTA MpUAiMa-
I0Th y4acTh B JAUXaHHi, TO JAedopmMalliio TpyaHoi
KJIITKU MOXKHA IIOSICHUTH iX BijficyTHicTO. [Ipnyn-
HOIO MOKe OyTH JieeKT HEPBOBOI CCTEMU, SIKUI
MIPU3BOAUTH /IO PAaHHIX MOPYIIEeHb (DYHKITIN M -
3iB *KMBOTa. BpojkeHnit BIIKPUTUIN CITMHHOMO3-
KOBUI KaHas (spina bifida) y gesskux mireit, HasiB-
HICTb KJIMIIOHOTOCTI TAaKO JOCUTH 4acCTO acoOlli-
1010Tbed 13 cungpomoM [Ipyne—benni [12,21].

Kninika. Cunznpom IIpyne—Dbemri xapakre-
PHU3YETHCS aIlIasieio Aesskux ado OiabImocTi M's-
3iB JKMBOTA, [0 CIIPUYUHAE 3MOPIIKYBAaTHH 10TO
BUTJIsA ab0 BUTJISIT YOPHOCTUBY. JacTo HasiBHE
MIPUKPITIJIEHHST M'31B /10 KICTOK, sIKi 3MEHIIEeHI B
po3Mipax 1 CTOHIIEHI HaJ[ CEYOBUM MIiXYPOM.
JKuBiT 3ma€THCS BEJMKHM i B'SIIUM, YepeBHaA
CTiHKA TOHKA 1 KUIIKOBI IMeTJi BUAHO 4Yepe3 Hel.
3061/bIIEeHHsST JKUBOTA 3YMOBJIIOE TaKOK 1 TiJpo-
Hedporuyna Ttpancdopmailis Hupok. I[kipui
CKJIQIKM MOKYTb YTBOPIOBATUCS pajliaTbHO Bif
mynka abo BUHUKATH SIK MOMEPEeYHi CKIAJKU Ha
HIKIpi )KMBOTA. ¥ eIKUX BUITIA/IKAX MOXKe CIIOCTe-
piraTucsi ckJajKa cepeaHboi JiHil Bix obsacti
nyrmka /10 joOka. [Tymok Moke BUTJISIATH SIK BEp-
TUKaJIbHA MiIMHA a00 SAK JIHITHIIT [IeHTpaIbHIi
py0elb, aje MOKe MaTH HOPMAJbHUI BUTIJIS.
[Honi TymnoK 3'€HYETBCS 3 CEUOBUM MIiXypPOM
gyepe3 KaHas (ypaxyc) abo kictky. ['pysHa KaiTKa
gacto aedopmosana. Iligiiom pebep abo ropwu-
30HTaJIbHE 3arJuOJIeHHsT T/ rpyabMu (KaHaBKa
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I'appicona) Moxe OyTu y 6aratbox aiTeii i3 cuH-
npomoM Ilpyne—DBesni. Takox mMoske criocrepi-
raTucs 3BYKEHHS IPY/IHOI KJITKHM Yy HOIIEePeyHO-
My Hanpamky (kujaeBujHa aedopMalliss TpyaHO1
KiTku) [2,25].

3acIyroBy€ yBarm XapaKTepPUCTHUKA OKPEMUX
BaJl PO3BUTKY BHYTPIIIIHIX OpraHiB.

Jluxanvnua cucmema. JlereHi rirmolria3oBaHi,
rOPU3OHTAIbHUI Xijl HIXKHIX pebep. O6'em Jere-
HiB 3MEHIIIEHUI Yepe3 3MeHIeHHsT 06'eMy TpYII-
HOI KJITKM Yy pe3yJsibTaTi 36iJbIIeHHsI YepeBHOI
TIOPOKHUHU. Y HEMOBJIAT i3 cunapomom IIpyne—
benni mMoxke po3BUHYTHCS Ba)XKWH PeCITipaTop-
HUU TUCTPEC, SIK HACTIIOK OOMEKEHHST PyXOMO-
CTi TPY/HOI KJITKU.

Cepueso-cyounna cucmema. Y TalieHTiB i3
cungpomom IIpyne—Dbenni crnocrtepiraerbcsa
nigBuiiena yactora terpaan Masno Ta gedexTis
MIXIIJIYHOUKOBOI Tieperopoaku. [Ipo Baau cepiisd
nosizomisiors y 10% BUMaAKiB cepes MaIi€eHTIB.
Alhawsawi Ta criBaBTOPH TOBIIOMJISIIIN TIPO Piji-
KiCHY aHeBpM3MY TE€YiHKOBOI apTepii y maljieHTa
3 cuagpomoM [Ipyne—benni [1,26].

HInynxoso-kuwkosuti mpaxkm: BaJld PO3BUTKY,
J10 SIKUX HaJIeKUTb MaJIbPOTaLlis, aTpesis, CTeHO3
Ta 3aBOPOT KHUIIOK, 3ycTpivaiorbes y 30% Bumna-
KiB cepejl MAIi€eHTiB. Yce 11e Moske OyTH MOB'si3a-
HO 3 IIEPCUCTEHIIIE€I0 MUPOKOi Oprki emOpioHa, 3
BijicyTHicTIO (hikcallii 10 3a/{HhOI Y€PEBHOI CTiH-
ku. Ileit ke medekT 103BOJISE ceNe3inili BiJIbHO
pyXxaTuchb i MoO)Ke TPU3BECTU 10 il MEepPeKpyTy.
ATpesig aHyca, aHOpeKTaJIbHa areHesist, ombaso-
1eje ta racrpomusuc € pigkicrio. Cinabi m'asu
JKUBOTA IPU3BOJATH /10 3aKpelliB yepe3 He-
MO>KJIMBICTh BUKOHATU MaHeBp BasbcaibBu, 110
JI0TIOMara€e BUIITOBXYBAaTU BUIIOPOXHEHHS 3
MpAMOI KUTIKY i/ 9ac nedexarii [21].

Hupxu i opezanu cevosudirenns. Hupku 306i1b-
IeHi B pe3ysibrari OfHO- ab0 ABOOIYHOI TiZpo-
HedpoTrUHOI TpaHchopMallii, Jalleykyu AIUCILa-
CTUYHI. Y OKPEMUX BUIT/IKaX TiZipoHe(po3 BUHUKAE
3 0tHOTO OOKY, a JIpyra HUpKa auciuiactuyta. Hup-
KoBa mapenximMa npu Y3/l dacto rimepexoreHHa.
YacTo HeBeJIWKI KiCTH CIIOCTEPIratoThesl B ITi/IKAIl-
CyJIbHIN YaCTUHI HUPOK. 3'€THAHHST MiK HUPKOIO Ta
CEYOBOJIOM MOKe OYyTH aHOMAJIBHUM, Y pe3yJIbTaTi
YOTO PO3BUBAETHCS HETTPOXIHICTD [2,18,24].

Ceuos0o0u BUIOBKEHI, PO3IIUPEH] Ta 3BUBUCTI
(merayperepu) y OinbmocTi BUIAAKIB cepen
MAIiEHTIB; paHHIN BUPAKEHWIT ABOOIYHWIT Be3W-
KOypeTpasbHUl pedIoKe, NUCTAJbHUN BiJJiI
cedoBoay auiaToBaHuii. Yacto € oOCTpyKIrist
ce4oBO/IiB. MicIle HempoOXiJIHOCTI MOKe 3MiHIOBa-
THUCh BiJl BUCOKOTO (Ta30CTETHOBE 3'€HAHHS) JI0

HU3BKOTO (TepeMiXypoBO-TiepeTuHYACTa YaCTH-
Ha ypetpm). licTosorivHo cevyoBim Mae medimuT
rJIJIKUX M'si3iB i3 (hi6po3HOIO JereHepaiieo Ta
MOTAaHUM KPOBOIOCTAYAHHSIM; MOKe OyTH 3MeH-
IIEHHSI HEPBOBUX CILIETIHb 1 Tepepo/KeHHs He-
MiesinizoBanux BosiokoH IlIBanHna. [HOII 11€ po3-
MIUPEHHSI € TIBKU 3 OHOTO OOKY a60 3HAXOAUTH-
s TIIBKU B HIDKHIN TpeTnHI cedoBony [2,23,24].
Cevosuit mixyp 30imbleHniT Maiizke y BCixX
nanierTiB. O6CTPYKIList MIMITKK CEY0BOTO MiXypa €
OCHOBHOIO TPOOJIEMOIO, 10 TPU3BOAUTH 0 HOTO
PO3IIUPEHHSI Ta 3aTPUMKH cedi. 3'€THaHHS MiX
CEYOBUM MIXYPOM Ta CEYOBOJOM MOXKe OyTU aHO-
MaiTbHUM (3ByskeHUM abo 3akputum). CedoBwuii
MiXyp BEPTUKAJIbHUN Ta 3pifika TpabeKyISIPHMIA, i3
3aJTUIITKOM ypaxyca Ha KYIIOJi, M's130Ba TillepTpo-
(bist minmmBa. OcHOBA ce4OBOTO MiXypa TPUKYTHA,
3 TIMOTOHIYHMM BHYTpilHIM cpinkrepom. Cedo-
BUIl Mixyp Moke OyTu 3adikcoBaHWil 0 ITyTKa
yepe3 ypaxyc, HaJlaloun oMy peHTreHorpadgiqHo
KoHirypaitifo mcoyHoro roguuuuka [21].
Ypetpa, 3a3Buuaii, € MpoxijHOI0. ¥Y YOJIOBIKIB y
JesIKMX BUIA/IKaX IMPOSIBJSETHCS aTpesis ypeTpu.
Y mnartientis i3 cunapomom [Ipyne—besni 3ycrpi-
YaloTh [epe/iHi BaJlu PO3BUTKY YpeTpu Bijl i aTpe-
3ii 1o meraypetrpu. IlamienTu 3 aTpesieo yperpu
ab0 3 MIKpOYPETPOI0 3a3BWYAil MalOTh HAsIBHUIA
ypaxyc (cedoBa ITPOTOKa), SKUH JI03BOJISIE BUBO/IN-
TH ceuy 1 /Ja€ MOKJIUBICTb BUXKUTH; PAaHHSI CMEPTh
HaCTa€ y THX, XTO He Mae ypaxyca. [llnpoxka, 1osra
3amHd ypeTpa. 3aaHs ypeTpa MOKe MaTh TPUKYT-
HUWI BUTJISA] BHACTIIOK BiZICYTHOCTI 33/THHOI YaCT-
KU 1iepeMixypoBoi 3ano03u [14,18,20,23].
Kpunmopxism: s€dyka 3HaXoAATbCA B KUBOTI
abo maxoBux KaHamax. dacro sieuka BUSBISIOTH-
s TiIOIJIa30BaHUMM, X04a BOHU MOKYTb MaTH i
HOpMaJbHUM po3mip [12].
Cxenem. OpTomnieIMuHI Bal CIOCTEPITAIOTHCS
y TOJIOBUHU TAIIEHTIB: CKOJII03, KUJIEBUIHA
nedopmailisi TpPyHOI KJIITKH, BPOJKEHI BUBUXU
cTerHa, pijatie — kaumoHorictsb (10 20%) [26].
Jiaznocmuxa. 3a BajjaMu PO3BUTKY HUPOK i
CEYOBU/IIIbHUX 1LIAXiB, cuHapom IIpyne—bei
niargoctyetbes Ha 11-12 TuskHI recrariii mif yac
npenaTtaspbHOTO ¥ 3/1: ojirorizpoaMHioH, auIaTa-
ITisT CEYOBOJIIB, METAIMCTHUC, ABOOIYHMIT TiZpoype-
TepoHepo3, a TaKOXK arjiazigd 4epeBHUX M 'SI3iB.
g niprBepakenns cunapomy Ilpyne—besni y
JTUTUHU CIIOYATKY ITPOBO/ISATH OTJISI/IOBY PEHTTEHO-
rpadito JxuBoTa Ta TPYAHOI KIiTKA, Y 3/] HUpOK Ta
MiKIIiitHy 1uctoypereporpadiio [25].
Hugpepenuiiina diaznocmurxa. Cunopom nces-
do-Ilpyne—benni (Pseudo-prune belly syndrome):
HOpMaJsibHa OyJ0Ba 4epeBHOI CTIHKM Ta HEIOB-
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HUNl ab0 BiACYTHI KPUOTOPXi3M. Y OKpeMUX
BUITQ/IKAX Yy [iTell i3 M cunapoMom (63%) pos-
BUHYJIACh HUPKOBA HEJOCTATHICTH [5,14].

IIpyne—beani — nodionuil eapianm (Prune-
belly-like variante): nedexTn BHYTPILIHIX 1 30B-
HIIIIHIX KOCHX, ITOIIEPEYHUX M 's13iB UYePEeBHOI CTiH-
KM MOXYTh OyTH 6e3 ypOJIOTIYHUX aHOMaJIiii.
M'sa3u nipsamoi kumku He 3afistHi. [leit nedexr
BUKJIMKA€E CJIa0KicTh GOKOBUX BiJUILJIIB YepeBHOI
CTIHKH, 3 OMYKJIICTIO 11 IO HUKYE TPYHOT KJIIT-
KM Ta MOKe OyTH TIOB'sI3aHUI i3 By TPIlIHbOYTPOO-
HUM PO3IIMPEHHSIM YePEBHOI TTOPOXKHUHM [ 3,5].

CriocTepeskeHHs 32 1iTbMU i3 cuapoMoM py-
He—DBesti moeaHye Hacammiepe; KOHTPOJIb TTOKA3-
HUKIB reMorpamu, (GyHKITIHN TediHKN, HUPOK, eJIeK-
TpoutitiB, pH KpoBi Ta KoHTpOIB Miypesy [2,18,24].

Jlixysannsa niteit 3 cungpomom Ilpyne—besni
BU3HAYAETHCA XapaKTepPoOM 1 TSAXKKICTIO Baj
PO3BUTKY HUPOK 1 CEYOBUAINBHUX MJISAXIB, KJIi-
HivHME TIposiBaMu. OKpeMuM AiTsIM HeoOXijHi
61/IBIIT TPOCTI XipypriuHi BTPYUYaHHS: CTBOPEHHS
HEBEJIMKOTO OTBOPY B CEYOBOMY MiXypi uepes
JKUBIT (BE3UKOCTOMIS ), IO TTOJIETTIUTD BUTIOPOIK-
HeHHst cedi abo opxiomnexkcis [10,17,27,28].

JlikyBanus npitelt i3 cungpomom IIpyne—beu-
JIi, SKi MalTh BE3WKOYPETPATbHUU pedJIoKc,
nepegbadae mepiogndHy aHTHOAKTEPiaJbHy Tepa-
mito. Jlesiki ypoJsiorn BBasKaloTh, IO XipypriuHe
BTPYYaHHS HE € 00T PYHTOBAHUM [IJIsI I[UX TAI[iEH-
TiB, IOKM HeMa€ MiKpOOHO-3alaIbHIUX 3aXBOPIO-
BaHb HUPOK i ceyoBUX 1saxiB. Ilicsis BUHEKHeH-
Hs iHQEKIINHNX yCKIaJHEHb POBOJATh Xipyp-
rigHy Kopekiiito pedtokey [4].

Xipypriune JikyBaHHs cuHapomy [IpyHe—
benni Bkaoyae mnmacTUKy 4YepeBHOI CTIHKHU
Ta CEYOBU/IIJIbHUX IIJISXiB: PEKOHCTPYKILisl CE€40-
BOro Mixypa (IUCTOIJIAaCTUKA), XipypriyHe po3-
MIUPEHHS YpeTpu Ta 301bIIeHHST M 's131B, SIKi CKO-
POYYIOTH CEYOBUI MiXyp (36iJbIIEHHST ETPY30-
pa) 3a JIOTIOMOTOIO TAPHUX TPAHCIIJIAHTAHTIB M '$1-
3iB crerna (rectus femoris) [6,8,13].

[1i onepaitii MOkHA BUKOHYBATU B PaMKax OJTHO-
ro KOMILJIEKCHOIO IiAxoay abo B JeKiJbKa eTarlis.
Opnak 6arato MarieHTiB TOTPEOYIOTH TOBTOPHOTO
OTepariiHoOro BTPyYaHHs Yepe3 YCKIaHEeHHs abo
IporpecyBaHH4 3aXBopioBaHHs [4, 9,11,19,26].

[Ipn mopymienni GyHKIIT HUPOK MPOBOSTH
nocunipoMuy (iHdysiliny) Tepariio, TepuTOHe-
aJBHUN a3, TpaHCIIanTaIio Hupku [7,9,11,22].

Mema: os3naiiomuTu JiKapiB pi3HUX cIie-
IiaJIbHOCTEN 13 KJIIHIKOIO, paHHBOIO /iarHOCTH-
KOIO 1 TAKTUKOIO JIIKYBaHHS JIiTEl 3 Ka3yiCTUYHO
PIZIKICHUM BPOJIKEHUM 3aXBOPIOBAaHHAM — CHH-
npomoM IIpyne—Dbesri.

Marepiaiamu gociaiazkeHHs: Oy KapTu cTa-
mionapuoro xsoporo KHII «IBano-MpankiBchka
O/IKJI IBano-®paHKiBChKOI 06JIACHOT pais.

HocaigxenHs BUKOHaHI BiIMIOBIIHO 0 ITPUH-
nuniB 'enbcincebkoi [leknapariii. [IpoTokon moc-
JiKeHHss yxBaJjieHu#l JIoKaJbHUM eTUYHUM
KOMITeTOM 3a3HaueHoli y pobori ycranosu. Ha
POBEIEHHS JOCIIIKEeHb OYJI0 OTPUMAHO iHDOP-
MOBaHy 3rojty 0aTbKiB, miTeil.

Onuc KJIiHiYHUX BUNAJKIB

Kainiyawmii Bunagok 1

01.02.20 p. 6puramol0 HIBUAKOT MeIUYIHOI
JIOTIOMOTHU JIOCTaBJICHUN y IpUMaibHe BiffIiieH-
HST KOMYHAJbHOTO HeNpUOYTKOBOTO IIiIPUEM-
ctBa (KHII) «IBamo-®pankiBcbhka obJacHa
mutsda kainivyna gikapus (OJIKJT) IBano-Dpan-
KiBCbKOI 006J1acHOI paau» XJIONMYMK 4 POKiB
9 MicsamiB 3i ckapramMu BiJ MaMu Ha OJIIOBOTY,
B'SLIICTH, COHJIMBICTbL Ta BTPATy CBIIOMOCTi Yy
TUTIHMA.

Anammes x60pobu: 0CTaHHi B THKHI Y TUTH-
HU criocTepiragach OJI0BOTA, TiIBUIIEHHS TEMITE-
parypu Tisia 10 cy6dhebpuabaux 1udp, HapocTa-
Jla 1HTOKCHUKalisg. Y 3B'd3Ky 3 IHOTipUHIEHHAM
crany (3'dBUjach B'sJIiCTb, COHJIMBICTH, BTpaTa
CBIZIOMOCTi), TOCITiTa/Ji30BaHUU y BiAAiJTeHHSI
inTeHcuBHOI Teparii (BIT).

Anammes scumms: puTUHA Hapoauiack Bif 111 Ba-
TITHOCTI, gKa NpoTikasa Ha (GOHI TpeeKIaMIICii
[-1IT cr., anewmii I-II cr. Ilpu Y3/ y Tepmini
29-30 TukHIB TecTarii y TJI0Aa AiaTHOCTOBAHO
BPO/I’KEHY BaJly PO3BUTKY CEUYOBUJIIJIBHOI cUCTe-
MU — Merayperep, ABOOIYHUN KPUIITOPXi3M.
XJIoMmuuK HapoauBcsi 3 Macoio Tima 3750 T,
OIIIHKOIO 3a mmKajo Anrap — 8—8 Gamis. Yepes
11 ropuH micIs HAPOJKEHHS IUTUHA JIOCTaBJIeHA
y BIT noBonapomxenux miteit O/LKJI. /liaznos:
Cunapom Ilpyne—benni (amnasig M'a3iB
MepeHbOI YePEBHOT CTIHKH, ABOOIYHUI Maraype-
Tep, 3JiBa — TifpoypeTepoHedpos, cipaBa —
MyJabTHKicTO3 Hupku). DyHKIIOHyIOYa apre-
piasbHa nportoka (MinimasnbHa). [Inpoke byHK-
IioHaNbHe OBaJibHEe BIKHO 6 MM. ¥ Bimi 3 pokiB
XJIOTTYMK ONEPOBAHUM 13 TTPUBOJLY KPUIITOPXiZMY
(opxinekcis 3iBa).

06 ‘exmueno: ctaH XJaomanka TsKKit. CBimo-
MICTh YiTKO He BHU3HAYA€TLCS, pearye Ha Tak-
TUJIbHI TTOJIPa3HUKU, BiIKPUBAE OYi, € YIIOBiJIbHE-
He 30poBe 3o0cepe/keHHs. MeHiHTiaqbHI 3HAKKU
Big'emui. Cyzom He Oyso. Boruummesux 3smin
Hemae. Illkipa 6siga, cyxa, Typrop 36epeskeHuii,
MANTKipHO-’KMPOBa KJITKOBUHA Ha KUBOTI CTOH-
mena. CinsoBa porta cyxa, 3alax CEYOBUHU 3
pora, TpilmuHu 1Mo KyTax pota. [IposBiB Auxasib-
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Hoi HegoctatHocTi (JIH) Ta mopyiienb remosun-
Hamiky HeMae. JKuBiT M'akuil, 361/IblIcHNN, Bijt-
CYTHICTh M'43iB Iepe/lHbOi 4YePEeBHOI CTIHKH,
BUJIMMa IEePUCTAJbTUKA KHUIIKiBHUKA. [ledinka
+2 cM, cenesiHka He TajblyeTbesd. /liypes 1o
Katetepy 3 4vacy nocrymienus 250 miua/4 rTon.
Ceua mytHa. Uepes 1Bi 1061 pO3BUHYJIACH TTHE-
BMOHid. [lo TsKKOCTI cTaHy [UTUHA TlepeBejieHa
Ha KepoBaHy BEHTUJIALIIO JiereHb. Y 3arajJbHOMY
aHaJli3i KPOBi: aHeMis TSKKOIO CTyIEHs, TPOM-
OouMTOIeHis, JneiikoneHia. BioxiMiunuil anamuis
KpoBi: rinmonpoteinemis (53,8 r/n; 54,7 tv/n),
MiIBUTIEHUH piBeHb kpeaturiny (618 MkmMob/;
384 Mxmouib /i1, 663 MKMOJIb/ 1) 1 cedoBuHM (53,1
MMouib/J1; 49,1 mmoub/a; 11,3 MMoJib /o), ritiep-
kamiemist (7,05 mmouib /i), rinokasbiiemis (1,89
MmoJib/; 1,78 mmoub/m). DyHKIioHagbHI
npobu MedyiHKu B Mekax HOpMU. [inmepkoaryJia-
6eJIbHICTh KPOBI.

Hiarno3: Cungpom [Ipyne—benni — amrazis
M'SI3iB IepeiHbOI YEPEeBHOI CTIHKHU, JBOOIYHUIA
MeraypeTep, 37iBa — TijipoypeTepoHedpos, MyJib-
TUKicTO3 mpaBoi HUpKU. [IpaBobiuHMIT KPUIITOP-
xizm. XpoHiuHa XxBopo6a HUPOK. [ocTpe TMOTIKOo-
JUKEHHS HUPOK. ['ocmiTasbHa THEBMOHIS, YCKIIAT-
HEHAa TOKCHMYHUM CHUHIPOMOM, TOCTPHil mepebir,
cryminb TskkocTi V, JIH T11 ct. AHemist TsizkKOTO
CTyIeHS.

Jlutuni npoBoanIacg MOCUHPOMHA, 1H(Y3iii-
Ha, aHTHOAaKTepiasbHa Teparis, IepUTOHEATbHITI
miamis. Ilpu crabinizamii cranmy i BigcyTHOCTI
nopyuieHb remoanHamiku Ta JIH nutnna nepese-
nena y HarmionanpHy auTddy creniaji3oBaHy
gikapaio MOJ3 VYxkpainn «OXMATAUTs> nns
BUPIIIEHHSA TUTAHHA TOJAJbIIO] TaKTUKU JIKY-
BaHHS.

Kiiniunuii Bunaziox 2

Y Bini 16 pokiB XJOMYMKA TOCIITATI3yBaIN
MoBTOPHO B xipypriune BijmisenHa OJIKJI 3i
cKapraMu Ha IepioguuHi 60l B IMONEPEKOBiil
JIJISHIT, CEeYOIyCK MaJIMMU MOPIIAMU TTPOTIATOM
JIHSA, BEJIUKUMU 3pPaHKy, IHKOJIU MUMOBIJIbHUN
i yac cHy, 3arajbHy ciabictb. XBopie 3 Hapo-
JuKeHHs (niarHo3 cunapom [Ipyne—bemnri Bepu-
(iKOBaHO B HEOHATAJBHOMY Billi), HEOJTHOPA30BO
gikyBascst B H/II ypousiorii (M. KuiB), y 3 poku
OIlepPOBaHMil 3 IPUBOLY ABOOIYHOTO OOCTPYKTUB-
HOTO Merayperepa, IBOOIYHOTO KPUIITOPXi3MY.
[Ipu mocTtynJieHHi cTaH cepe/lHbOI BAKKOCTI 3a
paxyHok iHTOKcuKaiii. [lopynienb remMonHami-
ku, cumntomiB /IH memae. KineBuana nedpopma-
i rpyAHOl KaiTKW. Bemukuii, posniactaHuii
JKUMBIT, aria3iga M'g3iB nepeiHboi YepeBHOI CTiH-

K1 (CUHIPOM <«CJIUBOBOTO KUBOTa»). MoHiTO-
pUHT apTepiaJibHOTO THUCKY — TOKA3HUKHA
B MeJKaxX BIKOBOi HOPMU.

Pesynvmamu obcmencenns. Anajis cedi: muTo-
ma Bara — 1011-1016, nefikonutu — 18-20 y
noJii 30py, caiau O6ika, 1060BUIL Aiypes BiAIOBi-
Ja€ BiKy 1 Maci Tijsa, CHiBBiHOIIEHHS J€H-
HUU/HIYHUH Jliype3 — B MeKaX HOPMU.

EKT: putm cunycoBuii, nopyuieHHs IIpoIeCiB
penongpusanii B Miokapai. Y3/l: aBobGiunuii
rizporedpos, Hedporro3 cupasa. [lopoxuucra
cucreMa 060X HUPOK IMOLIMPeHa, APiOHI KOHKpe-
MeHTH 1 MM; 2 MM; 3 MM B MHCKax 000X HHUPOK.
Y ceuoBomy Mmixypi ocaz. ExckperopHa yporpa-
Gbist: 1BOGIUHMIT TiApOoHEDPO3, HehPONTO3 CcIpa-
Ba. /[BoOiuHMii Meraypetep. CedoBOAM Y MTPOKCH-
MaJbHUX Bijmisax y 1,6 pasu mwmpir, HiXK y
muctanbunx. Komm'torepra tomorpadiss HUPOK:
ABOOIUHMI TigpoypeTepoHedpo3, He3apoLleHMit
ypaxyc.

Hiarno3. Cunapom Ilpyne—Dbenni: anmasis
M'g3iB Tlepe/lHbOl 4epeBHOI CTiHKU (CHHIAPOM
«CJIMBOBOTIO JKUBOTA» ). J{BOOIUHMI TigpoHedpo3,
CTaH perpecii micjsl ONEepPaTUBHOIO JIIKyBaHHSI.
JIBoGiuHMiT Merayperep, OOCTPYKTUBHUIT 3J1iBa,
peduokcyrounii cripaBa. JIBOGIYHMI KPUIITOP-
Xi3M, CTaH TicJIs orepallii 3 pi3KoIo TillOIIa3i€10
000x sicuok. Bropunuuii nienonedpur. Kizeno-
nibHa gedopMallist rpyaHOl KIITKH.

JlikyBauusi: aHTUOIOTUKHU, YPOCTENTUKH,
MOCUH/IPOMHA Tepalrrisi.

BucHoBok

Jlog srikapiB pi3HUX cliemiaabHOCTEN BUKJIIAjIe-
HO Cy4YacHi TIOTJISI/TU Ha PO3BUTOK, KJIHIKY 1 Jiar-
HOCTUKY PiJIKICHOTO BPOJKEHOTO 3aXBOPIOBAHHSI
3 MOJIOPTAaHHUMW BaJlaMU PO3BUTKY — CUHAPOM
[Ipyne—Dbesui. ITperatanbha fiarHocTHKA, HAAAI
IicJs HApOJKEHHSI YTOYHEHHSI MOXKJIMBUX BPO-
JUKEHUX BaJl PO3BUTKY /1€ MOKJIMBICTH BHOpATH
MPaBUJIBbHUN AJTOPUTM MOHITOPUHTY (DYHKITIH
JKUTTEBO BaKJIMBUX OPraHiB, TOCUHIAPOMHOI Tepa-
mi Ta CBOEYACHOI TOCTAHOBKW MHUTAHHS TIPO
TPAHCIJIAHTAII 10 BHYTPIITHIX OpPTaHiB.

IlepcnekTHBH MNOJANBHIINX  JOCHI/IKEHb.
MoniTopuHT (DyHKITIT JKUTTEBO BaKJIMBUX Opra-
HIB 3a JI0IIOMOTOI0 JTabopaTOPHO-IHCTPYMEHTaIh-
HUX METOJMIB JOCTI/KeHHS MJisi TOCUHIPOMHOI
Teparii B MOBHOMY 00'€Mi i CBOEYACHOTO CKepy-
BaHHS MAI[i€EHTIB HAa TPAHCIJIAHTAII0 BHYTPIIII-
HiX OpTaHiB.

Aemopu 3aseisiiomv npo 6i0cymHicmy KOH-
paixmy inmepecie npu nidzomosuyi cmammi.
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Banbumwmx Bonogumup MeTtpoeuy — nikap-aHecTesionor BULLoi keanidikauiinHoi kateropii «Jutada aHectesionoris» KHIM «lsaHo-®pankiscbka OLKIT IBaHo-DpaHKiBCbKOT 061aCHOT paam».
Appeca: M. IBaHo-®Dparkisebk, By, KoHosanbus, 132.
Lenect Map'sHa PomaHiBHa — iHTEPH APYroro poky HaB4aHHs 3a creujanbHicTio «Meaiatpis» IBaHo-DpaHkiscbkoro HMY. Agpeca: m. IBaHo-PpaHkiBebk, Byl fanuubka, 2.
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