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KopucHa Mopenb HanexuTb 0O MeauunHu, a came A0 Xipyprii, 3okpema o cnocobiB nikyBaHHSA
cnHapomy MonaHaa.

CwuHgpom lMonaHga - ue reHeTMYHO AeTepMiHOBaHa MaTosioria YCiX CTPYKTYp MepedHboi CTiHKM
rpyaHoi KNiTkn (rpyanHn, m'asie, pebepHoro kapkaca, MOfIOYHUX 3an03) Ta KiHLIBOK (YacTille BEPXHiX).
[o nepeniky aHomanin, siki MoXxe BKMoYaTu cuHapom [lonaHaa, BXOAATb: BiACYTHICTb Marnoro Ta
BENNKOIo rpyaHUX M'a3iB, CUHOAKTUNIA, Opaxigakrenis, atenisa (BiACYTHICTb cOCka MOJIOYHOI 3anosn),
amacTiqa (BigCyTHICTb MOJOYHOI 3ano3un), Aedopmalis abo BiACYTHICTb pebep, BiACYTHICTL BOnoccs B
NigNaxBUHHIN MU, 3HWKEHHSA TOBLLMHW NiALLKIPHO-XXMPOBOIO LWapy. Y KOXHOro nauieHta MariTb Micle
pi3Hi KOMMOHeHTU cuHapomy [lonaHga. [Oedopmauis rpyaHoi kniTkm npu cuHgpomi [lMonaHaa
KOonmBaeTbCs Big nerkoi rinonnasii pebep Ta pebepHMX XpsLWiB Ha CTOPOHI BpaKeHHs A0 annasil
nepegHboi YactuHu pebep Ta BCix pebepHux xpswis. XipypriyHe nikyBaHHA MpyM JAHOMY CUHAPOMI
nokasaHe nuLle HEeBENUKIN rpyni nauieHTis, 3a3Bnyan npu annasii pebep, gecdopmadii rpyaHoi KniTku
3i 3Ha4YHMM BOABNeHHAM abo kinenoaibHow aedopmadieto xpswis pedep.

Binomnii cnocib nikyBaHHA cungpomy [lonaHga nongdrae y cybnepixoHApanbHii pesekLii BCix
pebepHux xpsiie AedopMoBaHOi AinsHKK. Ha oxpsacTs, sike 3anuLLIMnoCh, Haknaganu KeTryToBi LB,
3MopLytoun ix B "rapmouuky”. MioHepom y po3poOui onepauii gaHoi rpynu ctaB M. Ravitch Ta iH. [1,
2, 3]

Heponikamm cnocoby € B1UCOka TpaBMaTU4YHICTb ONepaTMBHOIO BTPyYaHHs, 3Ha4yHa KpPOBOBTpaTa,
TpuBanuin 6onbLOBUI Nepiof, HasiBHICTb BENMKUX NO OOBXWUHI nicnsonepauiiiux pybuie, 30inbLUeHHS
KiflbKOCTI nicnaonepauiiHux NiXKKo-aHiB.

MpoToTun cnocoby HeBigOMUIA.

B ocHoBy kopucHoi mogeni "Cnoci® nikyBaHHa cuHgpomy [lonaHga" noctaBneHo 3agady
CMNPOCTUTKM CMNOCi6 MiKyBaHHS, 3MEHLINTN TPaBMaTUYHICTb onepadii Ta iHTpaonepauinHy KpoBOBTpaTy,
a TakoX 3MEeHWWUTU TpuBanicTe 60nbOBOro nepiogy Ta CKOPOTUTU TEPMIH CTauioOHapHOro MikyBaHHS
XBOPMUX.

MocTtaBneHa 3agaya BUPILLYETbLCS CNOCOOOM, SIKMA Mnonsdrae y npoBeAeHHi ManoiHBa3UBHOI
XOHApOTOpakKonnacTuki, a came cybdpacuianbHe HaarpyoHWHHO-pebepHe NpoBefeHHs MeTaneBoi
AYrM-NNacTuHU B AiNSHUI naTonoriyHoro nposisy cuHgpomy [NonaHga (y mexax rpygHoi KniTkv) 3
cybnepiocTanbHUM NPOBEAEHHSAM OBOX APOTAHMX Miratyp Ta ix dikcauii 4o MeTaneBoi Ayrm NnacTuHu
nvwe y KiCTKOBi YacTWHI OBOX CyMiKHMX pebep. Takum 4YMHOM CTae 3amMBuMM enemMeHT dikcauii
rpyovHu o gyru-nnactuHu. MNpn ubomy ycyBaeTbca Benuvka gedopmalis rinonnasoBaHUX CTPYKTYp
nepegHbOl rPyAHOi CTiIHKW. YCyBaeTbCAa He nuwe ninkonodibHun, ane W kinenogibHunm enemeHT
Aedopmadii rpyaHoi KiTku.

Cnoci® 34iNCHI0ETLCA Takmm YMHOM: XBOPOMY 3 cuHAapomMom [lonaHga npoBogdATb onepaTuBHE
BTPYYaHHA: HEBENWKUM po3pi3oM (3-4 CM) B akCUNSApHIN AINSHUi 3AINCHI0ETbCA AOCTYN A0 ABOX
cyMikHMx pebep Ta ix mobGinisauia. CybnepioctanbHO Ha o6ox pebpax NpPoOBOAATLCS MeETanesBi
niratypu. 3a ponomorol nposigHWka dopMyeTbca cybdacuiansHUn  HaarpyaAHUHHO-pebepHuin
TYHenb, KU NPOXOANTb B LEHTPI rinonnasoBaHnX CTPYKTYp nepeaHbol rpyaHoi CTiHKW. Hap aingHkoro
aedopmadii npoBoauTbCA O0AAaTKOBUM HeBenukuii (2-2,5 cMm) pospis, MoOGinizauiss OBOX CYCigHix
aedopmoBaHux pebep (rinonnasoBaHoi 4actuHu). Kopekuis pedopmauii wnaxom enesauii Ta
dikcauil aecpopmoBaHOi YacTUHM OO MeTaneBoi AyruM-nnacTuHW 3a AONOMOrol MeTanesux niratyp
(mpu nirkonogibHin gedopmauii) abo kopekuis OedOpMOBaHOI AiNAHKM 3a [OMNOMOrol npeccil
NnacTvHK, Ha anikanbHy AinsHky gedopmadii (Mpu kKinenoaibHin gedopmadii). B Takomy Bunagky (npu
KOIK) nnactMHa pikcyeTbCa MeTaneBow niraTypod [0 OBOX pebep B akCUMAPHIA ginsHui 3
npoTunexHoro 6oky. 3akmo4yHMM eTanoM onepauii € dikcauia nnacTuHW, B MiCLi NEepPBUHHOrO
AOCTyny, ABOMa MeTaneBumu riratypamu, nowapose 3allvBaHHS onepauiiHuX paH.

Mpuknag: xsopa P., 14 pokis (icTopis xBopobu Ne 4612). fliarHo3: HenoBHMI cuHapoMm [MonaHaa,
cnHapom Enepca-[laHnoca, BpogkeHa acMMeTpuyHa cnpaBa ninkonodibHa pedopmauis rpygHoi
kniTkn 1I-Ill ct. Onepauis: ABoma po3pizamu (MpaBuiA akCUNAPHURA, OYyronofibHWUn MiKmMamapHui),
npoeefdeHa cybnepioctanbHa Mobinizauis 3 Ta 4 pebpa MiX NpaBO CepeaHbO KIHOYMYHOK Ta
NpaBoo NPUrPYAMHHOIO MiHIAMK 3 HACTYMHOK eneBauieto 3 Ta 4 pebpa Ta HacTynHo dikcaLieto ix 4o
MeTanesol Ayrn-nrnacTuHU B MbXKMaMapHi Ta npasii akCUNApHIn ainsHkax. M'ski TkaHMHW nowapoBo
3awmTi Harnyxo. OutMHa Ha 9 poOy nicna onepadii BunucaHa gopomy. MetaneBa Agyra-nnactuHa
BUOaneHa 4yepes OAuH Pik i HOTMpK Micaui.

IcTopia xBopobu Ne 10597. [OutnHa BunmucaHa pogomy Ha 6-Ty goby. JocarHytun gobpun
CTabinNbHWIN PYHKLOHANBbHUA Ta KOCMETUYHWIA pe3yrbTaT, SKUI 3a40BOSIbHSAE AUTUHY Ta ii 6aTbkiB.

[hxepena iHdhopmallii:
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syndrome. J Pediatr Surg 24:760-766, 1989;

3. AwkpadT K.Y. Oetckaa xupyprus. / K.Y. Awkpadt, T. M. Xongep. - CMN6.:Xapadopa, 1996. -
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®OPMYIA KOPUCHOI MOJENI

Cnocib nikyBaHHs cuHapomy lNMonaHaa, skui nonsarae y cyodacuianbHOMy HagrpygHUHHO-pebepHomy
NpoBeAEeHHI MeTaneBoi Ayrn-nnacTvHM B AiNSHUI natonoriyHoro nposiy cuHapomy [MonaHaa (B
Mexax rpyaHoi KniTkm) 3 cybnepiocTanbHUM NpoBeAeHHAM OBOX APOTAHUX firaTyp Ta ix dikcauii oo
MeTanesol Ayr1 NNacTUHW NuLLe Y KICTKOBIN YaCTUHI ABOX CYMiKHUX pebep.
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