KAiHIYHM BUNOAOK

XIPYPTISA

Clinical case

YAK 616.34-007.44-053.2-073

L “al "

PYCAK 1.C."2, PUBAANBYEHKO B.®.", CTAXOB B.B.?, LLIEBHYK A.B."?
THMATIO imeHi I.A. Lyrvka, m. Knis, YkpaiHa
2KutommpcbkQ 0OGAQCHA AUTSIHA KAIHIYHQ AIKQPHS, M. JKutomup, YkpaiHa

AUTSIYOro BiKy

CVIHAPO!VI I'IEl7_ITL|,A — E€TEPCA
4K MPNYNHA IHBATIHALII KMWEYHUKA
(BUNAAOK i3 NPAKTUKWN)

Pestome. Y aitent ctaplue poKy iHBAriHALSI 3A€6iAbLLIOrO MoB sSI3QHA 3 OPraHIYHOK MPUYMHOK (MiNeprAaaist
AIMGOIAHOI TKAHWHM, MOAIM, 3AOSIKICHE HOBOYTBOPEHHS 1A iH.). CuHaApom [NenTya — Erepca — Le ayTOCOM-
HO-AOMIHQHTHE 30XBOPKOBAHHSI, LLO XAPAKTEPUIYETHCST MHOXUHHUMYW FAMAPTOMHUMM MTOAINQAMU B LLUAYHKY,
TOHKIV [ TOBCTIV KULLILL, MEAQHIHOBUMU MIrMEHTHUMU MASIMAMU HA LLKIDI TQ CAM30BUX OOOAOHKAX, A TAKOXX BU-
COKUM PUINKOM PO3BUTKY 3AOSIKICHUX MyXAMH OPIAHIB TOABAEHHST TA PernpOAYKTUBHOI cuctemu. AoOCUTs Yyac-
TO MHOXXUHHWY MOAIMO3 LUAYHKOBO-KULLKOBOIO TPAKTY AOBIMM 4AC Hidnm cebe He rnposiBAsie. [TpoTe JyacTiwe
BiH YCKAQAHIOETHCSI TSDKKUMU LUAYHKOBO-KULLIKOBUMU KPOBOTEYAMM, IHBAMHALIEKD KULLIEYHMKA, OBTYPALIVIHOM

HErpOXIAHICTIO.

KAroYyoBi CAOBQ: iHBATHALST KULLEYHMKA, CUHAPOM [enTuya — €repca, AIQrHOCTUKQ, AIKYBAHHSI.

Cungpowm Ileittia — €repca — TypeHa Bepiie ornuca-
nwuii J. Hutchinson B 1896 p. Binbli noKI1agHUil OMKUC 1aB
FLA Peutz y 1921 p. Ha niacTaBi criocTepexXeHHs 3a TPhO-
Ma WwieHaMH CiM’1, y SKUX MirMeHTallis 00JUYYsl TTOEAHY-
BaJlacsl 3 TOJIIO30M KUIlIeYHUKA. BiH BUCIIOBUB mpuIty-
ILIEHHSI TIPO CITaJKOBUI XapakTep 3axBoploBaHHS. Y 1941
p. A. Touraine Ha3BaB 1eii cuHapom Lentigo poliposis. H.
Jeghers i criBaBT. y 1949 p. onucanu 10 BUmaaKiB 11boro He-
YTy Ta BUOUIMIIM XapaKTepHY Tpiady: MOJIINO03 ILIyHKOBO-
KUIIKOBOTO TPAaKTYy, CTIAIKOBUI XapaKTep 3aXBOPIOBAHHS,
MIrMEHTHI TUISIMUY Ha IKipi i cin3oBux o0ooHKax. Binromi
1[I0 MATOJIOTiIO CTaJIM OMUCYBAaTU K cuHapom Ileiitia —
E€repca — TypeHa [4, 6].

Sk 3’scyBaiu BUYeHi, Y po3BUTKY cuHapomy Ileiitua —
€repca KJIIOU0Be 3HAYCHHSI Ma€ TeHeTUYHU I pakTop. My-
ToBanuii reH STK11, gk mmoka3anu JOCTiIKeHHSs, TTPU3BO-
JIUTh 0 3aXBOPIOBaHHS (MOKJIMBA y4acTh i iHIIMX TEHiB,
aJjie TIOKM BUSIBJICHO OIMH). SIKIIIO y KOTocCh i3 0aThKiB Ha-
3BaHUI TeH 3a3HaB 3MiH — MyTyBaB, € 50% IMOBIpHICTb
TOrO, 110 BiH IepenacTh e IuTuHi. [IpuynHu, 3 IKux Bim-
OyBalOTbCSI MyTallil, IlIe BUBUAIOThCS. SIK MoKa3ye cTaTuc-

THKa, y 45 % XBOpUX He OyJio ciMeitHol TepemicTopii Ha-
3BaHO1 XBOpoou [5—7].

Otxe, cuaapom IleiiTua — €repca — 1ie ayTocoM-
HO-JIOMiHAHTHE 3aXBOPIOBAHHS, 110 XapaKTePU3YETHCS
MHOXWHHUMM TaMapTOMHUMU TMOJiNaMy B IUIYHKY,
TOHKINM i TOBCTiIMi KWIIIli, MeJaHIiHOBUMHU ITiIrMEHTHU-
MU IUISIMaMM Ha IIKipi Ta CIM30BUX O0OJIOHKAX, a Ta-
KOX BUCOKHUM PU3MKOM PO3BUTKY 3JIOSKICHUX MYyXJIUH
OpraHiB TpaBJ€HHSI Ta pPEINpPOAYKTUBHOI CUCTEMU
[4,5, 8].
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PucyHok 1. CoHorpama: TOHKO-TOHKOKULLKOBUI
inBarinar (gutuHa L., 16 p.): 1 — BHYTPILUHIA uuniHap
iHBariHaTy; 2 — 30BHILUHIV uWNiHAP iHBariHaTy

3a cygacHoI0 Kiacudikaliero MHOXMHHUX OO~
3iB IIJIYHKOBO-KUIIIKOBOTO TpakTy cuHapom [leiitina —
€repca HaJeXWUThb 10 CMAAKOBUX raMapTOMHMX ITOJIi-
mosis [6, 8].

CnaakoBi raMapTOMHI MOJIIIO3HI CUHAPOMU — TPY-
ra 3aXBOPIOBaHb, 1110 XapaKTEPU3YIOTCS IBOMA O0COOJIM -
BOCTSIMM: MHOXXMHHUMM TMOJiNaMu B TpaBHIill cucTeMi,
110 MalOTh MOPIBHSHO AOOPOSIKICHY MPUPOY, i MiABU-
LIEHUM PU3UKOM PO3BUTKY 3JI0SIKICHUX MYyXJUH Pi3HUX
oprauis [6, 8].

IMommpeHicTh 3aXBOpIOBaHHSI TOYHO HE BCTAHOBJICHA.
Yacrota HapomkeHHs1 miTeit i3 cuHapomom I[lefitna —
€repca Opi€EHTOBHO OLIIHIOETHC B Mexkax Bixm 1 : 25 000 no
1 : 280 000 BunankiB Ha pik. YoJI0BiKM i KiHKI XBOPIIOTh
omgHaKoBO yacto. He BusiBIeHO pacoBux ab0 €THIYHUX Bil-
MiHHOCTel y 3aXBOproBaHOCTI [4—S8].

JlocuTh 4aCTO MHOXMHHMUI TTOJIIO3 IUTYHKOBO-KUIII-
KOBOTO TPaKTy AOBIM yac HiuMM cebe He MpOSBIISIE.
[Ipore yacTinie BiH YCKJIAIHIOETHCS TSIXKKUMU IUTYHKO-
BO-KUIIIKOBUMU KPOBOTEYAMHU, 1110 TIPU3BOJISITH 10 aHEMIi,
iHBariHali€r K1IeyHrnKa, 00TypalliiiHO HEeTPOXiAHICTIO
[5,7,8].

IHBariHalisT KMIIeYHNKa HaJICKUTh 10 3MillIaHOTOo, a00
KOMOiHOBaHOTO, BULY MEXaHi4HOI HEIIPOXiMHOCTI, OCKiTb-

PucyHok 2. Poro makponpenapary QinsaHkm
Ae3iHBariHoBaHOI ronogHoOI KULLIKU 3 noslinamuv
Ha csm30Bii 060s10HYi (AauTnHa L., 16 p.)

KM B Hill TOETHYIOTBCSI €JIEMEHTU CTPAHTYJ/IALIL (3a1meM-
JIHHSI OpyKi 3aHypeHOI KHMIIKM) i oOTypaiii (3aKpUTTS
MPOCBITY KUIIIKY iHBariHatoMm) [1, 2].

IIpryrHOO BUHUKHEHHS iHBariHallii € po3jana mpa-
BUJIBHOTO PUTMY MEPUCTAIBTUKU, LIO MOJISITAE B MOPY-
LIEHHI KOOPIWHALil CKOPOUYEHHS TTO3I0BXHIX Ta LMPKY-
JISPHUX M’$SI3iB i3 TIepeBarol CKOpouyBaJibHOI 3MaTHOCTI
ocTaHHiX. Jlo HEKOOPIMHOBAHOTO CKOPOUYECHHS M’ SI30BUX
1IapiB MOXYTb MPU3BECTU 3MiHAa PEXUMY TOIyBaHHS,
BBEJICHHS TIPUKOPMY, 3amajbHi 3aXBOPIOBAHHS KU-
IIOK. ¥ miTel cTapiie pOKy iHBariHallisl 34e0iIbIIOro
MOB’s3aHa 3 OPraHivYHOI MPUYMHOIO (Timepruiasis JTiM-
¢oinHOI TKAHWHM, TIOJIM, 3J0SIKiCHE HOBOYTBOPEHHS
Tain.) [1, 2, 3, 8].

HaponuMo KJTiHIYHUIA BUITAA0K YCHIIIHOTO JIiIKyBaHHS
nauieHTa 3 cunapomowm [leiitia — €repca, yCKJIagHEeHOTO
iHBariHali€e K1IIeyHuKa.

Hutuny L. (16 p., XJIOMYUK) TOCHITali30BaHO B Xi-
pypriuHe BimgisieHHsT 2KUTOMUPCHKOI 00JIACHOT AUTSIYOT
KJIiHIYHOI JTiKapHi 3i cKkapramMu Ha Oilb B XWBOTi, HYIOTY,
OaraTopa3oBe OJIOBaHHS, BiICYTHICTb BiIXOIKEHHS CTyjIa
Ta rasiB IPOTSITOM TPhOX [i0, B’sUICTb. 3arajJbHMUII CTaH
TSDKKUM, CUMOTOMU MOJAPa3HEHHsI OYEpPEeBUHU BiJCYTHI.
TpuBasticTh 3axBoproBaHHS — 0M3bKO 4 11i6. [1pu Hamxo-
JIKEHHI TUTUHI TTPOBEIEHO 00’ EKTUBHE OOCTEKEHHSI, PeK-
TaJbHUI OIS, (aMITyJia TIPSIMOi KMIIKY TTOPOXHS, TOHYC
chinkrepa 30epexkeHMit, OiMaHyanbHa MaybMallis pPi3Ko
Oostoua, Oinbiie cripaBa). BukonaHo ¢ibpoe3odarora-
CTPOJyOJIEHOCKOITiI0, OTISIIOBY peHTreHorpadito Ta yiib-
Tpa3BYKOBE NTOCTIIKEHHSI OPTaHiB YE€PEBHOI MOPOXHUHU
(puc. 1).

3a J0IIOMOTIOI0 YJIBTPa3ByKOBOIO AOCTIIKEHHSI B ue-
PEBHii1 MOPOXHUHI BUBIEHO KoHromepat 100 x 76 MM,
€X003HaK/ BUCOKOI HEIMPOXiAHOCTI KUIleYHUKa (3 Haii-
OIJBIIIOI0 BipOTiTHICTIO TOHKO-TOHKOKMIIIKOBOI iHBariHa-
uii). OrsimoBa peHTreHorpadist OpraHiB YepeBHOI TOPOXK-
HUHM MiITBEpAWIA JiarHO3: BUCOKA YacTKOBa KMIIKOBA
HeNPOXiITHICTh Ha PiBHI TpeiinieBoi 3B’s13ku. Pidpoe3oda-
TOTacTPOIYOJAEHOCKOTIiSI BUSBUIA O3HAKU KUIIKOBOI BU-
COKOi HEIPOXiTHOCTi, 3 OLTBIIIOI MMOBIpHICTIO Ha piBHIi
TOJIOMHOT KUILKH.

JAWUTUHI B ypreHTHOMY MOPSAKY BUKOHAHO CEPEAUHHY
JanapoTtoMmilo. [1pu peBi3ii KuilleuHUKa BUSBIEHO TOHKO-
TOHKOKUWIIIKOBUM iHBariHaT y AUISIHII TOJOMHOI KHWIIKU
MOBXWHOM 10 10 cM, 110 BiJIbHO PO3MpPaBUBCSI METOIOM
«BUIOOBaHHS». [Tpu ormsiai ypaxkeHol NiITHKY KUIIKKA Ta
i OpMKi 03HaK HEKpOo3y He 3HaiineHo. OnHaK majabInaTop-
HO Yepe3 CTIHKM KUIIKU B 11 MPOCBIiTI BU3HAYAINCS IIUTbHI
OKpYIJIi YTBOpeHH: 10 2 cM y miametpi. [IpoBeneHo eHTe-
POTOMil0 — BUSIBJIEHO 5 MOJIiMiB Ha HixkKKax (puc. 2). Bu-
KOHAHO Pe3eKIllit0 YACTUHU TOJIOAHOT KUILIKU B MeXax 3/10-
POBUX TKAHWH.

OTpuMaHUil MATOTrICTONOTIYHMI BUCHOBOK ITiITBEP-
nuB giarHos: noninu IleiiTua — €repca (ramMmapToMHMI
nudy3Huii nojinos). Ilepebir micasionepauiiiHoro Te-
pionmy 6e3 yckiaagHeHb. Ha mecsary moOy miciis omeparrii
NUTUHA B 33/10BiJIbHOMY CTaHi BunucaHa nogomy. KoHtp-
OJIbHUI orjisia dyepe3 1 ta 3 Micsami. Po3BuTok autuHMN
BIAIIOBiZAa€ BiKy.
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Onucanuii BUMAOOK INATBEPIKYE CKIAMHICTh [ia-
THOCTMKM Ta JIIKyBaHHs iHBariHauii KuineyHuka. BuacHe
3BepHEHHS MAlli€HTIB y JiKapHIO, YCTAHOBJICHHS HiarHO-
3y Ta IMJAHYBaHHS ONTUMAJBbHOTO OOCATY KOMILIEKCHOTO
JIIKyBaHHSI JAacTh MOXJIMBICTH IMiIABUIIMTU €(hEeKTUBHICTh
JIIKyBaHHS [IiTel i3 JaHOIO MATOJIOTIETO.
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CUHAPOM MENATLLA — ETEPCA KAK MPUYUHA UHBATUHALIMU KULLEYHUKA
(CAYHOM U3 NPAKTUKN)

Pe3tome. V nereit crapuie 1 roga MHBaruHauus B OOJIBLIMH-
CTBE CJIy4aeB CBSI3aHA C OPraHUYECKON MPUYMHOMN (TUIIEePILIa3Us
JMMOOUIHOM TKAHM, ITOJIMI, 3JI0KAYeCTBEHHOE HOBOOOpPa30Ba-
Hue u ap.). Cunapom [leiitna — Erepca — 3T0 ayTOCOMHO-TOMU-
HaHTHOE 3abojieBaHUe, XapaKTepHU3ymolleecss MHOXECTBEHHBIMU
raMapTOMHBIMU TTOJIUTIAMM B JKEJIYIKe, TOHKOUW M TOJICTOM KUIIIKE,
MEJaHWHOBBIMU TTUTMEHTHBIMU TISITHAMM Ha KOXE W CIM3HUCTBIX
000J10YKaX, a TaKKe BBICOKMM PUCKOM DPa3BUTHUSI 3JI0KAUYECTBEH-

Rusak P.S."2, Rybalchenko V.F.", Stakhov V.V.2, Shevchuk D.V." 2

HBIX OTYXOJIeil OPTaHOB MUIIIEBAPEHUST W PETIPOAYKTUBHOM CUCTe-
MbI. JI0OBOJIBHO 4aCTO MHOXECTBEHHBIN MOJIUIIO3 KeJTyI0YHO-KHU-
IIEYHOTO TPAKTa J0JIroe BpeMst HU4eM ce0st He TTposiisieT. OHaKo
Yarie OH OCJIOXKHSIETCS TSIKEJBIMU XKEeTyT0YHO-KUIIEYHBIMU KPO-
BOTEUCHUSIMU, WHBarMHAILMEH KUILEYHWKA, OOTypallMOHHON He-
TPOXOUMOCTBIO.

KiroueBble c10Ba: nHBarMHalus KuiieYHUKa, CUHApoM [leiiT-
ua — Erepca, auarHocrtuka, jeueHue.
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PEUTZ-JEGHERS SYNDROME AS A CAUSE OF INTUSSUSCEPTION
(Clinical Case)

Summary. In children older than 1 year, intussusception in most
cases is associated with organic cause (lymphoid tissue hyperplasia,
polyp, malignant neoplasms, and others). Peutz-Jeghers syndrome —
is an autosomal dominant disease characterized by multiple hamarto-
matous polyps in the stomach, small intestine and colon, melanin pig-
ment spots on the skin and mucous membranes, as well as a high risk of

cancer of the digestive and reproductive systems. Quite often, multiple
polyposis of the gastrointestinal tract for a long time does not manifest
itself. However, it is more often complicated by severe gastrointestinal
bleedings, intussusception, obstructing adhesion.

Key words: intussusception, Peutz-Jeghers syndrome, diagnosis,
treatment.

N21-2 (50-51) » 2016

www.mif-ua.com

113



