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MpencTaBneH cnyyan ycnewHoro nevyeHns cuugpoma Mentua—Erepca — andydhy3HoOro nonuno3sa TOHKOM W TONCTOI KWULLIOK B COYETaHUM C Mena-
HWHOBOW NUrMeHTaUMel KOX1 nnua. Bo Bpems onepaumm 06Hapy»KeHa MHOXXECTBEHHAS MHBArMHALUMUA TOHKON KULIKW, TMKBUANPOBAHHAs NpW yaaneHnn
nonunos. OnucaHa TakTuka BeeHUs 1 neYeHns 60/bHbIX ¢ ANGMY3HbIM NOANNO30M XeNYA04HO-KMLLEYHOr0 TpaKTa.
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Effective treatment of Peutz-Jeghers syndrome complicated

with enteric intussusception
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There has been presented a case of effective treatment of Peutz-Jeghers syndrome — diffuse polyposis of small and large intestines combined
with melanotic skin pigmentation. Multiple enteric intussusception revealed during the surgery was eliminated when removing polyps. There have been
described surveillance and management of patients with diffuse polyposis of gastrointestinal tract.
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TsxecTb AMEY3HOrO MONMNo3a Xenypo4HO-KULLIEYHOro
TpakTa 06yCc/oBfiEHa pa3BUTMEM aHEMUM, FMMOMNPOTENHEMUM,
KPOBOTEHYEHMEM W ManUrHU3auuen nofunoB, HapyLUeHem
hyHKUMIA neveHn n novek. Ocoboe mecTo cpean anddy3HbIX
MONMNO30B 3aHMMAEeT raMapToMaTo3HbIA MNOMUMO3, ABIAIO-
LUMIACH CNEACTBMEM ayTOCOMHO-BOMMHAHTHOMO MOPaXeHWS,
KOTOpbIN COYETAETCA C MENAHWHOBOW NUrMEHTaLMeEN CAn3unc-
TOV 0601104KM NMOSIOCTU PTa, KOXM ry6, Kucten u cton. Mpu Ta-
KOM MONMMNO3e ONMCaHbl CyyYan U BPOXAEHHON MUrMEHTaLmm
cetyatkun rnas [1, 2]. Monunbl Npy gaHHOM hopMe nonmnosa
06HapY>X1BAKOTCH HE TONbKO B TOSICTON, HO U B TOHKON KULLI-

Ke, a Takxe B Xenygke. KonnyecTtso nonunos npu 3ToM MeHb-
e, Yem Npu Apyrux hopMax monmnosa, HoO OHW KpymHble, C
XOPOLLIO BbIPAXXEHHOW HOXKOM 1 KPYNMHOAOMbYATLIM TefloM [3].

[Monmno3 xenyao4HO-KULLIEYHOro TpakTa B COYEeTaHuu C
MUrMEHTHBIMU NATHAMW Ha NULE W NaAOoHSAX BNepBblie onmcaH
B 1921 . W. Mewtuem. OH Habnogan cemerHblin xapakTep
nonunosay naTuv geten ogHon cembu. B 1949 1. X. Erepc co-
obLwmnn 0 ABeHaauaTtn NofobHbIX nauueHTax, 60MbLINHCTBO
N3 KOTOPbIX Takxe Oblan YneHamu ogHou cembn. C 3TOro
BPEMEHN faHHas hopma nonnno3a HOCUT Ha3BaHUE «CUHL-
pom lMenTua—Erepca».
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KnuHuyecknumn npusHakamm cuHgpoma [enTua—Erepca
ABNAIOTCH KPOBOTEYEHUS U3 TONCTOWM KULLIKW, aHEMWUS, CXBaT-
Koo6pasHble 60NN B XMBOTE W XWUAKWMIA cTyn ao 15 pas B cyT-
Ku. Monunbl Npu 3TOM CUHOPOME, TaKXe Kak U npu [pyrux
hopMax Monmnosa, O4eHb HacTo MaSIMrHU3UPYITCA U ABNS-
IOTCA NPUYMHON KWULLEYHOW HenpoxogumocTu [4]. ToTanbHas
NMPOKTOKOMOHIKTOMUS  UCKIIOYAET PUCK  3MTOKAYECTBEHHOIO
nepepoxaeHvs. B To xe Bpemsa 0TMeYeHo, YTO nocne ygane-
HUA TONMbKO OAHOM OGO0Q0HHOW KULIKWM peKTasibHble NOonunbl
4acTo nogBepratTcs o6paTHOMY passuTuto. Micxoas ns atoro,
MHOrMe CneunanmncTbl 3aBepLuaroT KOMOHIKTOMUIO (DOPMUPO-
BaHWEM WIeopekTasibHoro aHactomosa. [locne Takon onepa-
LMK TpebyeTcs MPOBEPSATb COCTOSIHUE MPSAMO KULLIKM KaXKable
6 mMec. BbiiBNEHHbIE NOMNUMbI HY>XXHO UCCeKaTb UK NPOV3BO-
OUTb UX 3neKTpokoarynaumio. Ecnn oHW nosiBRSOTCS OYeHb
6bICTPO NN B 6OSILLLOM KONMYECTBE, HEOBXOAUMO YaaneHue un
NPSIMOI KULLKU C (DOPMMPOBAHUEM MOCTOSIHHOM MI1IE0CTOMBI.

MpvBOAUM KNMHMYECKOe HabmioaeHue.

bonbHasa C., 40 net, rocnvtann3mpoBaHa B KOJIOMPOKTOIO-
rmyeckoe OTAEsIeHNe XUPYPruyeckor KimHuku uMm. A.U. Koxes-
HukoBa O651aCTHOV KiMHUYecKou 60sbHULbl uM. H.A. Cemallko
11.09.2006 r. ¢ AMarHo30M: «osnno3 TOJICTON KULLIKW». QuarHo3
yctraHoBneH npu ¢ubpokosioHockonun B 1998 r. B Huxeropog-
CKOM 0671aCTHOM [uarHocTn4eckom ueHTpe. [lpu noctynneHnn
npeabsBIsna Xanobbl Ha MepuoanNyYyecky BO3HMKaroLme 605m
B XMBOTE CXBATKOOOPA3HOro Xapaktepa, ¢fiabocTb W Bbigese-
HWe TemHou KpoBu rpu fegexaumn. Kposb B Kasne oTMeyaet ¢
gerctea. B 1997 r. npou3BegeHa HapsnaranviyHas amnytayms
matku o nosogy muvomsl. ObLyee COCTOSHNE OLEHUBAIOCh Kak
cpenHevi TskecTn. Co3HaHne — SICHOe, MOJIOXKEHNEe — aKTUBHOE.
Bokpyr pta v rna3 Ha Koxe — 3aMeTHasi MeJlaHMHOBas MurMeH-
Tayvsi, B Opyrvx Mectax Koxa — 4uctas, bnegHas. Bugnmveie
c/msucTble 0607104k — 6e3 nartonorum. [lpu pocte B 168 cm
macca Tena coctassisieT 48 kr. [bixaHne — Be3uKynsipHoe, Yac-
ToTa AbiXaHns — 23 B MuHyTy. Al — 140/80 Mm pT. CT. XKuBot
He B3AyT, aKTUBHO y4acTBYET B aKkTe [bIXaHusi, 601€3HEHHbIV rpu
nasbnaynm B 3IMracTpum v ro XoLy ToJICTOMN KULLKU.

Ha 3KI: putm — cuHycoBbIV, perynspHbiv, 6ri0kaga nepegHe-
BEPXHEVI BETBU JIeBOV HOXKW ry4ka [uca, pybLoBble U3MEHEeHWs
B nepeaHeneperopofo4HO-BEPXyLLEYHOV 061aCTU, YMEPEHHbIE 13-
MEHeHWS1 MMOKapAa JIeBOro Xenyao4Kka B HKHEOGOKOBbIX OTAeNax.

lpu pekTopomaHockormm Ha 13 n 16 cMm 06HapyXXeHbl ABa no-
smna 6 n 7 MM B guamerpe.

lMpn ¢pmbporactpockonum Mo 6O/bLLION KPUBU3HE XEsyaKa
BblsIBJIEHbI 06pa3oBaHvisi o 1 cM B guameTpe ¢ rMnoJo3peHnemM Ha
nonunel.

O6wwmi aHaim3 kposu ot 12.09: Hb— 120 r/n; ap. —
3,78:10%/n; Tpom6. — 187-10%n; ne. — 4,2-10%n; CO9 — 15 m/4.
Buoxummn4eckuii aHam3a KpoBu: rioko3a — 8,0 MMOJIb/I1; MOYeBU-
Ha — 5 Mmornb/n; nbprHoreH — 2,8 r/n; obLymii 6enok — 64 r/n;
6unnpyonH ooLmi — 14 MKMonk/fl. B aHanmaax Mo4u OTKIIOHe-
HWV OT HOPMbI HET.

HaHHbie pubpokonoHockonum 27.07 n 25.08.2006 r. (HOAL)):
SHAOCKOIM MPOBEREH Ao Kyriona crenovi Kuwku. [pu BBegeHumn
BO3/yxa KulLKa pacripasniseTcsi. B npocsete ee MHOro 3eseHo-
Baroui xupgkoctn. Crmsuctas 0605104Ka HEPaBHOMEPHO rure-
pemMupoBaHa, COCYLAUCTbIN PUCYHOK rpocriexusaeTcsi. [aycTpel
coxpaHeHbl. Ha Bcem npoTsxXeHnn 060[0YHOUN KULLKU UMEKTCS
MHOXECTBEHHbIE 0MNMbI Pa3HO (hOpMbl U PasMEPOB, Ha A/INH-
HbIX Y KOPOTKUX HOXKax. Camble KpyrHbie Mommbl pasmepamu
2—4 cM Ha JJIMHHBIX HOXXKax pacriosioxXeHb! B 1paBoM 1 JIeBOM U3-
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Puc. 1. DHpockonuyeckas KapTuHa nosuvna npaeo-
ro uarmb6a 060404HOM KULLKK

Puc. 2. ®oto nonuna, pacrnonoxeHHOro B none-
pe4HO-060404HON KULLIKE

rmbax ob60L[0YHON KULLIKW, B CPELAHEN TPeTu MornepevyHo-060404-
HOU KuLLku (puc. 1, 2).

[loBEPXHOCTb MX APKO rnepemMmupoBaHa, pbixnas, HepoBHasi, ¢
HanoxeHvem ¢mbpuHa v camau. [Nomn B 1eBom n3rnbe — ¢ n3b-
SI3BJIEHUAMMU MOSTMFOHAIbHOM (hOPMbI, Nog prbpuHoM. K HoXKam
10/IMNOB NOAXOAAT PACLUMPEHHbIE BEHbI (puc. 3). B curmoBugHoi
KULLIKE OBHapyXeHbl oMbl Ha JIMHHOVM HOXKe pasmepamu 6—
8 MM (puc. 4). B HWKHEVN TPETU CUrMOBUAHON U MPAMOV KULLIOK
r10/IMNOB HET.

licTonorn4eckoe 3akmodeHmne ot 26.07.2006 r. (HOAL): Bo
BCcex rpernaparax o6HapyXeHa CTPYKTypa runeprnnactmyeckmx
r10/IMMNOB TOJICTOV KULLIKN. Ha 0oCHOBaHWM KITMHWYECKOM KapTuHbI U
JaHHbIX 06C/1e[0BaHNs YCTaHOBIIEH AMarHo3: «CcuHApoMm [MeuTa—
Erepca». lNokasaHa cybToTanbHas pe3ekuynsi 060[04HOV KULLIKU.
bonbHas gana cornacve Ha ornepauuio.

20.09.2006 r. noj BHYTPUBEHHbIM HApPKO30M C WHTYbauuen
Tpaxen BbIMOJIHEHA CPefHecpenvHHas nanapoToMus ¢ mccede-
HWEeM CTaporo rnocneonepawumnoHHoro pybua. Beinota B 6proLLHoOv
rnonocty Het. Tolyas Kulika aunatvpoBaHa. B KulLke obHapyxe-
HO TpW MHBarvHata: rnepBbii — Ha pacctosiHum 10 cM OT CBSI3KU
Tpevitya, BTOPOri — B 50 cM m Tpetuii — B 90 CM OT 3TOU CBSA3KM.
WHBarnHaums obycnosneHa nonvnamu ot 1 4o 5 cMm B guamertpe.
[victanbHee TpeTbero uHBarvHata B TOLLEV KULLIKE BbISIBIIEH ang-
y3HbIV M0MNo3. B noaB3A0LLIHON KULLKE — OAMHOYHBIVA MO
Ha pacctosiHum 10 cM OT muneolekarnbHoro yrna. Bo Bcex otgenax
060[04HOU KWLLKM ONpeaenstoTCs MNi0THO3ACTUYHbIE MONuMbl 4O
5 cm B guametpe. B cpenHevi Tpetu CUrMoBUAHON KULLIKW U HUXE
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Puc. 3. PaclwmpeHHble BeHbl B HOXKax Moavna,
PacnonoXeHHOro B NonepeyHo-060004HOM KULLIKE

Puc. 4. Monun Ha ONWHHOM HOXKE, pacnosioXeH-
HbI B CUrMOBUOHOM KULLIKE

npuv nanabnaynm rnosmnoB He yCcTaHoB/eHo. [1onno3 TOHKOM KuLL-
Ku SBWUIICSI ONEepauymoHHON Haxof[Kowi. BbirnonHeHa nonepeyHas
EI0HOTOMMS B 30HEe NEepBOro MHBarvHata. V13 npocsera KuLLKu
BbIBeeHbl ABa rnonvna guameTpoM OKOo 5 ¢M Ha TOCTOM KO-
POTKOU HOXKe, Monumbl ucceqeHsl. Crmsuctasl 060s04ka yLumra.
WHBarnHauws ycTpaHeHa. EroHoTomumyeckoe orsBepcTve YLUNTO
HerpepbIBHbIM LLUBOM B ABa psga. llocne eoHoToMum B obnactm
BTOPOro MHBarvHata B KWLLKE OGHapyXeHo nATb nosimnos ot 1
[0 2,5 cM B guameTpe Ha LJIMHHOV TOHKOU HOXKe. [lonunbl 1c-
ceyeHbl. VHBarnHaums nukeugmpoBaHa. Kulka ywmTa. B 3oHe
TPETLEr0 MHBAarnHaTa BbISB/IEHb! 3 N0/MNa Takux Xe pa3mepoB Ha
LIIMHHOV HOXKe. [Monunbl yaaneHs! ¢ IMKBugaumet nHarvuHaymm.
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EtoHoTOMMYeCcKoe oTBepcTue yLumTo. [uctanbHasi 4actb ToLyen
KULLKW C AUGY3HBIM MOIMMO30M MOBU/IN30BaHa Ha MpOTaxXe-
Hm 1 M n peseympoaHa. CehopmmpoBaH elOHOEKOHOaHaCTOMO3
«KOHEL| B KOHEeL» ABYXPAAHbIMY y310BbiMy LuBamu. OKHO B 6pbi-
Xevike ymto. Mobunmn3oBaHbl 060[04HAs KULLKA C MEPEBA3KON
0060404HbIX cocynoB 1 20 CM NOAB3AO0LLHOV KULLIKU, B KOTOPOW Ha-
XOAWICsl OAMHOYHBIV MOMNIM, 1 3aTEM yAaneHbl. nctanbHbiii y4ac-
TOK CUrMOBUAHOU KULLKWU YLUMT. HanoxeH nieocurMoaHactomMo3
ABYXPALAHBIMY Y3710BbIMU LLIBAMU 10 TUIMY «KOHeY B 60k». OKHO B
b6pbixevike yLumTo. NponsBeneH KOHTPOSIb Ha remMocTas. BoirornHe-
HO [ApeHvnpoBaHue OPIOLLHOV MOMOCTU. HanoxXeHb! LBkl Ha paHy
6proLuHovi cteHkun. OcyLuyecTsieHa AUBYIbCYS 3aAHEro MPoxXoAa.

Uccneposarune nipenapara: Ha C/iM3NCToN 060/104Ke 060404-
HOW KWLLKM — MHOXECTBEHHbIE oMbl 0T 5 MM o 5 cm B ana-
MeTpe, B TOHKOV KULLKe — AncbeDy3HbIA MONM03, MOMMbl TaKUX
)Ke pasmepos.

lMocneonepaynoHHbIvi nepuon npoTekasn rnagko. B tevenune
TPEX CYTOK nauueHTKa Haxoawsaack B OTAENEHUN peaHumaumm v
MHTEHCUBHOM Tepanuu. lape3 KulleyHuka paspeLumsicsi camo-
crositernibHo. C TPETHEro AHs CTanm OTXoauTb rasbl. Ha 8-e cytku
rosABUIICA XXUBKWIA CTyn. [peHaxu yaaneHsl Ha 5-e n 7-e CYyTKN.
Cryn — fo 5 pas B CyTku, KalumLeobpasHbiv. PaHa 3axunia nep-
BUYHBIM HaTs)KeHUeM. BbinvncaHa Ha ambynaTopHoe JieHeHne B
YA0BNETBOPUTENILHOM COCTOSIHUM. PekomeHposaHo obcrnenosa-
HUWe B KIIMHWKe Yepe3 3 Mec.

luctonornyeckoe 3akmoqeHne ot 4.10.2006 r.: nomunsi 13
TOHKOU U TOJICTOV KULLOK FMCTOSIOTNYECKN UMEIOT OLHOTUIMHYIO
CTPYKTYPY NanuisIsipHO-TYOYNSPHbIX 8AEHOM C 3pO3UPOBaHHOM
MOBEPXHOCThIO, ¢ agucnnaavei ll-lll cteneqn 6e3 npusaHakoB ma-
NMrHu3aymm.

C 23.03 no 7.04.2007 r. nayneHTka Haxogunacb Ha obcreno-
BaHuM B KinHuKe. COCTOSIHNE OLIEHEHO KaK yOBIETBOPUTEITbHOE.
Xanob Het. CTyn — kalumyeobpasHbivi, 2-3 pasa B cyTku. [pu
¢prbporacTpockonuy MO[03PEHNEe Ha MosmIbl Tena Xery[ka octa-
nock. OfHaKo npy 61oncun O[HOro U3 MNOAO3PUTENbHBIX YHACTKOB
AaHHbIX 06 afieHoMaTo3e He nosny4eHo. [py nppurockonum yoeau-
TeJIbHbIX JaHHbIX 00 OpraHN4eCcKo NaTosiormm Takxe He rosyHeHo.
[pu pekTopomaHockonm Ha 18 cM 06HapPyXeH TOIbKO OAMH Mou
0KOJ10 8 CM B AuameTpe, rnpou3BefeHa ero /1eKTPOSKCLUN3US.

16.04.2008 r. naymeHTka BHOBb rOCNNTaIM3npoBaHa B Kiu-
HUKY 4719 MAaHoBOro obcrefoBanus. Xanob He npenbssrsna.
Cryn — oghopmrneHHbIv, 1-2 pa3a B cyTku. pu ¢pubporacTpocko-
mn Ha mecte B3sTus buonTara (B 2007 I.) 06HapyxeHa po3usi.
Lntonorn4eckoe uccregosaHue npenapata Ha ooHe 3/IEMEHTOB
BOCMa/NTENIbHOrO MHGMILTpaTa nokasasno npomgepaynio Kie-
TOK [MOKPOBHO-AMOYHOro anutenus 6e3 atunuu. [py pektopoma-
HOCKOMUM B OCMOTPEHHbIX OTAENax OpraHN4ecKov naTosnorym He
yCTaHOBIIEHO.

lMocnenHwi pa3 6onbHasi Haxogunack B KivHuke ¢ 24.11 no
13.12.2010 r. Otme4ana nepuoanyecky Bo3HuKaroLyme 6onu B
XUBOTE 6€3 YeTKow siokam3aumm. CTyn — 0gOPMIIEHHbIN, MHOr-
JAa ¢ npumecnto crimaun. Macca tena ysennunnace Ha 12 kr. He —
129 r/n; ap. — 4,1-10"%/n; CO3 — 3 mm/4. [Mpu gonbporacTpocko-
MK NaTonorvm He BbisIBIEHO. [1pn ¢hrbpOKOTOHOCKONUM B HYXKHEN
TPETU CUrMOBUAHOMN KULLIKU OBHapyXXeHo ABa rnosmna okoso 1 cm
B AuameTtpe, npou3BefeHa UX SNIEKTPOIKCUN3NS SHOOMETIEN.
BbinvcaHa B y[oB/eTBOPUTE/TbHOM COCTOSIHUM C PEKOMEeHAaumen
KOHTPOJIbHOro 06C/16[40BaHNs1 B KIIMHWUKE Yepe3 6 Mec.

lMpuBeneHHOe KNMHWYECKOe HabngeHne NOoATBepPXaa-
eT, 4yTo npu cuHgpome [MenTua—Erepca kpome guddysHoro
nonmno3a TOSICTOM KULLKM MOXET CyLLeCTBOBaTb MOMIUMO3HOE
NOPaXKEHWE N TOHKOW KULLIKW, ANarHoCTUpyemoe B 60MbLUNHCT-
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BE C/ly4yaeB TOSIbKO BO BpeMs onepaumu. Xvpypruieckoe e-
YEHVE MOMMNNO3a TOHKOW KWLLKU JOSHKHO BbiTb MakcMmasbHO
opraHocoxpaHHbIM. BonbHble ¢ AMdy3HLIM NONUMO30M Xe-
NYA04YHO-KULLIEYHOTO TpakTa Mocie ornepauun HyXaarTcs B
KOHTPOJSIbHOM 06CNejoBaHNM Yepes Kaxable 6 Mec.
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