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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 OKT: putm — cuHycoBbI, perynsapHbiv, 610kaga nepegHe-
BEPXHeU BETBU J1eBOV HOXKU rydka [1ca, pybLoBble U3MEeHEeHUSs
B nepenHeneperopogo4HO-BEPXyLLEYHON 061acTu, YMEPEHHbIE
U3MEHEHUSI M1OKapAa /1IeBOro Xesy[oyka B HMKHEOOKOBbIX OT-
fenax.

lNpy pekTopomaHockonumu Ha 13 n 16 cM 06HapyxeHbl ABa ro-
smna 6 n 7 MM B guamerpe.

lpn gmbporactpockornmm Mo GOJbLLIOV KPUBU3HE XXeslyaka
BblsiBIeHbl 06pa3oBaHns 4O 1 cM B gnameTpe ¢ Nogo3peHNeM Ha
rnonunel.

O6wmii aHanma kposu ot 12.09: Hb— 120 r/n; 3p. —
3,78-10"%/n; Toom6. — 187-10%n; ne. — 4,2-10%n; CO8 — 15 m/u.
Buoxummdecknii aHann3a KpoBu: ritoko3a — 8,0 MMOJTL/JT; MOYeBy-
Ha — 5 Mmornb/n; nbpuHoreH — 2,8 r/n; o6Lymii 6enok — 64 r/n;
6unnpyonH obLmi — 14 MKMone/fl. B aHanmaax Mo4u OTKIIOHe-
HWW OT HOPMbI HET.

[JaHHble pmbpokonoHockonmy 27.07 n 25.08.2006 r. (HOAL):
SHAOOCKOI MPOBEAEH Ao Kyriona crenovi Kuwku. [pu BBeneHun
BO3/yxa KulKa pacripasniseTcs. B npocsete ee MHOro 3eseHo-
Baroui xupgkoctn. Crmsuctas 0605104Ka HEpaBHOMEPHO ruvne-
pemupoBaHa, cocyaucCTbIi PUCYHOK rpocrexusaetcs. aycTpel
CcoXpaHeHbl. Ha Bcem npoTsxXeHnn 060[0YHOUN KULLKU UMEKTCS
MHOXECTBEHHbIE [M07InrMbI Pa3HOV (hOpMbl U PasMepPOB, Ha A/INH-
HbIX Y KOPOTKUX HOXKax. Camble KpyrHbie Mokl pasmepamu
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Puc. 1. DHpockonuyeckas KapTuHa nosuvna npaeo-
ro uarmb6a 060404HOM KULLKK

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

2—4 cM Ha J/MHHbIX HOXKax pacriofioXXeHbl B NpaBoM v JIeBOM U3-
rmbax ob6oL[0YHON KULLIKW, B CPELAHeN TpeTu MnornepevyHo-060404-
HOU KuLLiku (puc. 1, 2).

[loBEPXHOCTL MX APKO rMnepemMmupoBaHa, pbixnas, HepoBHasi, ¢
HanoxeHvnem ¢ubpuHa v camau. [Nommn B 1eBoM M3rnbe — C n3b-
SA3BJICHUAMM MOSTUFOHAsIbHOM (hOpMbI, Mo prbpuHoM. K HOXKam
10/IMNOB NOAXOAAT PACLLUMPEHHBIE BEHbI (puc. 3). B curmoBugHoi
KULLIKE OBHapy>XXeHbl MOAuMbl Ha JIIMHHOM HOXKe pasmepamy 6—
8 MM (puc. 4). B HWKHEVN TPeTn CUrMOBULHON U MPAMON KULLIOK
10/IMMNOB HET.

luctonorndyeckoe 3akmoyveHne ot 26.07.2006 r. (HOAL): Bo
BCex npernapatax o6HapyXeHa CTPYKTypa rvneprnactm4yeckmx
10/IMIOB TOJICTOV KULLIKW. Ha 0CHOBaHM KIIMHNYECKOM KapTuHbl
JaHHbIX 06Ccne[0BaHus yCTaHOBIIEH AnarHo3: «cuHgpom lNetya—
Erepca». lNoka3aHa cy6ToTasibHas pe3eKkymsi 060[04HON KULLKM.
bonbHas gana cornacve Ha ornepauuio.

20.09.2006 r. noj BHYTPUBEHHBLIM HapPKO30M C WHTYbauuen
Tpaxew BbIMOSIHEHA CPEAHECPEAVHHAs N1anapoToMus C uccede-
HWeM CTaporo rnocneonepaymnoHHoro pybua. Beinota B 6proLLHOM
ronoctn Het. Tolyas KuLKa gunatupoBaHa. B kuiuke ob6Hapyxe-
HO TpW MHBarnHata: rnepBbii — Ha pacctosiHum 10 cM OT CBSI3KU
Tpevitya, BTopori — B 50 cM u TpeTuii — B 90 CM OT 3TOU CBSI3KM.
ViHBaruHaums obycnosneHa nomnamy ot 1 go 5 cm B guamerpe.
[vctanbHee TpeTbero uHBarvHata B TOLLEV KULLIKE BbISIBIIEH andgh-
y3HbIV M0/IMN03. B MoAB3[OLLIHON KULLKE — OAMHOYHBIV MO
Ha pacctosiHum 10 cM OT uneouekasnsHoro yrna. Bo Bcex orgenax
060[04HOU KWLLKM ONPeaenstoTCs N0THOS1aCTUYHbIE MONuUMbl 4O
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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

5 cm B gnametpe. B cpegHevi TpeTu CUrMOBUAHOM KULLKU 1 HUXE
npy nanbnaymy nosmroB He yCTaHoBeHO. [10/1Mno3 TOHKOV KMLL-
Ku SBWJICSI ONEpPauymoHHON Haxof[Kkowi. BbirnonHeHa nonepeyHas
EI0HOTOMMST B 30HE NEPBOro MHBarvmHata. V13 npocsera KuLLKu
BbIBEAEHb!I fABa ronmna AMameTpoM OKO/I0 5 CM Ha TOJICTON KO-
POTKOV HOXKE, MOonuMbl McceqeHbl. Crmauctas 060s104Ka yLINTa.
WHBarmHauws ycTpaHeHa. EroHoTOMmuyeckoe otsBepcTvie YLUNTO
HenpepbiBHLIM LLUBOM B ABa paga. llocne ewoHoToMum B obractu
BTOPOro MHBarvHata B KWULLKE OGHapyXeHo nATb nosimnos ot 1
[0 2,5 cM B gnameTpe Ha LSIMHHOV TOHKOU HOXKe. [lonunbl mc-
ceyeHbl. ViHBarnHaums nukeugupoBaHa. Kulika ywmTta. B 3oHe
TPETHEro MHBAarnHaTa BbisiB/IEHb! 3 N0/MNa Takux Xe pasmepoB Ha
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LUMHHOV HOoXKe. [Monunbl yaaneHs! ¢ IMKBuaaumes uHBaruHaLmm.
EtoHoTOMMYeckoe oTBepcTue yLumTo. [uctanbHasi 4actb ToLyen
KULLKU C [nbpY3HBIM NOIMMO30M MOOMIN30BaHa Ha MPOTsXe-
Hm 1 M n peseympoBaHa. CehopMmpoBaH elOHOEOHOaHaCTOMO3
«KOHEL| B KOHEL» ABYXPAAHbIMY y310BbiMy LuBamu. OKHO B 6pbi-
Xevike ymto. Mobunn3zoBaHbl 060[04Has KMLLKA C NEPEBA3KOM
060404HbIX cocy[oB u 20 CM NO[B3LOLLHON KULLIKU, B KOTOPOU Ha-
XOAWIICA OAVHOYHbIN MO, 1 3aTeM yaasneHsl. [uctanbHbiii yyac-
TOK CUIrMOBUWAHOW KULLKW YLUMT. HanoxeH nieocurmMoaHactomMo3
ABYXPALAHBIMY Y3710BbIMU LLIBAMM 10 TUMY «KOHeL B 60k». OKHO B
6pbixevike yLumTo. NponsBeneH KOHTPOsIb Ha reMocTas. BoirosnHe-
HO [peHupoBaHue GPIOLLIHOM MOM0CTU. HanoxeHb! LBkl HA paHy
6proLLHovi cTeHku. OcyLyecTBieHa AnBYIbCUA 3aAHEro npoxoaa.

Uccneposanune nipenapara: Ha C/iM3nNCToN 060/104Ke 060404-
HOWM KULLKM — MHOXECTBEHHbIE MOomMbl 0T 5 MM 0 5 cM B agna-
MeTpe, B TOHKOV KULLKE — Aubby3HbIV NONMM03, Nounbl Takmx
XKe pa3mepos.

lMocneonepaymoHHbIVi nepuos npoTexkan rnagko. B Tevyenne
TPEX CYTOK NaymeHTKa HaxofQusaachb B OTAENeHUN peaHumaumm n
MHTEHCUBHOM Tepanuu. lape3 KulleyHuka paspeLumsicsi camo-
crositesnibHo. C TPeThero AHsl CTanm oTXoauTk rasbl. Ha 8-e cytku
nosiBUIICA Xuakwii cTyn. [peHaxw ypaneHbl Ha 5-e u 7-e CyTKU.
Cryn — fo 5 pas B CyTku, KalumeobpasHbii. PaHa 3axunia nep-
BUYHbIM HaTsXKeHWeM. BbinvcaHa Ha ambynaTopHoe Jie4eHne B
Y[0BNETBOPUTESILHOM COCTOSIHUN. PekoMeHp[oBaHo o6cnefoBa-
HWe B KinH1Ke Yepe3 3 Mec.

luctonornyeckoe 3akmoqeHne ot 4.10.2006 r.: nonunsi 13
TOHKOV M TOJICTOV KULLOK FMCTOSIOTNYECKN UMEIOT OLHOTUIHYIO
CTPYKTYPY NanuisisipHO-TYOYNsPHbIX 8AEHOM C 3pO3UPOBAHHOM
roBepxHoCTLI0, ¢ aucrnasven lI-lll ctenenn 6e3 npuaHakoB ma-
NMrHu3aumn.

C 23.03 no 7.04.2007 r. naymeHTKa Haxoamnack Ha 06c¢nieno-
BaHu B KiiuHuKe. COCTOsIHNE OLIEHEHO KaK y[0B/IETBOPUTENILHOE.
Xanob Het. Ctyn — KalumyeobpasHbivi, 2-3 pasa B cytku. [pu
ubporacTpockonuu MoJo3peHNe Ha rnonunsl Tesa Xenynxka oc-
ranocb. OfgHako npy 6Moncum OJHOro U3 NOJO3PUTENbHBIX y4ac-
TKOB [aHHbIX 06 ageHomato3e He rosy4eHo. [Npu nppurockonmm
ybeanTernbHbIX AaHHbIX 06 OpraHN4YecKow NaTorormm Takxe He
rosny4eHo. lNpy pekTopomaHockomnun Ha 18 cM 06HapyXeH TO/IbKO
OfWH 0NN OKOJI0 8 CM B AnameTpe, Mpon3Be[EHa ero 1eKTpo-
IKCYN3US.

16.04.2008 r. naynmeHTka BHOBb rOCNNTaIM3npoBaHa B Kiu-
HUKY A58 N7aHoBOro o6cnefoBanvs. Xanob He npepbssssa.
Cryn — oghopmneHHbiv, 1-2 pasa B cyTku. [Npu ¢oubporactTpocko-
mn Ha MecTte B3sTusl 6uonTarta (B 2007 r.) 06HapyxeHa 3po3usi.
Lutonorn4yeckoe uccnegoBarve npenapara Ha (hoHe 3/IeMEeHTOB
BOCMannNTe/IbHOro MHMALTpaTa nokasano npomgpepauymio Kie-
TOK MMOKPOBHO-SAMOYHOro anutenns 6e3 atunuu. [py pekTopoma-
HOCKOMMX B OCMOTPEHHbIX OTAENax OpraHn4ecKov narosnorum He
YCTaHOB/IEHO.

lMocnegHwii pa3 6onbHas Haxogunaach B KivHuke ¢ 24.11 no
13.12.2010 r. Otme4ana nepuoan4ecky BO3HuKaroLme 605 B
XuBOTE 6€3 YeTKoV siokamnmaaummn. CTyn — O0GOPMIIEHHBINA, NHOT -
Aa ¢ npumecsio crimsn. Macca tena ysennuunnace Ha 12 kr. Hs —
129 r/n; ap. — 4,1-10"%/n; CO3 — 3 mm/4. [Mpu goubporacTpocko-
MMM NaToNorun He BbisiBIIEHO. [py oMb POKOSIOHOCKONNIN B HYXKHEW
TPETU CUrMOBUAHOV KULLIKM OBHapyXeHo ABa rnosmna okoao 1 cm
B AuameTpe, Mpov3BeneHa uX 31EKTPOIKCUM3NS SHOOMNETIIEN.
BbincaHa B y[0BNETBOPUTESTLHOM COCTOSIHUM C PEKOMEHAaLmel
KOHTPOJIbHOIO 06C1e0BaHus B KIMHVKe Yepes 6 Mec.

MpviBeOeHHOE KIMHMYECKOE HabnogeHe MnoaTBepPXaa-
eT, 4yto npu cuHgpome [MenTua—Erepca kpome guddysHoro
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nonmnno3a TONICTOW KULLKM MOXET CyLLIeCTBOBaTb NOUMNO3HOE
NMOPaxeHWe N TOHKOW KNLLKW, AMarHoCTupyemoe B 60JbLUNHCT-
BE Clly4aeB TOSIbKO BO BpeMs ornepaumnu. Xvpyprudeckoe fe-
YeHWe Monmno3a TOHKOM KULLKW [OMKHO 6bITb MakCUManbHO
opraHocoxpaHHbIM. BorbHble ¢ AU dY3HLIM MONMUMO30M Xe-
JIYOO4YHO-KULLIEYHOrO TpakTa Mnocne onepauun HyxparwTtcs B
KOHTPOJIbHOM 06CnejoBaHNMN Yepes Kaxable 6 Mec.
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