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ABSTRACT

(uHApoMbT Ha Peutz-Jeghers e paaKo reHeTUUHO 3a00NABaHe, KOETO Ce NpoABABA B
paHHa Bb3PACT C XapakTepHa NUTMEHTALIMA Ha KOXa W INTaBILIA B CbueTaHue ¢ MHO-
eCTBeHa XamMapTomaro3Ha Nnoanno3a Ha racTpouHTecTurantua TpakT (TUT). Mpeacta-
BAME KNMHUYeH CNyyaii Ha 21 FoAMILHA NaUMeHTKa CbC CUHAPOM Ha Peutz-Jeghers one-
pUpaHa no CMeLHOCT N0 NOBOJA Ha MexaHInueH iieyc Ha 6a3ata Ha NOAMN Ha CUrMaTa
C MHBATUHALINA.

KniouoBu gymu: Peutz-Jeghers, MHOXECTBEHA MOAMNO3, MEXAHIYEH UNeYC, UPEBHa
WHBATHALMS

BbBELEHNE

CuHAOpombT Ha Peutz-Jeghers (PJ) e aBTO30MHO f10-
MWHAHTHO 3ab0nABaHe C MPOMEHSVBA NMeHeTPaHTHOCT.
XapakTepu3npa ce C nosaBaTa Ha XaMapTOM¥ Mo Lenms
CTOMALUIHO-YpPEBEH TPaKT, B CbyeTaHWe C XUnepnur-
MEHTALMOHHU Makynu mno nurasuumte. lMonunosata
VIMa ManMrHeH NoTeHLMas, KaTo NnauveHTuTe ca C MoBu-
LEeH PUCK OT Pa3BUTME MHTECTUHANHW 1 eKCTPanHTEC-
TUHaNHK Heonnasuu (NaHkpeac, ANYHKLN). KnnHWYHO
CUHAPOMBT Ce MaHndecTnpa C He fobpe AePUHUPaHN
OnnakBaHWA OT 0b6NacTTa Ha Kopema, C KOMKoobpas-
HY OOMKN W aHeMUYeH CUHAPOM, Ha 6a3aTta Ha OKynT-
HY xemoparun ot nonunute. OCHOBHA MpUYMHa 3a
peunanBMpallMTe OMNnakeaHUsa OT CTPaHa Ha Kopema
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Peutz-Jeghers syndrome is a rare genetic condition. It manifests at a young age with
characteristic mucocutaneus pigmentation and intestinal hamartomatous polyposis.
We report a case of a 21-year-old female patient with Peutz-Jeghers syndrome, who
presented at the emergency department with signs of mechanical bowel obstruction.
Diagnostic workup reviewed sigmoid colon intussusception and the patient underwent
emergency surgery. The unusual presentation of this rare genetic disease has prompted
us to report this case with brief review of the literature.

Key words: Peutz-Jeghers, polyposis, bowel obstruction, intussusception.

Ca NoAUAW AOCTUIHANM NO-roNemMu pasMmepw, BoAeLn
[0 UpeBHa MHBarnHauma. B noBeyeTo cnyvyanm cbCTos-
HWETO NMPEeMMHaBa CMOHTAHHO, HO MOXe 1 [a aoBene
[0 HEMNPEOAONVM UpEBEH CTOM M [1a € NPUYMHA 33 Cb-
uecTeeH MopbuauTet v moptanuTeT. [JuarHosata ce
OCHOBaBa Ha KMHWYHATA MaHubecTauma v xmcTona-
TOMIOMMYHATa XapakTepucTmka Ha nonunute [1].

KNMHWYEH CNYYAN

MpencraBame 21-rogniiHa NaumeHTKa, XocnuTanu-
3UpaHa No CNewHoCT C AndY3HN 6oNKK B 061acTTa Ha
Kopema, n1nca Ha fedekaums v KIMHUYHA KapThHa
Ha OCTpa 4YpeBHa HEMPOXOAMMOCT. HeKONKOKpaTHO
NeKyBaHa KOHCepPBaTMBHO, C MOAOOHM OMnnakBaHUA.
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Ourypa 1. KT Ha Kopem, JeMOHCTPUpaLLA TUNKYEH U3reA Ha MHBArHaLNA Ha
KOMOH CUTMOMZEYM.

AHAaMHECTNYHW AAHHWU 33 TbHKOUPEBHA pe3eKuus B
JeTCKa Bb3pacT MO MOBOA Ha TbHKOYPEBHA MHBAr1Ha-
uvAa. BHumaHve npefussunka nognexalata GpamunHa
obpemeHeHOCT — 6aba 1 Malika, CbC CMHAPOM Ha Peutz
- Jeghers.

MpoBeaeHaTa abaoMuHanHa ynTpacoHorpapua yc-
TaOBW HanMuue Ha NaToNorMyHa Kokapfa B 06nacTTa
Ha konoH curmouaeym. C Len AMarHOCTUYHO YTOUHSA-
BaHe Ce M3BbPWM KOMMOTbPHA ToMorpadusa, KOATO
pa3kpuW MHBarMHaumMa Ha AebenoTo Yepso B 06NacTTa
Ha Npexofa KOMOH AeCLeHAEHC — CUIMa, Ha NpoTexe-
Hue 12 cm, C aunatmpaHu aebenouypeBHU OPUMKN C
XNOPOAEPUYHM HMBA MPOKCKMMANIHO OT OMMcaHaTa Ha-
xoaKa (dur. 1).

MIHTpaonepaTtnBHaTa HaxofKka NMOTBbPAN pe3ynTa-
TUTE OT 0OPa3HO-AMATHOCTUYHIUTE MN3NCeABaHMA, KaTo
ce yCTaHoOBM nonvn, Gopmmpall Bogellata 4acT, npw
MHBarMHaLUMATA Ha cMrMaTa (dur. 2a, 6). ineycHoTo Cbe-
TOAHME HANIOXM M3BBPLLIBAHETO Ha PE3EKLMA Ha KOJIOH
CUTMOMAEYM C M3BEXAAHE Ha KOMOCTOMa MO XapTMaH.
KaTo fonMbAHUTENHA HAaxOfdKa Ce YCTaHOBMXa ABa Mo-
nnna B obnatTa Ha uneyma (dur. 3) ¢ Meko-enacTMyHa
KOHCUCTEHLNA, KOWUTO Ce OTCTPpaHMxa 4ype3 eHTepo-
TOoMMA 1 nonnnektomma. CnegonepatvBHUAT Neproa
npoTeye rnagko, 6e3 yCnoKHeHs, KaTo nauueHTKaTa
Oe M3nucaHa Ha ceamu cnefonepatneeH AeH. Pesyn-
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Ourypa 26. Pe3ekTat, EMOHCTPUPALL MHBArMHUPAHIAT CETMEHT € BOeLLVA
XaMapTo3eH noaun.

TaTUTe OT XMCTO-NATOMOrUUYHMAT aHanM3 NOTBbPAMXA
KNWHWYHATa CycneKLUms 3a Xxamapo3Hn nonumnu, Ha ba-
3aTa Ha cMHAPOM Ha Peutz - Jeghers. YeTupu meceua
cnef onepaumaTa Ce M3BbPLWM NAaHOoBa PecTuTyuma
Ha YPEeBHMAT Nacax.
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ONCKYCKA

CvHapombT Ha Peutz-Jeghers (PJ) e paako asTo-
30MHO-AOMWHAHTHO TEHETUYHO Pa3TPONCTBO C MPO-
MeHIMBa MEeHeTPAHTHOCT, XapakTepu3npawo ce C
MHOXECTBO XaMapTO3HW MNOAMNM, NOKanu3npaHu B
CTOMaWHO-YPEBHMUA TPAKT, KaKTO WM XUNEeprnurMeHTa-
LUMOHHM MaKynn Mo Koxa v nurasuum. Cnopea nnutepa-
TypaTa, 3abonaBaHeTo ce cpella Npu 1 Ha 50000 o 1
Ha 200000 Hosopoperu [2]. B 99% ot cnyyanTe Ha PJ
ce ycTaHoBABa MyTauuma STK11 — Tymop-cynpecopeH
reH, 1oKanu3mpaH B KbCOTO pamo Ha 19 xpomo3oma.
[eHbBT KOAMPa CEPUH — TPEOHWH KI1Ha3a, yyacTBalla B
perynaumaTa Ha KnetbuyHma umkbn [3, 4]. [Jo 25% ot
perucTpmpaHnTe cnydau Ha PJ HAMAT cemelHa obpe-
MeHeHOCT. CnopaguyHn Clydyan BepOATHO Bb3HMKBAT
nopaanm ae HoBO MyTauua Ha STK11 reHa wnm Hucka
MeHeTPaHTHOCT Ha CbLUeCTBYBalla CeMenHa MyTaluma.
MbpBaTa MaHMdecTauma Ha 3abonsBaHeTo B nosede-
TO cnydar e mexay 11 1 13 roguiwHa Bb3pacTt. Okono
50% oT perncTpupaHnTe cyyam ca umanm CUMNTOMM
npeav 2@-rogniiHa Bb3pacT [5].

XNepnuUrMeHTHUTE Ne3un CbAbPXaT MeNaHUHOBN
oTnaraHua v O6UKHOBEHO Ce MPOABABAT B J€TCKA Bb3-
pacT. Hal-4yecCTo ca nokanusnpaHu No yCTHUTe, bykan-
HaTa MyKO3a, B 06/acTTa Ha HOocCa W NO-PAOKO BbpPXY
NPbCTW, CTbNaNa, ANaHy, NepruaHaaHo U No YpeBHaTa

£ Ourypa 3. EnTepotomua. Momun B 06nacTTa Ha
TepMUHaneH uneym

nunrasuua. MayneHTtrTe C PJ Han-yecTo ce NpeacTaBAaT C
AHAMHECTUYHN [1aHW 33 UHTEPMUTEHTHA KONMKOOPa3s-
Ha KopemHa 6osKa. XamapTomumTe MoraT Aa Gopmmpat
BOfellaTa YacT Npy UpeBHa MHBarvHaums. Hakown cny-
uau Ha MHBArVHaUWA ce Ae3MHBArHMPaT CMOHTAHHO.
[pyrv BOAAT A0 Pa3BUTME HA MEXaHWYEH uneyc. [lonu-
nuTe Npu cMHApoMa Ha Peutz-Jeghers cbuio moraT fa
Ce paszA3BAT, KOeTO [a ce MaHUpecTnpa C OCTPO Kbp-
BeHe OT [T nnun xpoHnyHa aHemua. Bbnpekn ve no-
nNUTE NpU cuHapomMa Ha Peutz-Jeghers ca Hal-uecTo
NOKaNM3MpPaHn B CTOMALLIHO-YPEBHMA TPAKT, Te Cbllo
MOraT Aa MMaT eKCTpamHTeCTMHanHa Nokanusauua -
6bOpeEK, ypeTep, KNbUeH Mexyp, OPOHXUANTHO AbPBO,
HOCHM XOaHw [2, 6].

Hal-yectu ycnoxHeHua npun PJ ca aHemua, pekTo-
parns, kKopemHa 6oskKa, nHearnHauma. Mpu Bb3pacTHU
MHBarMHaumMATa e pAdKa U Hai-4ecTo 3acAra TbHKOTO
uepBO, O0KATO NMpPW flellata NpeanMHO ce 3acAra aebe-
NnoTo YepBO [7]. MexaHunueH uneyc (42,8%), KopemHa
6onka (23%), pektoparua(13.5%) 1 ekcTpy3mAta Ha
noavnu (7%) ca Han-yecTuUTe racTPOMHTECTUHANHM
npoAsu Ha PJ, onncann ot Utsunomiya n CbTp. B Ce-
pua oT 222 nauneHTn ¢ PJ [8]. B TAXHOTO npoyuyBaHe
Hal-3acerHaTata 4acT OT CTOMALWHO-YPEBHNA TPAKT C
NONMNM € KaKTO C/lefiBa: TbHKO YyepBo (64%), nebeno-
TO 4epBO (63,2%), cTomax (48,6%) 1 pektym (32%) [8].
OT nonununTe B ThbHKUTE YepBa HaW-TEKKO e 3acAra-
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HETO Ha MeloHyMa, CNefiBaHO OT Uneyma v iBaHajece-
TONPBbCTHMKA [9].

MauneHTuTe C PJ Ca U3NOXKEHW Ha MOBULIEH PUCK
OT Pa3BUTUE Ha MASTUTHEHW HEOMNA3MM OKANN3UPAHN
B CTOMALIHO-YPEBHUA TPAKT U U3BbBH Hero. Te3n na-
LMEHTU nMaT 15-KpaTHO MOBULIEH PUCK OT Pa3BuTMe
Ha 3/10KaueCTBeHW HEeoMmna3mMn Ha UYpEeBeH TPakT B
CpaBHeHMe C To3M Ha obujaTata nonynauma [10]. Cpen
3110Ka4YeCcBeHME HeOMNa3mMmm noKkanmsnpanu n3sbH MNT
Ca Te3n Ha naHKpeaca, benuns Apob, rbpaaTa, MaTkaTa,
lWIMMKaTa Ha MaTKaTa, ANMYHMLUUTE, TeCTUCUTE U LNTO-
BMAHATa ne3a .

YCTaHOBABAHETO Ha CMHAPOMa Ha Peutz-Yeghers ce
OCHOBaBa Ha MHBA3MBHa W HEVHBA3MBHA AMArHOCTMKA.
[lHec cbulecTByBalWMTE KOMMOTBPHM U MarHUTHO-pe-
30HaHCHW TOMOrpadu C BMCOKA pasgenuTeniHa cro-
COOHOCT, NpUTeKaBaT MPOTOKOMM 33 M3BbPLIBAHE HA
BMPTYaNHa eHTEPOCKONNA U KonoHockonua [11]. Kan-
CynHaTa eHTepOoCKONMA NO3BONABA WaTeneH orneq Ha
usama TUT 1 e 0cobeHo LeHHa 3a OLEeHKa Ha TbHKO-
TO UepBO. [OpHaTa 1 AONHA €HAOCKOMMA Ca BOAMLLM 1
MMaT KakTO AMArHOCTMYHA CTOMHOCT, Taka 1 MoraT fia
npemMuHaT B TepaneBTUYHM MOCPEACTBOM MNOAMMEeK-
Tomusa [2, 12]. KpuTepun 3a NoCTaBAHe Ha AuMarHo3ata
CMHAPOM Ha Peutz-Yeghers, npegnoxenu ot Giardiello
n cbTp. [13] ca: XMCTONATONOTMYHO MOTBBbPAEHU Xa-
MapTOMaTO3HW MOAWMKY, 33e4HO C [1Be OT ChnefHuTe
TPKY NpoABK - damMmuIHa 0OPEMEHEHOCT CbC CUHAPOM
Ha Peutz-Jeghers, TbHKOUYPEBHA MOMMMNO3a WK M-
MEHTUPAHW MaKynu, NOKaNM3npaHu B yCTHaTa KYXMHa,
YCTHW U MPBCTU.

Hal-xapaktepHata mopdonornyHa 0CobeHOCT Ha
nonunuTe Npm cuHpoma Peutz-Jeghers e LeHTpanHaTa
CTPOMa, M3rpaeHa oT MafabK MyCKy/, KOUTO ce pas-
KNOHABA B MOMMMA KaTo KNOHW Ha ABPBO, MOKPUTO OT
HOPManHa MUKW OT XMNepnnacTMyHa NuUraBuLa, KOATO
e XapakTepHa 3a CboTBeTHaTa obnact. OnucaHu ca u
aAeHOMATO3HM U KapUMHOMATO3HM MPOMEHM B MOMM-
nute [2].

KMouoB MOMEHT B JIeUEHMEeTO Ha CUMHAPOMA Ha
Peutz-Jeghers e KAMHWYHOTO NpoCneasBaHe, KOeTo
Lenn nNpeBeHumMATa OT eAHa CTPaHa Ha YC/IOXHeHWs,
CBbBP3aHM C NOAUNUTE (YUpEBHA MHTYCUCENUNA, XEMO-
parva), u OT Apyra ManurHeHata gereHepauva [19, 12].
CTaHOapTHOTO NeyeHrne Npy NaunmeHTn CbC CUMNTOMA-
TUYHM NPOABK Ha CMHAPOMa Ha Peutz-Jeghers e nana-
POTOMMA U PE3eKLMA Ha 3aCerHaTma YpeBeH CEerMeHT.
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[oHAKora ce Hanara peseuUmnpaHe Ha HAKOMKO y4acTb-
Ka, KOETO MOXe [1a [joBefle CUHPOM Ha KbCOTO Yep-
BO. [10 Ta3u NpuUMHa Ce NPenopbUYBa EHAOCKOMNCKOTO
OTCTPaHABaHe Ha NOAUMNWTE upe3 WHTPaonepaTMBHa
eHTepockonua (IOE). Mima onuth 3a MearKamMeHTO3HO
HamansasaHe 6poA Ha nonunuTe. M3NMTBaT Ce aHTUNpPO-
nndepaTtrBHaTa akTUBHOCT Ha HAKOM MTOR - NHXNOU-
Topu (cnponumyc) n COX-2 nHxmnoutopa (Lienekokcn6)
npv MeguKaMeHTO3Ha Tepanua Ha PJ [12].

SAKITOYEHWE

CvHAapOoMBT Ha Peutz-Jeghers e ¢ HucKa yecToTa.
KnuHnuHaTa My MaHndectaumna Moxe fla npoTeye Kato
e[lHO CMelHO CbCTosHWe, KOETO 3aTPYAHABA NOCTaBA-
HEeTO Ha [MarHo3aTta. B TO31 acnekT e BakHa UHPOpP-
MaLMsATa 3a Hanuue Ha GaMunHa obpemMeHeHOCT Npu
naumneHTa, KakTo M aHamHe3aTa 3a peunanBupaliu
OMNaKBaHWA OT CTPaHa Ha Kopema. TepaneBTUYHUAT
noaxod Tps6Ba Aa ObAe MakCUManHO KOHCepPBaTUBEH
N NPKY Bb3MOXHOCT fla ce 130Area OTCTPaHABaHETO Ha
OOWUPHN CErMEHTU OT TbHKOTO YepBOo, C LieS1 HaMans-
BaHe PUCKa OT CMHAPOM Ha KbCOTO YepBO. HAMma KOH-
CeHCYC MO OTHOUIEeHWE Ha CTpaTernaTa 3a CKPUHWHT 1
npodunakTVKa Ha ToBa 3abonaBaHe. MayneHTrTe Tpa-
6a ga 6baaT NpocnegaBaHy NPe3 Uenns UM XneoT, Tbit
KaTO Ca C MOBULLEH PUCK OT Pa3BUTME KAKTO Ha MHTEC-
TUHAMHW TYMOPW, TaKa U Ha 3110KayeCcTBeHW 3abonaBa-
HWUA C eKCTPAVHTECTUHANHa NoKanM3auns.
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