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[HaHHoe knHuyeckoe HabrliofeHne eMOHCTPUPYET 3HaYeHNe BUAEOKANCY IbHOM aHTepockomm (BK3)
B AMArHOCTMKE MOJSINMO03a Keslyd0YHO-KULLIEYHOro TpakTa (cuHapoma lMesitua—Erepca). Manbumnk B
Bo3pacTe 5 sieT bbi1 0bcrienosaH B CBA3N C XPOHNYECKOM sKeNe304eOULMTHON aHeMneN, PegbpakTepHo
K fleqenuio npenapatamu senesa. [pu nposeaerHn BK3 BbisiBIIeHbI MHOXECTBEHHbIE MONMMbI KesyaKa
1 TOHKOU KULLIKK C 3PO3UBHBIM 1 reMopparnyecknM KOMOHEHTOM.

Kniouesble cnosa: cuHapom levitua—Erepca, Momnos senynouyHo-KULLEYHOro TpaKTa,
BUOEOKAICY/IbHas SHTePOCKONUA, AETH.

The Peitz—Eggers' syndrome as the cause of iron deficiency anemia
in a 5-year-old child: the diagnostic value of capsule enteroscopy
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This clinical case demonstrates the diagnostic value of capsule endoscopy for the detection of polyposis of gastro-intestinal tract
(Peutz—Jeghers syndrome). We report the case of a 5-year-old male presenting with a chronic iron refractory iron deficiency
anemia. Multiple polyps of the stomach and small intestine with an erosive and hemorrhagic component were identified

by the method of capsule endoscopy.
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uHgpom lenTua—Erepca oTHOCMTCS K CUHLPO-
MaM raMapTO3HbIX MOSIMMO30B, CPean KOTOpbIX
BbIAENSIOT TaKXKe I0BEHWUMbHbIA MOMNO3 U CUH-
OpoM ramapTomHoi onyxonm [1]. CuHgpom MeiTua—
Erepca xapakTepusyetcs ayTOCOMHO-LOMWHAHTHbIM
TUMNOM HACMEefoBaHus, NopaskeHWeM MPenMyLLIECTBEHHO
TOHKOM KULLKK, CneumndUYecKon NUrMeHTaumen Kok v
CNU3UCTbIX 0B0MOYEK M NPeapacrofoKEeHHOCTBIO K pas-
BUTMIO 3MOKAYECTBEHHbIX onyxone [1, 2].
MpenctaBnsem O0fHO M3 COBCTBEHHbBIX KIMHUYECKUX
HabnogeHwn cuHpgpoMa [lentua—Erepca y Manbuvka
5 net, Habnopaowerocs B HauuoHanbHOM Hayu-
HO-MPaKTUYECKOM LIeHTPe LETCKOM remMaTosiormm, OHKO-
0TMN U UMMyHoorumn uM. Omutpusa Porauesa. [Monu-
NO3 Keny[OYHO-KMLLEYHOr0 TpaKTa, XapaKTepHbIn Ans
cuHapomMa [enTua—Erepca, Bnepsble BbisSBfEH Y peber-
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Ka MpW NPOBELEeHUM BUOEOKAMNCYSIbHOW SHTEPOCKOMUM
(BK3). PasBuTME XpOHMUECKOM MOCTreMopparuyecKoil
)enesofeuunTHON aHeMun BbiIo 0BYCOBIEHO MHO-
FOYUCIEHHBIMWA 3PO3MBHOM3MEHEHHBIMU NONWUNAMU KU1-
LLIEYHMKA.

KIMMUHUYECKOE HABIIOOEHUE

N3 aHaMHesa s3aboneBaHus Manbuvka K., 5 nert,
M3BECTHO, YTO B BO3pacCTe HECKOJIbKUX MecdAleB MaMa
3aMeTuna y pebeHka Bo3HuKLLEe 06pa3oBaHMe Ha Koxe
rOJSI0Bbl — Ha rPaHuLe BUCOYHOM M obHoM obnacTen, Ko-
TOpPOE OMarHocTMpoBasiu Kak reMaHrnomMy. 0bpasoBaHve
BbIN0 NCCEeYEHO XMpypramMu B CBSI3W C OMACHOCTBIO KPO-
BOTeUeHus. Ha MOMeHT KoHCynbTaumm y pebeHka B 3Ton
obnactu Habniopaetcs pybeu. B Bospacte 12 mec. Ha



KNMWHUYECKWUE HABJNIIOQEHUA

MPaBoOW LLEKE Y MarnbuvKa BO3HVKNO 0bpa3oBaHue Tene-
CHOrO LBETA, BbICTYMNaloLLee Haf NOBEPXHOCTBIO KOXM B
BME «CTOMBUKa>» (B 3aKMNIOUYEHUM OHO AMArHOCTUPOBAHO
KaK <KOHOMIIOMa»). B CBA3M C KPOBOTOUMBOCTbIO 3T0 06-
pasoBaHwe ObIno yaaneHo npu NoMoLLM nasepa.

[oxoxee obBpa3oBaHMe Ha YpPOBHE HUXKHEN TPeTu
MEeUeBMEHOr0 OTPOCTKA, TaKKe KPOBOTOYALLLEE, BOSHUK-
no y peberka 3a 2 Mec. §o obpallieHns no NoBoay aHe-
mun B HHIML O OWN vM. OmMuTpursa Porayesa.

Anemusa bbina BbisiBrieHa y pebeHka B Bo3pacTe 5 net
npu obcnenoBaHum B KNuHWKe r. KénbHa npu obpalie-
HUM B CBA3M C )anobamu Ha BanocTb 1 6negHocTb. Mpu
obcrnenoBaHWM BbISIBMIEHbI: MOKa3aTenb CbIBOPOTOYHOIO
wenesa — Menee 10 mMk/on (Hopma 25-115), remorso-
BuH — 7,9 /AN, CHUKEHWe SPUTPOLIMTaPHbIX MHOEKCOB.
VccrenoBaH Takke arekTpodpopes reMornobuHos (Hop-
Ma), heppuTUH — 6 Hr/Mn (HopMa 6—60 Hr/ms), BUTaMUH
B12 n dponuesas kucnota (Hopma). Mpu noobenenosa-
HUM [OKa3aHa xenesopeuuuTHas npupoaa aHemuu,
PEKOMEHI0BaHO UCCMEA0BaHNEe Karna Ha CKPbITYIO KPOBb,
B Cllyyae MOMOXWUTESIbHOrO pesynbTaTa NpOBEAeHue
3300haroracTpoayoLEHOCKOMNUM U KOFTOHOCKOMWMU, a TaK-
)Ke NCCefoBaHme KanbnpoTeKTMHA; Ha3HaueH npenapat
Ferro sanol (cynbdat skenesa, ooMeBas KUCOTa, Un-
aHkobanaMuH, ackopbuHoBas KucnoTa).

KoHTponbHble nccneposanua 16.02.2016: remorno-
6uH — 10,3 r/an; cbiBOPOTOUHOE sKeneso — 22 MKr/am;
theppuTvH — 5 HMN (HopMa 22-322 HMI); MUKPOLMTO3
COXpaHAncs.

MN3-3a nnoxoro camouyBCTBMS Ha (DOHE NeyeHus
npenapaT Obl1 CcaMOCTOATENbHO OTMeHeH. B pekabpe
2016 ropa poputenu Manbuvka obpatunuce B HHIL
Oron wm. Omutpua Porauvesa. [lpu obcnepoaHuu
26.12.2016: remornobuH — 6,9 r/nn; CbIBOPOTOUHOE
eneso — 2 MkMosib/n (Hopma 9-21,5 Mkmosb/n); chep-
pUTHH — 2 Mkr/n (HopMa 10-60 MKr/n); peTvKynounTh
—0,0651 (HopMa 0,03-0,09); MMKpOLMTO3 COXpaHSsCS.

B cBA3K ¢ coxpaHsioLlencs aHeMWEN N MOA03PEHN-
€M Ha YKenyLoYHO-KULLEYHOE KPOBOTEYEHME MarlbuvK
Bbin HanpaeneH B OTAENeHNe 3HAOCKOMUYECKUX U MOp-

PucyHok 1

Monunsl B )enynke pasmMepoM 1-3 MM ¢ reMopparusiMm Ha NoBepxHoOCTH
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dhonornyeckux uccneposanuin HHMU3[ ana nposene-
HWA BULEOKANCYNbHON 3HTepockonuu. MiccnepoBaHne oT
27.12.2016: y pebeHKa BbisiBNIEHbl MHOXECTBEHHbIE pa3-
HOKanubepHble NoNuUMbl B kenyake, 12-nepcTHow 1 ToLLen
KuwwKax. Monunbl paamepoM ot 1-3 1o 5-6 MM (Hanbonee
KpYMHble BU3yarnusupoBanuCb B TOLLEH KWLLKe) umenu
LUIMPOKOE OCHOBAaHWE, PeXKe — KOPOTKYIO HOXKY. B 6onb-
LUMHCTBE Cly4YaeB MOBEPXHOCTb MONMMNoB bbina runepe-
MUPOBaHa, 3p03MPOBaHa, C TOUYEUHbIMU FreMOppParusMu.
BopcuHuaThivi Cron Ha NPOTAKEHUN BCEN TOHKOMN KULLIKK
BbIPaXEH XOpOLLO. B TepMmnHanbHOM oTaene noas3aoLL-
HOWM KWLLKK crnancTtas obonouka 6es BocnanuTenbHbIX
N3MEHEHUI C BblpaXkeHHON MUMAOGONNUKYSPHON M1~
nepnnasven. JHOOCKOMMYeCcKas KapTUHa MHOXECTBEH-
HbIX pasHOKanMBepHbIX MOSIMMOB C 3PO3MPOBAHUEM U
neTexvanbHbIMU KPOBOU3MUAHUAMU Ha MOBEPXHOCTU B
enyake, 12-nepcTHOM U TOLLEN KULLKAxX XxapakTepHa
ons cuippoma lMentua—Erepca. ns mopdonoruyecko-
ro MOATBEPXAEHWS AMarHo3a pebeHKy peKkoMeHmoBanm
npoBefeHve 330haroracTpoAyOnEHOCKOMNUM U KONOHO-
CKOMWUM C B3ATMEM BMONCUMHOIO MaTepurana.

OBCYXXOEHUE PE3YJIbTATOB MCCIE[LOBAHUA

KnuHuueckue nposiBnenus cuHopoma MenTua—Erep-
Ca, CBAI3aHHble C MOJSIMMO30M KeNyAOoYHO-KULLEYHOr O
TPaKTa, BO3HWKAIOT B MIafEHYECKOM U [JETCKOM BO3-
pacTe (cpenHuit BospacT — okoso 5 net) [1-3]. YacTbiit
CUMMTOM — XKENMyAOYHO-KMLLEYHOE KPOBOTEYEHME, BO3-
HUKaloLLee Npy TpaBMaTU3aLMy MOSIMMOB XMMYCOM MWW
KarnoBbIMK Maccamu, Mx 3pO3MpPOBaHUM, CaMoaMMyTaLmK.
YKenynoyHO-KULLEYHble KPOBOTEYEHWS OBbIYHO «CKpbI-
Tble» 1 YacTo MPUBOAAT K aHemuun [3-5]. Y neteit oTMe-
yaioTcsa cnabocTb, 0TCTaBaHWe B oM3MYECKOM PasBUTUM.

Mpy Hanuuuy BONbLUMX MOSIMMOB B TOHKOM KMLLIKE
MOTYT BO3HUKHYTb ee 06Typaums 1 MHBaruHaums [3, 5],
OOHaKo nomHas obTypauusa MpocBeTa KULLKM BCTpeya-
eTcs pefko. Hambonee uyactoe OCMOMHEHWE LaHHOro
3aboneBaHns — pa3BUTME MHBArMHaLUMN TOHKOW KWLLIKM,
BO3HMKalOLLiee, KOrfia KpyrHble Nonumbl CMELLAOTCA Nog,

PucyHok 2
Monun Ha HoXKe B xKenynke
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LENCTBMEM MEPUCTANbTUKN U <«yTArMBalOT> 3a cobow
crmancTyio 06omouky [5]. MHBarMHaLUmMm TOHKOM KMLLKK
y naumeHToB ¢ cuHapomoMm [leiTua—Erepca Tpebyiot
MPOBefEeHNsI MOMOCTHBIX OMepaLui, 3a4acTyl0 MHOMe-
CTBEHHbIX, COMPOBOMAAIOLLMXCA PE3EKLMEN YacTn TOH-
KOW KULLKK [2, 3, 5].

3HOoCKoMMueckMe MeTodbl — 330¢aroracTponyo-
LEHOCKOMUA, KOJIOHOCKOMWSA, BWOEOKAaMNCyfbHas 3HTe-
pockonus,  BannoHHO-acCUCTMPOBaHHas 3HTEPOCKO-
MWt — OCHOBHbIE B AMArHOCTUKE U redeHnn (0CTaHOBKa
KPOBOTEYEHWIN 1 yaarieHne KPymnHbIX NOMNMoB, KOTOpbIe
MPVBOOAT K MHBArMHaLMW, U TakKe BbiNpaBeHne MHBa-
MMHaTOB, €CMM OHW Y)e BO3HMKNM) cuHapoma lMeiTua—
Erepca [3, 5, 6]. MonospeHve Ha naHHoe 3abonesaHve
— O[HO M3 OCHOBHbIX MOKa3aHW K npoBefeHuio BK3J,
KOTOpas MoKasarna BbICOKYI0 3hPeKTUBHOCTb B 0BHapy-
skeHu nonmnos [6, 7]. CpaBHeHve pesynbTtatoB BKI u
3HTeporpachum ¢ bapvem y peten ¢ cuHgpoMmom [lenT-
ua—Erepca nokasano, uto BK3 BeisiBuna 3HaunmMo 60sb-
Lee KOSIMUeCTBO MosUnoB pa3mepoM MeHee 1 cm [7].
Mo CpaBHEHMIO C MarHWTHO-PE30HAHCHbLIM MCCrefoBa-
HMeM KuLleyHuka BK3 nossonseTt obHapyskuTb BonbLuee
KONMMYeCTBO NOMMNOB pa3MepoM o 15 MM u ocobeHHO
0o 5 Mm. OpHaKo fokanusaumio u pa3mepbl Monunos 6o-
fee TOYHO MOKa3bIBaeT MarHNTHO-PE30HAHCHOE Uccne-
posaHve [8].

B 6onblumHCTBE cryyaeB npu cuHopome [lenTua—
Erepca nonunbl 06Hapysu1BalOT B TOHKOM Kuiuke (60—
90%) [3, 4], HO OHM MOryT BCTPEUYATLCH U B SKENYyMKe,

PucyHok 3
Menkve nonunbl B 12-nepcTHON KULLKe
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M B TOMICTOM KULUKE, WM BHE KENyAOYHO-KMLLEYHOrOo
TpaKkTa (B }enuHoM nysbipe, opraHax PecrnupaTopHO,
MOYEBbIAENUTENbHOM M penpoayKTuBHON cuctem) [2].
3HOOCKOMMYECKN BbLISBAAIOT WM €OMHUYHbIE MOMWMbI, W
3HAUMTENbHOE UX KOJIMYECTBO Pa3MEPOM OT HECKOSbKMX
MUIIIIMMETPOB [0 HECKOJIbKMX CaHTUMETPOB B AMameTpe,
KpYMHble MOMMMbl YacTo UMeloT HOMKKY [2, 5]. XapakTep-
Ha TMCTOMOrMYeckasi CTPYKTypa MOfvnoB B BuAe Ape-
BOBMOHO-BETBALLENCA NMafKOMbILLEYHON CEPALEBMHbI,
MOKPbITOM HopMarnbHbIM anuTenuem [5, 91.

B paHHOM KIMHMYECKOM NpyMepe NpUYnHa XKeneso-
0ehVUMTHON aHEMUK, PE3UCTEHTHOW K fTeYeHuno npena-
paTamu xenesa, bbina BbisBeHa y pebeHka gocTaToy-
HO BbICTPO — B TeueHWe ropa. SHOOCKOMUYECKM MOMUMbI
NMEnun XxapakTepHylo ans cuHapoMma lNenTtua—Erepca no-
Kanusaumio (Hanborbluee KOMMYecTBO MOSIMMOB B TOH-
KOW KULLIKE), 3p03MBHbIE U FeMopparuyeckue 3MeHeHus
X crmsucTomn obonoukm (puc. 1-4).

YeTKnX MekayHapooHbIX PeKOMeHaLuin B OTHOLLe-
HUM KpUTEpWEB AMarHo3a HeT. B BomblumnHcTBE cnyya-
€B OH OCHOBbIBAETCA Ha KIMHWYECKMX OCOBEHHOCTSX
3aboneBaHna 1 3HOOCKONUYECKOW KapTuHe, npu Heob-
XOAMMOCTM MPOBOAWNTCH  MOJEKYNAPHO-TeHETUYECKOE
nccnepnosarue [10]. CornacHo pekoMeHaaumsiM rpynbi
€BPOMENCKNX IKCMEepPTOB, MaLMEHT JOKEH UMETb XOTS
Bbl 0OMH M3 crepyloLWmMX KpUTEpMEB: ABa unu bonee ru-
CTONOrMYECKN NMOATBEPMKAEHHbIX Nonuna Tuna lNenTua—
Erepca; nioboe uncno nonvnos tTuna lMevTua—Erepca u
HanMune cemerHon ucTopun 3aboneBaHusa y BAM3KMX
POLCTBEHHMKOB; Nioboe umcno nonunos Tvna lNenTua—
Erepca n Hannune xapakTepHOW MUrMEHTALMKU KOXKW U
cnmaucTbix obosoyek [3, 4]. BbisiefieHbl MyTaLmm B reHe
STK11 (cepwH/TpeoHnH kuHasa 11, OMIM 602216),
OTBETCTBEHHbIE 3@ Pa3BUTHE NaHHOr0 3aboneBaHus, Ko-
Topble onpegensiotcs y 70-90% nauneHToB € AaHHbIM
cuHopoMoM [1, 2]. 3HaumTerbHOe KOMMUYeCTBO Crlyyaes
(okoro 50%) cBsizaHO C de NoVo BOSHUKLUMMK MyTaLy-
amu [1].

B HacTosiliee Bpems OeTIM M B3POCMbIM C CUH-
aopoMoM [leiTua—Erepca pekoMeHAOBaHO perynspHoe

MHOsKeCTBEHHbIe MONUMbI B TOLLEN KULLKe C 9pO3MAMU N reMopparmaMm Ha NOBEpPxXHOCTHU
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KNMWHUYECKWUE HABJNIIOQEHUA

SHOOCKOMUUYecKoe HabriofeHe C MNpoBefeHUEM 330-
dharoracTpoayoAeHOCKOMNUK, KOSTOHOCKONWK, BanmoH-
HO-aCCUCTUPOBaHHOW 3HTepockonuu, BK3 c wuenbto
BbIIBMEHNS MaKCMMarbHO BO3MOMHOIO KOJIMYecTBa
MOMWMOB W YAANEHUA KPYMHbIX MOSIMMOB 3HAOCKOMMYe-
CKUMUK MeTopaMu. bannoHHas sHTepocKonus nossonseT
B3Tb BUOMNCUIO M NPOBECTU SHLOCKOMUYECKOE yaaneHue
nosMnoB B rMyBoKMX OTaenax TOHKOM KULkK [6]. Takas
TaKTUKa AaeT BO3MOXHOCTb M3bexaTb OCNOMHEeHWA 3a-
BonesaHua (B nepsyio ouepenb, MHBArMHaLMIA) W, Kak
CNeAcTBMe, — NOSMOCTHbIX onepaumit [5].

He MeHee cepbesHbil haKTOp B TEUEHUU OaAHHOMO
3aboneBaHNs — MOBbILLIEHHbIA PUCK PasBUTUS 3110Kaye-
CTBEHHbIX HOBOODPA30BaHWUI Pa3fIMUHOM JIOKanm3aLumu,
KOTOPbIM [OKa3aH WUCCrepoBaHuAMK B Bomblumx mony-
naumsx [1]. Yawe obHapy®uBaloT pak sKenyaoUYHO-Ku-
LLIEYHOrO TPaKTa (TOHKOM M TOMCTON KMLLOK, SKEnymKa,
MPSIMOM KMLWKK). TTOBbILLIEH TaKsKe PUCK Pa3BUTUSA paKa
MOJIOUYHON 3KEME3bl, ANYEK, OPraHOB KEHCKOW penpo-
OYKTUBHOW cuCTeMbl. PUck pa3BuTusi paka BospacTaeTt
c Bo3pacToM nauweHTa [1, 2, 4]. NMpennonaraetcs Bo3-
MOHOCTb 3J10KQUYeCTBEHHOW TpaHcdhopMaLmMn camux
MOMWMOB KENYA0YHO-KULLEYHOrO TPaKTa, YTO AOKasbl-
BaeT ObHapysKeHVe B HWUX aleHOMaTO3HbIX (POKYCOB U
paka [4]. B cBAsn C 3TUM pekoMeHpauuu no Habnioge-
HUIO [eTel 1 B3POCHbIX C cuHapomoM [enTua—Erepca
BKJ1I04aIOT CKPUHMHI paka Hanbosiee yacTbixX oKanusa-
umn [3, 4].

3AKIIOYEHUE

B HaleM KnmMH1MueckoM HabnioaeHn NpuyumMHoO pas-
BUTUA Kene300edULMTHON aHeMuK, Pe3UCTEHTHOM K
NeyYeHnio nNpenapatamu xenesa, y pebeHka 5 net cra-
M MHOXXECTBEHHbIE MOSUMbI YKEMYOKA U TOHKOW KULLIKK.
Mo paHHbIM BMAEOKAMCYNbHOW 3HTEPOCKOMNWUM, 3HAOCKO-
nMyeckas KapTMHa MOMMMOB XapakTepHa Af1A CUHLAPO-
Ma [lenTua—Erepca. B panbHeiwem Manbuuky 6yneT
nposeneHo obcnenosanune u neyenune B HHIL petckon
remMaTosfiorMm, OHKOMOMUK Y UMMYHONOTMK UM. [MnTpus
PoraueBa, BKk/louas perynspHble 3HOOCKOMUYECKME
nccnefoBaHus.
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