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AHHOTaums

O6ocHoBanune. CuHapom [Meiitua—Erepca (CTE) — peAkMi HACAEACTBEHHbIN CMHAPOM, XapaKTepPU3YIOWMICS POCTOM FaMapTOMHbIX MOAMIMOB B
YKEAYAOUHO-KMILEYHOM TPaKTe, NMEePUOPAAbHON MUIMEHTALIMEN M MOBbIWEHHbBIM PUCKOM Pa3BUTUS 3A0KAUYeCTBEHHbIX HOBOOOpasoBaHuit. CuH-
APOM 0OYCAOBAEH MaToreHHbIM BapuaHTom B reHe STKTT.

LleAb. OUeHUTb KAMHUYECKYIO KapTUHY U AedeHne poccuitckmx naumenTos ¢ CIIE.

Martepuaabl 1 meToAbl. [1poBeaeH peTpoCnekTUBHbIM aHaAM3 30 nauMeHToB K13 25 cemeit C yCTaHOBAEHHbIM AnarHo3om CIE, HabAoAaBLumMXCs
B OIBY «THLK mm. A.H. Pbixmnx» ¢ 2011 no 2021 r. Bcem naumeHTam npoBOAMAOCH MHCTPYMEHTAALHOE MCCAEAOBAHME, BKAIOUalOLLEe 330a-
roracTpOAYOAEHOCKOTMMIO, KOAOHOCKOMMIO, PEHTFEHOAOIMUECKOEe MCCAEAOBaHUE TOHKOM KMLku/KT-aHTeporpadmio, Npu OTCyTCTBUM MHBATU-
HATOB — BUAEOKAMCYAbHYIO HAOCKOMMIO, a Takke AHK-anarHoctuky reHa STK11. Bce yaaaeHHblEe MOAMMBI MOABEPraAUCh TMCTOAOTMUECKOMY
MCCAEAOBAHMIO.

Pe3yAbTarbl. AHAAM3 KAMHUYECKOW KapTUHBI MO3BOAMA YCTAHOBUTb CACAYIOLLIME AQHHbIE: MEPBbIE KAA00b! Y MaLMEHTOB OTMEYAAWUCH B AETCKO-IOHO-
LIeCKOM BO3pacTe, Mpu 3TOM MeAMaHa Bo3pacta coctaBuaa 11 [7; 19] (0,5-24) aeT; natoreHHble BapuaHTbl B reHe STKT1 BbisiBA€HbI B 26 (87 %)
HabAIOAEHMSIX, CpeAm KOTOopbiX 10 onmcaHbl Brepsble; npu nepBuyHomM obcaesoBaHum y Bcex 30 (100%) NaumMeHTOB BbISBASAMCh MOAMIbI B TOHKOM
KMLLKe, B XeAyAke — Yy 23/30 (77%) naumeHToB, B TOACTOM Kuluke —y 21/30 (70%); C BO3pacTOM OTMEHAAOCh YBEAMUEHME KOAMHECTBA MOAMMOB
BO BCEX OTAEAAX >KEAYAOUHO-KMLUIEYHOTO TPaKTa; A0 MOCTAaHOBKM AMArHO3a OrepaLmm BbINMOAHSIAUCE B SKCTPEHHOM MOPSIAKE MO MOBOAY KULLEYHOMN
HEMNPOXOAMMOCTH, MOCAe NOCTaHOBKM AnarHo3a CIE npu BbISSBAEHUM MOAUMOB B XXEAYAOUHO-KMULLIEYHOM TPAKTE BbIMOAHSIAUCh SHAOCKOMMUYECKNe
MOAMMIKTOMMU; MPU HEBO3MOXKHOCTU SHAOCKOMUUECKOTO YAAAEHMS FaMapTOMHbIX MOAWMIMOB MaLUMEHTbl ONMEPUPOBAAUCH B MAAHOBOM MOPSIAKE;
y 8/30 (27%) naumeHTOB BbIIBAEHbI 3A0KQUYECTBEHHbIE 3a60AeBaHMs. MeAnaHa BO3pacTa BbisiBAEHMs paka cocTtaBuaa 52 [31; 52] (17-59) roaa.
3akAwuenne. Y poccuiickux nauneHtoB ¢ CIE MMeloTcs MOnyAsiLMOHHbIE OCOOEHHOCTU B KAMHMYECKOM KapTUHE TeueHus 3ab0AeBaHusl, YTO
AVKTYET HEOOXOAMMOCTb Pa3paboTKmM COOCTBEHHBIX PEKOMEHAALIMI MO MOHUTOPUHIY U A€HEHMIO Takoro poaa GOAbHbIX.
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ORIGINAL ARTICLE
The course and clinical manifestations of Peutz-Jeghers syndrome in the Russian population

Tatyana A. Savelyeva™, Alexey A. Ponomarenko, Yuri A. Shelygin, Alexander M. Kuzminoyv,
Dmitry V. Vyshegorodtsev, Anna N. Loginova, Dmitry Yu. Pikunov, Elena P. Goncharova, Aleksey A. Likutov,
Olga A. Mainovskaya, Aleksey S. Tsukanov

Ryzikh State Scientific Center for Coloproctology, Moscow, Russia

Abstract

Background. Peutz-Jeghers syndrome (PJS) is a rare hereditary syndrome characterized by the growth of hamartomatous polyps in the
gastrointestinal tract, perioral pigmentation and an increased risk of malignant neoplasms. The syndrome is caused by a pathogenic variant in
the STKT11 gene.

Aim. To assess the clinical picture and treatment of Russian patients with PJS.

Materials and methods. A retrospective analysis of 30 patients from 25 families with an established diagnosis of PJS who were in the Ryzikh
State Scientific Center for Coloproctology from 2011 to 2021 was carried out. All patients underwent instrumental examination, including
esophagogastroduodenoscopy, colonoscopy, X-ray examination of the small intestine/CT-enterography, in the absence of invaginates — video
capsule endoscopy, as well as molecular genetic examination for the presence of pathogenic variants in the STK77 gene. All removed polyps
were subjected to the histological examination.

Results. The analysis of the clinical picture allowed us to establish the following data: the first complaints in patients were noted in
childhood and adolescence, while the median age was 11 [7; 19] (0.5-24) years; pathogenic variants in the STK77 gene were identified in
26 (87%) cases, among which 10 were described for the first time; during the initial examination, polyps in the small intestine were detected in
all 30 (100%) patients, in the stomach — in 23/30 (77%) patients, and in the colon —in 21/30 (70%); with an age, an increase in the number of
polyps in all parts of the gastrointestinal tract was noted; before the diagnosis operations were performed urgently for intestinal obstruction; after
the diagnosis of PJS, when polyps were detected in the gastrointestinal tract, endoscopic polypectomies were performed; if endoscopic removal
of hamartomatous polyps was impossible, patients were operated as planned; malignant diseases of the predominantly reproductive system were
detected in 8/30 (27%) patients. The median age of cancer detection was 52 [31; 52] (17-59) years.

Conclusion. Russian patients with PJS have population-specific features in the clinical picture of the course of the disease, which dictates the
need to develop their own recommendations for monitoring and treatment of such patients.

Keywords: Peutz—Jeghers syndrome, hamartomatous polyps, gene STK17
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Likutov AA, Mainovskaya OA, Tsukanov AS. The course and clinical manifestations of Peutz—Jeghers syndrome in the Russian population.
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Bseaenue

Cunppowm Ileitria-Erepca (CIIE) - penkuit HacnencTBeH-
HBIIi CMHIPOM C 9acTOTOM BCTpedaeMocTu 1:50 Thic. — 200 ThIC.
HOBOPO>KI€HHBIX, KOTOPBII HaCTIeAYeTCA 110 Ay TOCOMHO-TOMMI-
HaHTHOMY TuIy u B 90% o6ycnosien MyTanyeii B rene STK11
[1-3]. Ter STK11 siBisieTcsi TEHOM-CYIIPECCOPOM OITYXOJIN, €0
IIPOAYKT YYAaCTBYeT B aHTMOTeHe3e, alloNTo3e, Pery/Alun Kie-
To4HOU monsApHocTH [4]. Knunndeckn 3aboneBaHme mposB-
JIseTCSI IMTMEHTALYell BOKPYT PTa U Ha CIU3MUCTON 0007I0UKe
ek, KoTopas npucyrcrsyeT y 85-100% manmeHTOB, a TaKXe
POCTOM TaMapTOMHBIX HONMUIIOB B >KEMYAOYHO-KMIIEYHOM
tpakte (OKKT) [5, 6]. YacToTa mopa>keHMsI TOHKOI KUIIKU
cocrapnaeT 64-90%, Toncroit Kumku — 53-77% u xenyngka —
49-74% (7, 8]. Poct nonumos npuBoput K GOpMIUPOBAHUIO MH-
BarMHATOB M HAPYLIEHUI0 KMIIEYHOII nmpoxogumocTu. o 95%
MHBarMHALMI IPOMCXOAUT B TOHKOI Kutike [9].

HecBoeBpeMeHHOE BbIAB/IEHNE KPYTIHBIX IOIMIIOB TOHKOI
KIMIIKY IPUBOFUT K HEOOXOAVMMOCTH OBTOPHBIX OIEPALWIl Y
39-43% manuentos [10, 11]. Kax mpaBuio, SKCTpeHHbIE Olle-
panuM COIpOBOXKIAIOTCA pe3eKIyelt y9acTKa KMUIKY, Hecylieit
HO/IMIIBL, YTO MOYKET IIPUBECTU K CMHAPOMY KOPOTKOM KUIIKU
VU HAPYIIEHNIO BCachBaHms y 25% marueHTos [12, 13].

Bropoit 0cO6€HHOCTBIO CMHAPOMA SIB/ISIETCS MOBBIIIEHHBIIT
PYICK pa3BUTH 37I0Ka4YeCTBEHHBIX HOBOOOPA30BaHMII pas3ind-
HbIX oKa/m3arit. Hanbonee wacteim siBistiercs pak XKKT -
39-57%, mankpeaTo-6mnmapHoit 30HBL — 11-55%, MOIOYHOI
>Kernespl — 24-54%, penponyKTUBHON cucteMbl — 18-40%, ner-
Knx — 14-15% [14-16]. Kak npaBuo, 3m0KadecTBeHHbIE 3200-
JIeBaHV HAYMHAIOT JVaTHOCTUPOBAThCA B Bo3pacTe 41-45 nier.
K 70 rogam pak BbLaBisieTcs: y 85-93% marenTos [14,15,17].

CrefyeT Takke OTMETHUTD, YTO BBIPAKEHHOCTDb KIMHUYeC-
knx cumnromos npu CIIE cunbHO oTIn4aeTcss B pasHbIX IO-
nymsanusix [18].
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K Hacrosmemy momenty B Poccum yxe paspaboTaHsl
K/IMHIYEeCKNe peKOMEeHJally II0 BeleHNIO MAIeHTOB C afie-
HOMATO3HbBIM IIOJIMIIO3HBIM CUHIPOMOM, HO TaKTVUKY BeIeHNs
0O/bHBIX FaMapTOMHBIM IIONMIIO30M HeT [19]. VIMenHO Hamu-
4ye JAHHOTO CYIECTBEHHOTO IIpobera mobyanIo Hac HavaTh
cob¢cTBeHHOE MccnenoBanme 6onbHbIx ¢ CITE.

ITenp mccmemoBanmA — OLlEHKA KIMHUYECKON KapTUHBI U
ANITOpUTMa JiedyeHNs poccuiickux nanuenTos ¢ CIIE.

MartepuaAbl M METOABI

ITpoBeneHO peTpPOCHEKTMBHOE MCCIEOBAHNUE, B KOTOpOE
BkmoueHbl 30 mauyeHToB u3 25 cemeit ¢ puarnosom CIIE, Ha-
6mopasmxca B PI'BY «'HIIK um. A.H. Peokux» ¢ 2011 mo
2021 r. My>xuns - 11 (37%), >xeHumH — 19 (63%).

C 1e/nbio BBIABICHNS OCOOEHHOCTEN KIMHUYECKOTO Tede-
HMA 3a007IeBaHMA IPOAHANU3MPOBAHBI CTIEAyIOIMe MOKa3are-
JIM: BO3PACT MePBBIX )XKa/00, Ha/MM4ie CeMeIHOTO aHaMHe3a C
COCTaBJIeHNEM POIOCIOBHOI, K/IIMHIYECKIe TIpOsiB/IeHNs 3a60-
JIeBaHMUsA, BO3PACT XMPYPIUYECKUX BMEIIATE/IbCTB, @ TAKXKE UX
XapakTep M KOMNYECTBO, TIEPEHECEHHLIX OHUM IIallMeHTOM,
PacIIpoCTPaHEHHOCTh MOPa)keHMsA TaMapTOMHBIMM IOMMIAMM
JKKT. Taxoxe m3ydeH oHKomormdecknii anaMmHes. ITocne mocra-
HOBKM IIPENBAPUTENBHOIO [IMATHO3a IPOBOAUIOCH UHCTPY-
MeHTalIbHOe 00C/efloBaHNe, BK/IIOYAIONIee SHIOCKOINYECKOe
JVICCTIeTIOBaHMe SKeTy/iKa 1 TOJICTON KUK, MeTofioM BbI6Opa
IIPY VMCC/IE[OBAaHNM TOHKOM KHUIIKM CTauy peHTreHorpadus
TOHKOII KMIIKM C KOHTpactupoBanueM, KT-snrteporpadus. Bu-
TeOKaICy/TbHAsA SHJOCKONMA BBINOMHANACh TP OTCYTCTBUM
MHBaT¥HATOB B TOHKOJ Kuike. KpoMe Toro, maryeHTaM mpo-
BOJIM/IUCH YIbTPa3BYKOBOE VICCIIE0BaHNe OPIOIIHON OTIOCTH I
MAJIOro Ta3a, peHTTeHorpadus opraHoB rpynHoit knetku. [Toce
XUPYPrUYeCKMX BMEIIATENTbCTB BCE y/laZleHHble IOMUIIbI TOf-
Bepra/ich IMCTOIOINYeCKOMY UCCIIefOBaHNIO. B aMbymaTopHbIX
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Puc. 1. TIurMeHTHbIE MATHA HA KPACHOM Kaime ryd
M CAM3MCTOM 000AOUKE WIEeK.

Fig. 1. Pigmented spots on the red border of the lips
and on the mucous membrane of the cheeks.

Tabanua 1. KAMHMueckas xapakTepucTiKa nalumeHToB
Table 1. Clinical characteristics of patients

ITokasarenp ITammeHTHI
ITon, ab¢. (%):

o MY’KCKOJT 11 (37)

* JKEHCKMIT 19 (63)
CeMertHblit aHaMHe3, abc. (%):

* €CTh 20 (66)

o HET 8 (27)

e HET NJaHHBIX 2 (7)

BospacT nepBbIx Xxanob, ret 11 [7; 19] (0,5-24)*

Knmnnnueckue npossiennus, abe. (%):

o IUTMEHTAL[AA 30 (100)
 TOIIHOTA 12 (40)
» 6O/IN B )KUBOTE 25 (84)
« BbIMaJeHIe IIO/IMIIOB U3 IIPAMOY KUIIKI 2(7)

* AaHEMUS 24 (80)

79 [71;97] (30-112)*
20 [14; 32] (0,5-45)*

Temorno6uH, r/n
Bospacr marmenTa mpu 1-it onepary, et

Bospacr mauueHnTa npy NocTaHOBKe

ONAarHo3a, J1eT 20 [12’ 33] (5_49)*

[Tatorennsle BapuaHThl B reHe STK11 26/30 (87%)

Bospacr nanyeHra npy MociegHeM

. _69)*
06CcenoBaHNM, IeT 35 [29; 44] (18-69)

[Tepron HabMIOMEH NS, TOTBI 6 [1;20] (1-36)*

*mediana [Q1; Q2] (min-max).

YCTIOBUSIX MAL[MEHTKAM PEKOMEH/IOBAHbI XETOJHOE IIPOXOXK/e-
HIte MaMMOTpagi/ybTpasByKOBOTO MCC/IEHOBAHNMS MOIOYHBIX
>Kejie3 Y Hab/TIofIeH1ie TYHEKOTOTOM.

Ha MoMeHT obpalennst B Haill LieHTp y 8/30 (27%) maumeH-
TOB AMArHO3 YCTaHOBJIEH JI0 IIePBOIL omepawuy B Bodpacte 11 [10;
13] (5-16) net, y 6/30 (20%) maumeHToOB — IOC/IE TIepeHeCceHHOI
onepauyy B Bospacre 12 [10; 15] (5-23) net, u 16/30 (53%) ma-
LIeHTOB obpatymich ¢ auarHosom mommmosa JKKT B Bospacre

TEPATTEBTUYECKMM APXMB. 2023; 95 (2): 145-151.

TabAnua 2. Buabl natoreHHbIX BApMaHTOB B reHe STK11
y 26 nauneHToB u3 21 ceMbM (KPaCHbIM LBETOM YKa3aHbl
paHee He onMCcaHHbIe MyTaLlMK)

Table 2. Types of pathogenic variants in the STK77 gene
in 26 patients from 21 families (previously undescribed
mutations are indicated in red)

Tun maroreHHOroO
HasBaHue maToreHHOTO BapuaHTa

BapuaHTa
MyTaiuu caira- €-298-1G>A
. yav”cl N c.734+1G>A
TUIAUCHHT .863-1G>A
¢.1010_1011del2 (p.Val337GlyfsTer22)
€.933_936del4 (p.Lys311AsnfsTer24)
Heneuun ¢.781delT (p.Tyr261ThrfsTer26)

¢.747_749delCAC (p.Thr250del)
¢.256delC (p.Arg86GlufsTer10)

¢.200T>C (p.Lys67Pro)
¢.419T>C (p.Leul40Pro)
¢.527A>T (p.Aspl76Val)
¢.543C>A (p.Asn181Lys)
¢.526G>A (p.Aspl76Asn)

c.759C>A (p.Tyr253Ter)
c.475C>T (p.Gln159Ter)
¢.147C>G (p.Tyr49Ter)

del 2-10
del 1

¢.126_127insC (p.Ala43ArgfsTer120)
¢.803_810dup8 (p.Ser271GlyfsTer19)
c.574dupA (p.Ile192AsnfsTer74)

Muccenc-myTanumn

Honcenc-myranun

KpymHble femenym

Mucepuym

33 [21; 39] (18-49) ner. Takum o6pasom, CIIE y 22/30 marjeHTOB
IMAarHOCTMPOBAH IOC/Ie TIePEHECeHHBIX XUPYPrIUYecKUX BMella-
TEJIbCTB.
HauI/IeHTI)I HpOBepHHI/ICb Ha COOTBETCTBUE KpI/ITepI/IHM
European Hereditary Tumour Group 2021 r. [20]:
1.IBa miu 6ornee TUCTONMOTMYECKY HONTBEP)KIEHHBIX Ia-
MapTOMHBIX ITOJIAIIA.
2.JT1060e KOMMYECTBO TaMapTOMHBIX IIO/UIIOB IIPU IIOA-
TBEP>KIEHHOM CeMeITHOM aHaMHese.
3. XapakKTepHas KOXXHO-CIM3VCTasl MUTMEHTALVS] IIPY Ha/Iu-
Y1 pOACTBEHHMKOB € OATBepXKieHHbIM imarHo3oM CIIE.
4. JTro60e KONMMYecTBO raMapTOMHBIX MOJIMIIOB NP HajMu-
41U XapPaKTePHOI! TepMOPaTbHOl MUTMEHTALVIM.
BceM naryeHTaM ¢ ycranosneHHbIM fAuarsosoM CIIE mposo-
IMJIOCh MOJIEKY/IAPHO-TeHeTUIecKoe uccnenosanye resa STK11.

Pe3yAbTarnl

Knunuueckasa xapaxmepucmuka nayuenmos

IIpu mepBuYHOM OcMOTpe Ha cebst obpaijaia BHUMaHNE
HepuopanbHas murMeHTauus y 27 (90%) maimeHToB, KOTOpast
M3Ha4a/IbHO oTMedeHa y 100% manueHToB (puc. 1).

ITepBbie ka/100BI OTMEYEHBI B IETCKO-IOHOLIECKOM BO3PACTe,
[pM 9TOM MefmaHa Bo3pacra cocraBmia 11 [7; 19] (0,5-24) ner
(tabm. 1). Y 7 (23%) manmeHTOB Xa/100BI TIOSBIINCH B BO3pACTe
crapue 18 ner. Hanbomnee 4acTo cMMIITOMBI CBA3aHBI C POCTOM
ramapToMHbIx Tomunos B JKKT - ato TsaHymast 60/1b B KMBOTe
y 25 (84%) marmenTos, TowHoTa — 12 (40%) HanueHToB, ajieHne
ypoBHsI remoro6uHa fio 79 [71; 97] (30-112) 1/, 06ycioBneHHOe
TpaBMaTu3awyest nomumnos. OfHAKO [Py JIOKA/IM3ALNY [IO/INIIOB
B IIPSIMOIT KUIIKe Hauboree paHHelt >Kao00it CTajIo BBIIAEHIe
TOJIMIIOB 3 3agHero npoxopa B 2/30 (7%) HaOmofeHNsIX.

Cemeltnblil aHaMHe3 pociexnBaics y 20 (66%) marueHTos.
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Monexynﬂpuo—zenemuuecxoe uccnedosanue

navuueHmos

Cpenu 30 manyeHToB IIaTOTeHHbIe BapuaHThI B reHe STK11
BBISIBIIEHDI B 26 (87%) Habmofennsx us 21 cembu. [Ipenmyue-
CTBEHHO 3TO TOYKOBbIe MYTAaI[U}, U JINIIb B 2 CTy4aAX BbIAB-
neusl 6ombume genenyn (Tadm. 2). Cpeay BcexX BBISBICHHBIX
MaTOTeHHBbIX BapuaHTOB 10 omycaHbl BIIepBbIE.

Buowvt u pesynomamui 06cnedosanuii

I OVAarHOCTUKY IIOJAMUIIOB B TOHKOI Kuiuke 17/30 (57%)
[aLieHTaM BbIITONIHEHA PeHTreHorpadyist TOHKOI KUIIKY C pac-
TBOpOM cynbdara 6apus u 13/30 (43%) — KT-sureporpadust ¢
BOJIOPaCTBOPMMBIM KOHTPAcTHBIM BeliecTBOM. Y 28/30 (93%)
MAI[VIEHTOB BBIAB/IEHBI OB OT 0,5 CM B iUaMeTpe 1 O /-
BAIOIIMXCs B KOHIIOMEPATHI [I0 3—4 CM B ilaMeTpe B PasINuHbIX
OTZenax TOHKOM KUk, Y 10/28 u3 HUX MMenuch TOHKOKUIIEY -
Hbl€ MHBAIMHAThl IPOTXEHHOCTHIO 10 4-10 cm. TIpokcumanb-
HO€ paclIMPEHME METENb TOHKONM KUIIKMU [0 2,5-5 CM OTMEYEHO
y 10/28 (36%) maumeHToB ¢ MHBaruHatamu u y 2/28 (7%) -
C KPYIHBIMY IOTMIAMM, YTO PACIeHMBAIOCh KaK YaCTUYHAA
TOHKOKMIIEYHAs] HEIIPOXOAMMOCTD. Y YNTHIBAsI OTCY TCTBIE KN -
HUYECKMX TPOABIEHUI OCTPO TOHKOKMIIEYHON HENPOXOMM-
MOCTH, ALIMEHThI ONIEPVPOBAHbI B IVIAHOBOM TIOPSIZIKE.

ITpu orcyrctBum nHBarnHatoB 9/30 (30%) manyeHTaM, B
TOM 4KC/Ie ¥ 2 MALMEHTaM, Y KOTOPbIX He BBLIB/ICHBI [IO/INIIBI
TOHKOJ KMIIKM IPY JTy4eBbIX METOAAX VICCTIe[OBAHMSA, BBIIONI-
HeHa BUJICOKAIICY/IbHASA SHIOCKOMMA, IO NAaHHBIM KOTOPOIT y
Bcex 9 MalMEeHTOB UMENCh MHOXKeCTBeHHbIe (6onee 20) mom-
IIbl TOHKOJ KKy araMeTpom 0,5-15 Mm. [laHHasA HaxofKa Ha
TaKTMKY JIe9eHUA HUKAK He MOB/INANA, OFHAKO 3TU Mal[UeHTbI
TpebyroT 6onee yacroro obcmenoBanus (1 pas B 6 Mec) st
OLIEHKNM VHTEHCUBHOCTY POCTA IO/INUIIOB ¥ CBOEBPEMEHHOTO
ymaneHus Hambomee KPYIHBIX ramMapToM. Takum obpasom, y
BCeX TAI[MEHTOB OTMEYeHO MOpa)KeHue TOHKOI KUIIKM, TOTHA
KakK B JKe/yfIKe TIO/IUITBI BBIABIAMNCD ¥ 23/30 (77%) manyeHToB
(puc. 2), a B Toncroi kumke — y 21/30 (70%). B xope manbHeri-
IIero Hab/Ioe s OTMEeYasICs POCT HOBBIX MIO/IMIIOB KaK B XKe-
JIyAKe, TaK ¥ B TOJICTO KuIKe (Ta6m. 3).

Xapaxmep xupypzureckux 6MeuLamesnocms,

nepeﬂeceuuwx nauueHmamu

VY 22/30 (73%) maumeHTOB 6€3 yCTAQHOBIEHHOIO AMArHO3a
CIIE B 19/22 (86%) HabmiofeHISX IIOKa3aHMeM K [IEPBOIT Orepa-
IV CTY>KWIa KUIIeYHas HeIPOXOfIIMOCTD, B 2/22 (9%) — BbIma-
IeHyIe TIO/NITA U3 IPSIMOIE KMIIKY U B 1/22 (5%) — Hamdve KpyTI-
Horo nosnmmna B >xenypxe. [Tocneganm Tpem nauyenTam yepes 3, 6
u 11 y1eT B CBSA3M C pa3BUTVEM TOHKOKMIIIEYHON HEIPOXOIVMMO-
CTH TOTPeOOBaIICh IKCTPEHHBIe onepauyy. Menyana Bospac-
Ta Ha MOMEHT IIepBOii onepanyyu y 22/30 NaleHToB COCTaBu/Ia
19 [10; 21] (0,5-26) neT, TOrma KaK MefMaHa BO3PACTa Ha MOMEHT
HOCTaHOBKM AmarHosa — 22 [15; 27] (11-49) ropa. IuarHos ycra-
HaB/IMBAJICA, KaK IIPABIJIO, IOCTIE IIepeHeCeHHbIX OIePaLiL.

Y 7/8 manueHTOB C yCTAaHOBJIEHHBIM [O OIlepalyy Aua-
rHo3oM CIIE BBHINOMHANNCD IJIAHOBbIE ONlE€PALlMM B BO3pacTe
17 [13; 36] (12-45) neT. 9T BMelIaTeNbCTBA B OONMBIINHCTBE
CIydaeB IPOXOAMIM 6e3 pe3eKLny y4acTKa TOHKOM KMIIKY U
COIPOBOX/A/INCh pacIpaBIeHeM MHBArMHATa, SHTEPOTOMMI-
€11, IIOINIISKTOMMEN, a Y 1 IalMeHTKy IPOBOJATCA IIAHOBbIE
9HTOCKOIMYECKIE TTONMUTIISKTOMMUM.

Ho 18 ner xmpyprumdeckme BMeIUATENIbCTBA IIEPEHECN
14/30 (47%) marueHToOB, U3 HUX 10 ManyeHTOB — B 9KCTPEHHOM
nopspke. [ToBTOpHO 10 HOCTVDKEHWSA COBEpIIEHHONETUA IPO-
OIIepPVMPOBaHbI 5 MAIIEHTOB.

Ilpn skcTpeHHbIx omepanusx 20/30 (67%) maumeHTam
norpeboBanacs pesexkunsa 95 [60; 115] (20-150) cm TOHKOIT
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Puc. 2. I30charoracTpoAyOAEHOCKONMUS, FAaMapPTOMHBbIH MOAUI
)KEAYAKa AO 2,5 CM B AMamertpe.

Fig. 2. Esophagogastroduodenoscopy, hamartomatous polyp
of the stomach up to 2.5 cm in diameter.

TabAnua 3. Pacnipeaeaetne noannos no oraeram XKT (n=30)

Table 3. Distribution of polyps by gastrointestinal tract
(n=30)

Abc. (%) Kemynox  OIK Tonkas  Tomcras
KHIIKa KMIIKa

IlepBuunoe

obcnenoBane 23.(77) 17.(57) 30 (100) 21 (70)

O6cnegoBanue

HPY IOCTIER-

HeM Tocele- 25(83)  23(77) 30(100) 26 (87)

HUU

ITpumeuanue. JIIK — nBeHafiaTUIIEPCTHAS KMIIKA.

KIIIKY, TOTfja KaK HpY IUIAHOBBIX omepanysx B 5/30 (17%)
HaOTIOeHNAX pe3ennpoBanoch aumb 17 [10; 20] (5-25) cm
TOHKOIT KNmkn. ClefiyeT OTMETUTb, YTO B OTJa/IeHHBIIT IEPUOJ
HaOJTIOfieH sl HU Y OFHOTO NAllMeHTa He OTMEeYaIoCh CUHPOMaA
KOPOTKOJ KMILKM.

ITocre MOCTaHOBKM [MArHO3a ¥ PEryIspHOrO 0OCIenoBa-
HUS TIPY BBISIB/IEHMY MTOJIUIIOB MAllM€HTaM BbIIIOHSIIUCH 9H-
TOCKOIIYecKye TonunakToMuy. OFHOKPATHO YAaIANIoch oT 1
no 10 monunos pasmepom ot 0,8 1o 4 cM B fnamerpe. B cryuae
TEXHNYECCKUX C}IO)KHOCTCI‘/’[ HPI/I IIOJIMIISKTOMMAX ITAaVME€HTBI
OIIepUPOBAJIUCDH B IVTAHOBOM IIOPSIIKE.

Mopdgonozuueckas kapmuna

Bce yHaIIeHHI)Ie IIO/INIIBI VIME/IN CTpOCHI/Ie, XapaKTePHOC
mnst noiunos Ileitita—Erepca (puc. 3). CiefyeT 0OTMETUTD, 4TO
B IPYTUX YUPEXKAEHUAX COIMIACHO pe3y/IbTaTaM I'MCTOIOTIYec-
KOTO MCCTIefOBAaHVsI HEOHOKPATHO BBLAB/ISUIVICh BOPCUHYATbIE
aJICHOMBI C Pa3HOJI CTEIIeHbIO AVCIUIA3UML.

3noxauecmeennvie 3abonesanus y navuenmos ¢ CIIE

3a BpeMsA HaOMONeHMA 37OKAYeCTBEHHBbIe 3a00TeBaHNUA
BbLsAB/IeHBI ¥ 8/30 (27%) manueHToB. MeaHa Bo3pacTa BbIsAB-
neHns paka cocrasuia 52 [31; 52] (17-59) ropa.

Y >KeHIIUH INpeo6najan pak PelpORyKTUBHON CUCTEMBI:
PaK MOJIOYHOI XKe/e3bl 1 paK AMYHIKOB II0 2 C/Tydast KaXK/joro,
pax IIeiiky MaTKM M 3HAOMeTpys 1o 1 crydaso. Takxke y 1 na-
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Puc 3. TunnuHoe MopchororMyeckoe CTpOeHHe FaMapTOMHOTO
noAuna ToHko# knuku npu CIE (okpacka reMaToKCMAMH

M 303MH, yBeAHUeHHe X5). ADEBOBMAHO BETBAMECS MYyUKH
TAQAKOMBIIEYHBIX BOAOKOH YKa3aHbl CTPEAKaMM.

Fig 3. Typical morphological structure of hamartomatous
polyp of the small intestine in Peutz—Jeghers syndrome
(hematoxylin and eosin, x5). Tree-branching bundles

of smooth muscle fibers are indicated by arrows.

LVIEHTKY AMAarHOCTUPOBAH paK TOHKOI Kuku. V3 11 Mmy>xann
y 1 manuenTa B Bo3pacre 59 /1eT BBIAB/IEH PaK XXenyjKa. Y 3 ma-
LMEHTOK B Jja/IbHeNIeM pa3BMU/ICA IE€PBUYHO-MHOXKECTBEH-
HBIl METaXpOHHBIN paK MOJIOYHON >Ke/le3bl, TOHKOM KUIIKY U
CJIenoll KUIIKY B Bo3pacTe 39, 56, 58 1eT COOTBETCTBEHHO.

Cpenu 20 6mpKailinx pofiCTBEHHNUKOB, cTpafapiunx CIIE,
CMepTb OT 37I0Ka4eCTBEHHBIX OITyXOJIell PasIMYHBIX JIOKaIM3a-
LIt HacTymuia y 16 4enoBek B Bo3pacTe 54 [34; 59] (33; 70) ner.
Y Hyx npeobmafan pak HOMKeTyJ0YHOI xeressl 4/16 (25%) n
PaK TOJCTON KMILIKM — 110 4/16 (25%), a TaxKe ;MarHOCTYPOBAHO
II0 2 c7y4dasi paKa TOHKOI KUILIKY, JIETKOTO, IEeMIKY MaTKM U IO
1 cryyaro paka >KelyjKa M CIM3UCTON Hoca.

OO6cyxaenne

Opna us ocHoBHeix npobnem CIIE - a10 mospHsas mo-
CTaHOBKAa AMAarHo3a, HeCMOTPs Ha HajM4ye IepHOpPaIbHOI
IUTMEHTAlNN, KOTOpas SIB/SAETCS KIMHUYECKUM MapKepoM,
MO3BOJLIOIUM IIPEANONIOKUTh Ha/MN4YMe AAaHHOTO CHUHAPOMA
[21]. TIo ;aHHBIM UTEPATYPBL, 3TA MIUTMEHTAINS BBISBIISIETCS
y 85-100% manmeHTOB 3a HECKOIBKO JIeT O MOsIB/IEHNS KaT06
[5, 6]. B mpepcraBieHHOM aHanM3e MeTAHMHOBbIE IISITHA Ha-
6moganacs B 100% crydaes.

ITo saHHBIM [IaTCKOrO HAL[OHA/IBHOTO PETVCTPa, Y 25% maru-
€HTOB YKaJIOOBI, CBsI3aHHBIE C POCTOM IIO/IMIIOB, BOSHVUKAIIV B BO3-
pacre o 10 stet, a y 55% manmentos — 5o 20 net [22]. TIpu anamze
[AIMEHTOB, 00paTuBIINXCs B LIEHTp ceMeltHOro KOopeKTaIbHO-
ro paka B [epmManuy, a TaxKe APYIVX LEHTPOB CPEFHNIT BO3PACT
HOSIBIEHVsI CUMIITOMOB COCTaBJIsieT mpumMepHo 11-13 ret, HO ¢
IIMPOKMUM AnartazoHoM ot 0 o 50 rer [8, 11, 23]. Cpepy Hammx
MAUMEHTOB MEIMAHA BO3PACTa, B KOTOPOM MOSBWINCH IIEPBbIE
Kano6bl, coctaBuia 11 [7; 19] (0,5-24) neT, 4TO COOTBETCTBYET
MMPOBBIM perrctpam. OfHAKO [TAIEHTOB, KK IIPABIUIO, HAYMHA-
JIV JIeYNTD CUMIITOMATIYIECKM II0 [IOBOAY TMIIOXPOMHOII aHEMUN
HESICHOIT STMOJIOTYN, TAaCTPUTA, KOMUTA, [TAHKPeATUTa ¥ APYINX
3a60/1eBaHMIL.

OpauM 13 Hauboee 4acThIX OCIOKHEHWMII M OCHOBHOIL
[IPUYMHON SKCTPEHHBIX OIEpaLuil SIB/SIIOTCA MHBArMHAI[UM,
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KOTOpbI€, KaK IIPABUJIO, BbI3bIBAIOTCA MOMMUIIAMU CO CPEHUM
pasmepom 35 (15-60) mm B guametpe [9]. B Bo3pacre fo 18 et
68% manyeHTOB IEPEHOCAT 110 1 sKCTpeHHo onepanyuy u 39%
HAL1IeHTOB OIIepMPYIOTCs MOBTOPHO [10]. B Hautem nccnenosa-
HUU 110 OFHOMY XMPYPIMYECKOMY BMeIIaTeNbCTBY IepeHecIn
47% nanyeHToB U 17% onepupoBaHbl IOBTOPHO /IO JOCTIKe-
HUA COBEPUIEHHOIETH .

o HemaBHETO BpeMeHM MOCERYIOLIVe TaapOTOMMUN CUM-
TaJINCh PUCKOBAHHBIMY U Hea(PeKTUBHBIMY U3-3a HEIIPEPhIB-
Horo pocra nomunoB. OCHOBHasI TaKTUKA BeJeHMA MalMeHTOB
3aK/II0Yaach B OMHAMMYECKOM HabOmomenuu [24, 25]. Ianu-
€HTbI OIIepYPOBAIVICH TO/IBKO B T€X CTy4asAx, KOT/ja BO3HMKAIA
yrpo3a ocTpoit 00CTPyKIuM KMIIeYHNKa. B mocrenHee Bpems ¢
Pa3BUTHEM SHIOCKOIINY TaKTHKA BeIeHN JaHHBIX IallJIeHTOB
MmeHdAeTcA. [lokasaHo, YTO 3HTOCKONMYECKOE Y/a/ieHue MOMn-
[IOB ITO3BOJIAET M30€raTh MOJOCTHBIX BMENIATENHCTB, U €C/U
oreparysi He06X0oAMMa, TO OHA JTO/DKHA BBIMOMHATHCS B IIa-
HOBOM nopszke. M. Van Lier u coaBT. peKOMEHAYIOT yHanATh
BC€ IO/INUIIbI JIaMeTPOM 6omee 10 MM, TaK KaK MUHMMAJIbHBII
pasMep IO/INIIA, BbI3bIBAIOLINIT MTHBATMHALIVIO B MX MICC/IEIOBA-
HIM, OKa3ajics pasMepoM 15 mm [9].

M. Oncel u coaBr. B cBoeil paboTe IPOXEMOHCTPUPOBA-
mu, uto y nanyuenTtos ¢ CIIE mpu yyjaneHny Bcex BbIABIEHHBIX
HONNIIOB MeTozIoM clean sweep («uncToit yOopKm») Ha IpOTA-
>keunn 21 ropa He MOTPeOOBANOCH MPOBELEHNUs MOIOCTHBIX
omepanuit (p=0,01) [26]. DTo cormacyercsa ¢ HaHHBIM MCCIe-
noBanueM. Tak, 1 manuenTy B Tedyenue 30 jIeT IPOBOAUIIUCDH
SHAOCKoNMYecKue nomumakrTomuu us Bcex orpenos JKKT, u
JIMIIDb Yepe3 6 JIeT, IOC/Ie TOTO KaK OH IlepecTasl IPOXOAUTD
IJIAHOBBbIe 00C/IeOBaHNs, eMy TOTPe6OBaIOCh XUPyprudec-
KOe BMeLIaTe/lbCTBO. BTOpOIl ManyeHTKe AMAarHo3 yCTaHOB-
JIeH B BO3pacTe 12 JieT, u Ha NPOTAXKEHUM 6 JIeT B0 HACTOsA-
IIero BpeMeHM eif MPOBOAUTCA 3HAOCKONMYECKOe yhaneHue
TIOJINTIOB.

Ha6mnropgenne 3a manmentamu ¢ CIIE mpecrenyet aBe enn:
IepBas — 3TO CHIDKEHMEe OCTO>KHEHMI, CBA3aHHBIX C ITOJINUIIA-
MM; BTOpas — 9TO paHHee BBIABJIEHME paka. XOTA MeXaHU3M
kaHneporenesa npu CIIE ocTaerca cHOpHBIM, IpefIoXeHa
MOC/IeIOBATEeTbHOCTD raMapToMa-ajieHoMa—aJeHOKapIu-
HoMa [27]. TeopeTndecku ypaneHye raMapTOMHBIX MOMIIOB
JKKT noreHumanbHO CHMKAET PUCK 3/10Ka4eCTBEHHBIX HOBO-
obpasoBaHmii B HeM. Mopdosornyeckuit aHamms pe3enupo-
BaHHBIX IIOJINIIOB, IpoBefeHHbIl H. Gao 1 coaBT., He BBLABUI
B HMX 3/I0KaYeCTBEHHOI TPaHCPOPMALINH, HO IIPOJEMOHCTPHU-
poBaI HajnM4Me afleHOMATO3HBIX o4aroB B 18% mccnenoBan-
HBIX TaMapTOMHbIX rmo/mmoB [28], torma xak A. Latchford n
COABT. B OTHOLEHTPOBOM MCCIIEIOBAHNM U3 2641 yaeHHOTO
raMapTOMHOTO ITO/IMIIA BBIABWIN JVICIIIA3MI0/ aTUIINIO TOIBKO
B 6 (0,24%) u3 Hux [29].

IMaunentsr ¢ CIIE MerOT BBICOKUI PUCK PasBUTKA paKa U
B IPYTMX OpraHaX-MMIIEH:X, JOBOIbHO YaCTO B OY€Hb PaHHEM
Bo3pacre [5, 15, 21]. B pasnuyHbIX IONy/IALUAX YaCTOTA paKa
B pasHbIX opraHax oramyaercsa. ¥ manuenTtos ¢ CIIE B uta-
JIbSTHCKOJT ITONY/LSILMY Hanmbojiee 9acTo pasBUBAETCS PaK IIOf-
JKeTyIOuHOI XKenesbl, a cpeny >keHIuH ¢ CIIE ormedeH pak
etk Matky [16]. Takum o6pa3om, M3-3a BBICOKOTO PUCKa
HOpa’keHMs OPTaHOB PENPOJYKTUBHOI CUCTEMbI COBOKYIIHBIII
PUCK paka B TeueHMe >KM3HM Y JKEHIIVH OKa3aJ/CsA BbIIe IO
cpaBHeHuo ¢ MyxuuHamn (22% npotus 8,6%). B xuraiickoit
nonynAauuu y sxeHmyH ¢ CIIE oTMe4yeH MOBBINIEHHBIN PUCK
PasBUTHSA paKa MOJIOYHOIA JKe/le3bl. B cBA3K ¢ 9TUM Y >KeHIIMH
TaK)Ke 3HAYNTENbHO 60JIee BBICOKMIT PUCK PAa3BUTHSI PAKa, Y€M
y My>xunH (p<0,05) [18].

Cpenu 30 mauyeHToB, 0OpaTUBLIMXCS B HAIL LIEHTP, IIPe06-
JIafiazl paK OpPraHOB PENPOAYKTUBHONM CUCTEMBI Y 6/7 >KeHIIMH.
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Opnako mpuumHoit cMeptu 11/16 (69%) Ompkaiimx pog-
cTBeHHUKOB, cTpagatomux CIIE, okasancsa pak KKT. Takum
06pasoM, MbI coracHsl ¢ A. Jelsig n coaBr. [22], 4T0 ocHOBHas
mpu4MHa cMepTy 6onplyHCTBa nanueHToB ¢ CIIE cBssana ¢
OHKOJIOTMYECKMMMU 3a60/IeBaHNAMM.

BoNbIIMHCTBO MCCIefOBaTeell efUHOAYLUIHBL B HO3ULINIA,
yro HaOmoneHne 3a nmaunentamu ¢ CIIE Heobxomumo, HO HeT
eIVHOTO MHEHNSA OTHOCKUTENbHO TOTO, KaK/e OpraHbI CIefyeT
KOHTPOJIVMPOBATH, C KAKOJ YACTOTOI M C KAKOTO BO3PacTa Ha-
yyHaTh Habmopenue [30, 31].

3akAoueHue

H606XOHI/IMO OTMETUTD, YTO CBOEBPEMEHHAA IIOCTAHOB-
Ka [MarHosa u peryispHoe obcnenoBanue marueHTos ¢ CIIE
MOTYT YAY4LUINTD UX Ka9eCTBO KMU3HU, a TAKXKe IIPOIUTD IIPO-
TOJDKUTEIbHOCTD XKU3HY 3a CYET CBOEBPEMEHHOIO y[a/eHus
IIO/INIIOB VI PAHHETO BbIABJICHN 3/TOKAYE€CTBEHHDBIX HOBOO6pa—
3oBaHmil. [Ipy 5TOM Hanuuye MOIY/IALVOHHBIX 0COOEHHOCTEN
B K/IMHMYECKOIT KapTIHe Te4YeHU: 3a00/IeBaHNs y POCCUIICKMX
nanyenTtos ¢ CITE aukTyer Heo6XOAMMOCTD pa3paboTKy cob-
CTBECHHBIX peKOMeHHaHI/Iﬁ 110 MOHUTOPVHIY U JIEIEHNIO TAKOTO
pona 60/bHBIX.

PackppiTie mHTEpecoB. ABTODHI [IEKITAPUPYIOT OTCYT-
CTBJE€ IBHBIX 1 TIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C ITyO/IMKalMell HaCTOsIIEN CTAThN.
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