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Clinical and genetic characteristics and medical approach
in attenuated form of familial adenomatosis of the colon
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Llenb nccnepoBaHuns. VayyeHme KIMHNKO-reHeTU-
4eCKUnx XxapakTepucTunk ocnabneHHol dopmMbl CEMENHO-
ro afeHoOMaTo3a TOJICTOM KULLIKW.

Matepuan n metopabl. 123 060JibHbIX CEMEHbLIM
a,eHOMaTO30M TONICTOWN KULUKW, MOABEPILUNXCS KITUHU-
KO-FreHEeTU4eCKOMY UCCNE0BAHMIO.

PeaynbTatbl. B knaccuyeckoli ¢popme 3abonea-
Hue npoTtekano y 60,2% nauneHToB, B arpeCcCMBHON —
y 24,4%, B ocnabneHHon —y 15,4%. Mpu ocnabneHHown
dopme myTaumm B APC reHe pacnonarajancb Ha y4acT-
kax mexnay kogoHamu 450-510 v No Kpasim 3TOro rexa,
4YTO MO3BOJISIET KakK BbIB/SATL 3ab0neBaHne Ha OOKA-
HUYEeCKON CTaauu, Tak U uaeHTUduumpoBatb ocnab-
JIEHHbIN BapuaHT ero pas3sutud. [na 3Toro BapuaHta
aZleHoMaTo3a XapakKTEPHO OTCYTCTBME MeTabonnyec-
KX HapylleHun 1 pas3sutue paka nocne 50 net, 4to
[aeT BO3MOXHOCTb HauMHATb JIeYeHNEe C SHOO0CKOMuU-
4eCKOW NOIMNIKTOMUN C NOCIEAYIOLLVM BbINOSHEHNEM
OOLUMPHBIX PE3EeKUMA TONCTOM KULIKW NPU Hanu4um
COOTBETCTBYIOLLMX MOKA3AHUM.

KnioueBble cnoBa: CEMENHLI afeHOMaTo3 TOJIC-
TOW KULIKX, nonuvnbl TOACTON kuwkn, APC reH, reHe-
TUYECKOE TEeCTUPOBAHUE, XUPYPruyeckoe JrevyeHne
CEMENHOro ageHomaTo3sa.

Aim of investigation. To study clinical and genetic
characteristics of the attenuated form of familial adeno-
matosis of the colon.

Material and methods. Overall 123 patients with
familial adenomatosis of the colon, underwent clinical
and genetic investigation.

Results. Of all patients 60,2 % had classical form
of disease, 24,4% - aggressive, 15,4% - attenuated.
At attenuated form mutation in APC gene occurred
within 450 and 510 codons and on the edges of this
gene that allows both to reveal disease at preclinical
stage, and to identify the attenuated variant. For this
variant of adenomatosis absence of metabolic disorders
and development of cancer after 50 years is typical that
requires onset of treatment by endoscopic polypectomy
with subsequent extensive resections of the colon if
necessary.

Key words: familial adenomatosis of the colon,
polyps of the large intestine, APC gene, genetic testing,
surgical treatment of familial adenomatosis.
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eMelHbIN a/leHOMAaTo3 TOJICTON KWIIKU, SIBJIS-
SCh HACJEICTBEHHBIM 3a60/I€BaHUEM JKEJy-
JIOYHO-KUIIEYHOTO TPaKTa M Pa3BUBAIOIIUIICS
B pesyJbraTe BosHukaomux Mytauuit B APC rene,
UMeeT pa3JinYHble BAPMAHThI KJIMHUYECKOTO TEUEHUSs.

Ecnun panee wuccienoBaTesn IoJaraju, 4YTO 3TO
3a60/ileBaHNEe XapaKTepHU3yeTcss BO3HMKHOBEHUWEM K
30—40 romaM paka TOJCTOH KUIIKM Ha (OHE pa3Bu-
BAIOIIUXCS B IMEPUO/I MMOJIOBOTO CO3PEBAHUS COTEH U
TBICSTY a/IEHOMATO3HBIX KOJIOPEKTAJNbHBIX MOJUIIOB, TO
10 Mepe HaKOIIeHus] HAGJII0/IeHUIl 32 3TOW KaTeropu-
eit 60JbHBIX OBLIO YCTAHOBJEHO, 4TO 3a60J€BaHUE 11O
CBOMM KJIMHUYECKUM MPOSIBJIEHUSAM TPOTEKAET HEOJl-
HopoaHo. Tak, Hanpumep, y GOJbHIMHCTBA GOJbHDBIX
(60%) [11] nmosBJeHME MOJUIOB B TOJCTOH KHIIKE
oT™MeuaeTcs B Bo3pacte 10—20 jer, a pa3BuTHe paka
Hacrynaer k 30—40 rozam. IOTOT BapuUaHT Te4YeHUs
6OJIE3HN TIOYYMJI Ha3BaHWE KJIACCUYECKOH (hOPMBI
n o6ycioByeH MyTarusamMu B 437—1249 n 1465—1596
unrepBasiax APC rena [8].

Y 25—30% manmentoB [10] 3a6oseBanue mpoTe-
KaeT arpecCMBHO U HOCUT Ha3BaHUe TsKesoi (hopMbl
aJeHoMaTo3a, KOTJa T[epBble TPHU3HAKK OOJIEe3HU
OTMEYAIOTCI y’Ke Ha TepBOW JleKajle KU3HU, a Mpu
SH/IOCKOIINYECKOM HCCJIEIOBAHUN BBISIBJISIOTCS af[€HO-
MaTO3HbIE TOJIUIIBI, PacIoJaralonuecs, Kak MpaBuo,
BO BCEX OT/JeJaX TOJCTON KHUIIKH U MaJUTHU3AIUS
KoTopbix Hacrymaer K 20—30 romam Ha ¢done Ty60-
KUX MeTa0OoJMYecKuX HapyiieHuii. MyTtaiuu, BbI3bI-
Bafolye MmoJo0Hy0 (opMy aJeHOMaTo3a, JOKAIU3Y-
orcsa B komoHax 1250—1464 APC rema, oco6eHHO B
komone 1309 [4].

Ykazannble aBe QopMbl 3a00Ji€BaHUST BBISBJSIOT-
¢y HamOOJIbIIETO YWCJIa MAIMeHTOB, CTPAJAIONINX
CeMEeHBbIM a/IeHOMATO30M.

Crenyer mOAYEepPKHYTb, 4YTO JeueGHAs TaKTH-
Ka 1O OTHOIIEHHI0 K 3TuM ¢opMaM 3a60eBaHus
JoctaTouHo paspaborana. IIpu kmaccuueckoii hopme
XUPYPrU4YecKoe JieueHWe CJeayeT TPeANPUHUMATD
B Bo3pacte gm0 30 JieT, mpu TSOKEIOW — B BO3pacTe
JI0 25 JieT, TaK KaK PHCK Pa3BUTHUS paKa K 3TOMY
MEPUOY KU3HU PE3KO BO3PACTAET, YTO 3HAYUTETHHO
YXY/IIaeT MPOTHO3 JadbHelell KU O0JbHBIX U3-
3a OIACHOCTH TeHepaJn3aluu MPoiecca HeCMOTPS Ha
yAaieHne MepBUYHON OIyXOJIN.

B To xe Bpems cpequ GOJIBHBIX CEMEMHBIM aJIeHO-
MaTO30M BCTPeYaeTcss HeOOJIbINasi IPyMa MalieHToB
— 10—15% or o6mero uucaa [5, 19], Takske umero-
IIUX CeMeIHbIIl aHaMHe3 M MHO’KEeCTBEHHBIE ITOJIUIIBI
B TOJICTON KHIIKe, JIOKAJU3YIOuecss OObIYHO B ee
MPaBBIX OT/IeJIaX, YUCJIO KOTOPBIX He mpeBbimraer 100.
OtMeueHo, 4TO s JaHHOW (OpMbI 3a60JeBaHMS,
TOJIyYUBIIEll Ha3BaHWE OCTAOJEHHOTO, WJU aTTEHYU-
POBaHHOTO, aJ[EHOMAaTO3a, XapaKTePHO TO3/Hee 03J10-
KavecTBJIEHNE TIOJIMNOB, HacTymaollee mocyae 50 mier.

BcerencrBie MasiouncIEHHOCTH 9TOW TPYIIIBI GOJIb-
HBIX ¥ HEOCTATOYHOH M3YYEeHHOCTH KJIWHUKO-TEHETH-
YeCKUX XapaKTepUCTHK JedeGHash TaKTHKA B OTHOIIE-
HUU TAaKUX IIAIIMEHTOB He paspaborana. Bor nouemy

Mbl IIOJIaraeM, 4YTO BblieJIeHHe YKa3aHHON I'PYIIIbI
GOJIbHBIX, [eTAJbHOE H3Y4YeHHe UX CeMEHOro aHaM-
He3a, 0COOEHHOCTE KIMHUYECKOTO TeueHusi GoJIe3H!
U yCTaHOBJIEHUE XapaKTepHbIX uHTepBasioB APC rena,
MYyTallMd B KOTOPBIX TIPUBOJSAT K PA3BUTUIO OCJIAGJIEH-
HOUl (DOPMBI ajJieHOMaTO3a, UMeeT GOJbIIoe 3HAYEHUE,
MOCKOJIbKY TaKTHUKA JiedeHWs B TOJOOHBIX CIIyYasX,
M0 HallleMy MHEHWIO, [OJUKHA OTJIUYAThCS OT JIeUeHHS
KJIaCCMYECKOH W arpeccuBHOI (opM ajieHOMAaTo3a.

enbio HACTOATIETO UCCAEAOBAHNS SBUIOCH U3yUe-
HUEe KJIUHUKO-TEHETHYECKUX OCOOEHHOCTEN OcJabieH-
HOll opMbI ceMeliHoro ajsenomarosa. [locTmkeHuio
3TOI1 11eJIN CIIOCOOCTBOBAJIO BbI/IEJIEHNE HA OCHOBAHUU
0COOEHHOCTEll KJIMHUYECKOTO TeueHHs 3a60JIeBaHHS
rpynibl 6OJIBHBIX € JAaHHOU (opMoil ajeHoMarosa,
MPOBE/IEHUE W U3YUYEHUE PE3YJbTATOB T€HETUYECKOTO
TECTUPOBAHUS ATUX TMAIUEHTOB, BBISBJIEHUE KJIMHUKO-
TeHeTHYEeCKNe TMapasiesneil 1 pa3paGoTKa OCHOBHBIX
MOJIOJKEHUH JTe4eOHON TaKTUKH.

MaTepuan 1 METOABI UCCAEAOBaHUS

lFenernueckoe TectupoBaHue nposejeHo 123 60b-
HBIM C YCTaHOBJICHHBIM [IMAarHO30M CeMEeIHOTo a/leHo-
Marto3a ToscToil kuimku. Ilpm sToM B Kjaccumueckoi
dopme 3aboneBanue nporekano y 74 (60,2%) manu-
eHToB, B arpeccunoil — y 30 (24,4%), ocaabnennas
dopma aumarHoctupoBana y 19 (15,4%). Vmenno
nocjaeHsIsl rpynmna GOJbHBIX MPEACTABJSIA IS HAC
HanGOJBIII WHTEPEC W TMOJBEPTJIACh JaJbHEHIeMy
aHAJIN3Y B MPE/CTABIEHHOM UCCJIEIOBAHUY.

Kpurepusimu 711 BKIIOYEHUS B OCAaGJEHHYIO
QopMy anmeHOMaTO3a MOCHYKWJIN CHEAYIONue IPU-
3HAKW TeuyeHUs 3a00JIeBaHUS:

— TIPUCYTCTBUE CEMEHHOTO aHAMHEe3a;

— TOSIBJIEHNE XapaKTepHbIX kaynob nocyie 30 er;

— YHUCJIO TOJHUIOoB, He npesbimaorniee 100;

— OTCyTCTBHE MeTaBoIMYeCKUX HapylleHU;
passuTHe paka rmocye 50 Jer.

Bo BpeMsi HaxXOKJIeHUS B CTAIIMOHAPE TPOBOMIICS
orpoc GOJBHBIX € NOJAPOOHBIM M3yUeHUEM CEeMEITHOTO
aHaMHe3a, JKajo6, CPOKOB WX MosBJacHNS. V3 mHCTPY-
MEHTAJbHBIX METO/IOB WCCJEJOBAHUS TPUMEHSINCH
PEKTOPOMAHOCKOINS, KOJOHOCKONUS ¢ Ouomncuei
HOBOOOPA30BAaHUII TOJCTON KHUIIKUA, UPPUTOCKOMUSI,
ractponyojieHockomnusg, Y3V OpromHoil MOJOCTH.
BoInonHAMNCh KIMHUYECKIEe aHATN3bl KPOBH U MOYH,
M3y4aJuCh OCHOBHble OHOXMMMYECKHE ITOKa3aTesan
KPOBH.

lenernueckoe TecTpOBaHKE 3AKII0YATIOCH B HCCJIe-
JIOBaHWK 2JIEKTPOPOPETHUECKON MUTrpanuu Gpparmen-
TOB 3/0poBoil U MyrantHoi JJHK, B3saATON M3 KpoBU
nanmeHToB — SSCA, ¢ mocseyfonmM aBToMaTnyec-
kuM [THK-cukBeHnpoBaHmeM.

PQSYALTaTbI NCCAeAOBaAHUA

Cpemn 19 60sbHBIX ¢ ociabieHHol (popMOit ceMeli-
HOTO ajieHoMaTo3a My)KuuH Oblno 11, sxeHmmu — 8.
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HOBOCTU KOJIOIIPOKTOJIOTHUH PHITFE o 3, 2011
Tabauua 1
Pacnipepenrenrie OOABHBIX C @TTEHYUPOBAHHOU (DOPMOM aA€HOMATO3a II0 IIOAY U BO3PacCTy
Bospacr, ser
ITon
30—39 40—49 50—59 60—69 70 u craprre
Myskunnbt (n=11) 1 6 2 1 1
JKenmunpr (n=8) — 4 3 1 —
Bcero ... 1 10 B 2 1
Bospacr manmentoB BapbupoBan or 34 go 72 mer m crapme 70 ger — 1 (cpegHmil BO3pacT COCTaBHLI

B cpexaneM cocraBui 43,1+£6,2 roma. Pacnpenesnenne
GOIbHBIX HA MOMEHT YCTAHOBJIEHHS [MATHO3a TIO
HOJTy ¥ BO3PACTy IIpeACTaBjieHo B Tabu. 1.

[Ipu usydyenun ceMeifHOTO aHaMHe3a yCTaHOBJICHO,
uto y 14 (74%) u3 19 nanueHTOB UMEIUCh YKa3aHUsS
Ha Hasuywe oT 1 70 4 KPOBHBIX POJICTBEHHUKOB C
JINATHOCTUPOBAHHBIMU TPU OGCTE/IOBAHUSX MHOMKEC-
TBEHHBIMH TOJICTOKUINEYHBIME Troaumamu. Oob1ee
YHCI0 TAKAX POJCTBEHHUKOB COCTABUIIO 33 UeEJIOBEK,
npudyeM y 11 n3 HUX Pas3BUJICS PakK TOJCTOH KHUIIKU B
Bo3pacre ot 45 10 72 ner. Y 5 (26%) us 19 onpouren-
HBIX TOAPOOHOCTH CEMEITHOTO aHAMHEe3a IMPOCJEIUTH
HE yIaJIOoCh.

XapakTepHbIME Ka106aMu y 9T0il KaTeropuu 60JIb-
HBIX OBLIM: yuallleHHe CTyJa 10 3—4 pa3 B CYyTKH,
NOsIBIEHNE KPOBU U CJIM3U B Kaje, GONU B JKUBOTE.
JKano6p1, kKak TpaBuio, He HOCHJIU WHTEHCUBHBII
XapakTep W BO3HUKAIU MEPHOANYECKU. B oTiamune ot
KJTACCWYECKOI U arpecCUBHON (POpM aJieHOMATO3a mep-
BbIE JKal00BI MOSBIISIACH B 60Jiee TIO3/THEM BO3pacTe:
y TMOAABJASIONErO Yncaa naruenToB — 15 (79%) — onn
BosHukn nocsie 35 ser (B Bozpacre 35—39 et — y 6,
40—44 ner —y S5, 45—49 ner —y 3, 50—54 ner — y 1,
y 4 oun nosBuanch B 30—34-1eTHEM Bo3pacte).

OrHocuTeNbHAST CKY/HOCTD MEPBBIX KJINHUYECKUX
IPOSIBJIEHNII TIpuUBeNIa K TOMY, YTO IPAKTUYECKU Y
no/10BuHbl GoabHbIX — 10 (52%) — mnoamisl Gblin
BBISIBJIEHBI TIPU NPOMUIAKTHIECKOM 06GCIe/JOBAHNH,
7 (37%) 4enoBek o6paTHINCh K BpadyaM CaMOCTOS-
TebHO, a 2 (11%) manmeHTa GbLTM AKTHBHO BBI3BAHDI
HaMU JJIs 00CJIEIOBAaHUS KaK POACTBEHHUKN GOJTHHBIX
ceMelTHBIM aJIEeHOMATO30M, BKJIOUEHHBIX B Peructp.

Pacripesiesienrie mommoB, BBISIBJIEHHOE TIPU H/IO-
CKOITMYECKOM HCCJIEeJOBAHUM, OBLIO CJIeLyIONIM:
B MpaBbIX oTenax Ttonacroii kumku — y 11 (58%)
4esioBeK, B JieBbix — y 3 (16%), BO Bcex orgenax —
y 5 (26%). IlonyueHHbIE JAHHBIE CBUAETENBCTBYIOT O
TOM, YTO [JIsI paccMaTpuBaeMoil (OPMbI CeMeiiHOro
aJIeHOMAT03a XapaKTEPHO MPEUMYIECTBEHHOE II0pa-
JKEHUe TMPaBbIX OT/EJ0B 000/JOYHON KUIITKH.

PasButne paka TOJICTOI KUWIIKM KOHCTaTHPOBAHO
y 7 (37%) n3 19 Gonpubix. Y 5 (26%) u3 Hux on
JINAaTHOCTUPOBAH Ha MOMEHT MEPBUYHOTO OOpaIIeHNs,
y 2 (11%) — MajurHusaiusi MOJHUIOB BbISIBJIEHA
MpU JUCTIAHCEPHOM HAGIO/EHNH Yepe3 S U 8 JIeT OT
MOMEHTa YCTAHOBJEHUS [HArHO3a.

Ha momenT BbisiBiienus paka Bospact 50—34 rojaa
uMenn 3 dejgoBeka, 539—59 jyer — 2, 60—64 roga — 1,

57,4+7,43 roga). TakuM o6pa3oM, yCTaHOBJEHO, 4TO
s ocaabaeHHoN opMbI aJeHOMaTo3a XapaKTepHO
Pa3BUTHE paKa TOJICTON KHUIIKK y GOJIbHBIX CTapiie
50 ner.

[Ipn mpoBenennn 1aGOPATOPHBIX WCCJIETOBAHMIA
HI y omHoro u3 19 mammeHTOB He OBLIO HailleHO
MeTaboJIITIeCKIX HapyIIeHN .

[Ipn BBIMOJHEHWH MOJEKYJISPHO-TEHETHIECKOTO
tectupoBanuss MyTtanuun B APC reHe o6Hapy:KeHbI
y 11 (58%) uenoBek, y 8 (42%) BbIsABUTH UX He
yaanocb. TeM He MeHee, HeECMOTpS Ha OTCYTCTBHE
mytanii B APC rene, 1pu omnpejenenun JeueGHON
TAKTUKW Mbl OPUEHTHPOBAINCH Ha KJINHUYECKYIO
KapTuHy 3aboJseBanus, moJarasi, kak u C. Soravia c
coasT. [23], J.P. Terdiman ¢ coasr. [24], 4yT0 110106~
HOE COCTOSTHME MOKET ObITb OGYCJOBJIEHO MyTarueit
B Apyrux renax, Hanpumep MYH rene.

B xome amanmmM3a ycCTaHOBJIEHA oOmpe/eJeHHas
3aKOHOMEPHOCTD, 3aKJIOYAIoNasicss B TOM, 4TO y 4
(36%) manuMeHTOB MyTalMM JIOKAJM30BAINCH B 9
9K30He, 3aHMMaloIeM HeGoubiryio o6macte APC rena
mMexay kogonamu 450 u 510, a 'y 7 (64%) GosbHbIX
OHM paCIOJaTAJINCh 110 KpasgM aToro reHa. HecMoTps
Ha HeOOJIbIIOE YKUCJIO HAOMIOAEHUA MBI MOYKEM C
OTIpe/IEJICHHON BEpPOSITHOCTBIO IPEAIOJOKUTD, YTO
JUIsT 0Ca6IEHHOTO BapUaHTa CeMEeHOTO aJeHOMaTo-
3a TOJICTOW KHIIKKM B OTJIMYME OT APYrux ero ¢opm
XapaKTepPHO paclojioxkenne MyTanuii mo kpasm APC
reHa U B ero 9 ak30He.

JleuebHass TakTWKA y ATHX OOJBHBIX OINPEEIs-
Jlach HE TOJbKO HAJIWYMEM pakKa, HO W WHTEHCHB-
HOCTBIO TOPJKEHUS KUMKW TIOJIMIIaMU, UX pa3Mepa-
MU, TPHUCYTCTBHEM BOPCHUHYATBIX HOBOOOPA30BAHMIA,
0072110 X BBICOKUM TTOTEHIINAIOM MaJUTHU3AIINH.
Xapakrep TPeANPUHSATHIX Jie4eGHbIX MepOTPUITUil
npejicraBien B Tabu. 2.

[unamudeckoe HaOMIOI€HIE OCYIIECTBISIETCS] HAME
Ha TpOTsKeHUU 2 JieT y 60JbHOTO 48 J1eT, UMEIOIero
40—50 Mesnkux, He mpeBblmaommx 0,5 ¢M, IIOJUIOB,
PAaBHOMEPHO PACIIOIArAIONINXCS BO BCEX OT/EJax.

IDHJIOCKOITNYECKAS TIOJIUIIIKTOMUST KaK CaMOCTOSI-
TEJIbHBII METO/| JIeYeHUs, IPU YCJIOBUU OOCTEJOBAHUS
60pHBIX He peske 1 paza B 6 Mec, mpoBoautcss y 7
MAIMeHTOB B Bo3pacTe 34—47 jieT Ha TPOTSKEHUN
or 1 roma mo 5 ser. IlokasanmeM K BBIOOPY 3TOTO
MeTo/la TOCTyXuan Hamuuue He 6osnee 30—40 momu-
moB pa3Mepamu 70 1 cM, OTCyTCTBHE BOPCHHYATBIX
HOBOOOPA30BAaHUI U PaKa TOJCTOW KUIITKH.
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PRITE - 3 2011 HoBOCTH KOJOMIPOKTOJIOTUH
Tabauua 2
AeueOHBIE MEPOIIPUATUSL Y OOABHBIX C OCAAOAEHHOU (POPMOM CEMEMHOI'O aA€HOMAaTO3a
KosmdectBO 60JBHBIX
Xapakrep JiedeOGHbIX MEPOIPUSITHI
a6c. 4mcI0 %
Jlnnamuueckoe HaGJIOIeHTE 1 5,3
IHIOCKOINYECKas MOIUIDKTOMUS 7 36,8
CerMeHTapHbIE PE3EKITMH TOJCTOW KHUITKU 4 21,1
CyOTOTaTbHBIE PE3EKITUN TOJICTOW KUIIKA 6 31,5
Konmpokrakromus 1 5,3
Bcero ... 19 100,0

CerMeHTapHble pe3eKIUM, HaIpUMep CUTMOM[I-
9KTOMUSI, B OOJBIIMHCTBE HAGJIOAEHUH SBHJINUCDH
BBIHY K/JIEHHBIMI BMEIIATETbCTBAMYI U, KaK MPABUJIO,
BBITIOJTHSIJINCH Y TIOXKUJIBIX GOJIbHBIX C HAJTUYUEM BOP-
CHYATHIX HOBOOOPA30BAHWI WJTM PAKOBBIX OITyXOJiei
Ha (OHe TSKEJbIX COMYTCTBYIOIUX 3a00JeBaHMIA,
KOTOpbIe He MO3BOJISLIN PACIIUPUTL 00beM 10 cyOTO-
TAJIbHOW PE3EKINH TOJICTON KUK,

Y opHOrOo G6OJABHOTO 52 JIeT paCHIMPeHHio Trpa-
HUI[ PE3EKINN TPEMATCTBOBAJIA THTAHTCKAs [IECMOMA,
3aHUMAIOIIAsT TPH YeTBEPTH OPIOIIHON ITOJIOCTH.

Y apyroro G60JbHOTO, IEpeHecIIero paHee 10
MeCTy SKMTeJbCTBA HEOJHOKPATHble CerMeHTapHble
PEe3EKINK TOJICTOW KHUIIKW MO MOBOJYy METaXpPOHHOTO
paka ¥ MHOYKECTBEHHBIX BOPCHHYATBIX OITyXOJei,
JINIITb TE€HETHYeCKOe TeCTUPOBAHWE MO3BOJUIO JHa-
THOCTMPOBATh CEMEHHBIN aZeHOMAaTO3 W PETPOCIEK-
TUBHO TMOJBEPTHYTh KPUTHKE HEBEPHO BBIOPAHHYIO
TaKTUKY CETMEHTApHBIX pe3eKnnii. B KoHeyHOM mTOTE
atomy 6ospHOMY B I'HII Koonpokrosornu 6buim yua-
JIEHBI COXPaHEHHbIE paHee OTJEebl 060I0UYHON KUTIKN
¢ opMHpOBaHNEM UJIEOPEKTAIBHOTO aHACTOMO3A.

OO0cy>xpeHUE PEe3YABTATOB
HCCAEAOBAHUS

HaxonsieHHbIIE HaMU OWBIT MO3BOJISIET COTJIA-
cutbea ¢ mHenneM F.M. Giardiello, K. Heinimann
[12, 15], uTo I ceMeHHOro aJeHOMAaTO3a TOJICTOI
KHUITKW XapaKTepHO pa3dHoo6pasue (HeHOTUMMYECKUX
MposiBJAeHul 3Toro 3abosieBanus. OHO 3akJII0YaET-
€I B OCOOEHHOCTSIX TOPAXKEHWS MOJUTIAMU TOJICTOM
KUIIKKW, Pa3JNYyHOM BO3pacTe OOJIbHBIX HA MOMEHT
pa3BUTUA B Hell paka, CPOKaxX IOSBJIEHUS TIE€PBbLIX
JKaJI06 ¥ HAJIWYuN MeTaGoJnvYecKuX HapymieHuit. Tak
ke, kak 1 H.J.R. Bussey [2], M. Lepper c coasr.
[17], MBI HA OCHOBAaHMM 3THX KPHUTEPHUEB BLI/EJISIEM
TPU KJUHUYECKHE (POPMbI CEMEWHOro aJeHOMaTo3a:
KJIaccuueckasi, Tskesnas u ocnabnennas. Cuuraercs,
YTO JIJIST KOK/IOM M3 YKA3aHHBIX (POPM XapaKTEPHBI HE
TOJIBKO OIpe/leJIeHHbIe KIMHUYEeCKIe TPOSIBIECHUS, HO
u coorBercTByfomue MyTarun B APC rene [20].

Hamu T1ipoBesieHO TeHeTHYECKOe TEeCTUPOBAHUE
123 6OJBHBIX € YCTAHOBJEHHBIM JHMArHO30M ceMeii-
HOTO a/ieHOMaTo3a TOJICTON KHIIKHU, U3 KOTOpbIX y 19
(15,4%) GonesHp mporekana B ocaabaeHHON (dopMe.

Nmenno 3rta kareropus OOJIBHBIX, KaK HanMMeHee
UCCJIE/IOBAHHAS, TIOJBEPTIAch JETATbHOMY H3yye-
HUIO.

Cpennuii BO3pacT NAIMEHTOB HA MOMEHT yCTaHOB-
JieHnsT auarHosa coctaBua 43,1+6,2 roma, T. e. mpe-
BOCXO/IMJI BO3PACT YCTAHOBJEHWS AMArHO3a KJACCHU-
YeCcKOW M arpeccuBHOU (popM ajileHOMaTo3a, PaBHBIH,
no coobuenusam J. Groden [14] u G.M. Petersen
[21], 20 u 15 romaM COOTBETCTBEHHO.

JlasHbIi (HaKT CBUAETENBCTBYET O HEOOXOIUMOCTI
AKTUBHOTO BbBISIBJIEHUSI TMOMOOHBIX OGOJBHBIX IyTeM
cocraBjieHus Perucrpa ceMeiiHOTO aJleHOMAaTo3a, Ha
OCHOBAaHWM KOTOPOTO HaM YJAJ0Ch MyTeM aKTUBHOTO
BBI30BAa U TPOBEJIEHUSI TE€HETHYECKOTO TECTUPOBAHUS
BBISIBUTh 2 OOJBHBIX € OCJA0JEHHBIM BapUAHTOM
TeyeHus 3a00JIeBaHMS TIPU OTCYTCTBUU €r0 KJIMHUYEC-
KX TposiBieHuil. BorsiBaenmio atoit GopMbl ajneHo-
MaTo3a CIOCOOCTBYET HAJIUYHME CEMEWHOTo aHaMHe3a
[26], uro moaTBepskAEHO Y 74% HAGIIOMAEMBIX HAME
MAIUeHTOB.

S. Fresciuttini ¢ coasr. [9] cumraior, uto AT
ocyiabaeHHoil (OpMbI aJIEHOMATO3a XapPaKTEPHO MOSIB-
JIeHne MEePBBIX Kajo6, HOCAIUX K TOMY K€ CTEPTHIN
xapakrep, B Bozpacre mocJse 30—35 JieT, 4To MoATBep-
JINJIOCH W HAIMUMM CBEJIEHUSIMU O WX PErucTpanuu
nocye 35 Jjier 'y 79% OnpoIIeHHBIX.

B nHammx HaGIIOMEHUSAX, KaK U B UCCIEIOBAHUSX
H.T. Lynch [18], xapakTepHbIM OKa3aJ0Ch MOpake-
HUe TIOJIUTIaMU TIPaBBIX OTAEJOB OGOOYHON KWIITKH,
JIMArHOCTUPOBAHHOE B 58% CJIydaeB.

Pax passuiicsi y 37% TaieHToB, npuyeM y 2 13
HUX B CPOKM > W 8 JieT OT MOMEHTa YCTaHOBJICHUS
INATHO3a, YTO CBUJETETbCTBYET O HEeOOXOIUMOCTU
npoBejieHuss 32 OOJIbHBIMU  TIIATEIbHOTO JIMCIIAH-
cepHoro Habuonenus. I[Ipu sTOM cpeaHMii BO3pacr,
B KOTOPOM Pa3BUJINCHh 3J0KAaYeCTBEHHbBIE OITYXOJIH,
coCTaBUI 57+4 To/a, YTO MOATBEPKAAET HaHHble A.L.
Knudsen ¢ coast. [16] 0 Gosee mosaneil MaJuransa-
IUU TIOJTUIIOB TIPU OCJAaGJ€HHOM BapHaHTe aJieHoMa-
TO3A.

Kak u B uccaemoarusx W.J. Campbell ¢ coasr.
[3], MBI He BBIABIJIN MeTaGoJMUeCKUe HAPYIIEHUS Y
60IbHBIX € ocsabjeHHON (popMoii 3a60eBaHNUA.

N3 19 renmermuecku o0OC/I€LOBAHHBIX IIAIIUEHTOB
myTtanuu 6butn o6Hapyskenst y 11 (58%), a 8 (42%)
yesioBek  okasanuchb APC-meratusabpimMu. OjHAKO
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MPUCYTCTBHE CEMEHHOTO aHaMHe3a TO3BOJISET CYUU-
TaTh UX OOJBHBIMH C HACJEACTBEHHBIM IOJUIIO30M,
BO3MOKHO, BbBI3BAHHBIM WM3MEHEHUSIMU B [J[PYTUX
redax (MYH rene), kak cuurator Z. Dobbie ¢ coasr.
[7], C.M. Tops ¢ coast. [25], u peKOMeHIOBaTb UM
MOKU3HEHHbIIT MOHUTOPHUHT .

Hamu ycranoBieHO, 4TO B OTJWYHE OT KJACCHU-
YecKOW W arpeccuBHON opM Ay  0cCaabGJeHHOTO
BAapHaHTa a[EHOMATO3a MYTAIMH, OIPEIESIIONINEe ero
Pa3BUTHE, PACIOJATAIOTCS, KaK MPaBUIo, B 9 aK30HE
(mexay xomonamu 450 u 510) mmu6o mo 06ouM KOH-
1[aM TeHa.

Hexotopoie wucciemoBarenu, Hampumep 1O.B.
Banraiituc [1], E. Contessini-Avesani ¢ coast. [6],
[oJIarailoT, 4TO BHE 3aBHCUMOCTH OT BapHaHTa KJH-
HUYECKOTO TEYEHUS aIEHOMATO3a CJeyeT BBIMOTHSTD
OOIIMPHbBIE PE3EKI[UU TOJCTON KHUIIKU WJIH Jlaske KOJI-
MPOKTAKTOMUIO, TOTJla KaK, Ha HAIl B3TJIs, JieUeHHe
TaKux OOJIbHBIX MOKHO HAYMHATH C JUHAMUYECKOTO
HaOIIOAEHNS WIH 9HIOCKOINYECKON IIOIUIOKTOMUN C
YYETOM TIO3[IHETO PA3BUTUSI PAKA U OTCYTCTBUS MeTa-
60oTMYeCKNX HAPYIIEeHWH.

B To xe BpeMsi, paccMmarpuBasi ocJaGJeHHYIO
(opMy ameHoMaTo3a KakK OAMH W3 BapHAHTOB IMPO-
SIBJIEHUSI 9TOTO HACJIEJACTBEHHOrO 3a00JIeBaHUs, MBI,
kak u M.D. Giraldez Jiménez, R.G. Sarre u D.G.
Jagelman [13, 22], npu HMHTEHCHBHOM pOCTE TIOJIHU-
OB, TIOSIBJIEHUU BOPCHUHYATHIX HOBOOOPA30BAHMIA,
Pa3BUTHM paKa B TIOJOOGHBIX CUTYAIUSIX SIBJISEMCS
CTOPDOHHUKAMU BbBITIOJTHEHUST OOIIUPHBIX Pe3eKIUit
ToJIcTOl KumKu. Bo Bcex Apyrux ciaydasx Ipu 9TOR
dbopme ameHomarosa, Mo HANIEMy MHEHUIO, XHUPYP-
IrUYeCKOe JiedeHue CJelyeT MPeANpHHuMaTh B 6oJjiee
MO3HEM, YeM TIPU KJIACCHYECKOM W arpecCHBHOM
BapMaHTaX, BO3PACTHOM TMEPHOJIE.
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