OPUTUHANIbHBIE CTATbYU

19

© C.A. Kynesa, E.H. UmanuToB,
T.B. KOxTa, E.B. LUbipnuHa,
b.A. Konbirux

®rBY«HWNU oHkonorum um. H.H. MeTposay
MuH3gpasa Poccuu

Pestome. B cTtatbe npeacrasneHsbl
KNMHUYeckue npumepsl Hanbonee
4acTo BCTpEYALMXCS Y AeTei U Nofa-
POCTKOB HaCNEeACTBEHHbIX PAaKOBbIX
CUHOPOMOB.

KntoueBble c/10Ba: f€TU; MOAPOCTKM;
HaCNeaCcTBEHHbIE PAKOBbIE CUMHAPOMBI.

YOK: 616-006.6-053.2: 575.1

OEMOHCTPAUUA CNIYYHAEB
HACNEAOCTBEHHbBIX PAKOBbDIX
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Yem enyborce ckpolm Hedye,
mem 371eti OH U OnacHeu
Mapou I[ly6nuit Beprunuit

B Hacrosimiee Bpems B JIMTEpaType MOSIBISIETCS BCe OOblIe U OobliIe
CBEIICHUH O I'eHeTHYeCKU-00YyCIIOBICHHBIX PAKOBBIX 3aboneBaHusX. I eHe-
THYECKasl IPENPACION0KEHHOCTb JIFOAEH K PAKY — 3TO pe3yJibTaT MyTaluil
B I'€HAX, a TAKXKe MOSIBJICHUS AIIUTCHETHYECKIX MOAM(UKaIHii-aIbTepalui,
YTO MPUBOJAUT K JOINOJHUTEIbHOU KCIPECCUU TEHHOIO Mpoaykra. Myra-
UM TeHOMa Yaiie ObIBalOT COMAaTHYECKUMHM, Pexe repMuHanbHeIMU. [lo-
CJIC/IHUE SIBJISIIOTCS] OCHOBHBIM (DAKTOPOM IOBBIIIEHHOH BOCIIPUUMYHUBOCTH
JoJIel K pakKy.

MynbsTudoKaabHbIM W OWnaTepanbHbI paK, MepBUYHAS MHOKECTBEH-
HOCTB, HOBTOPHBIE CITy4au B CEMbE, HECOOBITHO MOJIOZION BO3pACT MAaIMEHTa,
COYETaHME C OPOKAMHU Pa3BUTHS U CTUTMaMHU IMCIMOpHOTreHe3a — JI0TIO0I-
HUTEIIBHBIE XapaKTEPUCTHKH, MO3BOJSAIONIME 3alOf03pUTh HACIIEICTBEH-
HYIO IIPUPOY 3JI0KAYECTBEHHOTO IIPOLECCa.

B crarbe npeacrasieHsl ciydan Haubosee pacipoCcTpaHeHHBIX HaCIe -
CTBEHHBIX PaKOBbIX CHHJIPOMOB.

PETUHOBJIACTOMA

PerunoGnactoma BcTpedaerca ¢ yactoroil mpudnusurensHo 1:20000.
[llecThaecsaT MPOLEHTOB BBHISBICHHBIX OITyXOJCH SIBISIOTCS HEHACTICI-
CTBEHHBIMHU (CIIOPATUUCCKUMHE ) U, KaK MPABHIIO, OHOCTOPOHHUMH; OCTAITh-
Hble 40 % cOCTaBIAIOT HACIEICTBEHHO-00YCIIOBIIEHHBIE (DOPMBI, TIPH ITOM
15 % — aT0 yHHIATepampHOE 3a00aeBanue, 25 % — OunarepaipHOE.

B 1971 . A.G. Knudson BbICKa3as MpEINOIOKEHHE O HAIUYUU TPH
o0eux (opmax 3a0oseBaHus (HACICICTBEHHON M HEHACIEJICTBEHHOW) My-
TaIMi, BOBJICKAIOIINX 00€ aJJIesH MPeAPacoararolero K pasBUTHIO OITy-
Xonm reHa (nByxymapHas Teopus Knudson) [6].

Kaunuueckuii npumep 1. 'Y 6ompHOTO C. B Bo3pacte 2 . 11 mec. po-
JUTENH 3aMEeTHIIM U3MEHEHHE 1IBeTa 3pauka mpasoro masa. C 1uaraozom
«TOABBIBUX XPYCTAJIHKa» PEOCHOK IMOCTYNHJ B CIHEIUATH3UPOBAHHBIN
cranuonap, rie npu KT ronoBHoro mo3ra u opoOUT 0O0HApyKEeHO 00BEMHOE
o0pa3oBaHue MPaBOro ra3a ¢ Kaiblu(UKaTaMu U MPOPACTAHUEM B 3pH-
TEJIbHBIA U TJa30JBUTaTe€IbHbIA HEPBBI. [ MCTONOrHYECKOE 3aKIIOYEHHE
10 MaTepHally MOCje SHYKJICAI[UH MIPABOTO IJI1a3HOTO S0JI0Ka M CO3TaHus
OTOPHO-/IBUTATENBHON KyJIbTH — HU3KOAU(D(DEPCHIIMPOBAHHAS PETHHO-
OnacToma, BpacTaHUe B JINCK 3pUTEILHOTO HEPBA, MUKPOMETACTA3 B KIIET-
4arKy, NpUIETayo K ra3y. C IHarHo3oM «peTHHOOIAcTOMa PaBOTO
riazHoro sionoka I11B ct. (T4bNOMO)» Manbuuky npoBeieHo 4 nukia mno-
JTUXMUMHOTEPAIUH C UCIIOJIb30BaHUEM KapOOIUIaTHHA, Bele3uia, BUHKPH-
cTuHa, 1uKIodochamuna u Jokcopyouruua. B Teuenue 5 ner coxpansi-
€TCsl TIOJTHASI PEMUCCHSL.

B nanHOM cilyyae MMEET MECTO pa3BUTHE CIIOPaIHYECKOH PETHHO-
OJacToOMBI, PU KOTOPOH B peTuHoOmacTe 00a amwiens RB noBpexmatorcs
JIByMsI HE3aBUCUMBIMUA COMaTHYECKUMHU MYTallUsIMU; TAKUM 00pa3oM, Ipo-
HCXOMUT TMOJTHASI MHAKTHBAIMS JAHHOTO T'eHa, YTO MPHUBOJUT K PA3BUTHIO
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TTepsaa 11 6mopas Mymaytin
(O—~®
RB RB O )

Puc. 1. MonekynsipHo-reHeTU4eckuii MexaHu3M HeHacneACTBEH-
HOI peTuHOGnacToMbl (06e MyTauMu NMPOUCXOAAT B CO-
MaTUYECKOI KneTke)

omyxonu (puc. 1). MyTanus HOCUT TOMO3UTOTHBIN Xa-
paxTep, 0OHapY)KHUBAEeTCs TOJIBKO B KIETKAX OITyXOJH
U HE HacleqyeTcs.

HacnencrBennas ¢hopma peTHHOOIACTOMBI Xapak-
Tepusyercsl nepenadyeil MyTUPOBAHHOM KOIMH IeHa
RB u3 nokonenns B mokosneHue [6]. Kaxxaprii petuno-
0JacT reTepo3UroTHOrO HOCUTENSI MyTalllU Y)KE nMe-
€T WHAaKTHBUPOBaHHKIN amrens RB; Takum obOpazom,
JUIsL PeTHHOOIACTOMBI OCTATOYHO BCEro OJHOH CO-
MaTHYeCKOW MYyTalliH, 3aTparuBarolieil 0CTaBIIyIOCS
KOMUIO reHa (puc. 2).

Kaunuueckuii npumep 2. Mansuuk H., 1 1., ne-
YUIICS B OTAEJCHUU C IMAarHO30M «peTHHoOIacToMa
MpaBoro ra3Horo s01oka». B Bo3pacTe 1 Mec. Math
3aMeTHJIa CHUMIITOM JIeliKoKopuu (aMaBpOTHYECKO-
ro Komawbero rnasa) crupasa. [Ipu MPT romoBrHoro
Mo3ra 0OOHapyKeHa ONyXoJb B 00JacTH MpaBoOd op-
outsl (puc. 3).

Puc. 3.MPT 6onbHoro H., 1 r. (3HBOpUTHOe o6GpasoBaHue,
BAaloleecs B CTEKNOBMAHOE TeNo, C oYaraMu KanbLu-
ukauum)

ORCICENCIC

Puc. 2. MonekynsipHO-reHeTM4eCcKUii MexaHU3M HacnenCcTBeH-
HOil peTuHOGnacToMbl (nepBasi MyTauusi nepepaercs
yepes NnosioBble KNETKHU, BTOPAsi NPOMCXOAMUT B cOMaTHye-
CKMX KNeTKax)

B 4 mec. BrImoIHEHA 3HYKJI€ANHs MPABOTO IIIa3HO-
ro s10J10Ka (THCTOIOTUYECKOE 3aKITI0UEHUE — OMYXOJb
MpeJcTaBIeHa MEJIKUMHU MOHOMOP(QHBIMH KJIETKaMU
C OKPYIVIBIMH 0a30()UIBHBIMH SIIPaMH, CKYIHOH LIUTO-
IJ1a3MOM, 00Pa3yIoMUMH COJUIHBIE YIaCTKH ¢ O60Jb-
OIMM KoNH4YecTBOM po3eTok Flexner-Wintersteiner,
MHTO30B, 30HAMHM HEKPO30B C BOCHNAJIUTEIBHON HH-
¢unpTpanueil; B ucciaeloBaHHOM Marepuane ¢par-
MEHTHI HepBa W 000J0YEK Tiaza 0e3 OIyXOJIeBOM
WHBa3uHU. 3akioueHue: peruHoOmactoma). Jlanee
00NbHON HAOMIONANCS B IMOJMKIMHUKE WHCTUTYTA.
[Tocne TpaBmel B Bo3pacte 1 1. 11 mec. mpu oOcieno-
BaHWU OOHApy>KEHBbI OYaru B CETYATKE JIEBOTO IVIa3-
Horo s010Ka. HeomHOKpaTHO BHITIONHSAIACK JIa3epHAas
KOAryJsanus 3Tux o4aros. [Ipu Mequko-reHeTH4eCcKoM
oOcnenoBannu oOHapykeHa MyTauus reHa RB. Ilpu
COCTaBJICHUU DPOIOCIOBHOHN 3a00jeBaHMs B IOKOJIE-
HUSX HE OBLIO.

Crnenyer OTMETHUTH, YTO TMOBBIIICHUIO YaCTOTHI Ce-
MEHHBIX CIIydyaeB paka CIIOCOOCTBYET HAaCJICAOBaHHE
BBICOKOIIEHETPAHTHBIX T€HOB, HAJIMUNE JKE Y YEJIOBEKa
ICHOB C HHU3KOH NEHETPAaHTHOCTHIO OOBSCHSET HE Ya-
CTOC TIOSIBJICHHE paka y CHOCOB.

PanHuii Bo3pacT, BbIpaXX€HHas 3KCIPECCHBHOCTH
MyTanud (ABYXCTOPOHHOCTb M MHOTO(OKYCHOCTH
MOpaXKeHHUs1), OOHapYKEHUE 3apOABIIIEBOM MyTaluu
B reie RB mokaspiBaror HaciemoBaHue peTHHOONA-
CTOMBI Yy peOeHKa B KIWHUYECKOM mpumepe 2. OTcyT-
CTBHUE 3a00JIeBaHUs B ITOKOJICHUSX JIA€T BO3MOXKHOCTb
MPEANOIOKHUTE TUOO HATMYUEe MYTalluHd, BOSHUKIICH
B POZIOCIIOBHO BIEpBbIE («de novoy), mnbo B MOKOJIEe-
HUU UMEIOTCS CIIy4au HE IUAarHOCTUPOBaHHOM 100po-
Ka4eCTBEHHOM OMyXOJU — PETHHOLUTOMEI, T. K. TICHE-
TPaHTHOCTH T'€Ha MPH 3a00JI€BAaHUH PETUHOOIACTOMON
coctaniser 80-100%. B nuteparype onmcansl ciy-
yau HU3KOU neHeTpanTHocTh (50 %), 00ycnoBneHHON
MHUCCEHC-MYTallUIMH, HO B TaKUX CIIy4asx, KakK Ipa-
BUJIO, HU3KAa U JKCIPECCUBHOCTH T'€HA, KIWHUYECKH
MPOSABIIAIOIIAsACS YHUIATepaIbHBIM MTOpakeHueM [4].

Knunuueckuui npumep 3. Y nanuentra M., 1 . 4 mec.
HayaJio 3a00JIeBaHUs CBSI3aHO C IOSBICHUEM CXOAALIC-
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Puc. 4. KT 6onbHoro M., 1 r. 4 mec. (ABYCTOPOHHSAS PETUHO-
6nacroma)

rocst kocornasus ciieBa. [Ipu oOciieoBanum oOHapyxe-
Ha OunarepajibHas peTuHoOnacToma (puc. 4).

Jleuenne OOIBHOTO COCTOSIIO M3 SHYKJICAIINH CIIEBa,
JIa3epHOM JAECTPYKIIMH OYaroB CIpaBa, MOJUXHMHOTE-
parmu. [locne KOMIJIEKCHOW Tepanuu B TeueHHe 6 JieT
COXpaHseTCs MOJIHAS PEMUCCHSL.

Wcnonb3oBanne y npoOaHna KIMHUKO-TEHEAJIOTH-
YECKOTO METO/Ia IMarHOCTUKH BBISBHIIO HaJIH4IHe 3a00-
JIEBaHMS B MPEIBITYIIUX MOKOJIEHUX (puc. 5).

JaHHbIA TIpUMep SABISIETCSA SPKOM WILTIOCTpauuen
HacJIeICTBEHHON (OPMBI PETUHOOIACTOMBI C BBICOKOH
neHerpanTHOCThIO reHa (100%) m BBIpaKeHHOW 3Kc-
MIPECCUBHOCTHIO 00JIe3HM (OMIaTepaibHbIA, MYJIETH(HO-
KaJTbHBII XapakTep).

Wzneyennsie OT peTHHOOIACTOMBI MAIUEHTHI UMEIOT
MOBBIILICHHBIH PUCK Pa3BUTHS OCTEOT€HHOH M MSITKO-
TKaHHOW capkoM [13], MeTaHOMBI, THHEAT00IaCTOMBI
(TprmaTepambHON PeTHHOOIACTOMBI).

OnyXoJib BUJIbMCA

Onyxons BunbMmca BHepBbleé OMNUCAaHA B KOH-
me XIX B. kak sMOpuwoHanmbHOE 3aboyieBaHHE C Ya-
croroii 1:10000 m coderaromieecss ¢ BPOKICHHBIMA
anomanusimu [15]. B 86 % cmydaeB mopaxaercst onHa
MoYKa, OJHaKo y 6% OonbHBIX 3a00JIeBaHHE HOCHUT
OunarepasbHbI Xapakrep, a y 8% — wmynbrudo-

CIAH,EI,pOMbI, accoumMmpoBaHHble C ONMyX0osbo Bunbmca

m A

Puc. 5. PopocnoBHas 6onbHoro M. 1 r. 4 mec. ¢ GunatepanbHoi
peTuHo6GnacToMoit

O — MYXXCKO# non

O — YEeHCKuUi non

H — 60nbHble

A — BbIKMAbIW

KanbHbIH. Hedpobiiactoma HepeaKo SBISETCS OXHUM
W3 CHMIITOMOB BpPOXKICHHBIX IMOPOKOB M TEHETHYe-
CKHUX CHHIPOMOB. M3 BpOXXICHHBIX aHOMAJIHMH dHale
BCEr0 BCTPEUAIOTCS TreMuruneprpodus, aHupuius,
MOPOKH pa3BUTHUSI MouernojoBoil cucremsl. Cpe-
I TEHETHYECKHUX CHHIPOMOB Hauboliee H3BECTHBI
WAGR-cunapowm, Jleanc—/lpain CHHAPOM U CUHAPOM
bexBura—Bunemana (tabm. 1). MyTanuu B pa3muvHbIX
TeHax OMNpeessioT (EHOTUITUYECKOE PAa3BHTHE TOTO
WJIM WHOTO CHUHJIPOMA.

Ha puc. 6 npeacraBieHsl ABa KIMHHYECKUX CITydast
pasBuTHs OnnarepaibHON HePpoOIacTOMBI y OOIBHOM
C. 10 mec. m omyxonmn Buipmca ¢ HedpoOiracTozom
BTOpOH MOYKH y manueHTku M., 1 . 3 mec.

npasas nouxa NCSAR NOYKA  MPABAR NOYKA neeas nouxa
v ®
| o
. .
LJ
Onyxom Bammca Onyxosb Bumbmca Hedpobmacromaros  Omyxosm Bummca
(HeppaxTomma)  (p HIXHET 0 ) (6 ) (Hed paxToMuA)

Puc. 6. Knunuveckune cnyyam (4 u 5) aByx naumeHTok ¢ 6unare-
panbHbIM 3a6oneBaHnem u WT1-myTauuamu

Tabnuua 1

CuHapom [eH KnuHnyeckne cMMnToMbl
WAGR-ciHapOM WT1 (11p13) Onyxonb BunbMca, aHupuams, ManbhopmaLmn MOYENoN0BOM CUCTEMDI, 3aePXKKa
YMCTBEHHOIO pPa3BUTMS
Hennc-[paw WT1 (11p13) Onyxonb BunbMca, Tskenas HedbponaTus, AUCreHeTUYeCKMit ncesaorepMadpoam-
CMHAPOM TU3M Y Ma/Ib4MKOB
Onyxonb BunbMca, npeHaTtanbHbli M NOCTHATaNbHbINA TMraHTU3M, MaKpOrnoccus,
CuHAapoM H19 (11p15) nedekTbl OPIOLIHON CTEHKM, BUCLEEPOMEranus, MblleyHas runeptpodus, onepe-
BbekButa-BuaemaHa XeHMe KOCTHOro BO3pacTa, YepernHo-MO3roBble NOPOKU U aHOMaNUK pa3BUTUA
YLIHbIX PAKOBWUH, HEOHATaIbHAs FUMOINKEMUS
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Knunuyeckuii npumep 4. Y 6onbHoll C. BHYTpHYT-
poOHO ObLIa TUATHOCTUPOBAHA KKMCTA MPABOM MOYKH.
JleBouka OblTa C TIPEHATAIBLHBIM W TIOCTHATAILHBIM
KPYITHBIM BeCOM. B TedeHune rojia mocTHaTanbHOTO T1e-
puona OosbHas HaOMIOIANACH TIEAUATPOM C JUArHO30M
«IIOJIMKKUCTO3 Movek». B Bozpacte 1 . 1 Mmec. 3amozo-
3peHa OwiarepaiibHasi HedpoOracToma, JUArHO3 KO-
TOPOH TOATBEPAWIICA TIOCIE IMyHKIIMOHHOW OWOIICHU.
[ManmeHnTKa TONyYWsia KOMOMHUPOBAHHOE JICYCHHE
B NojTHOM 0oO0beMme. CrnieBa OblIa BBIMOJHEHA PE3CKLUS
HIDKHETO TMOJIFoca TMOUKH, CrpaBa HedpaapeHarypeTe-
pokTomMus. B 3 I AmarHoCTUPOBaH peNHINB 3a00JeBa-
HUS B CPEHEM ITOJTFOCE OCTABIIEHCS TTOYKH.

Knunuveckuii npumep 5. Y narmentku M. B 1 1. 3 mec.
o0Hapy»XeHO OuiarepagbHOE OIyXOJIeBOEe 3a00eBaHIe,
MpPU THCTOJIOTUYECKOM KCCIICIOBAHUN TPAKTYIOIIECeCs
Kak oImyXojih BuibpMca ciieBa, HedpobiacTomMaTos crpa-
Ba. [Tony4nB KOMITIEKCHOE JiedeHUE (HEO0a IbIOBAaHTHYIO
W aJBIOBAHTHYIO JICKAPCTBEHHYIO TEpaIuio, ONepaTHB-
HOe TocoOue B o0beMe HehpypeTepIKTOMUH cieBa, Ou-
OTICHHU OIyXOJIM CIpaBa), ICBOYKA OCTACTCS B TOIHOM

PEMHUCCHUHN B TCUHCHHUE NBYX JICT.

Puc. 7. MPT-kapTMHa 3n0KayeCTBEHHOM LWBaHHOMbI B napa-
BepTe6panbHoit 06n1acTu y nauneHTkn M., 14 ner

Puc. 8. MPT-kapTMHa 3n10KauyeCcTBEHHON LWBAHHOMbI B 3a6pto-
IWWMHHOM MpoCTpaHcTBe Y naumenTa ., 15 ner

BerlmieykazanHble CHHAPOMBI HEPEIKO aCCOLUUPY-
IOTCS C Pa3IMYHBIMH OITyXOJEBBIMU 3a00JIEBAHUSMHU:
KpoMe He(poOIacTOMBI, BCTPEUarOTCs padaoMuocap-
KOMa, TeraroOiacToma, HelpoOiiacroma, aapeHOKOp-
TUKaJIbHAsI KapUuHOMa. MHOTHe HCCIIeIOBaHMs JT0Ka-
3BIBAIOT HAJIMYKE TMPEAPACIIONIOKESHHOCTH Y OOJNBHBIX
C omyxoJibpl0 BuibMmca K pa3BUTHIO BTOPBIX WHIYIH-
POBaHHBIX HEOIIa3uil (KOHTpPJIATEPaLHON OITyXOJIH,
0a3aNbHO- U MIIOCKOKJIETOYHON KapIMHOM), OCOOEHHO
ecii KOMOMHHPOBAaHHOE JICUEHHE BKIIOYAJIO JTYYEBYIO
Tepanuio [5].

HEMPO®UBEPOMATO3

Beiiensitor Ba OoublMX Kiiacca Helpohudpomaro-
3a: kace | u xnace 2. Heiipodubpomaros kimacca 1 Brep-
Beie onucaH B 1882 . F.D. von Recklinghausen [14].
Ero nmpuuuHON ABIISIIOTCS MyTallud B T€HE-CYIIpeccope
NF1, conmepxamem 59 5K30HOB M JIOKaJTU3YIOIIEMCS
B 17q11.2 [2, 3]. bonpmuucTBO MyTaruit (70—80 %)
OPUBOAUT K NPOAYKLUMH TPOLECCHPOBAHHOTO (TOI-
BEPrHYTOTO  IOCTTPAHCIALIMOHHON  MOAnu(UKaInm)
oenka. BepostHOCTh 3a00eBanus coctaisaeT 1:3 000.
Knunnueckast kaptuHa HeipodubOpomaroza kiacca
1 cknaznpiBaeTCsl U3 MOSBICHUSI HA KOXKE IMATEH «Kode
C MOJIOKOM», HEHpO(PHOPOM, TUTMEHTOB B MOJMBbIILIECY-
HBIX W TAXOBBIX OOJACTSIX, aHOMAJIUN CKeJleTa, TIIHOM
3pUTEIHHOTO HEPBa U TaMapTOM Pajy>KHOH 000JIOUKH
(yzenku Jlumra). Y manueHToB ¢ HeiipoduOpomaro3om
MOBBIILIEH PHUCK Pa3BUTHs Kak J00pOKadeCTBEHHBIX,
TaK M 3JI0Ka4eCTBEHHBIX MpoIleccoB (Heipopubdpocap-
KOM, acCTpPOITUTOM, (PEOXpOMOIIUTOM, HEHpPOOIACTOM,
pabmomuocapkoM, omyxonu BuibMca u neiiko30B) [7].
[Mo manneiv 1. Matsui u coasr. (1993), puck pazBuTus
3JI0Ka4€CTBEHHBIX OIyX0JIeH y O0JIbHBIX HelpopuOpoma-
TO30M B 6—8 pa3 BhIllIe, UEM B 310POBOM Nomyssiiuu [9].

Kpome Toro, metu c¢ melipodubpomaro3oM Kiracca
1 uMeroT OOJBIIYI0 BEPOSITHOCTh BO3HUKHOBEHHS Me-
TaXpPOHHBIX OITyXOJIEH, MPUYMHHBIM (PaKTOPOM KOTOPBIX
MOXET BBICTYIIATh HE TOJIBKO FTeHETHYECKasl PeIpaciio-
JIOKEHHOCTh, HO W MyTareHHbIH 3(h()eKT mpoTHBOOITY-
XOJIeBOM TepanwH [8].

Knunuueckuui npumep 6. bonsaas M. go 14 net Ha-
OJrofanack OHKOJIOTOM C JMAarHO30M «0oie3Hb PexnmH-
ray3eHa». B 14 mer ObLia AMAarHOCTUpPOBaHA MAaJIHT-
HU3anus HeHpohuOPOMATO3HOTO y37a B MOSCHUYHOM
obmactu (puc. 7).

Heckonbko pa3 BBIMOJIHSAIMCH TMOIMBITKA YAAJCHUS
oryxosid. UMMyHO-, TOTUXUMHO- | JIydeBas Teparus
ObLIH Takke Oe3pesynbTaTHbl. [leBodka morudna ot oT-
JTAIEHHBIX METACTa30B.

Knunuueckuui npumep 7. bonwsnotii I1., 15 nert, neuuni-
Csl B OTJICJICHHUH 110 MTOBOJY 3JI0Kau€CTBEHHOW MIBaHHO-
MBI 3a0pIOMIMHHOTO MPOCTPAHCTBA clipaBa Ha (oHe 0o-
ne3nu Pexnmaraysena (puc. 8).
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Tabnuya 2

KnuHnueckas cumntoMaTuka, HabntogaeMas y naLmeHToB ¢ HelipodubpomaTo3om knacca 1

CuMnTOMBI

Maunentka M., 14 net Maument M., 15 net

HeBponoruyeckuit cratyc

3apepyka NCUXOMOTOPHOTO Pa3BUTUS
HapylweHuve BHUMaHuS
fonoBHble 6onun
TpyaHoOCTM B 06y4eHMM
Cynoporu

+
+

+ o+ + o+

KocTHble usmMeHeHus

Ckonnos
3apepkka pa3BuTus 3y6oB
[Mcnnasus BAnHHBIX TpyBUaTbix KocTen
BanbrycHoe nckpuenenue cron
BoicTynatowumii no6
Hwuskopocnoctb
BopoHkoobpa3sHas pedopmaums rpyaHoin KneTku

I
+

1
+ o+

+
|

HapyLLIeHMFI CO CTOPOHDI 3p|/|TEﬂbHOﬁ CUCTEMDI

Y3enku Jlnwa
[nMoma 3putenbHOro Hepea
[Oucnnasuns cocynos
HapyweHus ocTpoTbl 3peHuns

JHAOKPUHHAs cucTeMa

PaHHee nonosoe passutne
(DeOXDOMOLI,VITOMa

XKenyno4yHo-KuLLIeYHbIM TpakT

CKMOHHOCTb K 3anopam
raCTpO-MHTeCTVIHaIIbeIe CTpOMaJibHbl€ ONMyXonn

+ +

B He0a1bIOBAaHTHOM PEKUME IMPOBOAMIACH IOIMXH-
MHUOTEepanus, Ha (poHe KOTOPOH OTMEUEHO MPOrpeccH-
poBaHue 3a00JIEBaHUSI C METACTATHYCCKUM MOPAKCHHU-
€M TOJIOBHOI'O MO3ra.

B Tabn. 2 npuBeneHbl KIMHHUYECKHUE CUMIITOMBI
3aboneBanus y marueaToB M., 14 met, u I1., 15 7er,
CO 3JIOKQYC€CTBCHHBIMH IIBAHHOMAaMH, BO3HHKIIMNMH
Ha (one Helipopubpomarosa kiacca 1.

CMHOPOM MHOXECTBEHHbIX SHAOKPUHHbIX
OMYXOJIEN

B macTosmee BpeMst paznuyaroT 3 THIA CHHAPOMA
MHOECTBEHHBIX 3HJIOKpUHHBIX OIyXoJei: Tun 1, Tumn
2a u Tun 2b [12]. B merckoM Bo3pacte OOBIYHO TIPO-
SBJSIFOTCS. CUHAPOMBI MHOMKECTBEHHBIX JHIOKPHUHHBIX
omyxoneit 2a u 2b. Cpenu ormyxosei npu JaHHBIX TH-
nax CHHJApPOMA Yallle BBISABIAIOTCA MENY/UIAPHBIN pak
IIUTOBUIHOM KeJe3bl, alcHOMA MapaluTOBUIHBIX JKe-
ne3, ¢peoxpomonuroma. [Ipu tune 2b cuHapoma MHO-
JKECTBEHHBIX SHAOKPUHHBIX OIYyXOJ€H pa3BHUBLIMECS
B OoJyiee paHHEM BO3pacTe 3JI0KaUueCTBEHHBIC OITYXOJU
MMEIOT arpecCUBHOE TEUEHHE U COUETAIOTCsl C MHOXeE-
CTBEHHBIMH ITOPOKaMU ckesieTa. Tumsl 2a u 2b cBsizaHbl
co cneuuduueckumu mytanusiMu B RET-npoonkorene,

JIOKAJIM30BaHHOM B [UIMHHOM IUI€YE XPOMOCOMBI
10 (10q11.2). HanHble MyTaluy, Kak MpaBUIIO, IPUBO-
JISIT K TIOBBIIICHHOHN KJICTOYHOH MpOTUQeparuy 1 mosiB-
JICHUIO 3JI0KadecTBEHHOTo (heHOoTHIA omyxomu [1, 11].
Yacrora BcTpewaemoctu tuma 1 — 1:100000, tuna
2 —1:500000.

Kaunuueckuii npumep 8. bonwuas B., 15 net, map-
(anomo00HOr0  (peHoTHna (Mpojarnc MHTPAIBHOTO
KJIanaHa, JUCIIIa3us COeTUHUTEILHON TKaHH, TOJICThIC
ryObl, BBIBEPHYTbIE BEKHM, MHOXCCTBEHHBIC HEBPO-
MBI 5I3bIKA) MMEJIAa OTATOLIEHHBIM aHAMHE3: y Marepu
nuarHoctipoBaH auddy3HbIi y3moBoit 300. Briepbie
Obu1a o0ciieIoBaHa MO MECTY JKUTEIbCTBA MO MOBOLY
MOBBIILICHHON YTOMJIIEMOCTH, TOJIOBHBIX OOJICH, TUIIO-
touuu. [Ipn Y3U BEISBICHBI COTUTApHBIEC 00Pa30BAHMS
o0eunx oel MUTOBUIHOMN KeJIe3bl ¢ MUKPOKaIbIIMHA-
tamu. CrienquQuuHBI JUTS MEAY/UIIPHOW KapIMHOMBI
MMMYHOXUMHUYECKUH MapKep KaJbLUTOHUH COCTaBHII
112 nr/mn (pedepenTtHbIe Ipeaens! a0 5,5 nr/mi). O06-
HapyxeHa myTtaius npoonkoreHa RET, kogupyroiiero
THPO3WHOBYIO TPOTEHMHKHHA3Y PEUENTOPHOTO THIIA.
JlBaxknbl JieBOuka ObLia omnepupoBaHa (CyOTOTalb-
Hasl PEe3eKIUs MIUTOBUIHON >KEJe3bl, IKCTHpHAIHs
LIUTOBUAHOM MKeJe3bl C JICBOCTOPOHHEH QyTIspHO-
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Tabnuua 3

3MI'Il4pl/1LIECKaﬂ BEPOATHOCTb Pa3BUTUA HACNEACTBEHHOIO pakoBOro CMHApoMa 'y CcMBCOB 1 NOTOMCTBA npoﬁaHp,a npu OTCYTCTBUU BO3MOXXHOCTU UOEH-

TUOUKALMM FEPMUHANBHOM MyTaLmu

Knununueckas KapTuHa

BeposTHocTb y cnbeoB,

BeposTHoCTb y No-

Snatepanshas yHWUnaTepanbHas CeMeiiHas nctopums % ToMcTBa, %
MynbTUdOKanbHas yHUdoKanbHas
+ oTpuuaTenbHas 2% 50
+ oTpuuaTenbHas 1-2 6-50
+ oTpuuaTenbHas MeHee 1 6
+ NONOXUTENbHAA Bapuauum ** Bapuauum **
+ NONOXMUTENbHAs 50 50

*— ecnm HeT B60NbHbIX CUBNMHIOB; ** — BapMaLMmn NEHETPAHTHOCTM LUMPOKK

¢dacimaneHOi JTUMQoarCcceKrel). [ rcTomorndaecku
MTOATBEPKICH MEIy/UIIPHBIN pak MIMTOBHIHOW Kele-
3b1. bosTbHASI HAOMIOMASTCS B TTOJUKIIMHAKE HHCTUTYTA.

B nenom B 1-3% ciyyaeB mepBUYHBIX 3HIOKpPUH-
HbIX Heomnazut U B 10% ciiyyaeB BTOPUYHBIX HJIO-
KPUHHBIX OITyXOJIeH JOKa3aHO HOCHUTEIbCTBO MYTaHT-
HBIX TE€HOB W HaJM4YWe CHHIPOMAa MHOKECTBEHHBIX
9H/IOKPUHHBIX omyxoJeit [10].

[Ipu oTCyTCTBMHM BO3MOXKHOCTH MOJEKYISIPHO-
TEHETHYECKOI0 HCCIECOBAHUS MOXHO HCIOIb30BaTh
TaOIUIYy AMITUPUIECKON BEPOSTHOCTH BOSHUKHOBEHUS
HACJIEICTBEHHOTO PaKOBOTO CHHIPOMa y CHOCOB, OCHO-
BAaHHYIO HA KJIMHUYECKOW KapTUHE U CEMEHHOM aHaMm-
He3e (tabm. 3). [lpu HeraTMBHON CEMEWHOW HUCTOPHUH
HE WCKIIOYCHO IMPHUCYTCTBHE MYTAallMU MPOOHKOTEHA,
HO C HU3KOH NEHETPAaHTHOCTBIO Y OAHOTO U3 POJUTENEH
WY HATMYHE COMAaTHIECKOTO MO3anIIU3Ma.

Jannasi paboTa BBINOJIHEHA MPH MOJACPKKE TPaH-
ToB MuHHCTEpCcTBa 00pa3oBaHus U Hayku Poccuiickoit
Oeneparuu (Ne 02.740.11.0780) u IIpaButenscTta Mo-
ckBbI (Ne 15/11-T'en-M).
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CASE REPORTS OF HEREDITARY CANCER
SYNDROMES IN CHILDREN AND ADOLESCENTS

Kuleva S.A., Imyanitov E.N., Yukhta T.V., Tsyrlina E. V.,
Kolygin B.A.

¢ Resume. Cases of the most often hereditary cancer syndromes
in children and adolescents are presented.

¢ Key words: Children; adolescents; hereditary cancer syn-
dromes.
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