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Pesiome

Bseodenue. OnHuM U3 HanboJiee Cepbe3HbIX HEraTUBHBIX 23(P(PEeKTOB paarallMOHHOIO BO3ACHCTBUS SIBJASIETCS aKTUBALIM S TTPOLIECCOB
oHkoreHe3a. B mokonenuu FO Boicoka paciipocTpaHEHHOCTb 3J10KaUYeCTBEHHbIX HOBOOOPAa30BaHU i1, YTO COXPAHSIETCS U B TOKOJEHUU
F1 (y neteit o6y4yeHHBIX B I€TCKOM BO3pacTe poauUTeeil), 0cCOOEHHO B OTHOLIEHU U paKa IIMTOBUIHOM Xesie3bl. MHOXEeCTBEeHHas
9HIOKpUHHAs Heorazus (cuHapoM MOH) o0benrHseT rpynny HacaeACTBEHHbIX ayTOCOMHO-TOMUHAHTHBIX CUHIPOMOB, O0YCJIOBJIEH-
HBIX OMYXOJISIMU UJIY TUTIEPTIJIa3Meil HECKOJbKUX 9HIOKPUHHBIX XXeJie3, COMTPOBOXIAIOIIMXCS AUCIIIa3Uell APYTMX OPraHOB U TKaHEH.
Lleav pabomsr. JJaHHBIM KJIMHUYECKUM CIydyaeM MPOAEMOHCTPUPOBATbh OCOOEHHOCTHU 00CIeIOBaHMSI, JICUEHU ST U TAKTUKY BEACHU S
MalyeHTa; 00CyIUThb POJIb PaAUALIMOHHOTO haKTopa B aTHONAaTOreHe3e 3abo1eBaHus y pebeHKa ¢ TMarHOCTMPOBAHHBIM MeIyJIIsIp-
HbIM PaKOM (KaplLiIMHOMOM) LM TOBUHOM XKeJie3bl, MOABEPTIIErocsi KOMIJIEKCHOMY BO3/IEMCTBUIO paluallMOHHOIO (hakTopa.
Mamepuanvi u memodsl. AHaTN3 JTAaHHBIX MEAULIMHCKON JOKYMEHTALIMM, aHAMHe3a NMallMeHTa, KINHUKO-TeHEealorMYecKUil MeTO
o0caenoBaHus. BeinmoaHeH 0030p Mo pe3yjbTaTaM MOKMCKa JIUTepaTypHbIX UCTOUHUKOB B 6a3ax naHHbiXx eLIBRARY.RU, PubMed.
BkuttoueHbl 0630pbI TUTEPATYPhl, HAYUHbIE CTAThbU, KIMHUYECKUE UCCIETOBAHUSI.

Pesyasmamei. B cTaThe NpoJeMOHCTPUPOBaHA 3HAYMMOCTD TIMarHOCTUYECKOTO MOMCcKa y peOeHKa ¢ BIEPBbIe BhISIBJIEHHBIM 00pa-
30BaHMEM LIUTOBUIHON XeJe3bl, TPOXMBAIOLIET0 B 30HE paAMallMOHHOTO KOHTPOJISI M POKIEHHOTO OT 00JIYUeHHBIX B pe3yJibTaTe
aBapuu Ha YepHOOBLIBLCKOW aTOMHOM 3JIEKTPOCTaHIIMU poauTeseil. [lokazaHa 3HAUMMOCTb paclIMpPEeHU sl AMarHOCTUUYECKOTO MoucKa
IUTSI UICTUHHOM BepubUKalM1 TMarHo3a, Bbioopa pallMOHAJIbHONM TAKTUKY JIEYEHU I U HAOJIONEeH U1, A5l ONpeaeeH sl 3HAUMMOCTH
paarauMoOHHOro hakTopa B 3TUONATOreHe3e 3a00JeBaHMSI.

3akarouenue. [IpuBeaeHHBIN HAMU KJIMHUYECK U CTyyail MoKa3blBaeT HEOOXOUMOCTb OLIEHKU PUCKOB BO3SHUKHOBEHMU S paiuallMOH-
HO-MHAYLIMPOBAHHbBIX 3a00JI€BAHUI1 Y IeTell — XUTeeil paAuallMOHHO 3arpsi3HEHHBIX TEPPUTOPUI Mocie aBapuu Ha YepHOOBLIbCKOM
ATOMHOW BJIEKTPOCTAHIIMU B CBSI3M C BLICOKMM PUCKOM Pa3BUTHUS Y HUX CTOXacTUUYECKUX 9(PPEKTOB.

KaroueBbie cioBa: KIMHUYECKUI CIydail, IIMTOBUAHAS Xeje3a, pe0EHOK, MEAYISIPHBII paK LIUTOBUITHOM XKeJe3bl, paauallMOHHOe
Bo3zaelicTBue, mpoTooHKoreH RET, cuHApOM MHOXECTBEHHBIX 9HIOKPUHHBIX HeorJ1azuii 2B Tumna

Jng uutuposanus: Sixymesa E. H., Cungruna A. E., banesa JI. C., Kapaxan H. M. Cnyyaii Meny1asspHOro paka liuTOBUIHOM Xee-
3bl, BXOsA1IM B cuHapoM MOH 2B tuna, y pebeHKa, NpoX1BaIOLIEro B peTMOHe paJMOHYKJIUIHOTO 3arpsi3HeHus. Jleuaiuii Bpau.
2026; 2 (29): 82-87. https://doi.org/10.51793/08S.2026.29.2.012
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Abstract

Background. One of the most serious negative effects of radiation exposure is the activation of oncogenesis processes. In the F0O generation,
the prevalence of malignant neoplasms is high, which is also observed in the F1 generation (children of parents who were exposed to radia-
tion as children), especially in relation to thyroid cancer. Multiple endocrine neoplasia (MEN syndrome) is a group of hereditary autosomal
dominant syndromes caused by tumors or hyperplasia of multiple endocrine glands, accompanied by dysplasia of other organs and tissues.
Objective. By this clinical case to demonstrate the features of examination, treatment and tactics of patient management; to discuss the
role of radiation factor in the etiopathogenesis of the disease in a child with diagnosed medullary cancer (carcinoma) of the thyroid gland,
exposed to the complex action of radiation factor.

Materials and methods. Analysis of medical documentation data, patient's medical history, and clinical and genealogical examination
methods. A review of literature sources was conducted using the eLIBRARY.RU and PubMed databases. This review includes literature
reviews, scientific articles, and clinical studies.

Results. The article demonstrates the importance of diagnostic search in a child with a newly detected thyroid tumor who lives in a radia-
tion control zone and was born to parents who were exposed to radiation as a result of the Chernobyl accident. The article also highlights
the importance of expanding diagnostic search for true diagnosis verification, choosing a rational treatment and monitoring strategy, and
determining the significance of the radiation factor in the etiopathogenesis of the disease.

Conclusion. The clinical case presented by us shows the need to assess the risks of radiation-induced diseases in children living in radiation-
contaminated areas after the Chernobyl accident, due to the high risk of developing stochastic effects.

Keywords: clinical case, thyroid gland, child, medullar thyroid cancer, radiation exposure, proto-oncogene RET, MEN 2B type syndrome
For citation: Yakusheva E. N., Sipyagina A. E., Baleva L. S., Karakhan N. M. A case of medullary thyroid cancer, part of MEN
2B syndrome, in a child living in a region contaminated with radionuclides. Lechaschi Vrach. 2026; 2 (29): 82-87. (In Russ.)
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€pbEe3HbIE DKOJIOTUYECKHE U3ME-

HEHMsI, BOSHUKIINE BCIECACTBUE

aBapuu Ha YepHOOBIJIbCKOM

ATOMHOM 2JIEKTPOCTAHILIUU
(YADC) 26 arrpenst 1986 roma, 3acTaBUIn
Hay4yHoe cOOOIIeCcTBO 3aayMaThCsl HaJ
MHOTMMU BO3ZHUKIIUMU NpodJeMaMu.
OIHUM U3 BaXXHEW X BOMPOCOB SIBJISI-
€TCs1 TOBbIIIEHUE PUCKA PA3BUTUSI OHKO-
JIOTUYECKUX 3a00JIeBaHUI, arpeCCUBHOCTb
Te4yeHU s mpoliecca U BpeMsi MaHudecTa-
uuu [1].

Taxk, B KpuTHUUYecKue NMepuoabl pas3-
BUTHUS OpraHu3Ma (BHYTPUYTPOOHBII,
pPaHHUI BO3PACTHOM, MpenyoepTaTHbI
U nyOepTaTHbI) MpU HEOJIArONPUSI THOMI
5KOJOTMYECKOil 0O0CTAaHOBKE BO3pacTaeT
00bEM MEPECTPOEK MPOLIECCOB KU3HEEsI-
TeJbHOCTU UHAMBUIYYMA U BOSHUKAET

PUCK Ppa3BUTHUS PAAUOUHIYIMPOBAHHOM
MaTojoruu (MOpoKOB U aHOMAJIUI pa3-
BUTH S, YMCTBEHHOI OTCTAaJI0CTU, OHKO-
narojioruu). Takxe MOBbIIIAETCS PUCK
Pa3BUTUS TEHETUYECKUX UBMEHEHU
y nokoJieHud (F1-F3), poxxaeHHoro ot
ponuTeseil, 00JyYeHHbIX B pe3yJibTaTe
aBapuu Ha HADC [2-4]. B nokosieHuU-
sax F1-F3, npoxuBaromux B yCJI0BUSIX
JUTUTEbHOM KOHTAMUHAIIMU MaJbIX 103
paaManuy v MOABEPTIIMXCS BO3NEHCTBUIO
Ha pa3HbIX CTaAUSIX OHTOTeHe3a, HaKa-
IJIMBAIOTCS MyTalluK de novo, 00pasyroT-
Csl XpPOMOCOMHbBIE TTePeCTPOKHU, KOTO-
pble MOTYT ObITh JINOO BOCCTAHOBJIEHBI B
pesyjbTaTte penapaiuu, 1160 SAMMUHU-
poBaHBbI B Ipolecce anornTo3sa [1, 5].
PazBuBaroniasics nIMTOBUIHAS Xeje3a
(II2K) y neTeit 1 moApOCTKOB OCOOEHHO
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YYBCTBUTEJbHA K PaJUALIMOHHOMY BO3-
NENCTBUIO U SIBJISIETCSI OPraHOM-MMIIIEHbIO
NI paAUOHYKIUIO0B. Tak, pe3yabTaToM
aBapuu Ha YADC, rne nmpou3soliies Bbiopoc
paaiuoakKTUBHBIX BelIeCTB (OCOOEHHO
paaroaKTUBHOTO i0/1a), SIBJISIETCS BO3POC-
masi pacrpocTpaHeHHoOCTh paka LK [6].
[To MHeHU10 aKCnIepTOB MeXayHapomHOI
KOMUCCHUU MO paluallMOHHON 3aluTe
n Hayunoro komuteta OOH 1o Bo3naeii-
CTBUIO aTOMHOM paauauuu, pak LK
(PLLL2K) y neTeit MOXeT CYUTATHCS €AUH-
CTBEHHBIM JOCTOBEPHBIM CJIEICTBUEM
NEeWCTBUS pagdalliy U pagualMoOHHO
WHIYLUMPOBAHHBIM 3a00jeBaHUEM UJIU
paaualMoOHHO UHAYLIMPOBAHHBIM CTOXa-
CcTUYeCKUM 3 (PHEKTOM.
MenynnsipHblii pak LIUTOBUAHOMN
xkenesnl (MPII2K) coctaBasier ot 1% no
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6% Bcex ciydaes paka LK. ITo ntaHHBIM
pa3HBIX aBTOPOB, oT 10% 10 25% cnydaeB
MPIIK BXxoauT B cOCTaB CUHAPOMA MHO-
>KeCTBEHHBIX SHJIOKPUHHBIX HEeOIlIa3uit
2-ro Tuna (MOH 2B), B ocTanbHbIX Cy-
yasix MPILLXK siBasieTcst cnopaanyeckum
3a0osieBaHueM [7-9].

MOSH 2B Bkitouaet B cebst 3a60J1eBaH U,
CBSI3aHHbIE C PAa3BUTHUEM OIYXOJIei 1/ Uaun
TUNEepIaa3suu KJIETOK, MPOUCXOIS X
13 HEMPOIKTOAEPMBI B IBYX U O0Jjiee I3HI0-
KPUHHBIX opraHax. B mociaenHue roabl
YCTAHOBJIEHO, UYTO 3TUOJOTMUYECKOMU MpPU-
YUHOU pa3BUTHUS 3a00JI€BaHU S SIBJISIETCS
MmyTalus B reHe RET, pacnojiokeHHOM
Ha IJAUMHHOM muedye 10-if XpoMOCOMBI
U BKJItovatomiem 21-it ak3o0H [9-11].

AKTYaJIbHOCTb TPOOJIEMbI B HACTOSI1IIEE
BpeMs1 00ycJIOBJIeHa paclIpOCTPAaHEHHO-
CThIO OKOJIOTMYECKHUX 3a00JIEBAaHU A, TPU-
BOISIIMX K JIETAJIbHOMY UCXOY U MHBa-
JIMAM3AIMU AETCKOro HaceneHus. B To ke
BpeMsl B Mpo0JieMe B3aMMOCBSI31 paaualiu-
OHHO MHIYLIMPOBAHHOI reHOMHOI1 HecTa-
OMJIBHOCTU U MaHU(ECTAIUU OHKOJIOT Y-
YyecKoro Inpoliiecca y A1eTeil MoKoJeHu i
F1-F3, poxx1eHHBIX B CEMbsSIX pOIUTENEN,
00JIyYeHHBIX B IETCKOM U MTOJIPOCTKOBOM
Bo3pacTe B pe3ysbTare aBapuu Ha HADC,
0CTaeTCss MHOT'O BOITPOCOB.

KAMHUYECKUIA CAYYAN

Hesouka K., 2012 r. p., ¢ poxaeHus
MMOCTOSIHHO TIPOKMBAET B 30HE C TPaBOM
Ha oTcejeHMue u3-3a aBapuu Ha HADC
(B perMoHe C ypOBHEM 3arpsi3HEH U ST TTOYBBI
o 1e3uio-137, paBHoMY 565 KBK/M2).
Martepu pebeHKa Ha MOMEHT aBapuu
OblJ10 3 rona, oTIy — 5 JeT; 0ba MocTo-
STHHO TIPOXXMBAIOT B YKa3aHHOM pErvuoHe.
PacueTHast cyMMapHast 5KBUBaJIeHTHas
J103a Ha Kaxjaoro u3 poautenein — 0,75
MUJLTU3uBepTOB. [lepuon 3a4aTust Mpo-
0aHaa M 6epeMEHHOCTU MaTepu MpoTeKas
B TOM Xe pervoHe. [1o 1TaHHBIM MeaM-
LIMHCKOI POIOCIOBHOM, OpaK y poauTe-
JIei mpobaHIa He KPOBHOPOICTBEHHBI;
Mo JUHUU MaTepu U oTua y 6abyliek
pebGeHKa IMpoCIeXBaeTCs y3JI0BOii 300,
YacTO XapaKTePHBIH JJIsT XKUTeJIel paaua-
LIMOHHO 3arpsiI3HEHHBIX TEPPUTOPHUIA.

W3 aHaMHe3a U3BECTHO, YTO peOEHOK
ot Il dusuonornyeckoit 6epeMeHHOCTH
(ot I 6epemenHocTH neBouka, 2002 r. p.,
310poBa), oT I cpouHbIX caMocTOsITE/Ib-
HBIX poJ0B. PeOeHOK poauics ¢ HopMaib-
HBIMM BECOPOCTOBBIMU ITOKA3aTeJIIMU
M OLIEHKOU 1o mKaJje Anrap. JleBouka
pocJia ¥ pa3BUBajach 1o BO3pacTy, Mpo-
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dumakTUIEeCKe MPUBUBKHY TTOBEIEHBI
o KajieHnapio. [lepeHeceHHbIe 3a60JIe-
BaHMsI: BETPsIHAsI OCMa, OCTPbIe PecIu-
paTopHbIe 3a00JieBaHUS — penko. TpaBMm
M oTiepalliii He 3aperucTPUPOBaHO.

B Bo3pacTe 9 et nmpu nmpoBeaeHU M
NUCTIAHCePU3aIU U 110 MECTY KUTEJbCTBA
BBISIBJIEHBI 0Opa30BaHUsI B 00EUX 10X
LK. HanpasaeHa B O6JaCcTHYIO IETCKY IO
kJanHuYeckyto 6onbHULY (I'BY 3 «BO/Ib»)
BpsiHcka st TpoBeieHn st coHorpaduye-
ckoro obcnenoBaHus 2K u uccnenona-
HUsI TUpeonaHOro mpodus. [To TaHHBIM
yJIbTpa3ByKoBoro ucciaenopanus (Y3U)
BBISIBJIEHBI OKPYTJible 0Opa3oBaHU s
B obenx nousix LK. IMoka3zarenu ropmo-
HaJILHOTO ITPOMUJIS — B Ipeaeiax HOpMBbI.

YuutsiBasi Hanuuue uaMeHeHuit B 2K,
caenytomnm atanom B 'bY3 «bOJ1b» ObL1a
MpOBe/ieHa TOHKOMTOJIbHAST aCITUPpallOH-
Hasl GUOTICHS B KaueCTBE 30JI0TOr0 CTaH-
napta nuddepeHmanbHON ITMarHOCTUKUA
3JI0KaYeCTBEHHBIX M TOOPOKAYeCTBEHHBIX
HoBooOpa3oBaHuii III2K, ¢ mocienyto-
UM TUCTOJIOTUYECKUM UCCIIeT0BaHUEM
MaTepuasa acMpaloOHHOro GroITaTa,
C 3aKJIIOUYEHUEM: IIMTOrpaMmMa B OOJTbIIIeit
creneHu coorBeTcTByeT MPIIK.

PeGeHok ObLJI HaMpaBJieH B OTAEeHUE
OITyXOJICH TOJIOBBI U IlIe MeauIIMHCKOTO
paIuoJIOrMYeCKOTO HAYyYHOr O IIeHTpa
numeHu A. ®. Ipi6a B O6HMHCKe (MPHILL
uM. A. ®@. Lp16a — dunuan «<HMUIL paauo-
sorun» MuH3npasa Poccun) ¢ HampaB-
JISTIOIUM TMArHO30M: «MenyIsipHbIi pak
UM TOBUTHOM XeJie3bl», yYUThIBasT JaH-
Hble Y3U 1 rucToIornyeckoro ucciaeao-
BaHuit LI[2K, a Takke pernoH npoxusa-
HUSI CeMbU, UTSI BepubUKALIMK TUarHo3a
U OTIpeNieIeHUsI TAKTUKHY JICUSHUST ¥ 1aJTb-
He1ero BeneHusI.

Ha MoMeHT mocTymnieHusT aK TUBHBIX
Kay00 pedbeHOK He npeabsBisii. [ogocoBast
dbyHKk1MS coxpaHHa. O01Iee cCoCTosIHUE
yIOBJIeTBOpUTEIbHOE. PU3MYecKoe pa3Bu-
THe cpeaHee, rapMOHUYHoe. [1o BHyTpeH-
HUM OpraHaM U cucteMaM — 06e3 BUIMMOiA
MaTOJIOT U U.

Status localis: npu nanpnanuu 2K
He yBeJIMUYeHa, YIJOTHeHa HEOTHOPO/I -
HO, 6e30ose3HeHHas. [lanpnupyrorcs
OKpYTJIble 00pa30BaHMUSsI B CPETHEN TPETH
JieBoit 1 mpaBoit noJeit 2K, He ciasitHHbIe
C OKpyXawimumu TkaHsgamMu. Obpalialio
BHUMaHWe HaJIWYUe eAMHUIHBIX HEBPU-
HOM Ha CJIM3MCTOM T'Y0 U sI3bIKa.

OONIEeKTMHUYECKHEe UCCTIeTOBAHUS,
TaKue KaK KIMHUYISCKU I 1 OMOXUMUYe-
CKUI1 aHAJTM3BI KPOBHU (B TOM YKCJIe YPOBEHb

KaJbLus U pocdopa, MapKephl rumnepriapa-
TUPeo3a), Koaryjorpamma, o011l aHaIu3
MOYM ObIJIU B Mpeneaax HOPMBbI.

s noATBEPKAEHUSI TOPMOHAJIbHO-
aKTUBHOTIO Mpollecca U MapKePOB aKTUB-
HOCTHM KaHlleporeHe3a OblIu UcceaoBa-
HbI CIeYIONIMe TOKA3aTelU U BbISIBJCHbI
U3MEHEHUS:

® YPOBEHb KaJIbIIUTOHUHA MOBBIIIEH
6osiee yeM B 36 pas;

® ypOBEHb PAaKOBOTO SMOPHOHAIBHOTO
aHTureHa (PDA) nosbillieH B 4 pasa.

Ilpu npoBeneHuu nosTopHoro ¥Y3U
LK v tuMdaTryeckux y3J0B NEpeaIHUX
OTIIeJIOB 1lIeW BU3YyaJIU3UPOBAHbI HEUH-
KarcyJupoBaHHbIe 0Opa3oBaHUs 0Oenx
nouseit HI2K ¢ 61u3KuM npuaexkaHuem
K 3aJIHE}l MOBEPXHOCTU, MHOTO(DOKYCHBI I
poct (puc.). HleiiHas nuMdaaeHonaTus,
BU3yaJibHO peakTuBHasl. [Ipu mpoBeneHuu
V3U napallluTOBUIHBIX XKeJie3 TUarHo-
CTUpOBaHa aJieHOMa.

Tak kak MPILLLZK MoXeT ObITb U30JUPO-
BaHHBIM WUJIM BXOJUTb B COCTAB CUHAPOMOB,
C 1IeJ1bIO MOKMCKA OMYXO0JIe UHBIX JIOKATU-
3aluii Oblu npoBeneHbl Y3U opraHon
OPIOIIHON MOJOCTU U MAJIOTO Ta3a, Moyex,
HaJIMOYeYHUKOB, a TAKKE PEHTreHOrpaM-
Ma OpraHoOB I'PYJIHOI KJIETKU — MaTOJOTUU
He BbIsIBJIeHO. Takke pedeHOK OblJI Mpo-
KOHCYJIbTUPOBaH O(PTaTIbMOJIOTOM, TUa-
THOCTUPOBAHA MUOMHUSI CPEHEN CTETIeHH,
HEBPOJIOTOM — MAaTOJIOTM U HE BBISIBJICHO.

ITo pe3ysbTaTam BCceX MOJYUYEHHBIX
JNIaHHbBIX ObLJ TPOBENEH OHKOJOTMYECK U It
KOHCUJIMYM, KOTOPbIl HACTOSITEJIbHO

Puc. CoHorpaduueckan kaptTuHa
uccaepoBanus LKy pebeHka
[npepocTaBA€eHO aBTOpamMu] /
Sonographic image of a thyroid
gland examination in a child
[provided by the authors]
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PEKOMEH0BaJ MPoBeleHWEe paluKalb-
HOI'0O XMPYPruuyeckoro BMellaTeabCcTBa.
Brlya BeIMoIHEHA BUA€0ACCUCTUPOBAHHAS
TUPEOUJIKTOMUS U CEJIEKTUBHAS 1IEi-
Has nuccekius (yposeHb V1), To ecTh
ObIIM yAaJeHbl U TuMbaTuyecKue y3abl
nepenHei 06J1acTU 1€y MEX 1Y COHHBI-
MU apTepUsIMU OT YPOBH S MOAbS3bIUHOM
KOCTH 110 SIpEMHOM siIMKU. [ToydeHHbI i
Marepuaj OTIpaBUIN Ha TUCTOJIOTMYECKOe
ucciaenoBaHue. ['ucronornyeckast KapTuHa
ouonTtata MOPGHOJOrMYECKU U UMMYHOT U~
CTOXMMUYECKH COOTBETCTBOBAIA KAPTUHE
MPLIX.

[TocneonepaliMoOHHbIi TEPUOA TPOTEKAT
rJ1aaKo. bbli mpoBeieH KOHTPOJIb coepKa-
HUS KaJIbLIUTOHMHA (OHKOMapKepa, MpuMe-
HSIEMOTO JIJ151 OOHAPYKEHU ST MEAYJLJISIPHOTO
TuIma onyxosu), POA (Hecneuuduueckuii
OHKOMapKep), YDPOBHU KOTOPBIX 3HAUUTE b-
HO YMEHbIIUJIUCH (TabJ. 1).

YuyuTeiBasg Haau4yue KJIMHUYECKON,
MHCTPYMEHTAJIbHOM 1 1ab0paTOpHOIA CUM-
nromatuku (MPILLK, aneHomMa napamuro-
BUJHBIX XeJie3, HeBPUHOMbI Ha CIU3UCTOM
ry0 u s3bIKa, MOBBILLIEHUE YPOBHS Kajlb-
LUTOHWHA U PDA), Ob1JI0 pEKOMEHI0BAHO
MpOBeNeHKNEe FTeHETUYECKOTO 00CIENOBaAH M

ouorTaTa ¢ 1eJiblo BepuduKaluu 1uarHosa
C MOCJIeAYIOLIMM BbIOOPOM ONTUMAJIbHOM
TaKTUKU JICYEHU ST U OTIPeeICHU S N1alb-
Heliero nporHosa. Ilo pesyibratam MoJie-
KYJSIPHO-T€HETUYECKOTO 00CIe10BaH M S
BBISIBJICHA ITaTOTeHHast MyTarus B 918-m
KomoHe 16-ro ak30Ha mpoTooHKoreHa RET,
3aMeHa MEeTUOHUHA Ha TPEOHUH, OTBET-
CTBeHHasl 3a pa3BuTue cuapoma MOH 2B.

Tak kak myTauuu reHa RET accouuu-
pOBaHBI ¢ 6oJiee arpeCCUBHBIM TEUYEHUEM
3a00JieBaHU s, OOJIbILIMM Pa3MEepPOM OIy-
XOJIM Ha dTare AMarHOCTUKU, MHBa3Uel,
a TaKKe MOBbIIIEHMEM PUCKa METACTa30B
B IuMbaTUyecKure y3Jbl U OTAAJEHHbIX
METacTa30B, COrJIaCHO KJIUHUYECKUM
PEKOMEH IallusIM ObLIT MPOBEIEH TeHeThYe-
CKU¥ CKPUHUHT Y OJIVKaMIIINX POICTBEH-
HUKOB ITpobaH1a. ¥ MaTepu natojoruye-
cKUX MyTaluii reHa RET He BbISIBJIEHO.
Crapiuas cecTpa I1eBOYKHU U OTEll, K COXa-
JICHU10, HEAOCTYITHbI 151 00CIe0BaHUSI.
TakuM 06pa3oM, B JaHHOM Cllydyae MOXHO
MPEATOJOXUTh Yy TpodaHaa MyTalulo de
novo.

YuutsiBasi JaHHbBIE OCMOTPA, pe3yJbTa-
ThI 00CJIe0OBaHUsI, peOSHKY ObLJT BHICTaB-
JIEH IMarHo3:

Tabauua 1. AMHamMUuecKue U3MeHeHUA NoKa3aTeAel KpOBY NauueHTa
B AO- U NOCAEONEepaLMoOHHOM nepuoAe [Tabauua coctaBreHa aBTopamu] /
Dynamic changes in the patient's blood parameters in the pre- and
postoperative periods [table compiled by the authors]

Mokasatenb Ao onepauuu Mocne onepauuu Hopma
TUPeoTPONHbIA FOPMOH 1,6 — 0,25-4,00 mKEA/MA
KaAbLMTOHUH 360,7 12,7 0,0-9,8 nr/ma
MapaTupeouAHbIVi rOpMOH 39,5 17,6 15,0-65,0 nr/mA
PakoB0aM6PMOHAAbHBbIH 16,07 9,18 0,0-4,70 Hr/MA
aHTUreH

PEDIATRICIAN’S PAGE

Ocnosnoii. MOH 2B, cunapom lopiarHa
D44.8, xoTophblii BKJIIOUAET B ce0s1 y 1aH-
HOTO MalueHTa:

e MPILI2K Tla N1 M0. G3. C73;

® aJIeHOMY MapallMTOBUAHBIX XeJe3;

® HEBPMHOMBI CIM3UCTOM SI3bIKA U T'YO.

Bo3neiicTBre paaualiMOHHOTO 3arpsi3-
HeHus Z 58.4.

Mopgonoeuueckuii. MenynnsipHas Kap-
IIMHOMa LM TOBUAHOI xeJe3bl Tla N1 MO.
G3.

AuddepeHuanpbHasgs IMarHOCTUKA
MPOBOAMJIACK MO CJIENYIOIIMM HampaBJie-
HUSM (TabJ. 2).

JleBouka OblJia BBIMKMCAHA TOMOW
B YIOBJETBOPUTEIBHOM COCTOSIHUU
C peKOMeHAALUSIMU MO TUCTTAHCEPHOMY
HaOJIIOICH U0, PEXUMY, KOHTPOJIIO psija
nokaszateJieit (TMupeoTPOIHbIIi TOPMOH,
KaJIbLIUTOHUH, POA, mapatupeouaHbIit
ropMoH — 1 pa3 B 4 Mecsilia) 11 CBOEBpe-
MEHHOTO BBISIBJICHUS PELIMIMBA U OLEHKHU
TeUYeHMU s MocieonepaliMOHHOTO MpolLec-
ca, TakxXe OblJ1 Ha3HaueH L-TupokcuH
B KauecTBE 3aMECTUTEJbHOU Tepa-
MUK MOXM3HEHHO C KOPPEKIIUEHN T103bI
Mo Mepe pocTa U YBEJIUYEHU ST MaCChl
Tena. 1y npoxXuBalUIMX Ha pagualm-
OHHO 3arpsI3HEHHBIX TEPPUTOPUSIX BaXKHO
WCKJIIOYEHUE BBICOKOW MHCOJISIIUHU,
dusznoTepaneBTUYECKUX METOIOB Jieue-
Hus, Takux Kak YOO-, YBY-, maruuro-,
nazeporepanusi u CBY.

ITpu cunapome MBOH nporHos onpe-
NeJISIeTCsl CTENEHbIO 3JI0KaYeCTBEHHOCTU
MPIIZK, TakuM odbpa3om, OJ1aronpusiT-
HbI MPOrHO3 Yy peOeHKa MaJIOBEPOSITEH,
TaK KaK XapaKTep OMyXoJu MPpU CUHAPO-
me MOH 2B HaunboJee 310KaueCTBEHHbI i
U arpeCcCrMBHBIN.

Tabanua 2. AuddepeHumanbHbln AMarHo3 3aboneBaHus y pebeHka [tabauua coctaBaeHa aBTopamu] / Differential diagnosis
of disease in children [table compiled by the authors]

Onyxoau CUHApPOMBI
OCHOBHbl€ NPU3HAKKU CUHAPOMA C ONYXOAE€BbIM
npoueccom
Aob6poKauecTBEHHbIE: CuHapom M3H 2A (171400) RET-peuenTopHan TMPO3WHKMUHa3a MeayAAspHble KapuuHoMbl LK,
® nanuanomMa (164761, 10911.2), kopoHbI 618,768, 883 $GeoXpPOMOLMTOMbI, ONYXOAW NapaLLUTOBUAHbIX
© MOAMMO3 Xenes, HeBPUHOMbI
® apeHoMa
3A0KAYECTBEHHbIE: HacneactBeHHbIN PLLUXK (158240) RET-peuentopHas MeayArApHble KapuuHoMbI LK
® capkoma TMPO3MHKMHA3a (164761, 10q11.2), kopoHbl 768, 804

® KapunHoma

MetacTatnyeckue:
® rOAOBbI, LIEN

® MOAOYHON Xenesbl
® rOAOBHOr0 M03ra

CuHapom KoBaeHa (158350) PTEN TMpO3uWH-, CEPUH/TPEOHUH-
cneundunyeckas npotenH-pocdatasa (601728, 10923.31)

MHOXECTBEHHbIE raMapTOMbl, OMyXOAK
LLIMTOBMAHOW M MOAOUHOM XKEAES, CrieLudruieckme
NOPaxXeHWs KOXHOTO NMOKPOBA M CAU3UCTbIX
obonouek

OﬂyXOI\eI'IOAO6HbIe nopaxeHua:
® KUCTbI

CuHapom An — Opaymenn (151623) TP53 (1911707, 17p13.1)
peryAfumsa KAETOYHOro oTBeTa Ha nospexaeHve AHK

OnyxoAu pasAMYHbIX TUMOB (CapKOMbI, OMyXOAM
LLDK, MOAOUHOW XeAe3bl, Mo3ra, AeMKO3bl U AP.)
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CTPAHUYKA NEAUATPA

3AKAKOUYEHME U BbIBOADI

Bricokast pacmpoCcTpaHEeHHOCTb 3J10-
KauyecTBEHHbIX HOBOOOpa3oBaHuit I2K
nocse aBapuun Ha YADC sBasieTcs OMHUM
13 HauboJiee Cepbe3HbIX HETaTUBHbBIX CTO-
XacTU4YeCcKuX 3¢ (heKTOB paaualluOHHOTO
BO3JEHCTBU S, CBUAETEIbCTBYIOLINX 00
aKTHBALMU MTPOLIECCOB KaHIIEpOTeHe3a
Kak B mokojieHuu FO — y 061ydyeHHbIX
B I€TCKOM M MOJPOCTKOBOM BO3pacTe
OynylIux poauTesieit, TaKk U y UX NeTel
(B mokosneHnuu Fl).

Haumeit 1ienbto 061710 TPOAEMOHCTPU-
poBaTh UCTOPUIO OOJIE3HU pedeHKa, MoI-
Bepruierocst KOMMJjaeKCHOMY BO3/IEUCTBUIO
panuanoHHoro ¢gaktopa (MmpoxuBaro-
1IIETO B perUOHe, 3arpsi3HEHHOM paino-
HyKJuaaMmu nocJijie aBapuu Ha HADC,
POXJAEHHOIrO OT POJAUTEeNeil, MoABepr-
U XCs 0OJIyUYEHHM IO B IETCKOM BO3pacTe),
y KOTOPOTO NMepBOHAYAIbHO TMAaTHOCTUPO-
BaHHBIN MeIYJUISIPHBIN pak (KapliMHOMA)
HI2K He siBASIETCS U30JIUPOBAHHBIM,
a BXOJUT B OOLIM I CUMIITOMOKOMITJIEKC
MO3BH 2B.

IlpenctaBiaeHbl KIUMHUKO-TEHETU-
yecKasl XapaKTepUCTUKaA PEAKOTO CUH-
npoma MBOH 2B (pacnipocTpaHeHHOCTh
1:30 000-40 000) 1 poab pagrualLMOHHOTI'O
¢dakTopa B aTUOMATOreHe3e 3aboJieBa-
HU . 3aperucTpUpoBaHHasI aKTUBAL M S
reHa RET npuBoauT K 6€CKOHTPOJIbHOM
npoaudepauuu C-knerox LXK, odycioB-
JIMBaeT pa3BUTHUE PAa3HOOOPA3HBIX MTPO-
saBieHult cunapoma MOH 2B, onpenensier
BpeMsl MaHUGbECTallMU U arpeCCUBHOCTb
BapUaHTOB TEUEHU I OMYXOJIEBOTO MPoO-
1ecca. PerynupyeMast ak THBHOCTb OeJika
RET, koTopblii ABIsIETCS MPOTOOHKOTre-
HOM, MOXXET MO/BePraThCsi OHKOreHHOU
aKTHUBAlIMU B CBSI3U C SITUTEHETUYECKUM
BO3/IENICTBUEM U LIUTOT€HETUYECKOM Mepe-
CTpolikoii. B To ke Bpemsi paHee oOHapy-
J)KEHHO€ HAaMU U3MEHEHUE aKTUBHOCTU
reHOB reHHoi cetu reHa 7P53 [12] urpa-
€T 3HaYMMYI0 POJib B OTBETHOM peakinuu
KJIETOK Ha paJuallMOHHOE MOBPEXIeHNE
JHK, cBsi3aHHOE ¢ KJIETOYHBIM LIUKJIOM,
AKTMBHOCTBIO MPOLIECCOB Mpojiudepanuu,
aronTo30M, CTapeHUeM KJIeToK. Takum
00pa3oM, U3MEHEHU I TeHOB T€HHOU CeTU
TP53 MOryT HOCUTDb aAAUTUBHBIN 3 hEKT
B OTHOLIEHW U aKTUBALMU MpoaudepaTus-
HBIX TPOIIECCOB, T. €. MOT'YT ObITh ACCOLIU-
WPOBAHHBIM 3MUTEHETUUYECKUM TPUTTE-
pom rena RET.

JIns1 olleHKUW prUcKa BOSHUKHOBEHU S
paaualMOHHO-UHIYIIMPOBAHHBIX 3200-
JiIeBaHUU HEOOXONMMO YUYUTHIBATH U
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WHIUBUAYAJbHYIO PAIUOYYBCTBUTEIb-
HOCTb, KOTOpasi 3aBUCUT OT PABHOBECH ST
MOBPEXAAIOIINX U 3ALIUTHBIX KOMTIEH-
CaTOPHO-BOCCTAHOBUTEIbHBIX MPOLIECCOB
B opraHu3sme. [1oBbITIIEHHAsT paTuoOvYyB-
CTBUTEJIbHOCTbh OPTaHOB, TKaHE UJn
CTPYKTYP XMBOTO OpraHu3Ma ornpeaes-
€TCsI CO3MaHNeM HanboJee OMacHOM J03bI
MPU MOCTYTJIEHUY PATUOHYKIIUI0B BCIE/-
CTBUE UX TPEUMYLIECTBEHHOTO HAKOIJIe-
HUSI U/WJU pacripenesieH s, TaKuM obpa-
30M, PUCK BOBHUKHOBEHM S CTOXacTUYEe-
ckux 3¢ deKkToB y neTeil B 2-3 pa3a Bblllle,
YTO AUKTYET OCOOEHHOCTH 00CIeI0BaHUS
MauKeHTa, JIeYeHUsT U HabJII0AeHU .
Yrny6ieHue 3HaHUIi 0 maToreHese Gop-
MUPpOBaHM 3a00JIeBaHUI1, IPOBEAEHUE
crelraJbHbIX BBICOKOUYBCTBUTEIbHbBIX
MUATHOCTUYECKUX MEPOTIPUSTUN IS
paHHEro BbISIBJICHUS 3JI0KaY€CTBEHHBIX
HOBOOOpa30BaHUi, 10 GOPMUPOBAHUS
OCJIOKHEHU, IBISIOTCS 3a70T0oM 3 dek-
TUBHOTO JICYEHU I C yYeTOM BKJIa/ia 9Korma-
TOJIOTMYECKOTo (paaralMmoHHOT0) (hak-
TOpa U NpopUIAKTUKY ocaoxHeHui. JIB
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