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[NepBuuHo-MHOXecTBeHHBIE omyxou (IIMO) — omgHa
U3 CJIOXKHBIX, MHTEPECHBIX Y HaUMEHEe M3YYCHHBIX TeM
B COBpeMeHHO#1 oHKojornuu. B Poccuiickoit Penepanmn
B 2018 . ObIIM BIIepBbIe BBISBIIEHBI 0KOIO 50 THIC. mep-
BUYHO-MHOXECTBEHHBIX ITOJIMHEOIUIa3Mii y B3POCIBIX
(37,4 na 100 000 HaceneHwust), uro cocraBmio 8,8 % Bcex
3JI0Ka4eCTBEHHBIX HOBooOpa3zoBaHuit [1]. CraTucruye-
CKUX CBeIEHUN 0 yacToTe BO3HUKHOBeHUA [IMO B ner-
CKOI OMYJISIIIMM B HacTosIIIee BpeMs HeT. K coxaneHuto,
9TOM TIPOOJIeMe ITOCBSIIEHBI JIMIIb OIMMCAHUS PEIKMX
HabmoneHuin [2—6]. Ha cerogHsiuiHuii AeHb AUCKYTa-
OeJIbHBIMM OCTAIOTCS BOIIPOCHI JAMAarHOCTUMKM, BbIOOpa
JieyeOHOoM TakTuKU U Tnpodunaktuku [TMO B meTckom
Bo3pacre [7, 8].

MpbI ipeacTaBiIsgseM KIMHUYECKUM cllydaidi CHHXPOHHO-
ro pa3Butus HelipoomactoMsl (HB) 4-if ctanum 1 aneHo-
MbI TapamutoBuaHo xeessl (ITII2K) y pedenka 11 mer,
MOTpeOOBaBIINI MHAWBUAYAIHHOTO MOIX0AA K IUAarHOC-
TUKE U JICUCHUIO KaXXI0U OITyXOJIH.

Knunuueckuii ciyvai

Ilauyuenm A., 11 aem, nocmynua é xaunuxy HMHUI]
oukonoeuu um. H.H. Ilemposa ¢ uwne 2018 e. ¢ ncanroba-
MU HA BbIPANCEHHYI0 CcAAO0CMb, pa30pajicumenbHoCmb,
Kanpusznocms, 004U 8 eopae, epYOHOU KaemKe, WEUHOM,
NOSACHUMHOM 0mMOenax No360HOYHUKA, 1e60M ma300edpeH-
HoM cycmase, 6016 8 Jcugome b6e3 HemKOol A0KAAUZAYUU.

U3 anammuesa cmano useecmuo, ymo 0046 8 2pPYOHOIlL
Kaemke u scugome becnokouna pebenka c Hauara mas 2018 e.
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Hnmencusnocms  ab0omuHanbHo20 0016020 CcUHOpOMA
Hapacmana, cmas NPUYUHOL OWUOOUHOU OUACHOCMUKU
0CMpoe0 ANNEeHOUYUma U anneHodKMoOMUlU, BbiNOAHeH-
HoUl no mecmy xcumenscmea 6 cepedurne mas 2018 e. Ilo
pesyavmamam MopghoaocuUecKo2o uccae008aHus AanNeHOUKC
0Ka3aAcs 00bIMHO20 CIMPOeHUs, 0e3 80CNANUMENbHbIX U3Me-
Henuil. B nocaeonepayuonHom nepuoode dicanodvi Ha 0601b
COXPAHANUCDH, NOCMENEHHO NPUCOCOUHUAUCH OONe3HEHHOCID
U OepanuMenue O0BUNCCHUN 8 WelHOM, NOACHUYHOM Omde-
AaX NO360HOUHUKA, 6 Ae6oM ma3obedperHom cycmage. llpu
obcaedosanuu no mecmy ycumenscmea 6 urone 2018 e. no
danubim Komnoromeproi momoepaguu (KT) 6bi10 6vis161eHO
00seMHOe 00pazoeanue 8 NPOEKUUU 16020 HAONOHEHHUKA.

Ilpu nocmynaenuu 6 kaunuky ILlenmpa obpawaru Ha
cebs GHUMAHUe Y8eauveHue pasmepos JICUeOMda 3a cuem
nasbnupyemozo 00paz08anus, BbINOAHABUIE20 BeCb Neablil
@AaHK, YeeauueHHble WeliHO-HAOKAYUUHble AuMpamuye-
ckue y3avl (/1Y) caesa. [lpu ouenxe n1abopamopHbix noKa-
3ameneil 6blA0 3APUKCUPOBAHO NOBbIUIEHUE KOHUEHMPAYUU
Heliporcneyuguueckoii enorasvl 00 120 ne/ma (Hopma — om
0 0o 16,3 He/ma), naxmamdeeudpocenaszsl do 739 Ed/a
(nopma — 125—220 Ed/a), karvyus do 3,5 mmons/n (Hop-
ma — 2,2—2,7 mmonv/n). Pesyromamor eusyaruzauyuu (KT,
YALMPA38YK0B0e  UCCAC008AHUE)  GbIABUAU  00PA308aAHUE
6 NPoeKyUU 1e6020 HAONOYeUHUKA, npedcmasasioujee coooil
KOHenoMepam onyxonegoli mxauu 0e3 KatbyuHamog ¢ 4em-
KUMU HepoOBHbIMU KOHmMYpamu pasmepamu 52 X 45 % 50 mm,
KOHenoMepam yeeauyeHuvlx 3a0powunHolx J1Y pazmepamu
do 57 x 38 mm (puc. 1), weiino-Hadkarwuuunvix J1Y cresa
pazmepamu 0o 35 X 25 um.

Puc. 1. KT opearnos epyoroii knemku u 6proutHoil noa0Cmu ¢ KOHMPACHMHbIM
YCUuneHUeM Ha MOMEHM NePEUYHOL OUAZHOCMUKU: 8 00Aacmu 1€6020 HAo-
noueHHUKa 8U3yau3upyemcs oopasosanue HeOOHOPOOHOL cmpyKmypul 6e3
KanvyuHamos pasmepamu 52 X 45 x 50 mm

Fig. 1. Chest and abdomen CT scan: heterogeneous left adrenal tumor without
calcifications. Sizes of the tumor were 52 X 45 %< 50 mm

Ilpu 6binosHeHUU MACHUMHO-PE30HAHCHOU MOMO2pa-
Gduu (MPT) ¢ koumpacmuwim ycunenuem u Ou@gysuoH-
Ho-636euienHoil MPT e6ceco mena 0bin0 3aghuKcupo8ano

Puc. 2. JJugpgyzuonno-e3eewennas MPT ececo meaa. IIpedcmasaerst MmHo-
JcecmeenHble 04a208ble UMEHeHUsl BUOUMBIX KOCIHbIX CIMPYKmMYp (8 meaax
NO360HK08 6cex 0maen0s, KOCMAX masd, NPOKCUMANbHbIX 0Moeaax oua-
u3zoe 6edpeHHbIX KOCmell), pasmepsbl KOMOPbIX cocmagasau om 2 00 5 Mm;
momanwvHo nopaxcervt meaa Th3, Th4, ThS, Th10; pazmepel ouaca 6 uieiike
16020 Oedpa He meHee 25 X 30 mm

Fig. 2. Whole-body diffusion-weighted MRI. The figure shows multiple focal
lesions in the vertebral bodies of all departments, pelvis, and the diaphysis
of the femur, sizes from 2 mm to 5 mm; the bodies Th3, Th4, ThS, Th10 are
totally affected; the size of the lesion in cervical hip is not less than 25 < 30 mm
MHOdIcecmeenHoe Oughghy3no-ouazosoe nopajicenue Kocmeli
cKkenema HeoOHOPOOHO20 Xapakmepa (puc. 2), ghopmuposa-
HUe MACKOMKAHHO020 KOMHOHEHmMAa 6 pempodapuneeansHom
npocmpancmee.

Abcoatomno HeoxucudanHol HAX00KOU 0KA3aa0ch obpa-
308anue npaeoil nuxcneil IIIK, umeeuee uemkue pogHole
KOHmMYpbl U eOUHUYHOe KUcmosuodHoe exawuenue (puc. 3).
Iuaenos adenomot ITIIK cman naubonee eeposmubim nocae
onpedenenus konuenmpauuu napameopmona (I1TT) é coigo-
POmMKe Kposu, KOMopblil 0KA3aACs NOblUeHHbIM 00 358 ne/ma
(Hopma — 4,6—34 ne/ma).

Ilo pezyabmamam mopgonocuueckoeo uccredosanus
nopacentoeo uteiinoeo J1Y 6vin noomeepicden duaenos Hb
(Hedugpghepenyuposannas HB, epynna nebaazonpusmuoeo
npoexosa no kaaccugurkayuu H. Shimada). Ilpu yumoeene-
MUYeCKoM UCCAe008AHUU MKAHU ONYX0AU MemoooM @ayo-
pecueHmHoll eudbpudu3ayuu in situ AMnAUGUKAYUS OHKOEHA
MYCN He 6vira svisignena. Hccnedosanue KocmHuoeo mo3ea
nOKa3an0 e2o nopaslcerHue onyxoasio.

Takum obpazom, y 004bHO20 OblAU OUACHOCIMUPOBAHDI
1IMO:

1. Hb nesoco naonoueunuka ¢ memacmamu4eckKum
nopadxjcenuem 1e8biX WeElHO-, Ha0- U NOOKAIOYUUHBIX, GHY-
mpuepyoHsix, 3a6prowuntbix J1Y, maekux mkaneil eromku,
Kocmeil ckeaema, KOCMHO20 Mo3ea, 4-s cmadus no Medrc-
dyHapoonoil cucmeme cmaduposanuss HB (International
Neuroblastoma Staging System, INSS), epynna evicokoeo
pucka, M-cmadus no MexcoynapodHoii cucmeme cmaodupo-
eanus epynn pucka HB (International Neuroblastoma Risk
Group Staging System, INRGSS).
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Puc. 3. KT opearnos epyonoii kaemku ¢ KOHMPACMHbIM YCUNCHUEM HA
MOMeHm nepeuyHoll duacHocmuku: obpasosanue Huxcheil ITIIK cnpasa
pasmepamu 8 X 8 x 10 mm

Fig. 3. Chest CT scan; sizes of the right lower parathyroid gland tumor are
Ex 8§ 10 mm

2. Adenoma npaesoii nuxcreil ITIHK.

Taxcecmv cocmosnus 601bH020, HECOMHEHHO, Oblaa 00y -
C08ACHA MeYeHUeM BbICOKO3N0KAUECMBEHHO20 ONYX01e6020
npouecca, ymo u onpeoesuno makmuky aeuenus.. Pebenky
ovLra Hauama undykyuonHas noauxumuomepanus (I11XT) no
npomokony NB-2004, 6aoxu N5/N6 (éunkpucmun, kapbo-
naamuH, mMono3ud/BuHKpucmut, daxkapoaszun, ugocgamud,
dokcopybuyun). Becv nepuod unoykyuu pemuccuu nayueHm
Haxoouacs nod HabaodeHuem 8paua-3HOOKpUHON02d, eM)y
npoBOOUNOCy MOHUMOPUPOBAHUE KOHUEHMPAauuil ooujeeo
U UOHU3UPOBAHHO20 KAAbUUS 8 CbIBOPOMKE KPOBU, KOMOpble
0CMAasANUCH HE3HAYUMENbHO NOGbIUEHHbIMU HA (POHe 2UNo-
Kanbyuemu4eckoll ouemst U UHGDY3UOHHOU mepanuu.

Hecmomps  na coxpausiiouyrocsi ymepeHHyro eunep-
Kanvyuemuio (KOHyeHmpauus oouweeo Kaivyus 0ocmueana
2,86 MM0OAb/, G UOHUZUPOBAHHO20 — K01€0anach 6 npedenax
om 1,47 do 1,53 mmonv/n), y nayuenma nocae I-eo kypca
nPOMUBOONYX01€6020 AeHeHUs: Obla NOAHOCMbIO KYNUPOBAH
0016011 CUHOPOM, UCHe3U CAAOOCMb U PA3OPANCUMENbHOCID.
Manvuuk cman aKmugHbIM, CAMOCHOSMENbHO Nepedsuean-
ca no omoenenuro, annemum He cmpaoan. Taxum obpaszom,
Kakue-aubo KAUHUYecKue CUMNMOMbL SUNEPKANbUUEMUU He
obHapyxcusanuce. MoHUmMopuHe 21eKmpoKapouoepammol maK -
Jice He 0eMOHCIMPUpPo8an cneyuguutbix usmenenuil. Hanpomus,
Y nauueHma omme4ancs CUHOpOM yYKopoueHHo2o unmepeana PQ
¢ munumansHolm 3Haveruem 0,09 ¢ 6 nauane aeuenus u docmu-
aceruem 0, 11 ¢ npu nocaedyrougux uzmepeHusx.

Yorce nocne 2 undyxuuonnoix Kypcoe y nayuenma Oviau
3auKCcUpo8anbl YMEHbULEHIE PA3MEPO8 8CeX Memacmamu-
yeckux npezenmauuii Hb, canayus kocmnoeo mo3ea, Kynu-
poesanue 604e6020 cundpoma. 3a6op nepughepuueckux cmeo-
A08bIX KAeMOK Kposu Obli ocyujecmener nocie 3-20 u 4-eo

kypcoe IIXT 6 koauuecmee, docmamouHoM 0451 8bINOAHEHUS
mandemnoii evicoxodosrnoil IIXT (BAIIXT).

Ilo okxonuanuu uHOYKYUOHHOU mepanuu 00seM Oony-
Xoau neeoe0 HaonoueuyHuxka ymeHowiuacs 6 20 paz — 00
19 x 13 x 23 mm (puc. 4). Pazmeps adenombl npagoil
III2K no 3asepuenuu 5 kypcoe IIXT neckonvko yseauuu-
aucw (11 x 7% 10 mm). Yposenv IITI ocmasancs evicokum
u docmuean 327,2 ne/ma.

O e

Puc. 4. KT opeanos OprowHoil nosocmu ¢ KOHMPACMHBIM YCUACHUEM.
Ha momenm uccaedosanus nayuenm noayuun 6 xypcoé IIXT ¢ pamiax
npomokoaa NB-2004. Jlocmuenym uwacmu4Hbwlii peepecc ONYXoau n€6020
HaonoveuHuxa

Fig. 4. CT scan of the abdomen. At the time of the study, the patient received
6 courses of chemotherapy under the NB-2004 protocol. Partial regression
of the tumor of the left adrenal gland is achieved

B naanosom nopsioke peberky oviau npogedernvl 2 nocae-
dosamenvHbiX onepamusHvlx emeuamenscmea. Ilepsvim
smanom nocne 5-eo kypca IIXT, koeda onyxonegutii npouecc
Hamu y8epeHHO KOHMPOAUPOBAACs, A 803MONCHOE Hapyule-
HUe maiimMuHea mepanuu 8blCOK0310KaA4eCmMEeHHOU ONyxXoiu
CMAHOBUAOCH Ydice He CMOAb KPUMUYHBIM, ObLI0 8bINOAHEHO
yoanenue onyxoau npaeoil Huxcuei ITIHIK. Bmopoim sma-
nom nocae 3aéepuleHusi UHOYKUUU PeMUCCUU — AanapocKo-
nuueckoe yoanrenue Hb nesoco naonoueunuka.

Mopdghonoeuuecku 6vinu nodmeepaicoenst adenoma ITIHIK
U CMEUaHHas 2aHeAuoHelpodsacmoma 1e6020 Hadnovey-
HUKa ¢ npusHakamu aeuedbHo2o namomopgoza IV cmene-
HU. B nocaeonepayuonnom nepuode codepiicanue Kaablyus
8 CbIBOPOMKE KPOBU NPULUAO 8 HOPMY. B dansHeliuem yice Ha
gone npuema uzompemuHOUHa 0OHOKPAMHO ObLA 3aQuUKCcU-
POBaH 2nuU300 eunepkanvyuemuu (2,8 mmons/a), He nompe-
oosasuuil koppexuuu mepanuu. Ypoeeuv IITI chuxcascs
nocmenenHo, 00CMUSHY8 HOPMAAbHbIX 3HAYEHULl 8 medeHue
1 mec nocne onepayuu.

Ha smane koncoaudayuu pemuccuu 6046HOMY OblAU NPO-
gedervl 2 nocaedosamenvrvix Kypea BATIXT: 1-ii — cxema TC
(muomena, yuxaogocgpamud), 2-it — cxema CEM (kapbo-
naamuH, SMono3ud, meaparam) c mpancniaHmayueil aymo-
NOCUHHBIX 2eMONO0IMUHECKUX CMB0A08bIX Kaemok. Yepes
60 oueil nocae 3asepuierus 2-eo kypca BAIIXT eemamono-
euyeckue noxkasamenu Oblau NOAHOCHbIO 60CCMAHOBAEHD,
cbleopomoutvle Konuenmpayuu xasvuyus u IITI ne npe-
8blUUANY HOPMAAbHBIX 3HaueHuil. Memodamu uncmpymeH-
ManvbHo2o0 00cAe008AHUs 3APUKCUPOBAHA NOAHAS PEMUCCUS
3abonesanus. boin nauam sman noddepicusarouieli mepa-
nuu, 8 xode KOMopozo NAyueHm HOAYMUL 5 KYpPCO8 UMMY-
Homepanuu MOHOKAOHAAbHbIMU aHnmu-GD2-aumumenamu
8 KOMOUHayuu ¢ u30mpemuHourHom. Jleuebnas npoepamma
oObira 3aeeputena. Manvuuk HaxXo0UmMcs @ NOAHOU pemuccuu
npu cpoke HabaoderHus 27 mec.
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Oo0cyxaeHue

3aboneBaecMocth HbB cocraBnger 0,8—1 ciyyaii Ha
100 000 metckoro HaceneHust ot 0 1o 15 jeT, Ipu 3TOM
JIMIID Y 5 % MalMeHTOB IMarHo3 YCTaHaBIMBAECTCS B BO3-
pacte crapiie 10 sger [9]. ¥V mereit crapiiero Bo3pacTa
Hb Hepenko xapakTepu3yeTcsl MHIOJEHTHBIM TeUEHUEM,
0 e¢ OMOJIOTMYECKMX CBOMCTBaX M3BECTHO HE TaK MHOTO
[10—13]. Ipynma uccnenoBaTeneii 3 MeMopHaabHOTO
oHkojornyeckoro neHtpa «Cinoan Kerrepunr» (Hwio-
Nopk, CIIA), npoaHaIu3MpoBaBllas CBEICHUs Gosee
yeM 0 30 1eTax, MoAPOCTKAX U MOJIOJBIX B3POCIBIX C XPO-
HuyeckuM teyeHueM HB 4-ii cramuu, u3 Guosornye-
CKHX OCOOEHHOCTEI OMyXOoJaud OTMEeTUJa KpaiiHe peaKylo
amrindukanuio onkorena NMYC [10, 11].

[MoznHee B JleTckoM ucCCaemnOBaTeIbCKOM TOCIIMTA-
e Cearoro Uynsl (Memduc, CIIIA) ObUIO BBIITOJTHEHO
MOJIHOE ceKBeHUpoBaHMue reHoMa 40 oOpas3lioB MeTacTa-
tnyeckoii Hb nmaiimeHToB, pa3nesieHHBIX Ha 3 BO3pacTHhIE
rpynibl: MuaaeHIs (0—18 mecses), aetu (18 mecsieB —
12 net) u mompoctku (ctapie 12 jet) [12]. ¥ Bcex mon-
poctkoB U 17 % neteit ObUIM UACHTU(MUIMPOBAHBI MyTa-
uuu B reHe ATRX (alpha thalassemia/mental retardation
syndrome X-linked, anbga-tamacceMusi U yMCTBEHHas
OTCTAJIOCTh, CLEIUIEHHBIE ¢ X-XPOMOCOMOI1), B TO BpeMs
KaK HY y OJHOTO MJIaJICHIIA IIOJO0OHBIX U3MEHEHUIA BBISIB-
JneHo He Obuto. Mytanusg ATRX Oblia B3aMMOMCKITIOUa-
fomeii ¢ NMYC-ammnudpukamnyein M accolMupoBaiach
¢ xpoHnyeckuM teueHrneM HB He TolbKO y MOAPOCTKOB,
HO M y TTallMeHTOB MJIajiero Bo3pacta [12]. B Hacrosiiee
BpeMs it XxpoHndeckoii Hb moxkazanbl Takue KiimHuYe-
CKMe€ YepThl, KaK JIUTEIbHOE, MHOTOJIETHEE MEePCUCTH-
poBaHHE 3a00JIeBaHMS Jaxke IMPU OTCYTCTBUM ITOJHOM
pPEMUCCUHU, OIHAKO TIporpeccupoBaHue 001e3HU Ha (poHe
CTAHIAPTHBIX IIPOrpaMM JICYEHUSI W TMOesb MallMeH-
Ta Hem30exHbl [9—13]. IIpenmonaraercsi, 4YTo Tepamus
antu-GD2-aHTUTEIaMM  MOXET YAYYIIUTh TIPOTHO3
B 2TOi1 Tpymirie 6onbHbIX [10—13].

IIMO vy nereit, oqHa M3 KOTOPBIX — 3JIOKAUYEeCTBEH-
Has HeWpOreHHasl ONyXoJib, KpaliHe penku. Ilomxombr
K kinaccudukanuu [IMO 10 cux 1mop BhI3BIBAIOT CITOPHI.
B uactHoctu, T.B. TopOyHOBa C COaBT. B CBOEii CTaTbe
[14] mpencraBunu knaccudukanuio B.I. bebskuHa kak
bonee coBepiieHHY0. ClaeayeT OTMETUTh, YTO OHA B Mep-
BYIO odepelb IoApa3syMeBaeT pasdesieHHe OITyXOoJiel o
coueTaHUsIM (XapakTepy IpOosIBIeHMs) Ha 3 BUIa: 100po-
KayeCTBEHHbIE, MOOPOKAYECTBEHHbIE U 3J0KAYEeCTBEH-
HBIE, 37I0KaueCTBeHHBbIC. MBI IIPU ITOCTAHOBKE JAMarHo3a
MPUICPXKUBAINCH TON ke KiaaccuUKalliM, COIJIACHO
KoTopoii y pebenka uMeeTr mecto [IMO — coueranue
3JI0Ka4eCTBEHHOI M J00pOKaYeCTBEHHOIN HeOoIUIa3uid.
B oanextpoHHOI1 OubGmuorpaduyeckoil 0a3ze JaHHBIX
Medline, co3maHHOI HaUMOHAJIBHOW MEIMLIMHCKOM
OUOJIMOTEKOI, a TAKXKE B POCCUIACKMX UCTOYHUKAX HAMU
ObUIM HaMIEHBI JIUIIbL HECKOJIbKO HabmomeHuit [IMO
B KomOuHauuu ¢ Hb [2-5].

Anenoma ITIIXK y neTeii fuarHoCcTUpPyeTCsT JOCTATOY-
HO peaKo, HO 3TOI MpobJieMe TOJIbKO 3a rociennue 10 net
OBLIO TTOCBSIIIEHO OOJIbIIIOE YMCIIO TTyoauKaumii [15—22].
AHanu3 oryO0JIMKOBAaHHBIX CBEICHUI TO3BOJISIET TIpe[-

CTaBUTh TUIIMYHYIO KIMHUYECKYIO KapTUHY MEPBUYHOTO
runepriapaTupeosa y aeteil. 3abojieBaHME XapaKTEpHO
TSI TIOAPOCTKOB (CpemHuii Bo3pacT — 11—12 neT), Hepen-
KO MaHM(DeCTUpPyeT KOCTHO-CYCTaBHBIMM OOJISIMU U CKe-
JIETHBIMU edopMasaMu. TUTTMYHO pa3BUTHE KJIACCH-
YeCKOI TpUabl: IeIpeccusl, MoYeYHOKaMeHHas 00JIe3Hb
M KOCTHBIE 001, YTO OOBSICHSIETCS ropa3no dosee Mmo3i-
HEl TMarHOCTUKOM BBUAY OTCYTCTBUS Y AI€TEU MpOrpaMm
CKPMHUHTA KaJIbIIMsl KPOBU B OTJIUYME OT B3POCIIOTO
HaceneHus [15]. [unepkanbliuemMust ¥ MOBBIIEHUE KOH-
neHtpauuu I1TT B chIBOpOTKE KPOBU OKAa3bIBAIOTCSI, KaK
MpaBUJIO, CIyYalHBIMU HaXOOKaMM TIpU YIJIyOJIeHHOM
o0clieqoOBaHMY 110 IIOBOAY BBIIIEOINMCAHHBIX Kajoo.
EnuHCcTBeHHOIT M aOCONIOTHO H3JICUMBAIOINICH OIIIUEi
npu ameHoMe IIIIXK sgBnsercs mapaTUpeOUAIKTOMUS
[15-22].

B mocnemHue rombl MOSIBASETCS BCe OOJMBIINE CBEIC-
HUM O TeHETUYECKU-00YCIOBICHHBIX PAKOBBIX CHUHAPO-
max [7, 22, 23]. P. Magalhaes et al. B 2011 . onucanu
cobcTBeHHOEe HabOmoneHue aneHombl TTIHIXK y GonbHOI
5 et ¢ moaTBepxXIaeHHBIM cuHapoMoM MEN 2A Ttuna
(Multiple Endocrine Neoplasia type 2A, MHOXECTBEH-
HBbIe SHIOKpPUHHBIE omyxoau 2A Ttuma) [22]. ¥V nmeBou-
KM, yHacnemosaBiueil myraumio p.C634R B rene RET
(Rearranged during Transfection, «mepeyrnopsinouyeHHbII
BO BpeMs TpaHC(heKIUN») OT MaTepH, MPU 00CIe10BaHUMN
nepea INIAHOBOM TUPEOUIIKTOMUEH TUIIEPKaAIbLIMEMUSI
¥ BbicoKast koHueHTpauus I[ITI okaszamuch ciaydaitHoit
Haxonkou. Ilpn cumaTurpadum ¢ *Tc GbUTO OOHapyxKe-
HO TIOBBIIIICHHOE HaKOIUIeHHEe panuodapMipenapaTa
TKaHbio JeBoit BepxHeil ITILIXK. deBouke ObUIM BBITION-
HEHBl TOTaJbHBICE TUPEOUO- U I1apaTUPEOUIIKTOMMUM.
Mopdonornyeckoe wucciaenoBaHUe YyOAJICHHON TKaHU
noaTeepawio nuarHo3 ageHomsl TTIHI2K mpu oTcyTcTBUM
MPU3HAKOB MENYJUIIPHOTO paKa IIUMTOBUIHOM KEIe3bl.
ABTOpBI OTMEYAIOT PEAKOCTbh MaHU(MECTALMU aJeHOMBI
TMI2K xak mepsoii omyxonu B Tpuage MEN 2A tuma
¥ HEOOXONMMOCTb PAaHHEro CKPUHUHTA TUIMEPKaJlbIUe-
MUM Y AETEU C TTOATBEPKIACHHOM HACIEACTBEHHOCTBIO.

[eHeTnuecku oOyCIOBIEHHbBIE PaKOBbIe 3a00JIeBaHUS
JeTeil COCTaBIISIIOT HEMHOTOUMCIIEHHYIO TPYIIILY, OTHAKO
UX JETeKLMs J0Ka3blBaeT HEOOXOAWMOCTh CKPMHUH-
TOBOTO 00C/IeIOBaHUS WICHOB CeMell 3TUX IMallleHTOB.
HacnencrBeHHyI0 mprpoIy 310Ka4eCTBEHHOTO HOBOOOpa-
30BaHUs MOXHO 3aII0003PUTh MPU HATMIUHU CJICTYIOIINX
0COOEHHOCTEI: MYIbTU(OKAIbHBI 1 OuaTepalibHbIi
pak, mepBUYHAST MHOXECTBEHHOCTb, ITOBTOPHBIC CIIydyau
B C€Mbe, HEOOBIUHO MOJIOION BO3pAcCT IMallieHTa, coueTa-
HUE ¢ MTOPOKaMU Pa3BUTHUS U CTUTMaMU TU33MOpHoreHe3a
[7]. BroT (pakT TMOATBEPKAAIOT U TEPEUYUCICHHBIE BbIIIE
KJIMHU4YecKue ciydau [2—5]. OgHako B HallleM HaOmoe-
HUM Yy MMalMeHTa He ObLI0 3a(DMKCUPOBAHO FreHETUYECKUX
aHOMAaJIMIi, OIYXOJIM Y KPOBHBIX POJACTBEHHUKOB IO 00e-
UM JIMTHUSIM OTCYTCTBOBAJIU.

B 1enoM MOXHO NpenmnojioXuTb, YTO YIydlleHUe
BU3BYAIM3AIMOHHBIX Y MOJIEKYJISIPHO-TEHETUYECKUX
TEXHOJIOTUI OyleT CrIoCOOCTBOBATh YBEIMUYCHMIO YHMCIa
MUaTHOCTUPYEMbBIX ITOJUHEOIIa3uii U HACJIEeACTBEHHBIX
PaKoOBBIX CUHAPOMOB [7]. B cBa3u ¢ 3TM Oojiee ocTpo
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BCTaeT BOIIPOC 00 OIpeaeSeHUN TAKTUKY BeACHUS Tall-
eHToB ¢ [IMO B 1ensIxX DOCTUXKEHMSI MaKCHUMaJIbHOM
3(HEKTUBHOCTU TIPU AOITYCTUMOM TOKCUYHOCTHU, KOTO-
pasi, HSECOMHEHHO, B KaXKIIOM cIyJae OyneT MHAUBUIYaIb-
Hoii. He BbI3bIBaeT COMHEHUS TOT (haKT, YTO ITyOIMKALIUS
Kaxaoro KimHudeckoro ciaydas [IMO y nereit unTepecHa
U C HAyYHOM, U C TIPaKTUYECKOI TOUEK 3peHUsI, 100aBIIsIsI
HOBBIE CBEJICHUS B U3yUYEHUE DTOI HETIPOCTOM IMPOOIEMBbI.

BoiBoan1

WUccnenoBanue mnpoOiieMbl Bo3HUKHOBeHus1 ITMO
MO3BOJISIET BBISIBUTH TPYIINY OOJBHBIX C MOBBIIICHHBIM
PUCKOM pa3BUTHSI BTOPOM 3JIOKAYECTBEHHOIM OIYXOJIM.
[IpaBuaIbHO AMATHOCTUPOBAHHBIN IIPOIIECC NAaeT BO3-
MOXHOCTb IIPOBECTH afeKBaTHOE JIeYeHUE, YTO CII0CO0-
CTBYEeT MPOIJCHUIO XXU3HU OOJBHBIX U YIYUYIICHUIO e¢
KayecTBa.
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