OO6BEKTUBHO: NanbnupyeTcs yBenuueHHas fo I—II cTeneHn
LL>K, 06bIYHOW KOHCUCTEHLMKN, XOpPOLUO CMellaemasi, B /IeBOl ee
[10/1e MN0THO3MAaCTUYECKUA y3en Ao 1 cM, 6e360/M1e3HeHHbIR npu
nanbnauumn. PernoHapHble TMMAQOY3/bl He yBeNUYeHbI.

Y3 LK: y3en B cpegHeM cermeHTe neBo gonu (no 3afHei
MOBEPXHOCTUN), WN303XOrEHHbIA, CMELLaHHOW CTPYKTYpbl, pasme-
poM [0 9 mMMm.

[Mos ynbTpa3ByKOBbIM KOHTPO/SIEM MPOM3BEAEHa TOHKOWUIOfib-
Hasa acnupauuoHHas 6uoncus ysna B /IEBOA [0Ne: O6HapYXXeHbI
KNETKM nanunnsapHoro paka LK.

MpousseseHo cy6ToTanbHOE yaaneHune LUK ¢ napatpaxeans-
HOI K/eTHaTKOM.

mcTonornyeckoe wuccnegoBaHne: B y3fe, PacnoioKeHHOM
noz, Karcysnon neBoi [0NN, MUKPOCKOMMYECKas KapTuHa nanwn-
nApHoro paka LXK, okpy»eHHOro ¢mbpo3HOM Karncynoii. B Heko-
TOPbIX y4acTkax OTMe4yaeTcs npopacTaHvie OMnyXoau B Kancyny.
BHe ys3na oTmevatoTcsa ouyarnm nponudepaumm (GonankKynspHoro
3NUTENNSA Y NPU3HAKM 04aroBOro TMpeouamTa.

B nocneonepauyoHHOM Nepuoe paHa 3aXuna nepBuyHbIM Ha-
TSOKEHMEM.

BbiBoabl

1. B 3arpssHeHHbIX pajuoHyknvgammn >XusapuH-
OKOM, Y/IbSHOBCKOM ¥ XBaCTOBMYCKOM paitoHax Ka-
NYXXCKOV 06nacT cpegn [feTeldl M MOLPOCTKOB B
1994 r. oTMeYeH pPOCT uymucna cryyaeB 3aboseBaHUSA
y3M10BbIMW (hopMamm 306a.

2. B atux e paiioHax B TeyeHve 1994 r. y 3 yeno-
BeK, MOABEPrLIMXCS B [ETCKOM BO3pacTe BO3LENCT-
B0 PafMOoaKTMBHOIO Koga nocne YepHOObINbCKON
aBapuu, guarHoctuposaH pak LK (donnukynsp-
Has 1 nanunnapHas opma). lornoleHHaa [osa B
LLI>K oT pagmoaKTMBHOIO iiofa y HUX Konebanacb OT
26,6 fo 169 clp.
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Ye.G. Matveyenko, V.F. Gorobets, B.M. Vtyurin, V.S. Parshin, N.A.
Oleinik, P.O. Rumyantsev, S.Yu. Leshakov, M.P. Borovikova —
NODULAR GOITER AND THYROID CANCER IN CHIL-
DREN AND ADOLESCENTS LIVING AT THE TERRITORIES
OF KALUGA DISTRICT CONTAMINATED WITH RADIO-
NUCLIDES

Summary. Thyroid status of children and adolescents living
in the Kaluga district at territories contaminated with radionuclides
after the Chernobyl accident was followed up from 1986 to 1994.
Clinical studies included examination by endocrinologist, ultrason-
ic examination of the thyroid and regional lymph nodes with fine
needle aspiration biopsy of thyroid tissue, if indicated, and meas-
urements of blood serum levels of thyrotropin, thyroxin, triiodothy-
ronine, thyroglobulin and autoantibodies to it, and of antibodies to
the microsomal fraction of thyrocytes. Special attention was paid
to the detection of nodular formations in the thyroid and identifica-
tion of their type. The diagnoses were verified at Medical Radiology
Research Center of the Russian Academy of Medical Sciences in
the town of Obninsk. In 1994 an increase in the incidence of nodu-
lar goiter was observed in the cohort of children followed up. Four
cases of thyroid cancer (follicular and papillary forms) were diag-
nosed in 1993-1994 among subjects exposed to radioactive iodine in
childhood after the accident. Three of these patients were examined
and treated at the Medical Radiology Research Center. Detailed
excerpts from their case histories are presented.

3. M. KacaTkuHa, C. . Ko3nosa, A. H. MpbiTKos, /1. A. Tapckaa, P. C. MNaTTKo,

. M. Mennkosa

KIVHUKO-UNTOMEHETUYECKUE KOPPENALIW MPU CMELLUAHHOW

OVNCIrEHE3N TOHA/L

Poccuiickas MeAMLMHCKas akaaemus nocneaunioMHoOro o6pasoBaHus, Mocksa

AHOMaIMKN MOJIOBOr0 Pa3BUTUA NPeACTaBSIOT CO-
60V 06WMpPHYIO rpynny 3a60/eBaHW C BbIPaXXEHHbLIM
K/IVHUYECKUM  NOAMMOP(U3MOM U CYLLLECTBEHHOW
3TUOMIOTMYECKOW, B TOM YuUC/le TEHETUYECKOW, reTe-
POr€HHOCTbLHO.

3HauMTeNbHbIA YAeNbHbIA BeC Cpeay aHoMasui
MOM0BOr0 PasBUTKS COCTaB/AET CMELLAHHas ANCTeHe-
31 TOHaj, ANsi KOTOPOM XapakTepHbl KakK BblpaXKeH-
Has BapnabenbHOCTb KMHUYECKUX MPOABIEHWUI, Tak
M pasHble BapuvaHTbl XPOMOCOMHbLIX HapyLUeHWi Y
60MbHbIX [1]. B CBSI3W C LUMPOKOI pacnpocTpaHeEHHO-
CTbIO 3TOW NATONOTUM B MOMYNAUUUA N ee BaXKHbIMU
MELUUMHCKAMM 1 COUMaNbHBIMU - MOCNEACTBUAMU
ocoboe 3HayeHWe npuobpeTatdT TOYHOCTbL AMarHo-'
CTUKWN 1 BblGOp afeKBaTHbIX METOAOB /IeYeHUs, Me-
LNKO-COUMaNbHON peabunurtaumm OONbHbLIX U TeHe-
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TUYECKOr0 KOHCY/IbTUPOBAHWUA OTATOLLEHHbIX CeMel.
B cBA38M ¢ 3TUM  3HAUUTE/IbHbLIA  UHTepec
npeAcTaBnseT  W3yyeHUWe  B3aUMOCBSA3EN  K/INHWU-
4ecKuxX ()eHOTUNOB BGONbHBIX N Pa3INYHbIX BapuaH-
TOB KapuoTuna, KOTOpble LWMPOKO MpeAcTaBeHbl
BHYTPY CXOAHbLIX HO30/10rMYecknx rpynmn. Mporpecc B
LUMTOreHeTMYECKUX MeTodax [eflaeT  BO3MOXHOM
NOEHTU(UKALMIO HE TONbKO YUC/IEHHbIX aHOManuii
XPOMOCOM, HO M MHOXECTBa BapuaHTOB MX CTPYKTYp-
HbIX MEepPecTpoeK.

MonekynspHO-LMTOreHeTUYecKme TEXHONornm,
NnosiBUBLLMECA B MOCNeAHME rodbl, pacluvpuiM BO3-
MOXHOCTM 1151 TaKUX CPaBHEHWIA 6narofaps co3faHuto
reHeTUYeCKMX KapT MoJioBbIX XpoMocom [3, 6, 11].



MaTepuasibl 1 MeTogb!

B HacTosLem uccnefoBaHUN Mbl NPEANPUHAAN NOMbITKY Mpo-
aHanM3npoBaTb CMEKTP KAVMHUYECKUX MPOSIB/EHUA MPU CMeLlaH-
HOM AWCreHe3ny roHaj U COMOCTaBWUTb €ro C KapvoTUMUYECKOi
BapunabenbHOCTLIO.

Mof Hawmm HabnogeHneM Haxoaunoch 36 60MbHbIX CO CMe-
LUIaHHOW AMcreHesnen roHag, Kotopble 6bian 06cnefoBaHbl B OTAe-
neHun sHgokpuHonorum TywwmHekon OKB Mockebl ¢ 1990 no
1994 1.

Mpy 06cnefoBaHMM Ha BCceX OO/bHBIX 3aMOfHANM CTaH4apT-
HYH0 KapTy ¢eHoTMna no 24 npusHakam (Tabn. 1). B OCHOBHOM
n3yyanu eHOTUMNUYECKNE MPU3HAKU C albTEPHATUBHLIM MPOSB/e-
HVEeM, KO/IMYEeCTBEHHbIE MPU3HaKW 418 OLHOPOLHOCTU CpaBHEHWI
6blnn pasgeneHbl Ha anbTepHaTVBHblE TFPYMMbl, HafnpuMmep Hop-
MasibHbIi 1 HU3KWIA POCT.

Mpn nNpoBefieHWN HACTOALLEro MCCNefoBaHUA KCMOMb30BaIv
K/IMHUKO-TEHEeaI0rnyecKnii U LUTOreHeTUYeCKNe MeToAbl C And-
(hepeHuUmManbHbIM OKpawimBaHvem (C-okpacka). lMpu ctatuctude-
CKOli 00paboTke AaHHbIX MPUMEHSAN CTaHA4apTHble CTaTucTuYe-
CKMe MeToAbl (CpefHvie W BapuauvOHHble CTATUCTUKK), a Takxke
MeTOZbl MHOTOMEPHOr0 CTaTUCTMYECKOrO aHanv3a Ha OCHOBe na-
KeTa npuknagHelx nporpamm  ans  OBM, pa3paboTaHHOro
B. N. Tpy6HukoBbIM (1993 T.).

Pe3ynbTaTbl N UX 06CYXXAEHME

Ha | artane wuccnefosaHus npoaHav3npoBaHa
yactoTa BCTPeYaemMocTu 24 (PeHOTUMUYECKUX Mpu-
3HaKOB cpeay BcexX GO0/bHbIX CO CMELLUaHHOW awucre-
He3vei roHag (cm. Tabn. 1). Kak BUAHO U3 [aHHbIX,
npeAcTaB/ieHHbIX B Tabn. 1, Hambonee yacto BCTpe-
yaroLWYMUCH NpPU3HaKaMmn ABNAKOTCA PyAMMEHTapHas
mMaTka, MaTouyHas Tpy6a, pacLuensieHne MOLLUOHKMN,
NMPOMEXHOCTHas runocnagus, CTPUK-roHaza Cresa,
rUMon/asus Anvka ¥ MOLLIOHOYHAs /oKanm3aums
ANYKa.

3 conyTCTBYIOWMX COMATUYECKUX aHOMaIni
Hanmbonee 4acTo BCTPeYalOTCA HU3KWIA POCT, LNUTO-
BUAHaA (opma rpyAHoOi KneTku, Aedopmauus rpya-
HOW KNIETKW, YKOPOYeHVe LUen, BbICOKOE Hebo, CUH-
[AaKTUANA, AWYKO HOPMasibHbIX pPasmMepoB, BHYTpU-

labnuuya |

YacToTa BCTPeYaeMoCT (PEHOTUMUYECKMX MPU3HAKOB cpean 6orb-
HbIX CO CMeLLIAHHOM AucreHe3unelt roHay

BcTpeyaemocTb npusHaka
IMpu3Hak

abc. %

Hw3kuin poct 15 41,8
CHUXeHWe UHTeNNeKTa 4 H,1
HenpaBubHbIA NpuKyc 5 13,9
Jedopmauusi rpyHoli KneTku 9 25

LLinToBMnaHAA rpyaHas KieTka 17 47,2
Bbicokoe He60 8 22,2
Hw3kunii ypoBeHb pocTa BOMOC Ha Luee 7 194
KopoTkas Lweq 10 25

KnuHogaktunms 6 16,7
CuHpaKTUNns 8 22,2
PyavmMeHTapHas matka 34 94,4
MarouHas Tpy6a 29 80,6
CTpuK-roHaga cnpasa 11 30,6
CTpuK-roHaga cnesa 24 66,7
f'mnonnasuns anyka 20 55,6
ANYKO HOpMa/IbHbIX pasMepoB 16 444
AnyKo B GPHOLUHONM NonocTu 17 47,2
MoLloHOYHas NoKansaumsa smyka 19 52,8
HepacuienneHHass MOLLIOHKa 4 11,1
PacuienneHHas MOLLOHKa 27 75

["'y6OMOLLIOHOYHbIE CKNaKM 5 13,9
CTBONOBasA runocnagus 4 111
MoluoHo4YHas runocnagus 8 22,2
[MpomeXXHOCTHas runocnagma 24 66,7

OPIOLLUMHHOE MOMOXEHME ANYKA W MOLUOHOYHAs u-
nocnagus, 4acrtota BCTPeYaeMOCTM KOTOPbIX Bapbu-
pyet ot 20 1o 45%.

Mocne UMTOreHeTUYEeCcKOro MuccnefoBaHus nauu-
EHTOB OblIN CHOPMUPOBaHbI CaMOCTOATE/IbHbIE TPYII-
Mbl 60/bHLIX B 3aBUCMMOCTU OT BapuaHTOB KapuoTu-
na. B T1abn. 2 npefcraBneHbl pe3y/bTaTbl CpaBHU-

Tabnuua 2

PacnpegeneHve (*JEHOTI/II'IVILIE‘CKI/IX NPU3HaKoB y 60MbHbIX C HOPMa/IbHbIM KapuoTUMomM U HapyLleHUAMU KapuoTuna

1-a rpynna (n = 25)

IMpu3sHak

abc.
Hw3kuin poct 6
CHWXeHVe UHTeNneKTa 0
HenpaBubHbIA NpUKyC 3
[Jedopmauns rpyAaHOR KneTku 4
LLinToBuaHasA rpyAHas KneTka 9
Bbicokoe He6o 4
Hw3kunin ypoBeHb pocTa BOMOC Ha Luee 1
KopoTkas Lues 4
KnuHogaktnnus 3
CuHgakTnnus 4
PyovmeHTapHas mMatka 23
MartouHast Tpyba 20
CTpuK-roHaga cnpasa 6
CTpuK-roHasa cnesa 19
'vnonnasusa anyka 11
ANYKO HOpPMa/IbHLIX pa3MepoB 14
AnyKo B GPHOLLIHON NonocTn 10
MoLloHOYHaa NoKam3aums anyka 15
HepacluenneHHas MOLLOHKa 3
PacLiensieHHas MOLLOHKa 20
"y60MOLLOHOYHbIE CKNaAKM 2
CrBOn0Bas runocnagus 4
MoLloHoYHaa runocnagus 4
[NpomeXxHoCcTHasa runocnagms 17

2-a rpynna (n = 11) [0CcTOBEPHOCTL pasnnuNnii

% abe. % X p

24 9 82 10,4 < 0,01
4 36 10,2 < 0,01

12 2 18 0,2

16 5 45 3,5

36 8 73 41

16 4 36 1,8

4 6 55 12,4 < 0,01

16 6 55 5,6 < 0,05

12 3 27 1

16 4 36 18

92 11 100 0,9

80 9 82 0

24 5 45 16

76 5 45 3,2

44 9 82 45 < 0,05

56 2 18 4,5 < 0,05

40 7 64 1,7

60 4 36 17

12 1 9 0,07

80 7 64 1,12

8 3 27 2,4

16 0 1,98

16 4 36 18

68 7 64 0,07
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Tabnuua 3

PacnpegeneHune 4acToTbl (*)eHOTVII'IVILIECKI/IX MPU3HAKOB MNpu pa3HbIX BapraHTax KapuoTuna y 60/bHbIX CO CMeLLaHHO ,ql/lcreHesmeM roHaj

1-a rpynna (n = 25)

IMpu3sHak

abc. %
Hw3kuii poct 6 24
CHWXeHVe UHTeNNeKTa 0
HenpaBuibHbIA NprKyC 3 12
[Jedopmauns rpyaHol KneTkm 4 16
LLinToBMAHaA rpygHas Kietka 9 36
Bbicokoe He60 4 16
Hu3kunin ypoBeHb pocTa BOIOC Ha Luee 1 4
KopoTkas Les 4 16
KnuHogaktnnmns 3 12
CuHgakTnnms 4 16
PyavmMeHTapHas maTka 23 92
MartouHas Tpyba 20 80
CTpuK-roHasa crnpasa 6 24
CTpuK-roHaga cnesa 19 76
'mnonnasnsa anyka 11 44
ANYKO HOpMasIbHbIX pPa3mMepoB 14 56
ANYKO B BGPIOLLHON NONOCTK 10 40
MoLLoHOYHasA noKanmsaLma andka 15 60
HepacLienneHHas MOLLIOHKa 3 12
PacLiensieHHas MOLLOHKa 20 80
"y60MOLLOHOYHbIe CKNaAKM 2 8
CTBONOBas rmnocnagus 4 16
MoluoHo4YHasa runocnagma 4 16
[pomeXxHocTHaa runocnaans 17 68

Te/flbHOro aHanvsa 2 rpynn . 1-9 — 25 60/bHbLIX C
HOpMa/ibHbIM Kapuotunom 46,XY; 2-a — 11 605b-
HbIX C HapyLleHWAMW KapuoTumna, BK/Yas mo3au-
LUM3M W pasinyHble CTPYKTYPHbIE MEPeCTPOKM.

Kak BuaHo 13 Tabn. 2, B LUenoM 60nee OTArOLLEH-
HbIMW C TOYKM 3pPEHUA YacTOTbl MaTONOrMYECKNX
NMPU3HaKOB OKasanncb nuua 2-i rpynnbl. CTaTucTu-
YECKWN 3HaYMMble Pa3nymsa 06Hapy>eHbl No 6 npu-
3HaKaMm. Y 6O/bHbIX C HapyLUeHUAMK KapuoTuna 4a-
LLie BCTPEYAKTCA HU3KMIA POCT, CHVDKEHNE WUHTE/eK-
Ta, HW3KWIA POCT BONOC Ha LUee, YKOPOUEHHME LUen
M TUNOMNa3na AnYKa U pexxe — HOpPMasibHble pa3me-
pbl ANYKA.

[Janee Mbl NpoBeNN CpPaBHUTENbHBIA aHaIN3 pac-
npeaeneHns NpuU3HaKkos B rpynnax ¢ pasHbIMU Bapu-
aHTamy HapyLUEHWA KapuoTumna C Le/blo BO3MOXHO-
r0 YTOUHEHUS KIUHUYECKUX KPUTEpPUEB AMarHoCTU-
KU. BOnbHbIE CO CMELUAHHONM AUCreHe3nel roHagd no
KapuoTuny 6binv pacnpegeneHbl Ha 3 rpynnbl: 1-9 —
25 60/bHbIX C KapuoTunom 46, XY; 2-4 — 7 60/b-
HbIX C MO3aM4HbIM KapnoTUIMOM, COMPOBOXKAAOLLIMM-
CS KOMWYECTBEHHbIMU nepecTpoikamu (45, X/46,
XY); 3-8 — 4 60NbHbIX C MO3aNYHbIM KapuoTUMoM,
COMNPOBOXAIOLLMMCA CTPYKTYPHbIMU MepecTporika-
My, — 45, x/46, X, 1 (¥Y) n 45, X/46, X j(Hc (Y).

AHann3 pacnpegeneHns 24 (PEHOTUMUYECKMX
NMPU3HAKOB B rpyrnne 60/bHbIX CO CMELLUaHHON aucre-
He3vel roHag npeacTasneH B Tabn. 3.

[JocToBepHble paznnumna Mexay rpynnaMu 60/bHbIX
06Hapy>keHbl M0 5 PEHOTUNMYECKMM NPU3HAKaM.

HW3kniA pocT valle BCTpevaeTcsd BO 2-M U 3-iA
rpynnax (85,7 u 75% COOTBETCTBEHHO) MO CpaBHe-
HWto ¢ 1-/ rpynnoi (24%).

CHWXeHVe WHTeNsieKTa HabnoLaeTcs TONMbKO BO
2- n 3-i rpynnax u (28,5 n 50% COOTBETCTBEHHO) U
oTCYTCTBYET B 1-i rpynne.
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2-a rpynna (n — 7)

3-4 rpynna (n = 4) Jl0CTOBEPHOCTL Pa3nMumnii

abe. % a6be. % X p

6 85,7 3 75 10,48 < 0,01
2 28,5 2 50 11,44 < 0,01
1 14,3 1 25 0,46

4 57,1 1 25 4,93

5 71,7 3 75 4,44

2 28,6 2 50 2,48

3 42,8 3 75 14,12 < 0,01
3 42,8 3 75 7,04 < 0,05
1 14,3 2 50 3,59

4 57,1 0 6,62 < 0,05
7 100 4 100 0,94

6 85,7 3 75 0,20

3 42,8 2 50 1,72

4 57,1 1 25 441

6 85,6 3 75 4,59

1 14,3 1 25 4,89

3 42,8 4 100 5,05

4 57,1 0 5,05

1 14,3 0 0,57

5 71,2 2 50 1,70

1 14,3 2 50 5,02

0 0 1,97

3 42,8 1 25 2,29

4 57,1 3 75 0,43

Hu3Kunin ypoBeHb pocTa BOMIOC Ha LUee valle Ha-
6nopaetca Bo 2-i 1 3-i rpynnax (42,8 n 75% coot-
BETCTBEHHO) M peAKo BCTpeyaeTcs B 1-i rpynne (4%).

KopoTkas Lwes valle BCTpeyaeTcs B 3-1 1 2-1i rpyn-
nax (75 v 42,8% COOTBETCTBEHHO) K pexe B 1-i (16%).

CvHpaKTUAmna BcTpeyaeTca B 1- 1M 2-I rpynnax
(16 n 57,1% COOTBETCTBEHHO) M OTCYTCTBYeT B 3-i1
rpynne.

OO6006LLeHHbI aHanM3 Mo BCEM WU3YYEHHbIM Mpu-
3HaKaM MOKa3bIBaeT, YTO (DEHOTMMUYECKN Hambosnee
6/IM3KMMKN OKa3blBatOTCs 60/bHbIE 2-1 1 3-Ii TpynMbl,
4yTO, MO-BUAUMOMY, OTPaKAeT HEKOTOpPOe CXOACTBO
MX Kapmotunos. B 06enx rpynnax npyv mMo3anyHoOM
XapakTepe KapmoTtuna HabMo4atoTCA K/IOHbI C KOMN-
YECTBEHHbIMW U CTPYKTYPHbIMU  aHOMa/IUAMM,
NMPUBOAALLMMM K yTpaTe 4yacTh XPOMOCOMHOro mare-
puana. I Hanbonee TUMUYHBLIMU ABNAKOTCA Pas3un-
4ynsd Mo POCTY, Ha YTO YKasblBalOT W [pyrve aBTOpbI.
Ony6smkoBaH 0630p 0606LLEHHBIX AaHHbIX MUPO-
BOM nuTepatypbl [4], COrnacHoO KOTOPbIM CHUKEHUWE
pocTa 06HapyXuBaeTcs NpUMepHO y 83% 60/bHbIX C
MO3auLM3MOM C KOJIMYECTBEHHLIMN aHOMAIUSAIMU Ka-
puotuna n y 66% 60MbHbIX C MO3auuM3MOM Mpwu
CTPYKTYPHOM XapakTepe aHOManuii kapuotuna. Ta-
Kne peHOTUNNYEeCKne NpPu3Hakn, Kak CHUDKEHUE WH-
TeNnekTa U HWU3KWIA YPOBEHb pPOCTa BOJIOC Ha Luee,
Hapsaay C HU3KMM POCTOM XapaKTepHb! Ans (heHoTuna
CMHApoOMOB TepHepa 1 HyHaH. Hanuuuve Takux npu-
3HaKOB B (peHOTUMe B6O/bHbLIX CO CMELUaHHOW Aucre-
He3vein roHag CBMAETENbCTBYET 06 MX CNOXHOW reHe-
TUYECKOM AeTepMUHALUN WU PO TFEHOB, JIOKa/IN30-
BaHHbIX B YTPayeHHOM XPOMOCOMHOM MaTtepuane [2,
7, 12].

MonyyeHHble HaMu pe3ynbTaTbl CBUAETENbCTBYIOT
0 TOM, YTO Ha/iMyMe M0O3aMyHOro KroHa 45,X paxe B
NPUCYTCTBUM (PParMeHToB WA LEeSIo Y-XpOMOCOMbI
B APYroM KNeTOYHOM K/IOHe OKa3blBaeT 60siee Bblpa-
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KnacTepHbIii aHanM3 MaTpuLbl 0606LEHHbIX PacCTOSHUIA Mexay
rpynnamMu 60/1bHbIX C pa3HbIMY BapMaHTaMy KapuoTuna.

1, 2, 3 — COOTBETCTBEHHO 1, 2, 3-A rpynna 60/bHbIX.

YEHHOe B/MSHWE Ha (DOPMMPOBAHWE KIVHUYECKOTO
theHOTMNA.

Kak BMaHO 13 Tabn. 3, B UccnefoBaHHOM BblGOpKe
06Hapy>eHO NPOTMBOMOMIOXHO Hanpas/ieHHOe pac-
npefeneHne no 4actoTe BCTPEYaeMOCTW MpPaBOCTO-
POHHEN 1 NIeBOCTOPOHHEN CTPUK-roHaAbl BO BCex 3
LMTOreHeTUYecKnx rpynnax. Mo gaHHbIM utepary-
pbl  [8, 9], /NEBOCTOPOHHAA CTPUK-TrOHaAa udalle
BCTpeYaeTcs y 60/bHbIX CO CMELUAHHOM AMCreHesven
roHag. B Hawem matepuane B 0600LLEHHON BbIGOP-
Ke OTMeYeHO MPUMEPHO TaKoe Xe COOTHOLLeHMWe, HO
npy aHasmn3se rpynn ¢ pasHbIMW BapuaHTamMn Kapumo-
TMNa 06Hapy)XXeHO npeo6nafaHne MNPaBOCTOPOHHEN
CTPVK-roHafbl B 3-i rpynrne, T. e. Npu mo3auLy3me
45, XO B COYETaHUN CO CTPYKTYPHbIMU MEPECTPOIii-
Kamu o/10BbIX XPOMOCOM.

Kpome Toro, Hamu Obin NPOBeAEH MHOMOMEPHbIN
CTaTUCTUYECKUA  (KNacTepHbI) aHainM3  MaTpuLpbl
0600LLEHHbIX (PEHOTUMMYECKUX MPU3HAKOB ANS Ofl-
pefiefieHns PacCTOAHWUIA MeXay 3 rpynnamu ¢ pasHbl-
MV BapuvaHTamuy Kapuotuna (CM. pUCYHOK). [lpoBse-
[eHHbI aHann3 BbISIBU/, YTO B OTHOCWUTENbHO OfHO-
poAHbIA KnacTep (YpoBeHb 06beanHeHus 0,25—0,27)
nonann 1-4 wn 2-a rpynnsl, 3-2 rpynna Haubonee
yfaneHa oT HuX (YpoBeHb 06beauHeHus 0,46). ITa
rpynna BK/IOYAeT 60/IbHBIX CO CTPYKTYPHbIMU aHo-
Ma/IMIMM  MONOBbLIX XPOMOCOM, KOTOpble, MNO-BUAK-
MOMY, MNPUBOAAT K HECKO/IbKO WHBIM KIMHUYECKUM
MPOSB/IEHNAM N0 CPaBHEHWMIO C HOPMa/IbHbIM Kapuo-
TUMOM W MPOCTbIM MO3a1LU3MOM.

Takvm 06pa3oM, MpPOBefeHHbI HaMu CpaBHW-
TeNbHbIA (PEeHOTUNMUYECKUA aHann3 BbIGOPKU 6O/b-
HbIX CO CMELLUAHHOWN AWCreHe3vein roHas npu pasHbix
noaxofax K rpynnupoBKe MaTepuana Mo3Bosuns
NPUATY K 3aK/IKOYEHUIO O TOM, YTO OCHOBHblE (heHO-
TUMUYECKME Pa3NunA HabMIOLA0TCA Mexay rpynna-
MU BOJ/IbHbIX C HOPMa/IbHbIM MY>CKUM KapyoTumom
W C HapyLleHMAMU KapuoTuna. Hanuumne y 60/1bHOr0
CO CMELUaHHOWN AMCreHe3vei roHas Takux [OrMoJHU-
Te/bHbIX MPU3HAKOB, KakK HU3KWIA POCT, CHWXKeHUe
VHTENNEKTa, YKOPOYEHMe LUen, HU3KWIA pOCT BOJSIOC
Ha Llee, YBe/MYMBaET BEPOATHOCTb XPOMOCOMHOIA
aHOMa/IM N MOXET pacLeHMBaTbCA KakK npsiMoe no-
KasaHue K LMTOreHeTn4YecKoMy 06C/nel0BaHMIO.

[JanbHenwwe nepcnekTuBbl aHaM3a KMHUKO-Te-
HETUYECKMX KOPPENAUMA NpU CMELLAHHON AucreHe-
31U TOHAZ CBfA3aHbl C Pa3BUTUEM MOMNEKYAPHO-TEHe-
TUYeCKUX uccnefoBaHuii. K HacTosliemy BpemeHu
MonyYeHbl [aHHble 0 PO/IM HEKOTOPbIX crieundurye-

CKMX TFeHOB X- 1 Y-XpPOMOCOM B AndepeHLnpoBKe
roHaz W 3aknafike MepBUYHbIX MOJIOBbLIX MPU3HAKOB.
Hanbonee npuctaibHOe BHUMaHWE WCCnefoBaTenei
npuenekaet SRY-reH, NOKa/M30BaHHbIN B Y-XPOMO-
COMe YesioBeKa, B KOTOPOM YXe MAEHTU(ULMPOBAHO
6onee 10 pasnMyHbIX MyTauuiA, HapyLlaloLWmMx pa3su-
THe MYXCKUX roHas. Kpome Toro, B nocnefHee Bpe-
MA 06HapyXeHbl AaHHbIe B MOJb3Y TOro, YTO HEKOTO-
pble MONeKyNnspHble Aeneumn B palioHe SRY-reHa
MOryT OKasblBaTb B/IMSAAHWE HA (POPMUpPOBaHME TepHe-
poOnogo6HOro heHoTUMa, Tak Xe KakK U reHbl OKOJ/Oo-
LeHTPOMEpPHOro pernoHa X-xXpoMocoMmbl. B pesynbTa-
Te 3TUX WCCNeAoBaHWn BblgeneHa rpynna “reHos-
KaH4MAATOB", OTBETCTBEHHbIX 3a (DOPMUpOBaHue dhe-
HoTMMNa cuHApoma LllepelueBckoro—TepHepa, KoTo-
Pbii MOXET HabngaTbCs Uy 60/bHBLIX CO CMeLLaH-
HOI ancreHeswueli roHag [5, 6, 10].

Takum 06pa3oM, WCMOMb30BaHWE TEHETUYECKMX
MOAXOLOB K WM3YYEHWIO CMELUaHHON AUCreHe3un ro-
HaZ, MOXET NMPUBECTU K MPUHLMUMNNAIBHO HOBbIM 00b-
ACHEHMSAM MPUPOAbI KINHUYECKON BapunabenbHOCTU
[aHHOW NaTonorunu.

BbiBOAbI

1. Y 6onbluein yacTn 60MbHbIX (69%) CO CMmeLLaH-
HON [ucreHesvein roHag O6Hapy>XeH HOpPMa/ibHbIN
MYXXCKOW kapwuoTtun 46, XY.

2. CpaBHUTENbHbIA aHanu3 24 Wn3yYeHHbIX Mpu-
3HaKOB MoKasblBaeT, YTO (PeHOTUMNUYeCKU Hanbonee
6/1M3KMMKN OKasbiBatoTCst 2-9 (60/bHblE C MO3aNYHbIM
KaproTMNOM, COMPOBOXAAKOLMMCS KOJIMYECTBEHHbI-
MU nepecTpoiikamun) n 3-A (60/bHbIE C MO3aWUYHbIM
KapuoTWnoMm, COMPOBOXJAKLUMMCH CTPYKTYPHbIMM
nepecTpoiikamu) rpynnsbi.

3. Hannume mosanyHoro knoHa 45, X gaxe B npu-
CYTCTBUM (pparMeHTOB WM LENIOA Y-XPOMOCOMbI B
[PYrom KJeTOYHOM KJ/IOHe OKa3sblBaeT 00/ee BblpaXeH-
HOE B/IMSIHVE Ha (POPMUPOBaHNE KIMHUYECKOTO (PeHo-
TuNa 60/bHbIX CO CMeLLIAHHOM AUCreHe3neli roHas.
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E.P. Kasatkina, S.l. Kozlova, A.N. Prytkov, L.A. Tarskaya, R.S.
Patyutko, G.P. Lelikova — CLINICAL AND CYTOGENETIC
CORRELATIONS IN MIXED GONADAL DYSGENESIS

Summary. Clinical-karyotypical correlations have been ana-
lyzed in 36 patients with mixed gonadal dysgenesis. The minimal
diagnostic signs have been determined: rudimentary uterus, uterine
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tube, split scrotum, perineal hypospadias, left streak gonad, testicu-
lar hypoplasia and scrotal localization of the testicle, and the most
incident concomitant abnormalities. A comparative analysis of the
distribution of signs in groups with different karyotype disorders
has been carried out. The authors discuss the clinical variability of
this abnormality on the basis of genetic approaches to the study of
mixed gonadal dysgenesis.

ornbIT NMPUMEHEHWNA AHAPWNOA 1 NMPEMAPATA TECTOCTEPOHA
(CYCTAHOHA-250) NP AHAPOIMEHAE®PNUNTHbBIX COCTOAHNAX

OHIOKPUHONOIMMYECKUIA HayYHbIA LeHTp (amp. — akad. PAMH W. . Oenos) PAMH, Mocksa

OfHUM 13 pas3fenoB  3HAOKPUHOMOTMYECKOM
NPaKTUKN ABMISETCA MaToNorna nosioBov ciepbl, Xa-
paKTepU3YIOLLAACa HapyLUeHWeM MO00BOro u (usn-
YECKOro pasBWUTUS B COYETAHUW C HELOCTaTKOM WK
MOJIHbIM OTCYTCTBMEM MO/OBbIX FOPMOHOB. Croa OT-
HOCATCSH BPOXAEHHble (opMbl (CMHAPOM HEMOJHOM
MacKy/MHU3auumM, aHopxusm, cuHapom KnaliHdgen-
Tepa) M NpuoGpeTeHHblE (HOPMbI MpW TpaBMaTUye-
CKOM, /ly4eBOM, WH(EKLMOHHO-BUPYCHOM U ayTOUM-
MYHHOM MOP&aXXeHUW TeCTUKY/I0B.

KoppeKuns [aHHbIX HapyLleHWUi 3aK/4aeTcs B
3aMeCTUTe/IbHON Tepanuu, NpPUBOLALLEN K HOpMasib-
HOMY pPa3BUTWIO MOJSIOBbIX OPraHoB W CTAHOBJIEHMIO
CeKCyaslbHOM  hyHKUMKN. OCOGEHHOCTLIO  MOJOBbLIX
ONCHYHKLUMWIA, BbI3BaHHbIX 3HAOKPUHHBIMW MPUYMHA-
MW, SBMISETCA HEOOXOAUMOCTb B MPOBELEHUN [Nn-
TeNbHOV 3aMecTUTeNbHON Tepanuu. pu 3ToM npu-
MeHeHVie aHApPOreHoOB 3aHUMaeT NMPOYHOEe MeCTO B Te-
panuu 3HLOKPUHHbIX HapyLUeHWU/ MOJI0OBOr0 pas3su-
TUA W CEKCYa/lbHbIX AUCHYHKLUA Y MY>XUMH [1—b5,
11, 19-21].

MokasaHvWeM K MpPOBEAEHWUIO aHApOoreHoTepanuu
SB/IAOTCA COOTBETCTBYHOLLAA K/IMHUYECKAA KapTuHa,
COMpoBOXAatoLLas aHaporeHaeuUMTHOE 3aboneBa-
HVe, W HU3KWIA ypoBeHb TecTocTepoHa (T) B nnasve
KpOBW.

CnepyeT OTMETUTb, YTO MPOBEAEHVE 3aMECTUTESb-
HOW aHAporeHoTepanuy He TOMbKO OKa3blBAeT BNSA-
HMEe Ha COCTOSIHWE [MO/I0BbIX OPraHoB, BTOPUYHbIX
MOMOBbIX MPU3HAKOB W CeKCyaslbHOCTb, HO [aeT U
3HaUNTeNbHbIE CUCTEMHble 3((EeKTbI, BAMAIOLME Ha
COCTOSIHME KOCTHOWN TkaHu, LIHC, MbiweyHon cuc-
Tembl 1 ap. [2, 3, 11, 16].

B CBA3M C TeM 4TO BO MHOMMX Cny4asX 3aMecTu-
TeNbHasa aHAporeHoTepanvn MpoBOAUTCA A/INTESNbHO,
0C0bYK  aKTyaslbHOCTb MpUoGpeTatoT  npenaparsbl,
JatoLiyie MUHUMabHbIA NOGOYHBIA 3PHEKT.

TpafvumoHHbIE NepopasibHble npenapartbl, cofep-
Xallme MeTUITeCTOCTEPOH, KaK MoKasai MHOrouYuc-
NeHHble uccnegosaHus [2, 7, 16, 19, 21], obnapatoT
MOTEHUMANbHbIM  FenaToTOKCUYECKUM  CBOMCTBOM
(noBbILEHMEe aKTMBHOCTWU TpaHCaMWHa3, XosecTas,
CHWKEHME CUHTe3a MNeyeHb0 (PaKTOPOB CBEPTbIBa-
HUSA KpPOBW, MepBUYHas rernatoma), YTo orpaHn4mBa-
eT X NPUMEHEHNE.

Mpy HaIMYMKM NEeYeHOYHOM NaToNorUN Y MY>XYUH
(UMppo3 MeyeHn) wuCMonNb30BaHUe 17-a-aNKUINPo-
BaHHbIX MPOW3BOAHBLIX T (TNa METWU/ITECTOCTEPOHA)
TaKkXke HebnaronpusaTHO, Tak Kak aHApOreHbl C KeTo-
KOH(Mrypaumein apomaTu3MpyroTca B 3CTPOreHbl,
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Bbi3blBafd pasBuUTMe CuHApoMa CuibBECTPUHN —
Kopgpl ¢ ruHekomacTueli n atpodgmein Tectmkyn [8].

C [pyroil CTopoHbl, NMPUMEHEHWNE WHBEKLMOHHbIX
npenapatoB T C MPO/IOHTMPOBaHHbLIM 3(heKTOM (Cyc-
TaHOH-250) co3aaeT cynpafuanonornyeckmne KoHLEH-
Tpaumu T B nsia3me KpOBU B Hauyasie CBOEro AeicTBus,
yrHetas BblpabOTKY rOHALOTPOMNWHOB W criepmartore-
He3, BbI3blBas [ereHepaLmio KaHa/bLEeBOro anuTenms
n kneTok feligura [6, 12, 16].

HoBbIli TepaneBTUYECKUA MOAXO[ K PeLleHuto
npo6siemMbl 6€30MacHOCTU MPOBELEHNSA aHAPOreHoTe-
panuu CcTal BO3MOXEH 6narogaps CuUHTe3y (upMmoit
"H. B. OpraHoH" COBpeMeHHOro nepopaibHoOro rpe-
napata T — aHAapuona.

[JelicTByIOLMM BELLECTBOM aHapuona SABNSeTCH
XMPOPacTBOPUMBIA 3thmp ectecTBeHHOro T — T aH-
JekaHoat. [py nepopasibHOM MPUMEHEHUN 3a CYET
CBOVX NUMOMW/BHBIX CBOWCTB aHApPUO/ PaBHOMEPHO
pacrnipefiensieTcs no nMmdgarnyeckolr cucTeme, coxpa-
HASi CBOKO aKTMBHOCTb M He MOABEeprascb, Takum 06-
pasoMm, MEepPBUYHOMY MEYEHOUYHOMY MeTabonusmy
[10, 14]. Wcnonb3oBaHue aHApuosa MOBbILAET B
nnasme ypoBeHb He TONbKO T, HO W ero aKkTUBHbIX
mMeTabonmToB: 5-a AUrnapoTecTOCTepOHa M 3cTpa-
[mona, KOTopble, CBA3bIBASACb C COOTBETCTBYHOLLMMM
peuenTopaMn nepudepnyecknx TKaHen u MO3ra,
06yC/oBNMBAIOT MOJHbIA CNEKTP aHAPOreHHOW ak-
TMBHOCTM aHfpuona [10, 15, 17, 18]. o JaHHbIM
cneunannctoB [13], npu perynspHoM 06cneaoBaHNN
B TeyeHme 10 neT nNpv MCMosb30BaHUW aHAPWOSa He
BbISIBIEHO HMKaKMX NaTo/OrMYecknx W3MeHeHUn co
CTOPOHbI (DYHKLUMOHa/IbHOM aKTUBHOCTU MEYEHN U He
Hab/1104an0Cch PasBUTUA TMHEKOMaCTUN.

Martepvasibl 1 MeTObI

Mbl Habntogann 10 60/bHbIX C MEPBMYHBIM FUMOrOHAAN3MOM,
KOTOpblE B CBSA3WN C OCHOBHbIM 3a00/1leBaHMEM HaxXOAMUCL Ha Ma-
peHTepaIbHOM 3aMeCcTUTENbHOM aHApPOreHoTepanun ¢ UCMosb30Ba-
HMEM NPOMOHIMpPoBaHHOro npenapata T (cycTaHoH-250). Mpogon-
YXUTENbHOCTb NleyeHus cocTtasnsna ot 1 roga go 10 net. CyctaHOH-
250 — npenapart, coAepXXaluii 4 pasnnyHbIX 3mpa ecTeCTBEHHO-
ro MY>XCKOro mosioBoro ropmoHa T: B 1 MA MacnsHoro pacteopa
cofepXXnTca: TectocTepoHa nponuoHaTa 0,03 r, TecTocTepoHa (he-
HunnponuoHata 0,06 r, TectocTepoHa n3okanpoHaTta 0,06 r, Tec-
TocTepoHa aHaekaHoata 0,1 r. [MpucyTcTBME XXMPOPACTBOPUMbIX
NMNoGUNbHbLIX TECTOCTEPOHA M30KanpoHaTa ¥ TeCTOCTEPOHa aHAe-
KaHoaTa 00yCnoBMBaeT MNPOSIOHIMPOBaHHbIA adhekT [6, 20].
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