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KINMHUYECKUN CNYYAN CUHAPOMA U3BbITKA APOMATA3bI, CBA3SAHHbIV

C AYNNIMKALMEN 15Q21.2

© 0.B. KacbsaHoBa'*, U.10. YepHsak?, U.K. BopoHuHa?, H.10. KanuHuyeHko'

"HaumoHanbHbI MeAVLMHCKNIA NCCIIefoBaTeNbCKUIA LEHTP SHAOKPUHONornm, Mocksa, Poccusn
2[leTckas KpaeBas KnnHMYecKkasa 6onbHUUa, KpacHogap, Poccusa

CrHApoMm 136biTKa apomMatasbl (CMA) — peakoe ayTOCOMHO-AOMMHaHTHOe 3aboieBaHe, 00yC/IOBNEHHOE NOBbILLEHHON BHe-
rmaHAynApHON KOHBepCKEel aHAPOreHOB B 3CTPoreHbl. OCO6EHHOCTbIO AAHHOTO CMHAPOMA SIBAAETCS Pa3BUTUE PaHHEeN ro-
HaZOTPONVHHE3aBVCUMOW MMNepP3CTPOreHeMUY, KIIMHNYECKN NPOABAAIOLENCS AONYOepTaTHOM FTMHEKOMACTEN Y MANbYMKOB
N NpeXAeBPEMEHHbIM 130CeKCyalibHbIM Pa3BUTMEM Y AieBOYEK. B nocTnybepTaTHOM nepurofe y BCeX NaLUEHTOB OTMEYaeTcA
HM3KOPOCSIOCTb BC/IeICTBME PAHHErO 3aKPbITUA 30H POCTa NOJ BIUAHMEM SCTPOreHOB, Y KEHLLMH Hablo4alnTcA MakpomacTus,
runepniacTnyeckrie NPoLeccbl SHAOMETPUA U NO3JHEE HACTYNIeHe MeHomnay3bl. Y MyXXU/H HepeKO OTMeYaeTcs yMepeHHoe
CHVXEHMe YPOBHA rOHaAoTPONUHOB, NpUBoAALLEe K BTOPUUYHOMY runoroHaamsmy. CUA y getel MoXXHO 3anofo3puTb Ha OCHO-
BaHUM COYETaHUA KIIMHNYECKOW KapTVHbI, XapakTepHOW AN n3bbiTKa 3CTPOreHOB 1 NOBbILEHHOIO YPOBHSA 3CTPOreHoB Npu
HM3KUX YPOBHAX rOHafOTPOMWUHOB MOC/e UCKIIYEHUA 3CTporeHnpoayumpyoLen onyxonu. OkoHuaTenbHaa Beprdukauma
funarHo3sa TpebyeT NpoBefeHUA MOMIEKYNAPHO-FEHETMYECKOrO nccnegoBaHusa. Yactota Bctpeyaemoctn CMA o HacToswero
BPEMEHU He YCTaHOB/EHA B CBA3M C PEAKOCTbIO 3a0051eBaHNA Y CIOXKHOCTBIO €ro MOJIEKYISIPHO-TeHETUYECKOI BepudrKaLuu.
OpHako CBOeBpEMEHHAs AMArHOCTVIKA U Havyaso Tepanuy AaHHOTO COCTOSIHUA MOTYT BIUSITb Ha CTAHOB/IEHNE PENPOAYKTUB-
HbIX GYHKLMI, MCUXOCOLMANbHYIO afianTauuio, KOHEUYHBIV POCT M TOPMOHaJIbHbIN CTaTyC BO B3POC/IOM Nepuoge.

B gaHHOW CTaTbe HamM ONMCaH KNMHWUYECKII cyydaii 10-neTHero naumeHTa C No3gHein AnarHoCTMKOW CHAPOMa U36bITOYHOW
aKTVBHOCTU apomMaTasbl, BbI3BaHHOIo MUKpoaynnmkauuen 15G21.2 reHa CYP19A1, n npoBefeH KpaTkuii 0630p nutepaTypbl.

KJTIOYEBbIE CJIOBA: cuHOpom u3bbimka apomamasel; cemeliHas 2UHeKOMAacmus; npenybepmamHas 2UHeKOMacmus; 2unep3cmpozeHemMus;
P450-apomamasa; 2eH CYP19A1; dynnukayusa 15q21.2; knuHuyeckuli ciyyadl.

A CLINICAL CASE OF AROMATASE EXCESS SYNDROME ASSOCIATED
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Aromatase excess syndrome (SIA) is a rare autosomal dominant disease caused by increased extraglandular conversion
of androgens to estrogens. SIA is characterizedby early gonadotropin-independent hyperestrogenemia, causing pre-
pubertal gynecomastia in boys and premature isosexual development in girls. Adults patients have short stature, due to
the early closure of epiphyses because of hyperestrogenemia. Women usually have macromastia, endometrial hyperplastic
processes and the late onset of menopause. In men, there is a moderate decrease of gonadotropins, leading to secondary
hypogonadism. SIA in children can be suspected on a combination of the clinical picture of an excess of estrogens, increased
levels of estrogens with low levels of gonadotropins after the exclusion of an estrogen-producing tumor. The frequency of
occurrence of SIA is unknown, due to the rarity of the disease and the complexity of its molecular and genetic verification.
In this article, we describe a clinical case of a 10-year-old patient with a late diagnosis of aromatase overactivity syndrome
caused by a 15g21.2 microduplication of the CYP19A1 gene, and conduct a brief review of the literature.

KEYWORDS: aromatase excess syndrome; prepubertal gynecomastia; P450-aromatase; CYP19A1 gene; 15q21.2 duplication; case report.

AKTYAJIbHOCTb CKUe NposBfieHns 130bITKa aKTUBHOCTY apoMaTasbl 3aBUCAT

OT nona nauuenTa. Y nuy, MYXCKOIro nosna 6y,£|,yT oTMeYaTbCA

CviHgpom n3bbiTka apomartasbl (CUA) (Aromatase excess
syndrome, AEXS, OMIM no. 139300), paHee W3BECTHbIN
KaK cemerHas rmMHeKomacTus, — 3TO peakoe 3aboneBaHue
C ayTOCOMHO-AOMMHAHTHbIM TWMOM Hac/iefoBaHus, OO0y-
CJIOBJIEHHOE N36bITOYHON 3KCNpeccrel reHa CYPT9AT.

lfeH CYP19A1 kogupyeT depmeHT apomatasy-P450, koto-
pbi ocywectenaeT KoHBepcuio C19 cTepongoB — aHApO-
cTeHaMoHa u TectoctepoHa (T) B C18 cTepouabl — 3CTPOH
(E1) w actpagmnon (E2) cootBeTcTBeHHO (puc. 1). KnuHnye-
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pa3BuTre NpenybepTaTHOW FNMHEKOMACTIV, BbICOKOPOCIOCTM
B JETCTBE N HU3KUWN KOHeYHbI POCT. B cTapluem Bo3pacTe ns3-
ObITOK CTPOreHOB Y My>KUMH OyeT NPYBOAUTL K PAa3BUTUIO
napuuanbHOro rmnoroHagoTPOMNHOro rmnoroHagmnsma. Y nuu
YKEHCKOro nosa B ieTCTBe OyayT OTMeUaTbCs U30CeKCyanibHoe
npekaeBpemMeHHoe rOHaJOTPOMNMHHE3aBNCMOE MOJSI0BOe
CO3peBaHME, MAaKPOMaCTUs, B CTapLueM Bo3pacte — 0OWb-
Hble MEHCTPyauuu, HeperynapHbiA UMK, runepnaactuye-
CKMe npoLeccbl SHAOMETPUSA, MO3AHAA MeHonay3a [1].
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MNepBble KnuHMuyeckne onucaHma CUA BcTpevatoTca
B nuTepaTtype c Hayana 1960-x rr. [2, 3]. Ho nuwb B 1980-x rT.,
C paclpeHnemM BO3MOXXHOCTEN rOPMOHasIbHbIX MCCefoBa-
HUIA, 6bINIO YCTAHOBEHO, UTO MMMNEP3CTPOreHeMmst 0ByCIoB-
NeHa BHEroHagHoW MACCUBHOW KOHBEpPCMEN aHOpPOreHoB
B 3CTPOreHbl, NPeMyLLeCTBEHHO 3a CYET KOHBEPCMM aHAPO-
CTeHAMOHa B 3CTPOH [4, 5]. B 2003 r. Shozu M., Sebastian S.
OOHApPYXUNu BHYTPUXPOMOCOMHYI0 MHBepcutio CYPT19AT
y naumeHTa C ceMenHON rmHeKomMacTnein, NpyBeaLwwyio K ak-
TUBaLMn aKkcnpeccum reHa CYPT9AT BO BHEroHafHbIX TKa-
Hax [6]. N nocne yTouHeHus reHeTnYecKon npmpopbl 3a60-
neBaHuA ObINO NPednoXKeHO Ha3blBaTb faHHOE COCTOAHME
CUHAPOMOM U36bITKa apomaTasbl.

K HacToAwweMy BpemeHW B 3apyOekHON HayuyHoW nu-
TepaType onucaHo He 6Gonee 40 KAVHMYECKUX Clly4yaeB
NaLVeHTOB MY»KCKOrO MoJsla C MOJIEKYNAPHO-TeHeTUYECKN
noaTeepKAeHHbIM grarHosom CUA [7]. Mo Hawmm faHHbIM,
B OTEYEeCTBEHHOWN NuUTepaType KNNHUYECKUX OMMCAHWIA re-
HeTn4yeckn noareepxgeHHoro CMA K MOMEHTY HanucaHuA
cTaTby oNy6nnKoBaHO He 6bino.

OMUCAHUE CNYYAA

NaumeHT B., NocTynun BnepBsble B AeTCKOe OTAeneHue
OrbyY «<HMUL, sHgokpuHonornun» MuHsgpasa Poccun B BO3-
pacte 10 neT ¢ »anobamu Ha ABYCTOPOHHEE NpPOorpeccupy-
loLlee yBenmyeHue rpyaHbixX xesnes ¢ 8 net, GeMVHHbIN Tvn
nepepacnpegeneHusa NOAKOKHOXKMPOBOW KNeTyaTKu (npeu-
MyLLeCTBEHHO Ha 6eapax).

PebeHOK OT 2-i1 HOpManbHO NpPOTEKaBLUEeN GepemMeHHO-
CTU, 2-X CAMOCTOATENbHbIX, CPOUYHbIX POAOB, MPW POXKAEHUN
pocT 49 cm, Bec 3000 r. HepBHO-NCuxmnyeckoe 1 MOTOpPHOE
pa3BuUTME COOTBETCTBOBANIO BO3PACTy. XPOHUYECKMX 3abo-
neBaHun He umen. MeguKaMeHTO3HYO Tepanuio He nony-
yan. [Mpw ob6cnegoBaHUM onpegenieH HopMasibHbI MYyXCKOW
KapuoTtnn — 46 XY.

M3 aHamHe3a n3BecTHO, 4yTo HBpak pogutenein He 6nU3-
KopopcTBeHHbIN. CTapliasa cecTpa — 340poBa. Y maTepu —
MeHapxe ¢ 12 neT, MeHCTPyasnbHbIN LMK perynapHbin. OTey
pebeHKa oneprpoBaH Mo NoBOAY N’MHEKOMACTMM B BO3pacTe
8 net, go 10 net onepexan CBEPCTHNKOB B POCTE, KOHEYHbIN
pocT — 156 cm. Y gedywKkm no OTUOBCKOW IMHUN TakXe OT-
Meyanacb rmHekomacTus, B 17 net npoBegeHa MacTaKToMUs,
KOHeuHbI pocT 156 cM. HacneacTBEHHOCTb CO CTOPOHbI Ma-
TepW He oTAroweHa.

Pe3ynbratbl $pu3MKanbHOro, naboparopHoro u

MHCTPYMEeHTaJIbHOro uccsiefqoBaHmnA

Mpun noctynneHun: poct — 155 cm, SDS pocta — +2,5,
Bec 57 kr, SDS nHaekca maccol Tena (MMT) — +1,8, pemunH-
HOE TENOCNIOXKEHME — Y3KME ey, LUMPOKUIA Ta3, MOSI0BOe
pa3suTue no TaHHepy G2, P2, B4-5 (3a cueT xene3mcrom Tka-
HW, aPeOsIbl 3CTPOreHN3NPOBAHbI), ANYKN B MOLLIOHKE, 00b-
em snyek D=S=4-5 mn.

B ropmoHanbHoM npodwne: NIOTENHN3NPYIOLUIA FOPMOH
(Mr) — 0,745 Ep/n (0-1,5), donnuKynoCcTUMynupyoLmn rop-
moH (OCIN) — 0,66 Ea/n (0-2), TectoctepoH —1,19 HMoNb/N
(1,5-12), angpocteHgnoH — 0,5 Hmonb/n  (0,3-8),
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Ta6nuua 1. fopMoHanbHbI Npodunb NaureHTa 4o 1 Ha GoHe Tepanum 61O0KaTOPOM apoMaTasbl.

ScTpaguon, DCTpPOH, AHppocTeHANOH, TecToCTEepOH, AT, Ep/n oCr, Ea/n
nmonb/n nmonb/n HMoONb/n HMoONb/N
basanbHbiypoBeHb o34 o, 1140 0,5 1,19 0,745 0,66
rOPMOHOB
Hepes 3 mecaua 174,3 15,4 3,05 14
Tepanun
Pedepericribie 50-120%* 0-40 0,3-8* 1,5-12% 0,3-4,4 0,44-6,0

3Ha4yeHunA

Mpumeuanue. JII - nioTenHmsnpyowmii ropmoH; OCI — ponanKynocTMMynupyoLwmnin ropMoH.

'MauueHT nonyunn 2,5 Mr neTpo3ona B fieHb, MepopasbHo.
* — 3HayeHuA ana ctagun TaHHep 2-3.
** — ANA B3POCIIbIX MYXUVH.

Jernapo3nuaHapocTepoH — 9,4 Hmonb/n (0,5-20), 32 (ummy-
HOdEPMEHTHbIN aHanu3) — 633,71 nvonb/n (50-120) (tabn. 1).

MNpu nccnegoBaHUM CTEPOMAHBIX TOPMOHOB C UCMOJIb-
30BaHMeM TaHAEMHOW XPOMaTOMaCC-CMeKTPOMETPUN BbisiB-
NEHa BbIpaXKeHHas r’MNepaCTPOreHeMus, raBHbIM 06pa3om
3a cyeT 3cTpoHa — 1140 nmonb/n (0-40) npu ypoBHe 3CTpa-
avona 274 nmonb/n (0-41).

Mo Y3W 6ptowHON NoNoCTW, HAAMOYEYHNKOB, MOLLIOHKM
06beMHbIX 00pa30BaHUN He BbiAiBEHO. KOCTHbIN BO3pacT
cooTtBeTcTBOBan 17 rogam, MPOrHO3MpPYeMblil KOHEYHbIN
poct — 156,6 cm (SDS — -2,73).

YuntbiBaA OTArOWEHHbI HACNeACTBEHHbIN aHaMHe3
Nno pPas3BUTUIO TMHEKOMACcTUM A0 Hauana MojoBOro cospe-
BaHWA, Hannuve B gonybepTaTHOM Nepuoge nporpeccupy-
IOWeNn UCTUHHOW TMHeKomacTuu, Kapuotun 46XY, runeps-
CTPOreHEeMNIO U OTCYTCTBME WHCTPYMEHTAsIbHbIX AaHHbIX
3a Hanuume obGbemHbIXx 00pa3oBaHWiA, Yy MauueHTa npeg-
nonoxeH paunarHo3 CUA. TlpoBeeHHOe MoONeKynAaApHo-re-
HeTMYecKoe WCCNefoBaHME BbIABWIO MUKPOZYMINKALMIO
AnvHHoro nneva (q) 15 xpomocombl ¢ nosuumn 51009255
Jo nosuuyun 51608987, 3axBaTbiBaloWyo pernoH 15g21.2,
6-19 >k30Hbl reHa CYP19A1(CYP19ATlarrlhg19] 15q21.2
(51009255_51608987) x3»), nogTBEPAUBLLME ANArHO3 (puc. 2).

MauneHTy 6bina NpoBeAeHa ABYCTOPOHHSA MaCTIKTOMUA
C pepyKkUMOHHOW nnactukon apeon. locne nposepeHus
BPAYeOHOro KOHCMMyMa U C pa3peLleHns BpayebHON Ko-
MUCCKM MO UCMOMb30BaHMIO NpenapaTtoB «off-label», Ha3Ha-
yeHa Tepanus 610KaTopamy apomMaTasbl 3-ro MOKONeHNs —
Jletpo3on 2,5 mr/cyTt, nepopanbHo. lNocne 3-mecAyHoro

neyeHns OTMEYEHO CHXKEHUE YPOBHSA 3CTPaauona Ha GpoHe
MOBbILLEHWS YPOBHA TECTOCTEPOHA Y MOAbEMA YPOBHS FOHa-
LOTPOMNUHOB (cm. Tabn. 1).

OBCYXAEHUE

CUA — naTonoruyeckoe coctosiHMe, 00yCIOBNEHHOE MO-
BbILLEHMEM aKTMBHOCTY apOMaTa3bl BO BHEIOHAAHbIX TKaHSX.
ApomaTasa — BbICOKOKOHCEPBATUBHbIN GEJIOK, MPUCYTCTBY-
IOLWMIA y BCEX MO3BOHOYHbIX, Y YesioBeKa KOAUPYeTCA reHOM
CYP19A1, paCcnonoKeHHbIM Ha AIMHHOM nneye 15- Xxpomo-
combl (nokyc 15g21) [1, 12], cocToAwmM U3 9 KOANPYHOLLNX
3K30HOB (II-X) 1 Hekogmpyowmx 11 anbTepHATUBHLIX 1 3K-
30HOB, COEPXKaLUMX aJIbTEPHATUBHbIE MPOMOTOPbI, 0becrne-
yrBawWMe TKaHecneundryHylo SKCNPeccrio apomatasbl
[13-17] (puc. 3). B Hopme CYPT9AT akTMBHO aKCnpeccupyeTca
B NyaLeHTe, roHagax Y B MUHYMaNbHOM KONMYeCTBe B APYrnx
TKaHAX, BKJIOUaA KOXY, KUPOBYIO TKaHb, KOCTU, MaTKy, MOJ10Y-
Hble >Kene3bl, CocyAbl 1 runotanamyc [17, 18].

Mpu CUA BO3HUKAIOT NepecTporiki B 061acTu pacnosno-
xeHna CYPT9AT[1], npuBoaawme K akTUBaLUM dKCNpeccum
apomartasbl B TKaHAX OPraHn3ma, rge oHa B HOPMe He 3KC-
npeccupyeTca UAn SKCNPeccnpyeTca B MUHUMANIbHOM KO-
nuyectBe. K HacTosLlemMy BpeMeHU OnvcaHo TpuW Tuna ne-
pecTpoeK, acCOLMNPOBaHHbIX C MOBbILEHNEM SKCMPeCcCmn
CYP19A1: pynnuKauma, geneumnsa n nHeepcua. Mpun gynnu-
Kauuu CYPT9AT npoucxogut yBenuueHve uucna ¢éusmo-
NOrNYecKmx MpPOMOTOPOB, B CBA3N C YEM CTeMneHb Bblpa-
YKEHHOCTUN KNUHMYECKUX MPOABIEHUI AOCTAaTOYHO MArKas.

Weighted Log2 Ratio

20000 kb 40000kb !

60 000 kb

80 000 kb 100 000 kb

PucyHok 2. MonekynapHo-LToreHeTnyeckoe nccnegobanmne reda CYP19A1.
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PucyHok 3. Ctpyktypa CYP19A1.
OTKpbITble MPAMOYrofIbHUKN 0603HAYaloT 3K30HbI Is apomaTtasbl |, a L-o6pasHble CTpenky nepep NpsMoyrosibHMKamyn 0603HayaloT COOTBETCTBYlOLME
NPOMOTOPbI. 3aKpbiTble NPAMOYTONIbHUKN MPeACTaBAAoT 3K30HbI apomaTasbl |I-X, Koaupyiowme OTKPbITYI0 paMKy CuuTbiBaHMsA. MyHKTUPHbIE ANHUN
npencTaBnsAtoT WabnoHbl cnnavcuHra [10].

Mpw geneuyun Nn NHBEPCUN YHaCTKOB XPOMOCOMBI, Fie pac-
nonaraetca CYP19A1, nponcxogut ob6pa3oBaHme XMMEPHbIX
reHOB, COCTOALUX U3 MPOMOTOPHOW OBMIACTN KOHCTUTYTMB-
HO 3KCMPeCccUpyemoro reHa (reH «goMallHero XO3AmncTBa,
unu house-keepinggene) n kogmpytowwmx sk3oHos CYP19A1,
npuBoAA K dKCMPeccMm apomatasbl B TeX TKaHsX, F4e OHa
06bIYHO He OyHKUMOHUPYeT. [Mpy TakMx nepecTporkax 3a-
6oneBaHVe HauMHaeTcsA B 6oniee paHHeM BO3pacTe 1 HOCUT
ObICTPONPOrPECCHPYIOLLNI XapaKTep.

Mpn CUA nepsble Npu3Haku 13bbITKa CTPOreHOB NPO-
ABNATCA C 5-6-neTHero Bo3pacTa, Korga B HOpMe Mpowuc-
XOAOWT AO3PEBAHME CETYATON 30HbI HAZMOYEYHUKOB 1 MOBbI-
LIaeTcA ypoBeHb aHApocTeHAMOoHa [8, 9]. B ropmoHanbHOM
npodune y naymeHtos ¢ CUA B gonybeptaTHOM BO3pacTe,
MOMMMO BbICOKOTO YPOBHA 3CTPOreHoB, HyayT oTMeuaTbcs
HM3KUE YPOBHU FOHAOTPOMMHOB, YKa3blBas Ha rOHafoTPO-
MVHHE3aBUCMMbI FeHE3 rMnepaCcTporeHemnm. B nocrnybep-
TaTe, BCJIEACTBME HEraTUBHOIO BIINAHMSA M30bITKA 3CTPOreHOB
Ha rOHaJOTPOMMHbI, Y MYXUMH MOXET OTMeYaTbCA napuu-
aNbHbIA FTMNOrOHaZOTPOMHbIN FrMRoroHaan3m [10]. Y »KeHWwuH
penpoayKTMBHas QyHKLUMA He HapYLLIEHa, HO BO3MOXHbI pas-
BUTME rMNepniacTMYeckmx NpoLeccoB SHAOMETPUA, MaKPO-
MacTuA 1 No3gHee HacTyrnieHre meHonaysbl [11].

B cBA3M C OTCYTCTBUEM BblIPAaXXEHHOTO MATONOMMYECKOrO
TeueHna CUA y xeHWMH 6ONbWNHCTBO PaboT NOCBALLEHO
[AVArHoCTMKe 3Toro 3aboneBaHmMsA y NNL My>KCKOro Mosa, Kor-
[la reTepoceKcyasibHOe MoJfIoBOE CO3peBaHve TpebyeT npa-
BWJIbHOW CBOEBpPeMeHHoN AnddepeHLManbHOM AnarHoCTr-
Ku 1 nevyenus. MNpu pa3BrUTNY MMHEKOMACTUN Y MasibUiKOB
B fonyb6epTaTHOM neprofe B NepByto ouepesib He0OXoAMMO
UCKJIOYaTb FOPMOHasibHO-aKTVBHbIe onyxonu. MosTomy an-
ropyt guodepeHLmanbHON ANArHOCTUKU MPUYUH [omMy-
6epTaTHOM N’MHEKOMACTMM JOMKEH 06A3aTeNIbHO BKIIHOYATb:
onyxonu Knetok Jlengura (nengmuroma) n Cepronu (ceptonu-
OMbI KaK CamoCToATeNIbHOe 3aboneBaHNe, Tak U B COCTaBe
cuHgpoma [Mentua-Erepca), dpemuHmsupyiole onyxonu
KOpPbl HaNOYeYHMKOB (KOPTMKOICTpOMbI), XIY-cekpeTumpy-
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lowme onyxonu. IMHEKOMAcTNA MOXET ObiTb CBA3aHa C Npu-
€MOM NIeKapCTBEHHbIX MPENAPATOB, BAUAILWMUX Ha MeTabo-
NN3M CTEPOMAOB (HanprMep, KETOKOHA30/1, CMMPOHONAKTOH,
MUTOTAH), UTO Ba’KHO YUUTbIBaTb Npu cbope aHaMHe3a. [MHe-
KOMacCT/A TakXKe XapaKTepHa Ans nauMeHToB ¢ CUHAPOMOM
Knaiinpenstepa (CK) n msarkonn popmor cnHapoma Heuys-
CTBUTENIBHOCTU K aHAporeHam (cuHgpom PendeHwteriHa).
MeHotnnuueckne ocobeHHocTn CK, Takme Kak eBHyxoug-
Hble Mponopunn, TMNoNNasna ANYeK, NO3BONAIOT NIETKO UC-
KJoYnTb AaHHbIN anarHos. Mpu cuHgpome PendeHwTenHa
B rOPMOHaIbHOM Mpodusie, Hapaay C r’MNep3CTPoreHeMmeN,
OyneT BbIABNATLCA 3HAUWTENIbHOE MOBbILIEHNE YPOBHSA Te-
CTOCTePOHA Ha GOHEe BHELIHVX NPr3HaKoB AedurLmuTa TecTo-
CTepoHa (BbICOKUI ronoc, pefKkoe oBosioceHme Ha nuue). OT-
NNUNAMK IOHOLEeCKOW NybepTaTHON rmHekomacTum ot CUA
ABMAIOTCA €e NOoABMIEHVe B nepuog nybeptaTta, OTCYyTCTBME
YCKOPEHVA KOCTHOTO BO3PacTa, a Npodusib NofoBbIX rOPMO-
HOB COOTBETCTBYET CTaAUM NOJIOBOrO CO3PEBaHUS.

CNA — 3T0 AMarHo3 UCKNIOUYEHWA, KOTOPbI MOXET ObITb
3anofo3peH Nocsie NCKIYEHUA APYrnX U3BECTHbIX MPUYMH
rMnepsCcTporeHeMun B 4E€TCKOM 1 NOAPOCTKOBOM BO3pacTe.

YunTbiBas natoreHes 3abosnieBaHWsA, NATOFHOMOHUYHbBIM
npenctasnsetca neveHne CUA 6nokatopamu apomatasbl
(BA) [7, 19]. HaszHaueHue BA Kak No JaHHbIM nuTepaTypbl,
TaK 1 B HaleM KIMHUYECKOM NpUMepe NPUBOAUT K CHIXKe-
HMIO YPOBHA 3CTPOreHOB, BOCCTAHOBIEHWIO TMMOTanamMo-
runodursapHo-roHagHom ocn. OfHaKo OCTaeTCA OTKPbITbIM
BOMPOC O A/INTENBHOCTU X NMPUMEHEHNA: BO3MOXKHO, 3TOT
nepuog MoXeT 6bITb OrpaHNYeH C MOMeHTa MaHudecTaLuu
3aboneBaHVA 1 A0 OKOHYaHKA nybepTaTa C Lenblo yCTaHOB-
NEHUA NPaBUIbHOMO MMMNOTanamo-rmnodr3apHO-roHafHoro
B3anmopgencTsnAa. BoamoxHO, BO B3pOC/IOM BO3pacTe MX
NPYMEHeHNe MOXeT OblTb OFPaHNYEHO TONIbKO MepuogoMm
NnaHNpPOBaHMWA JeTen, C LUenblo KOppeKUr CynpecCcuBHO-
ro BAVAHWA M3ObITOYHOrO KOMIMYECTBa 3CTPOreHOB Ha Bbl-
paboTKy roHagoTPOMNMHOB. Bce 3To TpebyeT TwaTenbHOro
JanbHewnLlero HabnoaeHus.
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3AKNIOYEHUE

MosBneHne npenybepTaTHON FMHEKOMACTAN Y Manbuu-
KOB ABNAETCA He TOJIbKO MeAWLMHCKOW, HO 1 coumarnbHOW,
MCMXONOrMYecKon npobnemon. B ¢BsA3M € yeM OCHOBHbIM
N paguKanbHbIM METOAOM JfleYeHUs A0 HaCToALero Bpeme-
HM OCTaeTCs MACTIKTOMMS, yalle BCero nposogsulanca 6e3
[OJIKHOTO AOoOMNepaLmroHHOro obcsiefoBaHna nauyvenTa. Op-
HaKo yunTblBas, YTo B AeTcKoM Bo3pacte CUA anaetca oga-
HOW 13 BO3MOXHbIX MPUYNH BO3HMKHOBEHWA TMHEKOMACTAN,
CBOEBpPEMEHHaA NpaBWibHaA OMAarHOCTMKA AAHHOFO CUH-
OpOoMa MO3BONAET He TONbKO BOBPEMSA Ha3HauuTb fieveHune,
HanpaBfieHHOe Ha ynydlleHne POCTOBOro NMporHosa v no-
BbllLeHWe GpepTUIbHOCTY Y B3POCSIbIX, HO U MPOBECTV Meaw-
KO-TeHeTNYeCKoe KOHCYNbTMPOBaHMe CceMbW, CPOrHO3npo-
BaTb PVICKU POXAEHUA AETel C aHaNIorMyHbIM 3aboneBaHneM.

C pacwmpeHemMm BO3MOXKHOCTEN MOSIEKYNAPHO-TeHeTU-
yeckoli BepudrKaumm gnarHosa, ee 6onbLIen JOCTYMHOCTU
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Henb3A UCKITIYNTD, UYTO YacToTa BblaBneHnsa CUA okaxkeTtca
HaMHOro Bblille, YeM npeanonaranoCb paHee. A Hanuuune
naToreHeTn4eCKoro Jie4HeHnA NO3BONNT YNy4LUNTb Ka4yeCTBO
KU3HW NaleHTOB C AaHHbIM CMHOPOMOM.

AONOJIHUTENIbHAA UHOOPMALINA

Cornacve naymeHTa. 3aKOHHbIV NpefcTaBUTeNb NayneHTa nognucan
MHPOPMUPOBAHHOE Cornacne Ha MybnMKaLuio NepcoHanbHOW MeaULH-
cKor MHPopmaumn B xypHane «[1pobnembl SHAOKPUHONOTNW» B 06e3/1-
yeHHoI dpopme.

KoHpnuKT nHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWEen cTaTbu.

UcTounnk puHaHcupoBaHua. [ovickoBo-aHanMTyecKas pabota 1 nog-
roToBKa CTaTby NPOBEeAEHbI Ha JIMUHbIE CPEACTBA aBTOPCKOTO KOMEKTBA.

YyacTme aBTOpOB. Bce aBTOpPbI BHEC/IN 3HAUVMbIV BKNaf B MOATOTOBKY

pykonucu, npounv n ogobpunt GprHanbHbIN BapuaHT.
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