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HekoTopble acneKkTbl NPeXAEeBPEeMEeHHOro NOAOBOro PAa3BUTUS
Y AeBO4YeK AOLUKOAbHOIo BO3pacCTa
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PE3IOME

TNpexxneBpemenHoe nosnosoe cospesanue (T111C) ocraeTcs akTyanbHOM MPo6IeMON eAUaTpyn, AETCKOM SHIOKPUHOTIOTNH, TMHEKOJIOTUH, HEBPO-
JIOTMHM BBUAY KJIMHMYECKO! M MAaTOreHeTUYECKOii reTeporeHHOCTH. HemanoBaskHyo posib UrpaeT U acCOLMMPOBAHHOE C HUM MCHXOCOLMABHOE
pasBuTHe IeBOUKU. B cTaTbe npencraBnenbl 3 KIMHUUECKMX HAOMIOEHHs] MALMEHTOK JOLKobHOro Bospacta ¢ IM1C — Ha ¢oHe opraHnyecKoro
TIOPayKeHHs! FOJIOBHOTO Mo3ra, npy cuHapoMe Mak-Kbtona — Onbpaiita — BpaiitieBa 1 Ha GpoHe KUCTbI LIMLIKOBUHON skefe3bl. Bo Beex ciyuasx
OCHOBHBIM MOBOZIOM [17151 00paLLieHyis K Bpauy MOCTyKIJI0 Harpy6aHue rpyaHbix skese3. OCOOeHHOCTbIO MALMEHTKH C OPraHN4eCKUM NMOpakeHreM
Mo3ra OblI0 HannuKe U30bITOYHOI Macchl Tena, MalMeHTKM ¢ cuHapoMoM Mak-Kbtona — OnGpaiita — BpaiilieBa — Hanuuue nsteH LBeTa koge
C MOJIOKOM Ha KO3Ke JIMLIA, SIrOIMLL 1 JIeBOii pyKu. Ha mprnmMepe naHHbIX KIMHUYECKMX HaOMOoE NI TOKa3aHo, 4To MpH BbisiBeHHH AeBouek ¢ [TC
BaXXHO 00€CreunTb MEKAMCLMIUIMHAPHBINA MOAXOZ, MO3BOJISIOLLMII IPaAMOTHO NMPOBECTH 00CEN0BaHNe, KaK MOXHO paHbllle OCTABUTb BEPHBIIt
IMarHo3, BbIIEUTb BO3MOKHbIE COMYTCTBYIOLLME MATOJIOMMK 1 HadHaunTh 3G QEKTUBHOE IeueHye, a TAkKe BECTH AMHAaMUUYeckoe HabmmoneHne
C OLIEHKO#1 (PU3MUECKOro U MOJIOBOTO Pa3BUTHS, 00sI3aTeNbHBIM ONpeZesleHeM rOpMOHAaIbHOMO POQUIIS, YbTPa3ByKOBbIM UCCIENOBAHIEM Op-
raHoB masnoro Taza. O6CyKIarTCsl BONPOCh! B3aUMOCBSI3H F€HETUUECKHX 1 SMUreHeTHYeCKUX (paKkTOPOB B PasBUTHH AAHHO! MATONOTHH.
K/IIOUYEBBIE CJIOBA: npesxneBpeMeHHOe M0JI0BOe CO3peBaHKe, NEeBOUKY, TeslapXe, aipeHapXxe, rMnoTanaMo-runoguaapHo-ssMuHUKOBas CU-
cTema, OnyxoJib anudHu3a.
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ABSTRACT

Precocious puberty (PP) remains a challenging issue for pediatrics, particularly pediatric endocrinology, gynecology, and neurology due to its
clinical and pathogenetic heterogeneity. And PP-associated psychosocial development of the girls also plays an important role. The article
presents three case studies of pre-school age girls with precocious puberty amid organic brain syndrome, McCune-Albright syndrome, and
pituitary cyst. In all cases thelarche was the main reason for contacting the doctor. The patient with organic brain syndrome had such a specific
clinical feature as overweight and the patient with McCune-Albright syndrome — café-au-lait skin spots on the face, buttocks, and the left
hand. These case studies demonstrate that for identifying girls with PP a multidisciplinary approach is needed. It will enable to examine a
patient properly, make the correct diagnosis as early as possible, detect potential comorbidities and prescribe effective treatment, as well as
to provide follow-up care including the assessment of physical and sexual development. Also, it is required to analyze hormonal profile and
to perform pelvic ultrasound examination. The relationship between genetic and epigenetic factors in the development of these pathological
conditions is discussed.
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BBEIEHKE OT Ap.-rped. U (mén) — «Mecsu» 1 apyfy — «Hauano») [1].

[TonoBoe cospeBanue BkiouaeT ¢usnonoruyeckue npo- [locnenuuit npusHak, Kak NpaBujlo, SBISIETCS Pe3ybTaToM
Lleccbl B OpraHu3Me, KOTOpble NMPUBOAST K QYHKLMOHUPOBA- 3CTPOT€HHOrO CTEPOMZOreHe3a B SIMYHMKAX U MpPOSIBISIeTCs
HUIO PernpofyKTUBHONM cucTembl. DU3KMONOrMUecKie OCHOBbl MepBOii 3HIOMETpUabHO AeckBamauueil. Mexanusm ¢op-
M0JI0BOro Ae610Ta TPaAMLIMOHHO CBSI3bIBAIOT CO CBOEBPEMEH- MUpOBaHMs Nybapxe CBsi3aH C Pa3BUTHEM PETHKYJISPHON
HBIM POCTOM TpYAHbIX kenie3 (Tenapxe, OT Ap.-rped. OnA\fj — 30HbI Ha[MOYEYHMKOB WM ajpeHapxe (nat.. adrenarche).
«cocok» M apxn (arké) — «nauano, BO3HMKHOBeHWe»), [lpu 9TOM azpeHapxe MpaKTUUECKW He CBSI3AHO CO CTAHOB-
C NpU3HaKaMKU BTOPUYHOTO OBOJIOCEeHHMsl (myGapXxe, OT JiaT. JieHWeM U PpYHKLMOHMPOBAHMEM IMIIOTAIAMO-TUIIOpU3aPHO-
pubes — «B3pocCblif, My)KeCTBEHHDbIIt» U Iped. APyl — «Ha-  SMYHMKOBOI cMcTeMbl. HacToit MPUUMHOIlI pexXIeBpeMeHHO-
4ajio») M epBbIM MEHCTPYasIbHbIM KPOBOTEUEHHEM (MeHapxe, o nybapxe siBisieTcs npeskaeBpemMeHHoe anpetapxe [1]. Cre-
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AKYLLEPCTBO U TMHEKOAOTUS]

KAnHMYeckaga npakTuka

TIeHb 10JIOBOTO Pa3BUTHS OLeHMBAIOT 1o J. Tanner (1962 r.),
KOTOPbIil CUCTEMATHU3UPOBaJl CTAJUNHHOCTD MOJIOBOrO CO3pe-
BaHus: | cTazusi NonoBOro pasBUTHSI COOTBETCTBYET IMperny-
OepraTHbiM npuaHakam, [I-IIl cTaguu cBsi3aHbl ¢ aKTHBHBIM
CTaHOBJIEHHEM PenponyKTUBHOM pyHKuMK, [V-V cranun pac-
LIeHMBAIOTCS KaK TOJIHOLEHHOe QYHKLMOHMPOBAHUE penpo-
IYKTUBHOM cucTeMbl [2].

Cornacno MKB-10 npexxneBpeMeHHOMY MOJIOBOMY CO-
speanuto (I1IIC) cooTBeTcTBYIOT CrefywooliMe rpafaLuu:
E22.8 — npyrue cocrosHus runeppyHKUMM runodusa,
npexieBpeMeHHas Moji0Basi 3pesioCTb LEeHTPaIbHOTO Mpo-
ucxoxzaenus; E 30.9 — HapylieHne 1nooBoro cospeBaHust
HeyTOuHeHHOe (M30JIMpPOBaHHOE Tejapxe, U30JIMPOBAHHOE
azipeHapxe). Y [eBOYEK [OLIKOJBbHOrO BO3pPacTa OCHOB-
HbIM KJIMHMYeckuM cumntomoM [MINC saBnserca msonupo-
BaHHOE pas3BUTHE OJHOrO M3 MPHU3HAKOB [0JIOBOi 3pesno-
CTW unn GOpMUPOBAHKE BCEX BbIlLIEYKA3aHHbIX MPU3HAKOB
B MOJIHOM 00'beMe, Kak MpaBuiio, B Bo3pacre a0 8 ner [2].
JlononHuTeNbHbIE CUMIITOMBI MOTYT OBITb CBSI3@Hbl C yCKO-
peHKeM JIMHEeHOro pocTa [eBOUYKH, MpY 9TOM B BO3pacTe
8-10 ner poct mocrturaer 150-155cm [3]. ABTopbl 00-
pallaloT BHMMaHHWe Ha OCOOEHHOCTM KOCTHOTO BO3pacTa,
KOTOpBI OrepekaeT BO3pAcTHble HOpPMaTHBbl Gojee yem
Ha 2 roza [3]. B crpykrype IIIC pa3nuuaioT roHagoTpo-
MMH-3aBUCHMYI0 (MCTHHHYIO, WM LieHTpalbHyl0) (opmy,
CBSI3aHHYIO C MOBBILIEHNEM aKTMBHOCTH TMIIOTalaMO-THIIO-
$U3apHO-SMYHUKOBOI CHUCTEMbl M TOHAJOTPONMH-HE3aBu-
CUMYIO (JIOXKHYIO, WK NepudepuiecKkylo) — Mpu runeprnpo-
IYKLMK CTePOUIIOB IMYHMKAMU WK HaZiloueyHUKaMu [4—6].
[I1C ocraercs akTyanbHOit Npo6IeMoit TeAnaTpuH, JETCKOiA
3HIOKPUHOJIOTUH, TUHEKOJIOTMM, HeBposoruu. CI0KHOCTb
DAHHOTO MAaTOJIOMMYECKOr0 COCTOSIHMSI CBS3bIBAIOT C KJIMHU-
4eCKOii M MaTOreHeTHYEeCKOi reTeporeHHOCThIO [7].

[onumanue kmMHMYeckux ocobenHocreit [NC nmeer
OrpOMHOE NPAKTUYECKOe 3HaUYeHHe JUIsl aKyLIepPOB-TMHEKOJIO-
rOB, y4aCTKOBBIX N1€JUaTPOB, AETCKUX SHIOKPUHOJIOTOB U HEB-
posnoros. [loauepkuBaeTcs: HEOOXOAUMOCTb CBOEBPEMEHHOTO
TNpOBeZeHNs] AMarHOCTUKU U KOPPEKLMH 715l HOCTHKEHHSI Lie-
JIeBbIX MOKa3aTeJlell KOHEUHOTO POCTa M NPOGUIAKTUKY COLIM-
anbHoit fenpuBaumu [7]. Hepenko nocineznnee conpoBoxaaeTcs
3MOLIMOHAJIbHOM JTa0MIIBHOCTBIO, arpeCcCUBHOCTbIO, CHUKEHH-
eM MaMsITH, uHTesekTa [8]. XoTenocb OTMETUTb, UTO AE€BOUEK
C MpeskeBpeMeHHbIM afipeHapxe, naToreHe3 KOTOPOro Ha ce-
TFOZIHSILUIHUIA IeHb OCTaeTCsl HesSICHBIM, OTHOCSIT K IpyIne pucKa
N0 PasBUTHIO CMHIPOMA MOJIMKUCTO3HbIX sIMUHUKOB [9, 10].
Uctunnoe u nosxkuoe IIC, kak npaBuio, COMPOBOXOAETCS
3HAUUTENbHBIM YCKOPEHWEM KOCTHOrO BO3pacTa; NpHU 3TOM
B OTCYTCTBHE CBOEBPEMEHHOI KOPPEeKLIMHM POUCXOUT 3aKpbl-
THe POCTOBBIX 30H M pOpMHpOBaHKe HU3KopociocTy [11, 12].
Kpowme Toro, He crieiyeT 3a6bIBaTh 06 OHKOJIOTMYECKO# HACTO-
poskeHHOCTH. JlnarHoCTHKa B epBYIO O4Yepesib JOJIKHA MCKITIO-
4aThb OMYXOJIEeBbli reHes KaK JIOKHOro (nepudepnuecKkoro), Tak
v rctuHHoro (uentpanpHoro) [11C, a Takske roHaOTPONKH-He-
saBucumMbix ¢opm [IIC [13, 14]. Bce BbillenepeuncienHoe
CBUZIETENIbCTBYET 00 aKTYyalbHOCTH M3yYeHHs COBPEMEHHbIX
npo6nem II1C y neBouex.

Llenb Hacrosiiueit ny6iMKkaLum: NpeACTaBUTh KIMHUYECKHe
ocobenHocty [IC pasnuuHOro reHesa Ha npumMepe 3 ciydva-
eB 3a6071eBaHMsl Y IeBOUEK IOLIKOJIBHOrO BO3PAacTa, HaXOAMB-
1mMxcsi oz HabmoznenveM B [po6iemHoit Hay4HO# T1aboparo-
pUM KOMIUIEKCHOTO M3YYeHHs! perpOAYKTMBHbIX HapyLUeHWit
®rbBOY BO Poct'MY Munszpasa Poccu (nanee — IMpo6nem-
HO¥ n1abopatopun).

KN1HWYECKOE HAB/IOAEHUE 1

[IpesxneBpeMeHHOe MOJI0BOE CO3peBaHME LIEHTPAbHOTO
npoucxoxxaenust (MKbB-10: E22.8) y nauuentku T., 6 net. XKa-
71006b1 ObUIM CBsI3aHbl ¢ POPMUPOBAHIEM T'PYIHBIX JKenle3, Ha-
JM41ieM OBOJIOCEHHSI B JIOOKOBOIA M MOAMBILLEYHBIX 30HaX. Kpo-
Me TOTO, UMeJIMChb YKa3aHUsl Ha MOBbILLEeHHe TOTOOTAEeNIEeHHS.

M3 anamHe3a: peGeHOK poxzeH OT 1-if HEeOCOXHeH-
HOIl recrauuu, B CPOYHbIX ONepaTuBHbIX poznax. Kecapeso
cevyeHne ObUIO NMPOBENEHO B CBSI3M C OCTPOil BHYTPUYTPOO-
HOI1 runokcueit mnozaa. HoBopoxkaeHHas feBOYKa B CBSI3U C Ha-
pacTaHMeM HEeBPOJIOrMUYECKOi CUMIITOMAaTHKHM Oblyia nepeBezie-
Ha B OTZeJseHKe narosnoruy HoBoposkaeHHbix HUWAIT ®I'BOY
BO PoctMY MunsnpaBa Poccuy, roe no naHHbIM MarHuT-
HO-pe3oHaHCcHoi Tomorpadun (MPT) 6biny guarHocTHpoBa-
Hbl OTEK MO3ra M OKKJII03MOHHas ruppouedanusi. Kpome Toro,
COCTOSIHME OTSIrOLLA0Ch HUCXOASILMM aKCUaJIbHbIM BKJIM-
HeHWeM MO3KeUKOBbIX MMHIAMH. Bce BblllenepeuncieHHoe
MOCTTY>KMJIO TOKa3aH1eM K OMepaTUBHOMY JieueHHt0. B Heiipo-
xupyprudeckoM otaenennu 'bY PO «OJIKb» no noBozy okko-
3MOHHOM ruapouedanuu Ha ypoBHe oTBepcTuii Jliowika n Ma-
KaHAM C JIeKOMIIeHCaLyeii IMKBOPOAMHAMUKN ObLT HaJIOkKeH
Hapy>kHblit ipeHax no A.A. Apenaty. CyTb JaHHOH METOIMKU
B TOM, UTO MPOKCMMaJIbHAasl 4acTb JApEHaxa BBOIMTCS B Ie-
penHuit por GOKOBOTO JKeNynouKa, a AUCTaNbHas — B cyOmy-
pasibHOe MPOCTPAHCTBO NepefiHeli yepenHoii siMku. [lepen Tem
KaK TOTpy3uTh IpeHaX B CyOmypaibHOE MPOCTPAHCTBO, €ro
TMPOBOAST MEXIY KOCTbIO M TBEPHON MO3roBoil 000JI0UKON
Ha NpOTsLKeHUM TpuMepHO 4 cM. JIMKBOp ObUT CaHMPOBaH.
JlnarHo3 mpu BbIMMCKE: BHYTPUYTPOOHBII CENCUC, MEHUHIO-
3HLe(anuT, BEHTPUKYINT. B Bo3pacre 4 neT peGeHOK nepeHec
KPOBOM3JIMSIHUE B MOJIKOPKOBbIE CTPYKTYPbI FOJIOBHOTO MO3ra
cjieBa, MO MOBOZAY KOTOPOro MPOBOAMJIOCH KOHCEPBATHBHOE
neveHne. B Bospacre 6 siet Obla BbisiBlIeHa KaBEPHO3HAs aHTH-
OMa J1eBO¥i MoAKOpKOBOi o6mactu. B ®IAY «HMUL Hefipoxu-
pyprun umM. ak. H.M. Bypnenko» Munsapasa Poccun Bbinosnne-
Ha orepauusi 10 yAaJleHuio IaHHoro oOpasoBaHust. Onepawust
npolia ycnerHo, 6e3 ocnoskHeHuii. [lauyeHTka HanpasieHa
y4acCTKOBbIM BpauOM-NeJUaTpOM K  aKyllepy-TMHEeKOJIOTy
B CBSI3H C )kaj00aM¥ Ha yBeJIMUYeHe pa3MepOB MOJIOUHBIX Ke-
71€3, POCT BOJIOC B MAXOBOIA M MOJMBbIILEYHbIX 00JIACTSIX, MOBbI-
LLIeHHOe [TOTOOTAEJIEHNE C HETPUSITHbIM 3aIaXoM.

[lo panHBIM nNepBMYHOrO OCMOTpA  aKyllepa-TMHEeKO-
nora [po6nemHoit naGopatopuut y nauueHTkH T. 6 et oT-
MeueH HOPMOCTEHWYECKMii THUI TeJIOCTIOKEHHs, NpU 3TOM
TMPUCYTCTBOBAJA TEHZEHLMsl K M30bITOUHOI JUIsl AAHHOTO BO3-
pacra Macce Tena (Macca Tena 35 kr, poct 145 cm). Otme-
yanoch yBeJMYEHUEe Pa3MepoB MOJIOYHbIX Xkene3 (craams B,
no J. Tanner ), HanMuKe €IMHUYHDBIX BOJIOC B MAXOBOM U TOJ-
MBILIEUHbIX 061aCTSIX (P,Ax,). TlonoBoe cospeBaHue COOTBET-
creoBano lll cragnu no wkane J. Tanner, nonosas ¢popmyna:
B,P ,Ax Me . YuuTbiBas aHaMHECTUYECKME IAHHBIE U XapaKTep-
Hble KIIMHAYEeCKMe NPU3HAKK, MOCTaBJIeH MepBUYHbII MarHos:
TpexieBpeMeHHOE 10JI0BOe CO3peBaHMe LIeHTPaJIbHOIO reHe3a.
[poBeneHo nomnosnHuTenbHOe obcnenoBanue. COrnacHo AaH-
HBIM peHTreHorpauy JIeBOi KUCTH (JeBOYKa NPaBLLA), BbINOJI-
HEHHOM C LieJIbIO Onpejiesientst KOCTHOTO BO3pacTa, MOCTeHMi
cooTBercTBOBaN 8—9 rogam, onepeskast NacMopTHbIA BO3pacT
Ha 2—3 roga. AHaTOMUUeCKOe pa3BUTHE MOJIOBbIX OPraHOB TaK-
)Ke He COOTBETCTBOBAJIO KasleHZApHOMY BO3pacTy pebeHKa.
Tak, pasmepbl matku (48x11,6x21 MM) o faHHbIM Y3U cooT-
BETCTBOBAJIM BO3pacTy 9 nieT. YbTpasByKoBble pa3mMepbl rOHaz,
COOTBETCTBOBAIM BO3PACTy: MpaBblii SMYHMK 19x13x14 Mm
(V=1,7 cm?), neblit smuHnk 19x13x18 mm (V=2,2 cm®). [1po-
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BEJIeHO MCCJIelOBaHMe TFOPMOHAJIbHOTO CTaTyca, MpU 3TOM
(dYHKLMOHANbHbIE U3MEHEHUs] PeNpPOAYKTUBHON CUCTEMBbI a-
LMEHTKM XapaKTepU30BaIUCh aKTMBM3aLMeil CeKpeLyuu roHa-
JOTPOMHBbIX TOPMOHOB runodusa. Tak, oTMeyanucb BbICOKHE
BO3pACTHbIE TOKAa3aTeNM KOHLEHTpaLuii JTIOTEeMHU3NPYIOLe-
ro ropmoHa (JI') (3,73 MME/mn), domnmkynoctumynupyole-
ro ropmona (PCT’) (8,39 MME/mn), sctpanmona (30,23 nr/mi),
nposaktiHa (4,36 Hr/mi1). YpOBHH FOPMOHOB LLIMTOBUAHOIA 5Ke-
71e3bl ¥ HaZINOYeuHUKOB ObUIM B Mpefenax BO3pacTHON HOPMBL.
Bce BblllenepeunciieHHoe CBUAETENbCTBOBAIO O FOHAZOTPO-
nuH-3aBucuMoit popme [INC neHTpanbHOro reHesa.

PexomennoBano HasHaueHuwe TpunrtopennHa 11,25 wmr
¢ vabekuueit npenapata 1 pas B 3 Mec. TpunTopenuH — CHH-
TeTUYEeCKWii JleKanenTuj, aHaaor NPUPOJHOrO TOHAZOTPO-
NWH-punMsKuHr-ropmoHa (MHPI). OnHako nosyueH 0TKas Mambl
OT HasHaueHusl Tpernapara, MHPOPMHUPOBAHHOE cOIlacue
Ha JieueHte He OblI0 NOAMKMCcaHO. Kpome Toro, 1eTCK1M HeBpo-
JIOrOM JIaHO 3aKJIIOUeHKe O MPOTUBOMOKA3aHMSIX K Ha3HaYeHHIO
3TOro npenapara.

Yepes 3 Mec. npoBeneHO NMOBTOPHOe 00CIeoBaHHe aky-
1epoM-ruHekosiorom. [lonoBoe cospeBanne COOTBETCTBOBAIO
[l cranuu o wikasne J. Tanner, nonosas popmyna: B,P,Ax,Me,.
[Ipn saTOM OTMeveHO yBenMueHue nokasarteseil FOHanoTPOMNH-
HoB. Konuenrpauuu Boipociu: JII' — B 2,5 pasa (9,16 MME/mi),
@®CI' — B 1,1 pasa (9,0 MME/mn), nponaktiHa — B 1,1 pasa
(4,87 Hr/mi) M COOTBETCTBOBAJM FOPMOHAJIbHBIM IOKa3aTe-
naM mybepTaTtHoro nepuona. JMHaMUuecKoe YIbTpasByKO-
BO€ MOHHUTOPMPOBAHKeE MoKa3aso, 4To MaTka (48x17x28 mMm)
HECKOJIbKO YBEJIMUMIIACh 1 COOTBETCTBOBAA OMOJIOTMYECKOMY
Bospacty 9—10 ner. O6patisio Ha cebst BHUMAaHUE 3XOMETPH-
yeckoe yBennueHne oObema O0OOMX SMUHMKOB, KOJIMYECTBA
¢donnukynoB M ux obbema. JlaHHasi ynbTpasByKOBasi Kap-
THHA MyJbTU(QOIUIMKYISPHBIX SMYHMKOB 0OJlee XapaKkTepHa
ans nybeprata. TonumHa snnoMerpust 4,5 Mm. OT pekomeH-
JOBaHHOTO JiedeHHsl aHanorom npupopHoro 'nPI' ponurenu
TNaLMeHTKH OTKa3asnChb.

[MoBTOpHBIT OCMOTP cnycTsl 8 Mec. Nocye nepBUYHOro 00-
palLieHus BbISIBUIL, UTO MOJIOBOE pasBuUTHe focturio IV craguu
no wkae J. Tanner, nonosas popmyna: B,P,Ax.Me,. [lokasa-
TeJM pocTa NMpyU 0OBEKTUBHOM MCCTIENOBAHNN MPEXKHUE: POCT
145 cm, macca tena 40 kr. YV n1eBouku Habmonanuch NPU3HAKU
MOJIHOM peMUHM3aLMY PUTYPbI HA (POHE BbIPASKEHHDBIX Teapxe
1 nybapxe. B Bo3pacre 7 siet Hauanach nepBasi MEHCTpyaLst
(meHapxe). Koncraruposana nonsas ¢popma I1I1C, ronanotpo-
NMH-3aBUCcKHMast popma.

B Hacrosiiiee Bpemsi peOeHOK HAOMONAETCS MEeAMaTpoM,
HEBPOJIOTOM, 3HAOKPMHOJIOTOM, CTOMT Ha JAMCIaHCEPHOM
yudere y akyluepa-ruHekosnora. Kpome toro, y 1eBOUKM OTMe-
4aeTcsl CMHIPOM TMOBbILIEHHON HepPBHO-PeIeKTOPHON BO3-
OyauMocTH. VIMeloTcsl TMCHXO3MOLMOHANbHBIE HApYLUEHHs],
3MOLIMOHANbHAsST NTAOMIIBHOCTb, arpecCHBHOCTb, OTCYTCTBYeET
npu6aBka pocra. 'pynna 310poBbsi 5, AMCnaHcepHas rpymnmna 3.
PenponyKTHBHbI# MPOrHO3 HEOIArONPUSITHBIIA.

K/MHUYECKOE HABIONEHME 2

[Maunentka A. c wnsonupoBanHbiM Tenapxe (MKB-10:
E30.8), cunnpomom Mak-Kbiona — OnGpaiita — Bpaiilesa,
HeronHast ¢popma. Y IeBOUKM TaKkKe MMEeeTCsl HeBpoJIoruye-
CKasl CUMITOMATHKa, CBSI3aHHAasi C HaJlMYMeM MUPaMUIHOTO
cunapoma. He npuBuTa — MEIUUMHCKHMIA OTBOJ B CBSI3U C Ha-
JM4MeM reMaHTMOMbI Ha J1eBOM Iuiede. V3 aHamHe3a: peGeHoK
ot 3-i1 6epemenHocTy. [lepBas GepeMeHHOCTb y MaTepy Obiia

HepasBMBAIOLLAsICSl B paHHEM Cpoke. Bropast GepemeHHOCTb
nporekana Ha (GOHe MOCTOSHHON Yrpo3bl BbIKUABILIA, POAbI
3aBeplIMIMCh MyTeM KecapeBa CeueHMsl, 04Yb 3710pOBa,
co cnoB matepu. TpeTbsi GepeMeHHOCTb NpOTeKaaa TaKXKe
Ha ¢$OHe yrposbl HEBbIHALIMBAHUS C Ha3HAaueHWeM Auzpore-
crepoHa ¢ 6-il no 34-10 Hexemo recrauuu. bepemennocTb
3aBeplUMIach CPOYHBIMK POJAMM MyTEM KecapeBa CeueHHsI.
llokasaHueM K omepaumu ciyskun pyOeu Ha Matke. Mac-
ca tena peGeHKa nmpu poxzaeHnu 2750 T, oLieHKa Mo LiKae
Anrap 7-8 6anos.

ITpu nepeuunom ocmotpe B [poGnemHoit naboparopun
B Bo3pacte 1 roza Gecriokomsio yBenudeHue W HarpyOaHue
TPYOHBIX KeJe3, HaluvyMe MUIMEHTHbIX MSATEeH Ha KOXe
nnua, pyk, aroami. JleBouka acTeHMYeCKOro TeJloCokKe-
HM4, MTOHMKeHHoro nutaHug. Macca tena 10 kr. B obnactu
JnLA, SroAuil, pyK OTMeuasuCb MSTHA CBETJIO-KOPUYHEBO-
ro LBeTa C YeTKMMM rpaHuuamMu. Passutve rpynHbIX xkenes
COOTBETCTBOBaO cTanuu B, mo wkane J. Tanner. Otme-
yasach runepTpodusi ManbIx MOJNOBLIX ry6. YcTaHOBNEH A1a-
THO3: M30JIMPOBaHHOE TMpex[eBpeMeHHOe Tejlapxe, CHH-
apoM Mak-Kbtona — Onbpaiita — Bpaiiuesa. [IpoBeneHo
IONONHUTENbHOE o6cienoBanue. [lokasaTenn ropMoHab-
HOTO CTaTyca, B TOM YKCJIe TOHAJJOTPOMHbIX TOPMOHOB, CO-
OTBETCTBOBAJM 3HAUEHMsIM JIOMyOepTaTHOrO  BO3pacra.
BoisiBieHa TeHOeHLUMs! K MOBBIIEHNIO KOHLIeHTPALUUK 3CTpa-
IMO0JIa OTHOCHUTEIbHO BO3PAaCTHON HOpMbL. PasMepbl mMartku
1 00beM SIMYHMKOB COTIacHO AaHHbIM Y3 masoro Tasa co-
OTBeTCTBOBasM Bo3pacty. [lo nepudepun ssMyHKKa UMeEIOTCs
enuMHUuHble GOIHMKYIBE 10 1 MM B fuamerpe. PebeHok 00-
CJIeZl0BaH Y IETCKOTO SHIOKPHHOJIOra, UCKITI0UeHbl 3a00J1eBa-
HUS! LIMTOBUIHOM KeJesbl, HaJlNOYeYHNKOB. [eHeTMKOM noz-
TBepKAeH cuHapoM Mak-Kbiona — Onbpaiita — Bpaiiuesa,
HenonHag ¢opma. [launenTtka B3dra Ha AMCNAHCEPHbINA yuer
BpPauoOM aKyLIepOM-TMHEKOJIOrOM, PEeKOMEHJOBaH IWHAMM-
4ecKmii MOHMTOPHHT, HabmoneHne 1 pa3 B 6 mec. B Bo3pacre
3 nier oTMeveHa peayKuus Tenapxe 10 B,, uTo oTmeuanoch
10 5 ner, 6e3 OTpULIATENbHOI JUHAMUKY. YPOBHU 3CTpauona
TpU €XKeroHOM rOPMOHabHOM MOHUTOPHHIE COOTBETCTBO-
BaJi BO3PACTHOM HOpME.

B Bospacre 5 ner y eBOYKM MOBTOPHO OTMEUYEHO Ha-
rpybanue rpynHbix skened. [lpu ocmotpe B ®I'BOY BO
PoctTMY MunsnpaBa Poccun KoHCTaTMpOBaH peLuanB
uzonuposanHoro Tenapxe (B,). Poct maumentku 120 cwm,
macca Tena 20 kr. JlononHuTeNbHbIe UCCNIE0BAHNS MOKa-
3aji, YTO YPOBHU FOHALOTPOIHbIX TOPMOHOB COOTBETCTBY-
0T onyOepTaTHbIM 3HAYeHMsIM, MPU 3TOM KOHLIEHTpaLusl
scTpanuora nobilleHa. [1o JaHHbIM peHTreHorpadum nesoii
KUCTU KOCTHbIIf BO3pacT COOTBETCTBYeT 6—7 ronam, ore-
pexkasl KajeHAapHblii Bo3pacT Ha 2 roga. [lo pesynbratam
yAbTpacoHorpaguu pasmMep MaTKW M SIMYHMKOB COOTBET-
CTBYeT BO3PACTHbIM 3HAuU€HHUsIM, MO nepudepun SIMIHUKOB
eIMH1YHble (POJUTMKYJbI 10 7 MM B JuaMeTpe. Pekomenno-
BaHO MPOJOJKUTb HAOJNIONEHNE BPauoOM aKylLlepOM-THHe-
KOJIOTOM C MepUOAMYHOCTBIO 1 pa3 B 3 MeC. C KOHTpOJieM
YPOBHS 3CTPajuoa, yJbTPasBYKOBbIM KOHTPOJIEM COCTO-
SIHMSI OPraHOB MaJloro Tasa, KOHTPOJIeM aHTpONOMeTpuYe-
CKMX TOKasareneit (pocT, Macca Tesa), KOCTHOro BO3pac-
Ta C NepuoanvHOCTbIO 1 pa3 B 6—12 Mec. (B 3aBUCHMOCTU
OT CTeNeHu MPOrpPecCUPOBAHUS KJIMHUYECKUX CHUMITOMOB).
CocTosiHne coMaTMUYEeCKOro 30pOBbsl AEBOYKH, MO JJAaHHBIM
y4acTKOBOro nenmarpa, 6e3 ocobeHHocreit. ['pynna 3gopo-
Bbsl O, JUCMAHCEpHas rpynna 3. PenpoayKTUBHBIA MPOrHO3
HeOIaronpusITHbIIL.
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AKYLLEPCTBO U TMHEKOAOTUS]

KAnHMYeckaga npakTuka

K/IMHWYECKOE HAB/IONEHUE 3

[IpesxneBpemMeHHOe MOJI0BOE CO3peBaHME LIEHTPAbHOTO
npoucxoxxaenust (MKB-10: E22.8) Ha ¢oHe KUCTbI ILUMIIKO-
BUIHOM Kesesbl (3n1du3sa) y 1eBouku B Bodpacrte 1 roz 6 mec.
[NaumenTka {1. HanpaBneHa y4aCTKOBbIM MeAMATPOM K Bpauy
axkyuepy-runekonory B GI'bOY BIIO PoctTMY Munsnpa-
Ba Poccuu o noBozty Harpy6aHus U yBeNMUeHHs FPYIHbIX JKe-
ne3. VI3 aHamHe3a: feBouka pogunach ot 1-i 6ep6M8HHOCTI/I,
KOTOpasl npoTekana Ha (OHe aHeMMH, Yrpo3bl CaMOIPOU3-
BOJILHOrO abopTa, XPOHMYECKOH BHYTPUYTPOOHOI TMIIOKCUM
mioza. 3aBepLuniach GEPEeMEHHOCTb CPOYHBIMM ONepaTHB-
HbIMM poziamK (KecapeBO CeueHHe), MOKa3aHHEM K KOTOPbIM
TOCTTyKMJIa OCTpas TMIOKCMSI MJI0Za, CBSI3aHHasl C JIBYKpaT-
HbIM TYrMM OOBHTHEM MYMOBMHOM. Macca Tena npu poxaeH!u
2850 r, oueHka 1o wwkane Anrap 6—7 6annos. B Bospacre 1 ron
5 mec. obcnenoBaHa [IETCKMM HEBPOJIOrOM, KOTOPbIN ycTa-
HOBWJI HaJlMuMe TMMnepTeHsuoHHoro cuuapomMa. Ha MP-tomo-
rpamMme roJIOBHOTO MO3ra BbisIBJIeHa KMCTA LIMIIKOBUIHOM Ke-
71e3bl pa3MepoM 6x8 MM.

PeGeHOK 00cenoBaH COBMECTHO C JAETCKUM 3JHAOKPH-
HosioroM. IlepBHuHbIil OCMOTpP BpadoOM aKyllepOM-TMHEKO-
JIOrOM: JeBOYKa KMMeeT HOPMOCTEHWUYEeCKOe TeJIOCNIOXEHNe,
Macca Tena 10 kr. PasBuTue rpynHbix skene3 COOTBETCTBYET
craguu B, cornacHo wkane J. Tanner. [lnardos: n3onmMpoBaH-
Hoe Tenapxe, kucra snudusa. [lposeneHo AOMNOMHUTENIbHOE
o6crnenoBanue. [laHHble FOPMOHAJIBHOTO CTaTyca CBUIETENb-
CTBOBAJIX O MOBBILLIEHUH BO3PACTHbIX KOHLEHTPaLMii 3cTpaau-
ona (154 nr/mn) u nponaxtuHa (52 Hr/mi). YpOBHM TOPMOHOB
HAZINMOYeYHUKOB M LUMTOBMZIHON >Kese3bl COOTBETCTBOBAIN
Bo3pacty. OLeHKa COCTOSHMSI MAaTKU W SIMYHUKOB C MOMOLLbIO
yIbTpacoHorpaguy Nokasana, 4To BEJIMYMHA MaTkH, 00be-
Mbl TPaBOrO M JIEBOTO SIMYHMKOB MPEBBILIAIOT BO3pACTHbIE
HOpPMaTHBbI, UIMEeT MeCTO MyJbTU(OJIJIMKYIISIPHOE CTPOeHHe
SIMYHMKOB. KOCTHBIII BO3pAacT MO AAHHBIM PEHTIeHOrPaMMbl
KUCTU COOTBETCTBYET 2 rofiam 6 Mec. 1 B 1,7 pasa npesblLla-
€T KaJleH/lapHblii BO3pacT 1eBOUKHU. JlMarHo3: npesxxaeBpeMeH-
HOE M30JIMPOBAHHOE Tesapxe, KUCTa 3nudu3sa. PeGeHOK B3sT
Ha JMCTIAHCEPHBI yuYeT aKyllepOM-TMHEKOJIOrOM, KpaTHOCTb
ocmotpa 1 pas B 3 Mec. B HacTosiiee BpeMs1 peluaeTcst BOIPOC
0 MpOBeneHuH MpoObl C FOHANOTPONMHAMY C LEJIbI0 YTOUHe-
HUsl TOHAZIOTPOINKH-HE3aBUCUMOrO Xapakrepa 00JIe3HH U pe-
1LIeHMs1 BOMpoca O AainbHeiileil koppekuuu. ['pynna BbICOKO-
ro pucka no ¢popmuposanuio nonHoit ¢popmot [1C. I'pynna
370pOBbsl 5, AMCMaHCepHas rpynna 3. PenponyKTHBHbI Npo-
THO3 HEOIaroNpPHSITHBIA.

OBCYXIEHUE

[lonoBoe paseutue — MynbTH(PAKTOPHbIN NPOLIECC C TPUT-
TepHOi pOJIbI0 TeHETUYeCKUX M SMUreHeTUYeCKUX (aKTo-
poB [15]. TlocnenHue BKIOUYAIOT OCOOEHHOCTH MHUTaHMS,
CTpecC, aCCOLMMPOBAHHbII C aKTMBaLMell CeKpeLMH pasyiny-
Hbix ropMoHoB. Y neBouek c [I[IC ormeuaercst runepmeru-
nmvpoBanre JIHK, uto ykasbiBaeT Ha TO, 4TO myOepTaTHbIit
NpOoLeCcC CBS3aH CO CMeLMPUUECKUMH U3MEHEHUSIMU B 3IH-
reHeTHYecKr 0OYCIIOBJIEHHOM PeryJisITopHOM KoHTpone [16].
ABTOpbI CUMTAIOT, YTO U3MEHEHHS] B METUIMPOBAHNM HECKOJIb-
KMX reHoB ZNF npencTaBisiioT co00il OTUETIIMBYIO SMUreHe-
TUYECKYI0 MOAMPHKALIMIO, JIeXKallyl0 B OCHOBE MHMLMALMU
T0JIOBOTO CO3peBaHMs yenoseka [16]. B ciayyasx cemeitHoro
MI1C nayyanu mytauuu 6enka MKRN3, npu aTom ypoBHH o-
crenHero ObUIM XapaKTepHbl JUis MyGepTaTHOM CTafuu OHTO-
reHesa [17]. YcraHoBneHo, uTo npy LieHTpanbHOM reHese [M1C

oTMeuvatoTca Huskue nepudepnueckue yposHn MKRN3, ot-
pHLaTeNbHO KOPPEMpYIoLie C YpOBHEM TOHAaZOTPONMHOB,
3CTPOreHOB U MHIeKCOM Macchl Tena [17]. PesynbraThl JaHHOTO
uccnepoBanus noarsepxxaatoT poab MKRN3 B passutun uen-
TpanbHOi popmbl [IC, oTcyTCTBHE BpenHbIX MyTaLuii U B3a-
MMOJENCTBHE C TAKUM (PaKTOPOM, BJIMSIOLIMM Ha MOJIOBOE CO-
3peBaHHe, KaK MUTaHue.

M36bITOUHAst Macca Teja MMeeT MeCTO B KIIMHUYECKOM Ha-
omonennn 1. @aktop U36bITOUHOrO MUTaHust Bbi3biBaeT [1T1C
B CBSI3M C CEKPETOPHOM aKTMBALMEN KMPOBOW TKaHW, MPO-
IyLUMpYIOLLeil Takhe rOPMOHbI, KaK JienTuH, rpeaut. He Mo-
ryT ObITb MCKJIOUYEHbl M 3P QEKThI, CBSI3aHHbIE C CHHTE30M
MHCynMHONOn00HOro dakTopa pocra. Y eBoUeK C MUAMONATH-
ueckuM LieHTpanbHbIM [TT1C KoHLeHTpaLms nHrubuHa B B3au-
MOCBSI3aHa C BO3pacToM 1e010Ta MOJI0BOro CO3peBaHMsl, KOH-
LieHTpaLMsl aHTHMIOJIJIepoBa TOPMOHA — C CbIBOPOTOUYHbBIM
acTpaguonom u 6asanbHoit KoHueHTpauueit OCI, ypoBeHb
JIeNTHHA — C MeHapXe, MHAEKCOM MaccChl TeJla M IMKOM YpOB-
Hs OCT [18]. [Ipy HenoOCTaTOUHOCTU MAcChl TeJa He peasnnay-
eTCsl 10JI0BOe CO3peBaHue, NpKU 3TOM BO3pacT MeHapxe Kop-
penupyeT C ornpezeneHHoi Maccoii Tena (45,5+1,6 kr) [19].
[lonaraiot, 4TO MOBbILIEHHbII YPOBEHD JIENTUHA BO3ZENCTBY-
€T Ha TUNOTaNaMyC MOCPENCTBOM KUCCIENTHHA, 3TOT Heii-
ponenTuz SBJSEeTCs! MOJIOKUTEbHbIM MOJIYJSITOPOM KHCC-
NenTUHOBOM cucteMbl [20].

Crumynsiuus BblpaboTkn THPI rumotanamycom mnpowc-
XOIUT MOJ MPSIMbIM MJIM KOCBEHHbIM BO3JEHCTBUEM CTEpO-
uaHbix ropMoHoB [21]. [locpenHuMkaMu B MexaHU3Me HH-
aykumu THPT gBnsiorcs  Helipomenuaropbl — nodamu,
aJipeHaNuH, HOpaApeHaluH, KUCCIenTMH W Ap. Jlurana-pe-
LIeNTOpHAsl CUCTeMa KMUCCIENTMHA OOYCIIOBJIeHA HalUuMeM
onpeneneHHoro reHa KISS1, nokanuzoBannoro Ha 1932, ero
NponyKTOB — KuccrentuHoB U petentopa GPR54 [20]. Kucc-
MenTuH, B3anMoAeicTBys ¢ peuentopoM GPR54, BbisbiBaer
akTuBaLuio G-NpOTEMHOB U yBelMYeHUe KOHLEHTPALMK BHY-
Tpukyerounoro Ca?* u cunresa THPT [20]. Myraumn u nomu-
mopduam GPR54 n KISS1 npu uanonatMiyeckoM LeHTpalb-
HoM [1I1C BbI3bIBaIOT akTMBALMIO BbipaboTku THPI 1 mpsivoe
Bo3zeiicTBre Ha [HPT-conepskalle HEMPOHDI, SKCIPECCUPYIO-
e peuentop KISS1R. Takum 06pa3om, KUCCHENTUHBI — 3TO
He/ipOTPaHCMUTTeEpbI, Nepefaroliiyie UMITYJIbC OT [OJIOBbIX CTe-
POMIOB U PeryJMpyIoLLKe MPOLECChl MPSIMO/00paTHOii CBS3M
B IMNOTanamMo-runopusapHo-ronanHoii ocu [21]. Heitpownbl,
akcnpeccupytouye KISS1 mRNA, naxonstcs B AVPV u ARC
appax runoranamyca. KISS1-neitponnl B sapax ARC ¢popmu-
PYIOT OTpHLIaTeNbHYI0 0OpaTHYIO CBsI3b, B sinpax AVPV — mno-
JIO3KUTETIbHYIO.

Ko Bropoii rpynne crumynsropos 'HPI" otHocsIT Heiipo-
Hbl MPOOMKMOMesIaHOKopTHHa (proopiomelanocortin, POMC),
pacrosiokeHHble B apKyaTHOM siApe runoranamyca. bera-sn-
nopduH, anpeHOKOPTUMKOTPONHbII TFOPMOH, MeJaHOLMT-
crumynupyroimit ropmoH (o-MCI') unagyuupytorcs POMC.
Bnusune POMCepruuecknx Kje€TOK Ha pernponyKTUBHYIO
(YHKLMIO paccMaTpuBalOT BO B3aMMOCBA3M € (pakTOpamu
MUTaHKST U CTpecca. JHAOTeHHbIe OMUAThl CHIKAKOT 60J1b, MO-
BBILLAIOT HACTPOEHME, MOAABJISIOT (PyHKLMOHMpPOBaHue 'HPT
[22]. POMC-HeitpoHbl uepe3 CMHaNTUYeCKMEe KOHTAKTbI Mepe-
Jatot ['HPI-HeltpoHaM nuileBble CUrHaJIbl, IPU 3TOM BeAyLLIUM
crumynsatopoM [HPI-cetn ocraercs nonynauus KISS1epruue-
CKHMX HeitpoHOB [22].

[IpexxneBpeMeHHOe MOJIOBOE CO3pEBaHKUE LEHTPalbHO-
ro reHe3a, KOTOpoe ObIJIO ONMCAHO B KIMHNYECKMX HAOIOAEH -
sx 1 1 3, oTHOCAT K OpaHHBIM PENPOAYKTUBHBIM 3a00J1€BaHN-
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sSIM, pacrpoCTPaHeHHOCTb cocTasnseT 1 cnyyait Ha 5—10 000
nereit [4, 5]. [laTonorus okasblBaeT BMsiHME Ha (PU3UUECKOe
U NICUXOCOLIMAJIbHOE pa3BUTHE 1eBOUKHU [4].

JloskHble ¢popmbl [TT1C Hepenko 06ycIOBIEHbl pa3BUTHEM
HOBOOOPA30BaHMI IMYHUKOB MM HAaAMOueYHHKOB [5]. Y Ta-
KMX NMalUEeHTOK clefyeT 3Xxorpadruecku OLeHUTb COCTOsSIHUE
SIMYHUKOB. MyJIbTUKUCTO3HOE U3MEHEHHUEe CTPYKTYPbl SUUHU-
KOB obecreunBaeT noajepskaHue BbICOKOTO YPOBHS 3CTPO-
reHoB U nuaykuuu [I1C. AneHoma HanNoO4YEUHUKOB MOKET
nposBATbCa n3ocekcyanbubiM [IC 1 npusHakamMm BUpUIN-
3auuu [5].

B Hacrosiiee Bpemsi u3yueHbl U30JMPOBaHHbIE (POPMbI
[MC, Bkmouas mnpexaeBpeMeHHoe myOapxe (BTOpUYHOE
OBOJIOCEHHE, CKauOK pOCTa), NpekJeBpeMeHHOe Teapxe
v npexkaeBpeMeHHOe MeHapxe [6]. MisonnpoBaHHOe Tenapxe,
KOTOpO€ OTMEeYasoch BO BCEX NPECTABIEHHbIX KIMHUYECKUX
HaOJOZIeHNsIX, — CaMOe 4acToe HapyllleHre MOJIOBOro pas-
BUTHS Y IeBOUEK IOLUKOJIbHOrO Bo3pacTa. [Ipu BO3MOXHOM
1 4aCTOM TPaH3UTOPHOM MPOSIBIIEHNUU TIpeKeBPeMEHHOE Te-
JlapXe MOXeT ObITb PaHHMM CHMITOMOM Pa3BWTHsl MOJHOI
¢dopwmnl [IIIC, 4T0O Mbl OTUETIMBO BUAMM B KJIMHWYECKOM
HaOmonexnn 1. BbiensioT 1Ba naToreHeTHYeCKUX BapuaH-
Ta U30JIMPOBAHHOTO Tejlapxe: NepBblit BAPUAHT pa3BUBAETCS
B Bo3pacTe oT 1 roga 1o 3 net Ha GOHe 3CTPOreHHOro BIHSI-
HUS U, pexe, nosbiiienns yposHst OCI, BTOpoii BapuaHT xa-
pakTepeH A5l Bo3pacTa oT 4 10 6 yeT nNpy NOBbILLIEHNH [TH0-
KOKOPTUKOMIHOI akTUBHOCTH [19].

Tonanorponuu-3aBucumoe [1I1C, xoTopoe umeer MecTto
B HaOsiozieHnu 1, B HAacTosiLee BpeMsl CBSI3bIBAIOT C FeHeTHYe-
ckumu MyTtauusmu: GNRHI, GNRHR, GNR54, FGFR1, FGFS,
PROKRZ, PROK2, TAC3, TACR3, KAL1, CHD7, LEP, LEPR,
PC1, DAX1, SF-1, HESX-1, LHX3, PROP-1, KISS1, SISSIR,
MKNR3 w DLK1 [23]. TlonyueHbl cBeneHHsI O NieJIeHMH LieH-
tpanbHOit popmnl [IIIC Ha CPPB1 u CPPB2 B 3aBucumoctu
OT yyacTusi B MexaHuaMme passutus reHa KISSIRI (CPPB1)
unu rena MKRN3 (CPPB2) [24—26]. OnHako Bompoc o npume-
HEHWM MOJIEKYJISIPHO-TEHETUYECKUX METOZ0B MCCIIeJOBaHMs
B auarHoctuke [1[1C B HacTosLLee BpeMs He pelLlieH, IPYU 3TOM
SMUreHeTHUeCKUe MOAU(QUKALMY UTPAIOT TAKKe BasKHYIO POJib
B [I0JIOBOM cO3peBaHnu [24].

[lpeskneBpeMeHHOe MOJI0BOE CO3pEBaHME LieHTpaIbHO-
ro reHe3a MMEET TUITMYHbIE CJIOKHOCTH IHMArHOCTHKU B Jie-
6rote 3a6oneBanus [13]. Yro kacaercs HEOOXOAMMOCTH MPO-
BefieHnss MPT, To pacnpocTpaHeHHOCTb BHYTpUUepernHbIX
nopaxkeHnit cpenu gesouek ¢ puarHosom [MC Obly1a HIKe,
4eM co00LLaIoCh paHee, HH OZIHO U3 BbISIBJIEHHBIX MOPAsKEHUI
He TpeboBaso neyenus [25]. Pesynbratsl uccnenoBaHuii noa-
TBEPsKAAIOT, UTO MoJb3a oT nnaHoBblx MPT y nesouex c [11C
crapue 6 et 6e3 KakMX-1MOO HEBPOJIOTMYECKUX Mpobiiem
He SIBJISIETCS] OUEBUIHOM, MIPU 3TOM CJleflyeT YUMTbIBATb MOKa-
3arenu ceiBopoTouHoro JII, ®CT' u uHcynmHonono6Horo ¢ak-
Topa pocra | [26, 27].

Heo6xonmMmocTb TepaneBTHYECKOi KOPPEKLMH Y J1eBOYEK
¢ [1C cB43bIBAIOT C NPOrHO3MPYEMbIM HU3KUM POCTOM U TCH-
xocouuanpHoit nesananrauueit [28—30]. OcHoBy neyeHus co-
crasnsitoT aHasnoru I'HPI' [31]. B Hacrosilee Bpems C Lienbio
Koppexuuy UcTiHHON ¢opmbl TITIC Mcnonb3yloT NponIoHTH-
poBanHble aHanoru [HPI' — TpunTopenus, neinpopesnuH [32].
OTMeualoT, 4TO0 3TH JIeKapCTBEHHbIE Mpenaparbl 00JafaloT
cxoxeil 9 HEKTUBHOCTbIO M 0e30MacHOCTbIO (YPOBEHb M1O-
kazarenbHocti C III). [lpononrupoBanHble aHanoru [HPI Ha-
3HaualoT BHyTpUMbIlleuHOo 1 pa3 B 28 nueit B nose 1,875 mr
npu macce tena <15kr u 3,75 Mr npu macce Tena >15 Kr.

Tepanust [oymskHa ObiTh HempepbiBHOI. O0sI3aTENbHO BesieH e
KazneHzapst U coOofieHre pexkiMa BbIIOTHEHUs MHDBEKLIMIA.
9¢ddeKTUBHOCTb Me[MKAMEHTO3HOrO JieueHUsl OLeHMBAETCsl
He paHee 3 MeC. OT Hauaja Tepanuy, a 3aTeM Kaxzable 6 mec.
Pesynbrat aHanusupyercs ¢ y4eToM KOMIUIEKCa KJIMHUYECKUX
1 1a060paToOpHbIX NapameTpoB. JleueHre PeKOMEHJ0BaHO Ha-
4MHATb B BO3pacre miaziie 6 jer. VcrnosnbsosaHne NposioHru-
poBaHHbIX aHanoros ['HPI' BO3MOKHO TOJIbKO MOCe pelueHust
3TMYECKOTrO KOMMTETa, MMCbMEHHOTO COIJIacHsl pOAMTeENIel,
NpY KIMHUYECK O0OOCHOBAHHOM TOHANOTPOINMH-3aBUCMOM
xapaktepe [[IC u B cneunannsupoBaHHbIX LieHTpax. B Ha-
CcTosilliee BpeMsi elliHble CTaHApPTHble aJrOPUTMbl KOPpPEeK-
UMM TOHafOoTponuH-He3aBucuMbIx ¢opm [1IC orcyTcTByIOT.
[TpoBOAST KOPPEKLMIO OCHOBHOTO 3a00JIeBaHMsl, MPUYMHOM
kotoporo crano [C [32]. B knmHuueckom HaGmonenuu 1
npousola ObicTpasi TpaHCGHOpMaLMsl M30JMPOBAHHOTO Te-
napxe B nosnyto ¢opmy [INC npu oTCyTCTBUM NaTOreHeTHYe-
CKOI KOPPEKLIMH.

TNopesxnenns LUHC xak npuumna [1I1C vaie BcTpeyator-
cs 'y ManbuMKoB, a unuonartndeckoe I[MC — y neBouek [31].
B cBsisu c OTKpbITMEM MyTauuii B reHax, Bkmouas KISSI,
KISS1R, MKRN3 vt DLK1, KOnM4eCcTBO MAMONAaTUIECKHX CTyya-
€B YMEHbLLNUJIOCh, TIPU 3TOM eHeTUYECKOe TeCTUPOBaHUE pe-
KOMEHJI0BaHo BKJtouathb B auarHocTuky [1I1C.

Bropoe knuHM4eckoe HabOfeHe CBS3aHO C HalMuMeM
y neBouku cunapoma Mak-Keiona — Onbpaiita — Bpaiiuesa,
KOTOPBI/ SIBJISIETCSI T@HeTUYECKU JIeTepMMHUPOBAHHBIM Op-
¢aHHbIM 3a00neBaHMeM. KiMHMYeckne CHMITOMBI BKIIOYA-
10T acCMMMeTpUUHble TMIeplnurMeHTHPOBaHHbIe MSITHA LIBETa
Kode ¢ MOJIOKOM Ha Tesne, GUOPO3HYIO AMCIIA3UI0 KOCTEl
Y pasjnyHble SHAOKpPUHHbIE HapyieHus [33]. Jxxopaxk Mak-
Kbton ony6nukoBan kiuHuueckuit ciydaii [INC y neBouku
C BbILIEYKA3aHHOM cuMnToMartukoil. ®. Onbpaiit chopmy-
nupoBan Tpuagy cumnrtomos: [IIIC mo nepudepuuecko-
My THUITy, aCUMMETPUYHbIE MSITHA Ha KOXe U CreLupuueckoe
ropa>keHne KOCTHOW TKaHM, NpeAnoxkusB TepMuH Osteitis
fibrosa disseminata [33]. Cunnpom Mak-KbtoHa — Onbpait-
Ta — BpaiiiieBa o6ycnosneH mytauueii rena GNAS, uto Beznet
K (GOPMHUPOBAHUIO MOJMIHAOKPUHHON runepdyHkumu [33].
[lurmenTHble NTHA NpYU CHHAPOME CBSI3aHbl C HaJIMUMEM MY-
TAQHTHBIX MEJIAHOLIUTOB, U30OBITOYHO CEKPETHPYIOLIMX Mena-
HuH [33]. Benymyto ponb B mexannusame passutus [1IC urpa-
10T MyTaHTHble ajnenu redHa GNAS B MONOBbIX KJETKax,
KOTOpble BbI3bIBAIOT OECKOHTPOJIbHYIO akTHBaumio Ga, [33].
M36bITOUHAsE MHAYKLMSI PELEeNTOPOB TOHALOTPOIMHbIX TFOp-
MOHOB B SIMUHMKAX NPUBOIUT K HEKOHTPOJIMPYEMOMY aBTO-
HOMHOMY TOPMOHOIMO033y 3cTporeHoB [34]. Bo3moskHa ceH-
cMOMNIM3aLMsST TOHAZNOTPONMHOB MPY TUMEPICTPOreHu. ITo
BeJleT K NpekJeBpeMeHHOMY CO3peBaHUI0 PernponyKTUBHOM
CHACTeMbI, TpaHCPOpPMALUUM TOHAZOTPONMH-HE3aBUCUMON
B rOHafoTponuH-3aBucumyto popmy [IIC [35, 36]. YBenu-
YMBAIOTCS PasMepbl MaTKU U SIMYHUKOB, OTMEUAETCSl MYJIbTU-
bonnuKysipHas CTPYKTypa SIMYHNUKOB [33].

Crneuuduueckoe JieueHre YKa3aHHbIX HApPYLIEHUI He pas-
pabotaso. [Ipeznaraiot UCMoOIb30BaTh MHIMOMTOPBI apoMaTa-
3bl 1 GJIOKATOPbI 3CTPOTEHHBIX PELIENTOPOB, NPUMEHEHHEe KO-
TOpbIX Mano3pPekTuBHO [35]. Mcnonb3ytoT puTonpenaparsl
Ha ocHoBe Vitex agnus castus [37]. [lpy BeneHny nanmMeHTOK
HEOOXOAMM MEKIMCLMIUIMHAPHBIA MOAX0M, HarpaBJeHHbIH
Ha NPOPUNAKTUKY TSKEJbIX OCIOKHEHMIA.

Llepebpanbras ¢opma IIIC BkiIOUaeT OpPraHUYECKYO
1 ¢yHKUMOHANbHYO mnatosoruto [38]. Mexanusm [II1C
NPy 3TOM BKJIIOYAEeT HEMOCPeCTBEHHOE yBeIuueHne Cekpe-
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AKYLLEPCTBO U TMHEKOAOTUS]

KAnHMYeckaga npakTuka

uun THPI npu onyxonsx runoranamyca Wid MoOJ, BIIMSIHU-
€M TOPMO3SLIMX LIeHTPOB Ha TMIOTanaMo-rUno¢pu3apHylo
aKTUBHOCTb MPU ONyX0JsX 3nnpu3sa, KpaHModapUHrHomMax,
BOCMaJINTeJIbHbIX, [PaHyJeMaTO3HbIX M TpaBMaTUYeCKUX
noBpexzaeHusix mosra. Onyxonu snudusa (KIMHUYECKoe
HabmozieHe 3) MOTYT BbI3bIBAaTb MNpEkKEBPEMEHHOE MO-
JI0BOE pasBUTHE He TOJIbKO 3a CYeT TMNONPOAYKLUUM aH-
TUrOHAJOTPOIHBIX BELleCTB, HO M 3a CUeT MOBbILIEHHUS Ce-
KpeLuuu TOHaZoTpONMH-nofobHoro mnosnunentuaa [38].
OnucaHHBbIi Cy4Yail CBUAETENbCTBYET O BO3MOXHOCTH Obl-
crporo ¢opmuposanus IIC u Tpebyer MHAMBUAYaIbHO-
ro MeXAMCLMITIMHAPHOTrO MOoAX0Aa K HabJI0IeHNIo U pellle-
HHUIO BOMPOCA O KOPPEKLUH.

3AK/TIOUYEHUE

Hapyiienne nonosoro cospeBaHHsi MOKeT BbI3bIBaTb pas-
JIMYHbIE TMATOJIOTUYECKHUE COCTOSIHHUSI COMATHYECKOro, NMCUX0-
3MOLMOHAJIbHOTO U pel’IpOHYKTI/]BHOFO xapaKTepa y JEeBOYKU
B OyayiieM M sIBsieTCsl MEXKIMCLMIUIMHAPHON NpobiieMoi,
C KOTOPO# MOTYT CTOJIKHYTbCSl Y4aCTKOBblE NEAMAaTPbl, aKy-
LLIEPbI-TMHEKOJIOTH, SHAOKPMHOJIOTH, a TMpH  LiepedpasbHoi
3TUOJIOTMM — HEBPOJIOTH U Helipoxupypru. [loatomy npu 06-
HQPY)KEHIAI/I MaLeHToOK C I'll'[C Ba’keH Me)KZlMCLlIAl'lJ'lMHaprlPI
nogxon, 1'[03BOJ'I$I}OLLII/II71 FpaMOTHO l'lpOBeCTI/l O6CJ1€,ZIOBaHVIe,
KaK MOXXHO paHbU.Ie IMOCTAaBUTDb BeprIﬁ JAWUArHo3, BbIOEJIUTb
BO3MO>XHbIE COHyTCTBy}OLLlMe MaToJIOr'M1 U HAa3HAYUTDb SCl)C])eK-
THUBHOE JIieueHue.
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