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Cungpom Knaiindeabrepa y aereii 1 noapoCcTKoB
© A.A. becnanok*, N.C. HyryHos

OIBY «HaunMoHaAbHbBI MEAMLMHCKMIA UCCARAOBATEALCKMIA LEHTP SHAOKPMHOAOMM» MuH3apasa Poccun, Mocksa, Poccus

CuHapom KhaaiHgeAbTepa — XPOMOCOMHas NaTOAOT S, SIBASIOLLASICS CAMOW YaCTOWM aHOMaAMeR MOAOBBIX XPOMOCOM M CaMO# Ya-
CTOM (hOPMOI NEPBUUHOIO MY>KCKOFO MMMOroHaansma. Haanumne AOMOAHUTEABHOW X-XPOMOCOMbI B KapuoTune obycAoBAMBaeT
6ecnaoane, a300CNEPMUIO, MaAbii 0BbemM TECTUKYA, BBICOKMI YPOBEHb FOHAAOTPOMMHOB M HU3KWUIA YPOBEHb TECTOCTEPOHA, BbICO-
KOPOCAOCTb 1 AUCMPOMNOPLIMOHAALHOE TEAOCAOXKEHME, TPYAHOCTM 0BYyUYeHNUs 1 0CODEHHOCTM peyeBoro passuTus. HecmoTps Ha
BbICOKYIO YaCTOTY CMHAPOMA B MOMYASILMM, TOAbKO 25% NaUMEHTOB Y3HalOT O CBOeM 3aDOAeBaHMM B TeueHue Xn3HU. [1o3aHss
AMArHOCTUKa M HECBOEBPEMEHHO HavaToe AeYeHMe 3a4acTyio OOYCAOBAEHbI BblPaXKEHHbIM KAMHUHECKUM NMOAMMOPdPU3MOM 3a60-
A€BaHMS$, Pa3sAUYHbIM BpeMEHeM MOSIBAEHWS! CUMMTOMOB, a TakXke BbICOKOWM YaCTOTON aCCOLIMMPOBAHHBIX COCTOSIHWM, MO NMOBOAY
KOTOPBIX NaLMEHTbI HABAIOAQIOTCS Y PA3AMUHBIX CMELMAAUCTOB, He 3Has 06 OCHOBHOM AMarHose.

B HacTosem 0630pe npeACcTaBAeHbl AaHHble 06 CTOPUM U3YUEHUS!, STUOAOTMU CUHAPOMA, KAMHUYECKMX M AabOpaTOPHBIX OCO-
6eHHOCTSIX, XapaKTePHbIX AASI AETCKOTO, MOAPOCTKOBOIO M B3POCAOrO Bo3pacTa. [NepeuncaeHbl HanboAee HacTo BCTpevatowmecs
COMyTCTBYlOWME 3a00A€BaHNS U NMPUBEAEHBI COBPEMEHHbIE AaHHBIE 0O MX PACNPOCTPAHEHHOCTH, a TakxKe BAMSIHUM Ha HUX 3ame-
CTUTEABbHOM Tepanuu npenapaTamu TeCTOCTEPOHa.

KatoueBble croBa: CUHAPOM KAaﬂHqJeAbTepa, rMroroHaAmn3M, rMHeKoMacTHs, OXXKHnpeHme, Caxapr/Vr Aunabet 2-ro Tuna.

Klinefelter syndrome in children and adolescents
© Darya A. Bespalyuk*, Igor S. Chugunov
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Klinefelter syndrome is a chromosomal pathology, which is the most common anomaly of sex chromosomes and the most com-
mon form of primary male hypogonadism. The presence of an extra X-chromosome in the karyotype causes infertility, azoosper-
mia, small size of testicles, high level of gonadotropins and low level of testosterone, tallness and disproportionate physique,
learning difficulties, and developmental speech disorders. Despite the high incidence of the syndrome in the population, only
25% of patients are aware of their disease during their lifetime. Late diagnosis and delayed treatment are often due to pronounced
clinical polymorphism of the disease, different symptom onset time, as well as high incidence of associated conditions, so that
these patients are followed by various specialists, but they are not aware of the main diagnosis.

This review presents data on the history, etiology of the syndrome, clinical and laboratory features characteristic of children,
adolescents, and adults. The most common associated diseases are listed and current data on their prevalence and the effect of
testosterone replacement therapy on these conditions are provided.

Keywords: Klinefelter syndrome, hypogonadism, gynecomastia, obesity, type 2 diabetes mellitus.

Cunapom Knaitngensrepa (CK) — BpoxxaeHHOe re-
HETUYECKOe 3a00JIeBaHME JIUII MY>KCKOTO I10J1a, 00YCJIOB-
JIEHHOE HaJIMYMEeM B MYXXCKOM KapUOTHUIIE TOTIOTHUTE b~
HOI TTOJIOBOM X-XpOMOCOMBI (OTHOM WJIM HECKOJIbKUX).
JlaHHBI CUHIPOM XapaKTepU3yeTCsI MHOTOOOpa3ueM M-
ToreHeTuyeckux BapuaHTOB: 47,XXY, 48, XXXY,
48, XXYY, 49, XXXXY, 49, XXXYY, 46,XY/47,XXY.
«Knaccuueckum» kapuotunom mnpu CK gpusiercs
47 XXY, KOTOpHIit BcTpedaeTcd mpuMepHo B 90% ciryda-
€B; MO3al4YHbIe (POPMBI COCTABIAIOT 7%, OCTabHBIC Ba-
PHMaHTHI MOJIUCOMUIA — okouo 3% [1].

PacnpoctpaneHHocTh CK KpaiiHe BbICOKA: KO-
ne6ssick ot 1:500 mo 1:1000 (0,1—0,2%) HOBOpPOXKIEH-
HbIX MaTbUUKOB [1, 2]. B 3% ciyuaeB CK BoIsiBsieTcs y
MYXYMH ¢ 6ecruiogveM, B 11% — mpu a300CIiepMUH.

[IpucyrcTBUE B KApUOTUIIE TOTIOTHUTEIBHOM X-XpO-
MOCOMBI IPUBOIUT K KIIMHUKO-1a00PaTOPHBIM ITPOSIB-
JICHUSIM, U3 KOTOPBIX caMbly YacTele 6ecruionue (91—
99%) u azoocnepmust (>95%), mainbiii (<6 MJ1) 00bEM Te-
CTUKYJ B 3pesioM Bo3pacTe (>95%), BEICOKMIT ypOBEHb
TOHAIOTPONMHOB (>95%) M HU3KMI1 YPOBEHb TECTOCTE-
poHa B KpoBH (63—85%), cKynHOe OBOJIOCEHUE JIUIIA 1
tena (60—80%), TpynHocT obydeHus (>75%), neracte-

HMS (3aTpyIHEHUE TTPUOOPETEHNST HABBIKOB YTCHMS U
mucbMa 50—70%), runekomacTust (38—75%), BBICOKO-
pociocts (30%) [3].

Hctopus

B 1942 r. Harry Fitch Klinefelter (B yectb KoTOpOTO
oynet Ha3BaH cuHapoM), Edward C. Reifenstein u Fuller
Albright [4] oOHapyxwmm y 9 MyX4nH B Bo3pacte oT 17
1o 38 neT paHee He ONMMCAHHOE COYETaHUE: IBYCTOPOH-
Hell TMHeKOMAacTUU, MaJIeHbKOTO pa3Mmepa sinuek (Ipu
HOPMaJIbHOM Pa3BUTUU MOJIOBOTO Y€HA) U a300CTmep-
MWU C OBBIIIIEHHOU 3KCKpeluen (PoJTUKyI0CTUMYITH -
pytotiero ropmoHa (DPCI') ¢ mouoii. BHauase aBTOpHI
Tpearoaarajid, YTo0 THHEKOMACTHS Y TTAllUEHTOB SIBJISI-
€TCSI CIIeNCTBUEM TTOBBIIIIEHHOW CEKPEIMU 3CTPOTEHOB,
HO B X0Jie 00CJIeOBaHMS 3Ta TUTIOTe3a Oblla OTIpOBEpP-
THYTa. AKTUBHO 00CYXIAJIOCh HAIMYME TUITOTETUYECKO-
ro X-ropMoHa (MHrubrHa B), cekpeTupyemMoro TeCTUKY-
JIaMU, ¥ BBICKA3bIBAJIOCH TPEATIONIOXKEHNE O AehUIInTe
3TOTO TOPMOHA B KaueCTBE MPUUYUHBI TUTTEPCEKPELINT
OCT u ruHeKOMacTH. MexaHn3M (popMUPOBAHUST a300-
CTIepMWU, TUATMHU3AIUY CEMEHHBIX KaHAJIbIIEB OCTa-
BaJICSl HESICHBIM.
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Cxema 06pa3OBaHMﬂ AOMOAHUTEABHOW X-XpOMOCOMbI B XOA€ rametToreHesa.

1 — Ha cranuu Meito3a | y marepu; 2 — Ha ctanuu Meitosa Il y marepu; 3 — B mpolecce MOCT3UTOTUUECKOT0 MUTOTUYECKOTO JIe/IeHUsT; 4 — Ha CcTaauu Mmeiiosa |

y otua [34].

B 1949 r. M. Barr u E. Bertram [5] npu usyyeHuu
siIep KOIaYbMX HEMPOHOB OOHAPYXMIIM HAJIMYKE B KJIET-
KaX caMOK M OTCYTCTBHE Y CaMI1IOB MaJICHbKOI'O TeJIblia,
PACMOJIOKEHHOTO OJIU3KO K APy (IMO3Xe MOJyYHBIIETO
Ha3BaHUE «I10JIOBOI XpOMaTUH», WK «Tejiblie bappa»).
B 1955 1. K. Moore u M. Barr [6] onucanu IpocToit Me-
TOJI U3YYEHMUSI ITOJIOBOTO XpOMAaTHUHA — B Ma3Ke CO CJIU-
3UCTOM 00oJioukH ieku. J. Bradbury u coast. [7] B
1956 r. npu ucciaegoBaHUU OYKKAJIbHOIO 3MUTEIUS
19-netHero mamueHTa ¢ mpusHakamu CK (Masbiit 00b-
€M TEeCTHUKYJI, HOpMaJIbHOE Pa3BUTHE ITOJIOBOIO YJICHA,
JIOOKOBOE OBOJIOCEHUE T10 KEHCKOMY THUILY, IBYCTOPOH-
HsISI THHEKOMACTHSI, BBICOKMI1 YPOBEHb TOHAIOTPOIIMHOB
B MOY€e, OTCYTCTBHUE CIIEPMATO30UIOB B ASIKYJISITE U CKIIE-
PO3 CEMEHHBIX KaHaJbLIEB MO JAHHBIM OMOIICHMK) OOHAa-
PYXWIM HAJIMYKE TI0JIOBOTO XpOMaTHHA.

B 1959 1. P. Jacobs u J. Strong [8] BBITOTHWIN CTEP-
HaJIbHYIO TTYHKIUIO Y 24-JIETHEIO MYXYUHBI C THHEKO-
MacTUeil M TUIIOIIa3Ueil TECTUKYI U B 44 M3YyYEHHBIX
KJIeTKax oOHapyXusu 1o 47 xpomocoMm. B cBsI3u ¢ TeM
YTO y JAHHOTO MallleHTa ObLI BBISIBIICH TaKKe MTOJI0BOM
XpOMAaTHH, a pa3Mep JOIOJHUTEIbHOIM XPOMOCOMBI CO-
OTBETCTBOBAJI pa3Mepy XpOMOCOMBI X, aBTOPHI IIPEIIIO-
Jnoxunu, uyro npu CK B KapuoTure umMeeTcst JOMOJHU-
TeIbHasT X-XpOMOCOMA, UTO U MOATBEPAMIIOCH BIOCIE T -
CTBUM.

DTHOJIOTHA

KonnaecTBeHHOE HapylIeHHEe XpOMOCOMHOTO Ha-
6opa, npuBoasiiee K CK, siBisieTcs caeacTBUEM Hepac-
XOXIEHMS XpOMOCOM B IIpOIIecCe POIUTEIBCKOTO Ta-

MeToreHe3a. JlormoaHuTeIbHAsE X-XpOMOCOMa C paBHOM
BEPOSITHOCTBIO MMEET OTLIOBCKOE Y MaTePUHCKOE IPO-
ucxoxneHue [9]. B xone cnepmaToreHesa omubdka pac-
XOXIEHUS XpPOMOCOM MPOMCXOAUT TOJIBKO B IIPOIIEC-
ce MepBoro MeifoTuuyeckoro AejaeHust (mpu ¢GopMUpo-
BaHUU CIIEPMATOIIMTOB BTOPOTO IOPsIIKa), TOTAa KaK B
XOJI¢ OBOIeHe3a OIIMOKY MOTYT ITPOMCXOIUTD Ha pa3HbIX
YPOBHSIX KJIeToUHOTO aejeHus [10]:

1) B mpouiecce Meitoza I (ipu hopMupoBaHUM OOLI-
TOB BTOPOTO ITOPSIIKA) — YaCTOTa HEPACXOXKIECHUS XPO-
MOCOM Ha JaHHOM 3Talle COCTaBJIeT MpuMepHo 48% B
CTPYKTYpE MaTepUHCKOTO HACJICIOBAHUSI;

2) B mipouiecce Meiio3a I BcrencTBue ommoKy pas-
JIeJICHUS] CECTPUHCKMX XpOMaTua IIpu (hOpMUPOBAHUHI
SALEKIeTKN — 29%:;

3) B po1iecce TMOCT3UTOTUUYECKOTO MUTOTUYECKOTO
neneHns —16%;

4) Ha aTane MeMOTUUECKOTO JAeJICHUsI, CTaaus KOTO-
poro He onpeneneHa — 7% (CM. PUCYHOK).

Cpenu (pakTopoB pHUCcKa XpOMOCOMHBIX HApYIIEHUT
B IIpolLiecce NeJICHUS KJIETOK BBIIC/ISIIOT BO3pacT MaTepu
crapiue 40 J1leT, 0COOEHHO JIJis 3Tarna Apo0IeHUs 3UTOThI
[1]. BiusitHue Bo3pacTa oTLa ocTaeTcs CiopHbIM [11].

Knuanyeckasi KapTuna

HecMoTtps Ha BeIcOKy10 pacnpoctpaHeHHOCTh CK B
MOMYJISILMHY, 3a00/IeBaHKe TOJBKO B 10% cinyyaeB nua-
THOCTHPYETCSI 10 Hayasia mybepTara u TOJbKO B 25% — B
TE€YEeHUE XU3HU MYX4rHHI [ 1]. [IpyuriHOM MO3MHETO BhI-
SIBJICHUSI TAaHHOTO COCTOSTHUS SIBJISIIOTCS BhIpaXKeHHast
BapurabeJIbHOCTh CUMIITOMOB, Pa3JIMYHOE BpEMSI UX TO-
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SIBJIEHUSI M CTETIeHb BBIPAXXEHHOCTH, B CBSI3U C YeM I1a-
LIMEHTHI MOTYT JOJITO€ BpeMs HaOII0IaThCs Yy Pa3HBIX
CMEeIUATUCTOB, HE 3Hasl 00 OCHOBHOM IMAarHO3€.

Kimnuko-n1adoparopubie npu3naku CK B neTckom
BO3pacTe

VY 6onpmmHcTBa geteit ¢ CK onpenensiorcsa aH-
TPOMIOMETPUYECKHUE MOKA3aTENU, HE OTAUYAIOIIAECS
oT HopwMmbl [12, 13]. Cpenu npu3HAKOB, MO3BOJISIOLIUX
3anono3puth CK y HOBOpOXIEHHBIX, OIMMUCHIBAIOT He-
MPaBWJIBHO pa3BUThIE TEHUTAINM, KPUTITOPXU3M (C ya-
cTOoTOi BCTpeyaeMocTtu 27—37%), MalleHbKHUI 00beM
auyex 1 MukporneHuc (dacrora 10—25%) [3, 13]. B te-
YeHWe MePBbIX 2 JIET XXKU3HU MOTYT UMETh MECTO 3a/IePXK-
Ka peueBOTo pa3BUTHUS (TTOSIBJIEHUE TTEPBBIX CJIOB TOJILKO
B 18—24 Mec) u OoJiee mo3aHee HA4all0 CAMOCTOSITE N b-
Hoi1 xonb6bl (=18 Mec) [14]. ITo manHbsiM C. Samango-
Sprouse [15], y 68% neteii ¢ CK B Bo3pacTe oT 2 Mec 10
7 NeT BBISIBJISIETCS MBITIIeYHast TMITIOTOHUSI. OTIMCaHbI TaK-
K€ TMCKOOPIWHALIWS TBUXKEHU, YMEPEHHO BhIpaXkKeHHast
TUTIEPMOOUIIBHOCTh CYCTaBOB, TUIOCKOCTOIKE C TTPOHAa-
LIMEl TOJIEHOCTOITHOTO CYCTaBa U BaJIbTyCcHas1 nedopma-
1IMsI KOJIEHHBIX CYCTaBOB, UCKPUBJIEHWE TUCTAIBHOM ha-
JnaHrH V nanbla Kucty [16]. YckopeHune pocta — OIMH
U3 XapakTepHbIX pru3HakoB CK — y OoNbIIMHCTBA Jie-
Teil HaUMHaeT oOpalaTh Ha ce0s] BHUMaHUE MEXIY 5-10
U 8-10 TogaMu Xu3HHU [12]. ¥V neteit Maaaiiero mKkojab-
Horo Bo3pacTa B 40% BBISIBIISIIOTCSI HAPYLICHUS] PEYeBOTO
Pa3BUTHSI, BKITIOYAIOIINE TPYAHOCTA BBIPAKEHUSI MBIC-
Jiel ¥ poOaeMbl BepOaibHO KOMMYHUKaIMU. bosee
75% neteit UCTIBITHIBAIOT 3aTPYIHEHUS B IPUOOPETEHUH
HaBBIKOB UTeHUd U niuchMa [3]. CiieqyeT OTMETUTh, UTO
WMEHHO OCOOEHHOCTH MICUXUIECKOTO Pa3BUTHS U TTOBE-
nenus y neteii ¢ CK gaiiie Bcero ciry>kaT OCHOBaHUEM TSI
MPOBEEHUSI KAPMOTUITMPOBAHUS B 3TOM Bo3pacTe [17].

YV mHorux manueHToB ¢ CK npu kapuoture 47, XXY
3HAYUTEbHbIE HAPYIIEHWST MHTEJJIEKTYaJIbHOTO Pa3BU-
s oTcyTcTBYIOT (IQ BapbsupyeT ot 90 o 100 6ann0B)
[10]. OmHako ¢ MPUCYTCTBUEM B KApUOTUIIE KAXKIOH clie-
NIYIOIEel JOMOJHUTEIBbHONW X-XPOMOCOMBI BhIPAXKEH-
HOCTb HapyllIEHUI peuyeBOro pa3BUTHUA Bo3pacTaet, a [Q
CHIKaeTcst IpuMepHo Ha 15—16 Gamnos [12].

Cpenn 0cOOEHHOCTE MCUXUYECKOTO Pa3BUTHS Y Ae-
teit ¢ CK BBIIETSIOT SMOIMOHATBHYIO JJAOWIBHOCTD, BbI-
COKYIO TPEBOXXHOCTb, CKIIOHHOCTD K IETIPECCUBHBIM CO-
CTOSTHMSIM, HU3KYIO MOTHBALIUIO K IESTENBHOCTH U 3a-
HUXeHHYIo camoolieHKY [18]. H. Bruining u coast. [19]
npu obcnenoanuu 51 pebenka ¢ CK B Bo3pacte ot 6 10
19 et B 27% cnydaeB BBISIBUIN pacCTPOICTBA ayTUCTH-
YeCKOro CITeKTpa, UTO ellle OOJbIle MOXET 3aTPyIHSTh
TPUOOpETEHNE COITMATTbHBIX HABBIKOB.

Y GonbiiHcTBa MaTbuuKoB ¢ CK B tonmybepTaTHOM
BO3pacCTe OMPENESI0TCS HOPMAIbHbIE YPOBHU TECTOCTE-
pona, JIT', ®CT, narnonna B, AMI', CCCT. IToBsImeH-
Hblit ypoBeHb @CI" 11 CHUXKEeHHBIN YpOBeHb MHTMOMHA B
(oTpaxarouii HapyleHue GyHKIMU KiieTok CepToin)
perucTpupyrorcst Tojbko y 10—20% 6onbHbIX [20]. Pan
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aBTOpOB [14, 21] BBISIBWIN CHUKEHUE TIMKOBOI ceKpe-
1y TectocTepoHa y aereii ¢ CK B mepron MUHU-1Ty0ep-
TaTa, YTO MOKET CBUAETEIILCTBOBATH O paHHE! MaHU(e-
CTallMU TECTUKYJISIPHOM HETOCTATOYHOCTU Y OTIACIBHBIX
nauueHToB ¢ CK. Coobuiaercst 1 0 BLICOKOHOPMAJIbHBIX
YPOBHSX TecTocTepoHa y ManbunukoB ¢ CK B Bo3pacte
3 mec [22]. B 21011 ke paboTe mpoaeMOHCTPUPOBAHO 10~
BbllieHHe cooTHoeHuss DCI /unruoun B (6,5 y gerei
¢ CK npotuB 3,0 y neTeii KOHTpOIbHOM rpynisl). [1pen-
IOJIaraeTCsl, YTO YBEJIMYEHME TaHHOIO ITOKA3aTeIsl OT-
paxaeT paHHIOI TUCHYHKIMIO KieToK CepTosiu.

TakuM 00pa3oM, y MOAABJISIOIIETo OONBIIMHCTBA Je-
teit ¢ CK mo HacTyrmieHus1 mydepTaTa onpeaenasioTcs
HOpMaJIbHbIC IM0KAa3aTeIM TOPMOHAILHOTO MPOGhUIIS,
XOTSI y YaCTH MAlMEHTOB yKe B paHHEM BO3pacTe MOTYT
OBITb OOHAPYKEHBI MPU3HAKU TECTUKYJISIPHOM HET0CTa-
TOYHOCTH.

Kiunuko-naooparopubie npusnaku CK B nepuone
ny0OepraTa

Cpenu knuHuyeckux npuzHakoB CK B moapocTko-
BOM BO3pAacTe MOTYT OTYETIMBO MPOSIBISITHCS TUCIIPO-
MOpIUM Tejla (JUTMHA HOT HAuWHAET TPEeBBIIATh JJTUHY
TYJIOBUIIIA), CHUKEHVE MBIILIEYHOU MACChl, CKYTHOE OBO-
JIOCEHME JINTIA U TPy, MAJTIEHbKUI 00bEM TECTUKYIT, TH -
HEKOMAacCTHs.

Poct yBenmuyuBaeTcs MperuMyIIeCTBEHHO 3a CYET
IUHBI HoT, KoTopas rpu CK B cpenHeM Ha 5,7 cM mipe-
BBIIIAET AHAJIOTUYHBIN MTOKA3aTeNlb y 1eTel KOHTPOJIb-
Hoii rpynisl [23]. [Tponopuuu Tena npu CK HECKOIbKO
OTJIMYAIOTCS OT XapaKTePHBIX IJIST IPYTUX BUIOB TMIIOTO-
Haau3Ma, TOCKOJIbKY pa3Max pyK B OOJIBIIMHCTBE Cyda-
€B He MPEeBbIIIAET JUIMHBI Tea [24]. YBenuueHue rpya-
HBIX XeJIe3 ONPEeAeNISIeTCs MPUMEPHO Y TPETU B3POCIBIX
myxurH ¢ CK [23]; oHO HaurMHas obpalath Ha ce0sl BHU-
MaHUe, KaK MpaBuiio, B mybepraTHOM nepuone. OqHUM
W3 TIPEATNOoaraéMblX MEXaHU3MOB Pa3BUTHSI THHEKOMa-
CTHUM CYMTAETCS MOBBIIIEHHOE OTHOIIIEHUE 3CTpaaroia
K TeCTOCTepOoHYy [25].

L. Aksglaede u coaBT. [26] BBISIBUJIM THHEKOMACTHIO
y 16 (47 %) w3 34 noapoctkoB ¢ CK, a S. Close u coabT.
[18] — vy 5 (18,5%) u3 27, Toraa KaK HU y OTHOIO U3
16 mereit momybepTaTHOIO BO3pacTa TMHEKOMACTHS He
oTMeyvasachk. CXOMHbIE pe3yJabTaThl ObLIN TMOJIYYEHBI
N. Pacenza u coaBr. [27]: ruHeKOoMacTus ObLIa BBISIBIIE-
Hay 11 (42,3%) u3 26 noapoctkoB ¢ CK u He y omHOTO
u3 18 nereit Maamaero Bo3pacTa.

B ominuuie ot GpU3M0I0rH4YECKO IOHOUIECKOM THE-
KOMAacCTHUU, YaCcTO pa3BUBAIOIIEICS B MEPUO] MOJIOBOTO
CO3peBaHMS U UMEIOIIEi TPAaH3UTOPHBIN XapakTep, TM-
HekomacTus y noapocTkoB ¢ CK, Kak nmpaBujio, mocTo-
sTHHA. DM HEKTUBHOCTh MEMUKAMEHTO3HOTO JIEYEHUS TH-
HEeKOMacTuu (HampuMep, MHTUOUTOpaMM apoMaTasbl)
npu CK ocraetcs HemokasaHHow [16]. [ToaToMy mpu BbI-
PaXeHHOM IHCKOMMOPTE U3-3a YBEJIMUYEHHOIO pa3Mepa
TPYIOHBIX XeJe3 CeAyeT paccMaTpUBaTh BO3MOXHOCTh
XUPYPTrAYECKOro BMelaTeabcTBa. HecMoTpsi Ha MOBBI-
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LIEHHBIN pUCK paka rpyaHbix xeie3 npu CK (vacrora
BcTpedaeMocTy 0,3%), TMHEKOMACTHUIO HE CYMTAIOT TIpe-
pacroJiaraloimMm K paky dhakropom [24].

Bo3spact Havana nybeprara ¥ paHHee ero TeueHue y
6oabpIMHCTBA MaJIbuuKoB ¢ CK cy1iecTBeHHO He OT/IN-
YaloTCsl OT HOpMBI: B iepuon ¢ 11 1o 14 1eT o0beM TeCTu -
KYJ yBeTMUMBAETCSI TPUMEPHO 10 6—8 MJI, ypOBEHb Te-
CTOCTEpOHa B KpOBH IIpeBbiliaeT 10 HMoJb/71, obecrie-
YuBasl yBeJIMYCHNE [UIMHBI II0JIOBOTO YIEHA 1 JJIOOKOBOE
oBostoceHue. [TooBoe pa3Butue o TaHHEpYy HOCTUraeT
IV—V craguu [27—29]. OnHako B gajbHeNIIeM 00beM
TECTUKYJ YMeHbIaeTcs (1o <4 MiT) BCIeACTBUE OBICTPOI
JereHepaluy TeCTUKYISIPHOM TKaHMU.

B cpenneM uepe3 1 ron ot Havana ImybepraTta HaYK-
HaeT Bo3pacTtaTh ypoBeHb D@CI', a yepe3 2 roma 1 ypoBeHb
JIT [16]. K KoHIy TyGepTaTHOIO Meproaa KOHLeHTpa-
1M1 ”HTHOMHA B y 00JIbHBIX 4acTO ocTaeTcst HU3Koi [29],
TOra Kak B HOpPME Ha0JII0IaeTCsI €0 IMOBBIIIICHUE.

B HopMe ypoBeHb AMI', BbICOKMIT Ha TTPOTSKEHUN
BCEro ACTCTBA, IIPU HavaJsie TIOJIOBOrO CO3peBaHUs (aK-
THUBALIMU CIIEPMATOreHe3a) CHIDKAETCS OHOBPEMEHHO C
noBbILLIeHHEM ypoBHS TecTocTepoHa. [1pu CK ypoBeHb
AMI cHuXaeTcs MeIJIcHHee, YeM Y 3I0POBBIX MaJIbuh-
KOB, a COJIep>KaHMe TECTOCTEPOHA ITOCIIe Havajia myoep-
TaTa CTAHOBUTCS HU3KOHOPMAJIBHBIM VJIM HU3KUM [26].
Knerku Jleiigura, MOMUMO TECTOCTEPOHA, MPOAYLIUPY-
IOT ¥ MHCYJIMHOITOAO00HBIN (pakTop pocTa-3 (MDP-3),
YPOBEHb KOTOPOTO OTpaxkaeT UX PyHKIMIO U nuddepeH-
poBKy. B HopMme KoHueHTpanyst UDP-3 B reueHue my-
OGepTara Bo3pacTtaer, a'y moapoctkoB ¢ CK ocraercst HUu3-
Koii [30].

YpoBeHb acTpaguona B KpoBu namueHToB ¢ CK B my-
GepTaTHOM U B3POCJIOM BO3PACTE MOXET ObITh IIOBBIILIEH -
HBIM HE3aBUCHMO OT HaIM4YMs TMHeKomacTtuu [31].

Kimnnnko-nadoparopubie npusnaku CK B 3pesiom
BO3pacre

3penbie MyxxkunHbl ¢ CK yale Bcero obpaiuarorcs
¢ XanobaMu Ha Oecriofgue, SpPeKTUIIbHYI0 TUCHYHK-
LIWI0 ¥ CHUXeHUe TOoua0. TUTTMYHBIMU TTPOSIBICHUSI -
MM, XapaKTepPHBIMU IS CUHIPOMa, CUUTAIOTCS TUIIO-
TUTa3us TECTUKYJ M TUIOTHAST UX KOHCHCTEHIIMS TIpU
MMaJIbIalliy, OMHAKO TUIOTHASI CTPYKTYpa SIMYEK He SIB-
JIsieTcs 00s13aTeIbHBIM Mpu3HakoM. CreayeT OTMETUTD
HOpMaJIbHbIE pPa3MepHhl MOJIOBOTO YJIeH Y OOJIBIIMHCTBA
myxunH ¢ CK. Moryt obpaiiarh Ha ce6s1 BHUMaHUE BbI-
COKMIA pOCT, JUIMHHBIE HOTH, Y3KUE TUIEYN U IIUPOKUE
Oenpa, CKyIHOE OBOJIOCEHUE JUlla U TeJla, TOOKOBOE
OBOJIOCEHUE 110 )KEHCKOMY THUITy, TMHeKoMacTus. B or-
CYTCTBUE 3aMECTUTEIbHOU Tepanuy TECTOCTEPOHOM, a
TaKKe TPU MO3THEeN TMarHOCTUKE MPOSIBIISIIOTCS T0-
clencTBUs neduinTa aHIPOTEHOB — OXHMPEHWUE U Me-
TabOJINYECKUI CUHIPOM, OCTEOTIOPO3, CEPACUYHO-COCY-
JUCTBIE 3a00€BaHUS.

YV nanueHToB onpenesioTcs Beicokue ypoBHU JIT' 1
ocoberHHo PCT', HU3KKEe/HU3KOHOPMAJIbHBIE YPOBHU Te-
croctepora 1 UDP-3 [27] u Hu3Kue,/HeolpeaesieMble
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ypoBHM MHrHOMHa B 1 AMI [26, 29]. KoHueHTparmu
actpanuona u CCCI yacro npeBwIIaloT HopMmy [32].

3aboaeBanus, acconuuposannbie ¢ CK

IMauuenTsl ¢ CK Hepenko cTpaiaioT COMYTCTBYIOIIM-
MM 3a00JIeBaHUSIMU, YTO OOYCJIOBJIMBAET OoJiee YacTyIO
(1a 70%) rocnuTajn3aLnio TAKMX OOJIBHBIX U TOBBIIIEH-
Hyio (Ha 50%) ux cMepTHOCTH [33]. Yalle Bcero y manu-
enToB ¢ CK BBISIBISIOT aGnoMuHaIBEHOE oxuperue (50%),
MeTaboaruecKuii cuHapoM (46%), ocreonenuio (5—40%),
caxapHblit mrabet 2-ro tuna (10—39%), nponarnc Mu-
TpanpHOro kianaHa (0—55%), ocreornopos (10%), snu-
nrericrio (5,5%), oCTphIil BeHO3HBIN TpoM603 (4,7%), Te-
rouHyto aM6ouio (2,3%) [3]. Cpeavt OHKOJIOTHYECKHUX 3a-
OoJieBaHUMI Yallle BCETO BCTPEYAIOTCs SKCTPAaroHaIHbIe
TePMUHOTEHHBIE OITYXOJIH, JIOKAJTM30BaHHBIE B CPENOCTE-
nuu (0,4%), u pak rpyaHbix xeses (0,3%).

Oxupenue

M3BecTHO, 9TO YPOBEHB TECTOCTEPOHA Y MYKIMH TEC-
HO CBsI3aH C 00bEMOM XKUPOBOI TKaHU. TecTocTepoH,
B3aMMOJIEICTBYS C PElEITOPAMH aaUIIOIIUTOB, CTUMY-
JINPYET JIMIIOJIN3 Y MHTUOUPYET X pa3BUTHE U3 CTBOJIO-
BBIX KJIeTOK. COOTBETCTBEHHO BO3PACTHOI aHIPOTCH-
HBII TePUIIUT Y MYXXIUH CIIOCOOCTBYET YBEJIMUCHUIO
YHCJIa AMUIOIUTOB M U30BITOYHOMY HAKOIICHUIO B HUX
K1pa. MHOTOKpATHO ITOKa3aHO, YTO 3aMECTUTEIIbHAS Te-
pamnusl TeCTOCTEPOHOM IIPU aHAPOTEHHOM IeDUIIUTE
CHIXaeT 00bheM BUCIEPAILHOTO KHPa M MHCYJIMHOPE3H -
CTEHTHOCTb [34].

Cama XupoBast TKaHb KaK SHIOKPUHHBIN OPTaH CII0-
CcOOHa OKa3bIBaTh CYIICCTBEHHOE BIMSHME Ha CHUCTEM-
HBI MeTabom3M [35]. Apomarasa KUpOoBOii TKAHU KOH-
BEPTUPYET aHAPOTCHBI B 3CTPOT€HBI, a N30BITOK 3CTPO-
reHoB nopaasisier cekpeuuio JII' U cooTBETCTBEHHO
TecrocTepoHa. [1py CHIKEHNU MacChl TeJIa Y MY>KIMH C
OXHMPEHNEM YPOBEHb TECTOCTEPOHA B CHIBOPOTKE HOP-
Manm3syercd [36].

Takum o6pa3om, 3amecTUTeIbHAsI Tepanus TECTO-
CTEPOHOM Pa3phIBACT «IIOPOYHBIN KPyT», KOrma aHApO-
TeHHBIN Ae(UIIUT CITOCOOCTBYET YPE3MEPHOMY OTJIOXKE-
HUIO XHpa, a U30BITOK XHUpa CHIDKACT IIPOMXYKIINIO Te-
CTOCTEpOHa.

Tenocnoxenune mauneHToB ¢ CK MoXeT OBITh pa3-
JMYHBIM [4], HO He MeHee 50% TaKuX HallMeHTOB UMEIOT
M30BITOYHYIO MACCY Tejla ¢ IPEUMYIIEeCTBEHHBIM OTJIO-
JKeHHeM Xupa B abJOMUHaIbHOI 00JIaCTU 1 YBETMYEHU -
€M OKPYXHOCTU Tanuu 1 oenep. A. Bojesen u coanr. [37]
Hanum y nanueHToB ¢ CK 3HaunTepHO OO0JIbIIIee TIpe-
BBIIIIEHUE MAcChl XkupoBoii TKaHu (Ha 34% npu CK u Ha
17,6% y nui KoHTpobHOM rpymbL; p<0,0001) 1 3Ha4u-
TeJIbHO OobInuii 00beM Tanmuu (109 1 92 cm; p<0,0001).
HnTepecHo, uto nHaekc Maccol Tena (MMT) y nanu-
eHToB ¢ CK mano otnmyaercs ot HopMbI [23, 38]. Dro,
BEPOSITHO, CBSI3aHO C BBICOKOPOCJIOCTBIO M CHUKEHU -
€M MBIIIIEYHOM MacChl Y OOIBIIMHCTBA U3 HUX. C IToMO-
1LIbIO IBYX3HEPIeTUYECKON PEHTIEHOBCKOW abcopOLIM-
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omeTpuu y myxkunH ¢ CK He3zaBucumo or UMT 6b110
BBISBJICHO TIOBBILLIEHHOE COACPXaHME a0IOMUHAIBHO-
ro xwupa [23, 37].

B oTnnuune oT mpocToro aHAPOreHHOTo Ae(ULInTa,
IIPY KOTOPOM 3aMECTUTEIbHAsI TOPMOHAJIbHAsI TePaIIKsl,
Kak MpaBWJIO, YMEHBILIAET COiepKaHUE XKUPOBOU Mac-
cbl, y MyxxunH ¢ CK a(pdeKThl Takoli Tepanuu HEOTHO-
3HauHbl. Tak, M. Jiang-Feng u coasr. [39], HabmaonaB-
mue 39 B3pocibix nanuueHToB ¢ CK, KoTopkle moayJyanu
COOTBETCTBYIOLIYIO Tepanuio oT 1 1o 30 jet (B cpenHeM
4 Tona), HAIIUIA Y HUX 3HAYUTEJIBHOE YBEIMYCHUE MACChI
Tesa (B cpenHeM Ha 12,414,8 kxr). S. Chang u A. Bojesen
U coaBT. [23, 37] HabOaI0maIM TUIITb HEKOTOPOE YIydlle-
HME KOMITO3UIIMOHHOIO COCTaBa TeJia IMOC/Ie TOPMOHAIb-
Hoii Tepanuu y nauueHToB ¢ CK. Mmerotcest coobieHust
1 00 OTCYTCTBUM 3HAYMUTEIbHBIX U3MEHEHMIA TTOCIIE Te-
panuu [40, 41].

CToJ1b X€ IPOTUBOPEUYMBBIC PE3YJIbTaThl ITOTyYEHbI
pu HabmoaeHuu 3a maureHtamu ¢ CK miaaiiero Bo3-
pacra. L. Aksgleede u coaBr. [42] ob6ciaenoBanu 24 manm-
eHrtoB ¢ CK B Bo3pacTte ot 4,3 10 18,6 rona; 6 U3 HUX IO-
JIyyajy TeCTOCTePOH YHAeKaHoaT (BHYTph 1o 40—80 mr
2 pa3a B geHb B TeueHue 0,5—3,2 roma). C mMoMoIIbIO
JIByX3HEpreTUUeCKO peHTTeHOBCKOM abCOpOLIMOMETPpUM
y OOJIBHBIX OBUIO BBISIBIICHO MOBBIIIEHUE ITPOLICHTHOTO
coliepKaHUs XKK1pa U CHUXKEHUE MBIIIIEYHOI Macchl (TIpU
HopMmanbHOM MUMT) 1o cpaBHEHUIO CO 3I0POBOI1 TPYII-
TIOMi; TIPX 3TOM Pa3In4usl MEXIY IOJIy4alolIMMM Tepa-
I1IO ¥ HE MOJyYalolMMU €€ OTCYTCTBOBalu. B TO Xe
Bpemsl, o naHHbIM M. Bardsley u coaBr. [43], koMno3u-
LMOHHBIN cocTtaB Tena y 89 nereit ¢ CK B Bo3pacre ot 4
o 12 net mpakTUYeCKU He OTIMYAICS OT TAKOBOIO Y
34 310pOBBIX AETEl TOTO XKe BO3pacTa.

Taxkum obpazom, ToMUMO AeuULINTa aHIPOTEHOB,
npu CK cymiecTByloT JOMTOJTHUTEIbHBIE (DAaKTOPBI, 00Y-
CJIOBJIMBAIOIINE Pa3BUTHE a0IOMUHAILHOIO OXKUPEHUSI,
a KOMIIO3UIIMOHHBIM COCTaB TeJIla MOXET HAYMHATh Me-
HATBCSA elle A0 Imy0bepTata v MOSBICHUS BbIPAaXKEHHBIX
CHMITOMOB TMIIOTOHAIU3MA.

Merta6oan4yecKuii CHHIpOM

MeTtabonmuueckuit cuHapoM (MC) — cMMIITOMOKOM-
miekc, cornacHo KoHceHcycy MexnyHapoaHoit nuade-
trueckoit deneparuu (IDF) ot 2006 r., 06s13aTeIbHO
BKJTIOYAIONIMIA a0JOMUHAIBHOE OXXKUPEHKE (OKPYKHOCTh
Tanuu >94 cM y My>kuuH U >80 CM Yy XXEHIIIMH €BpOIeo-
WIHOM pachl) B COYETAHUM C JIIOOBIMM IByMsT U3 HUXKETIe-
PEUYNCIIEHHBIX TAPaMETPOB: TIOBBIIIIEHNE YPOBHS TPUTIIN -
1epuaoB (>1,7 MMOJIb/JT), CHIKEHME YPOBHSI JIMTIOTIPO-
TeMHOB BhICOKOI roTHoctH (JITIBIT) mo <1,03 MMmomb/n
y My>X4uH ¥ <1,29 MMOJIb/JT y XEHIIUH, apTepruaibHOe
nasnenue (AJl) Beire 130/85 MM pT.CT. ¥ TIOBBIIIEHUE
YPOBHSI [TIOKO3bI HATOIIAK (>5,6 MMOJIB/JT) U paHee
MMaTHOCTUPOBAHHBIN caxapHblii AuadeT 2-ro Tuma [44].
V nauuentoB ¢ CK MC BcTpeuaetcs yale, 4eM B oO1eit
ronyyistiiuu (mpuMepHo y 46%). K 0CHOBHBIM CUMIITO-
MaM MC Takke OTHOCST TUTIEPUHCYJTMHEMUIO U MHCY-
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JIMHOPE3UCTEHTHOCTh, KOTOPBIC MOT'YT OBITh BbISIBJICHBI
npu CK naxe npu HopmansHoM UMT [45].

A. Bojesen u coabr. [37] B 2006 1. mpoBeu KPYITHOE
ucciaenoBanue ¢ yyactueM 70 mauueHToB ¢ CK crapiie
18 net, U3 KOTOpHIX 35 Mojydyanu 3aMeCTUTEIIbHYIO Te-
pamnuio TecTocTepoHoM. KOHTpoIbHas TPyIINa BKIIIO-
yajya 71 yemoBeka. MC Obu1 BeIsABIIEH vV 16 (44%) n3
35 maumenToB ¢ CK, He mojyyaromux tepanuio, ny 17
(46%) u3 35, nonyyasuiux ee (B Kontposie MC nuarto-
ctupoBaisica y 10%). Y HeneueHbix MyxunH ¢ CK oTMme-
YyaJuch 0oJiee BRICOKMIT Oa3anbHBIN YPOBEHbD IIIOKO3bI
M MHCYJIMHA B KPOBU, CHUKEHME YYBCTBUTEIBHOCTH K
WHCYyIUHY (paccuutaHHoe o ungekcy HOMA), no-
BhILIEHUE YpoBHe# Tpurauuepunos, JITHII, nentu-
Ha U C-peakKTUBHOTO OejiKa, CHYKEHUE COACPXKAHMS
JITTBII 6e3 noBbitienust AJl. Y nanuentos ¢ CK, mo-
Jyvaromux Tepanuto, ypoBeHb JITTHIT u agunonekTn-
Ha OBbLT HIKE, YeM Y HeJIeYeHBIX MallueHToB. Tepamus
¢1abo BiIUsLIa HA KOMIIO3ULIMOHHBII COCTAB TeJla U YyB-
CTBUTEJIBHOCTD K MHCYIMHY. D. Pasquali u coasT. [46]
TaKXXe OTMETHUJIM BBICOKYIO YaCTOTY KOMITOHeHTOB MC
y nanmeHToB ¢ CK 1 He3HaunTeJbHOE BIUSHUE 3aMe-
CTUTEJIbHOM TOPMOHAJIbHOM T€pallMM Ha I10Ka3aTesid
JIMITUIHOTO U YIJIEBOJHOI'O OOMEHa.

MC y nanmueHToB ¢ CK MOXET MpOSIBIISITECS YKE B
IeTckoM Bo3pacte. Tak, M. Bardsley u coaBr. [43] ¥y
89 manpunkoB ¢ CK B Bo3pacte ot 4 1o 12 et oOHapy-
KU MHCYJIMHOPE3UCTEHTHOCTD B 24% ciydaes, y 30%
neTeil o0beM Tanuu mpesbiian 90-it mpoueHTUIb (1o
cpaBHeHMIO ¢ 21% B KOHTPOJIBLHOM Ipymme); y 36% na-
LIMEeHTOB ObLIU BhIsIBICHBI 2 KpuTtepuss MC (Hauboliee
4acTo yBeJMYCHUE 00beMa TaJIUM U CHUXKECHUE YPOBHS
JIIIHIT) ny 7% — 3 xpuTepust 3TOr0 CUHIPOMA.

S. Davis u coaBr. [17] npu obcaenoBannu 93 manu-
eHtoB ¢ CK B mony6epraTHoM Bo3pacte y 80% Haium
>1 kpurepust MC, ay — 11% >3 kpuTepues; Ipu 3TOM
He ObLJI0 OOHAPYXKEHO CBSI3U MEXXIY HaJTUYMEeM CUMIITO-
mMoB MC u UMT. V 8 ManbuyuKoB C ypOBHEM MHTMOUHA
B <50 Hr/mn onpeneisiyicst 6os1ee BBICOKUI ypOBEHbD IITIO-
KO3bI KpOBU HaTolak, Tpuriauiepunos u JIITHIT u 6o-
Jiee HU3Kui yposeHb JITTBII.

TakuM 06pa3oM, yIYUThIBast OTCYTCTBUE YETKOM B3a-
MMOCBSI31 Mexny KomrmoHeHTamMu MC u UMT, Hanuune
MCy geteii ¢ CK 6e3 npru3HaKoB aHIPOTeHHOTO Aedu-
LIMTA, a TAKXKE OTCYTCTBUE BHIPAXKCHHOTO BIMSIHUSI 3aMe-
CTUTEJIbHOM TOPMOHAJILHON Tepanuu Ha MeTaboauue-
CKUe IOoKa3aTe/Iv, MeXaHU3MbI (pOpMUpOBaHUS MeTabO0-
Jmyeckux HapyumeHuii mpu CK ocTaloTcs HEICHBIMU.

CaxapHublii 1uadeT 2-ro THNA

Ilo faHHBIM 3MUAEMUOIOTUYECKUX UCCIENOBAHUI
[37, 47], caxapHsbiit nuabeT ipu CK BcTpeuaeTcs B 3 paza
yaiie, 4eM B OOLIEel MOMYJISILUU.

Ilo nannbiM K. Ota u coabr. [48], B AoHuu caxap-
HbIIA 11abeT 2-T0 THIa ObLI BhISBIEH y 6,8% u3 895 mna-
nueHToB ¢ CK. B uccnenoBanuu S. Han u coasr. [49], B
KOTOPOM IIPUHSIIM ydacTre 376 B3pocibix MyxkuuH ¢ CK,
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npenaradeT (OBBIIIEHYE YPOBHSI IJIIOKO3bI HATOILAK B TN -
ama3oHe oT 100 mo 125 Mr/mi1 u TIMKHPOBaHHOI'O T'eMO-
ro6uHa ot 5,7 10 6,4 %) Obu1 BbIsIBIICH Y 57 (26%) nanu-
€HTOB; U3 HUX Y 33 My>XUMH MMEJIOCh OKUpeHUe 1 24 co-
XpaHsSUIM HOpMaJibHYyI0 Maccy Tejia. CaxapHBbIi AuadeT
2-T0 TUIA OBLI oIlpenesieH y 28 MalueHToB: y 14 MyXuuH
C HOpMaJIbHOM Maccoli Tena n'y 14 — ¢ oXXupeHueM.

MoxXHO OTMETUTh OoJice paHHee pa3BUTHUE caxap-
Horo auabeta 2-ro tTumna npu CK 1 MeHBIIyIO ero 3aBu-
cuMocTb oT UMT, uem y naumenToB 6e3 CK [50]. ITpu-
MedaTeslbHO, 4TO Y MyxXXKuuH ¢ CK, nmenmmnx B Kapu-
oTurne 6oyee OOHON AOMOTHUTENBHON X-XpOMOCOMBI
(48,XXXY, 49, XXXXY), pacnpocTpaHEHHOCTh CaXapHO-
ro guabeTa 2-ro THIa OKa3bIiBaeTcd Bhille (0osee 57%),
YyeM IIpHY KJIacCUYecKoM Kapuotuiie [39].

3aMecTuTeIbHAsl Tepanus IpernapaTaMu TeCTOCTe-
pOHAa MPAaKTUYECKU He BIMSIET Ha METa00JIM3M TJTIOKO3bI
npu CK [37, 46, 48], uTo yKa3bIBaeT Ha BTOPOCTENIEHHYIO
pPOJIb aHAPOT€HHOTO Ae(UIIUTa B TeHEe3¢ HapyILICHUIA
yraeBogHOTO odmeHa [51].

Ocrteonenus u ocTeonopos

MuHepanbHas JI0THOCTh KOocTHOM TKaHu (MITKT)
TECHO CBsI3aHa C YPOBHEM ITOJIOBBIX TOPMOHOB. AHIPO-
TeHBI, B3aUMOJICHICTBYSI CO CBOUMU pEIEeNTOpaMu Ha
octeobJiacTax, CoCcOOCTBYIOT Mpoandepalun KIeTOK,
a, MpeBpaniasich B 3CTPOTeHBI, PETYINPYIOT pe30pOTUB-
HYIO aKTUBHOCTb OCTEOKJIaCTOB. AHIPOTEHHBIN nedu-
LIUT Y MY>KYUH MPUBOAUT K CHUXKEHUIO KOCTHOM TIJIOT-
HOCTH, SIBJISISICH OTHUM M3 OCHOBHBIX (PaKTOPOB pUCKa
OCTEOIopo3a.

Y manmenTtoB ¢ CK yacTo 00HapyXUBalOT CHIKEHUE
MIIKT (= B 25—40% ciyuaes) [52]. CornacHo J. Stepan
U COaBT. [53], cpenHsisl exeroaHas rnotepsi KOCTHON Mac-
col ipu CK cocrasisiet 0,6%, a mepesioMbl 1LIEHKY Genpa
1 TI03BOHOYHWKA HEPEAKO SBJISIOTCS IPUYMHON MHBA-
JIMAHOCTU U CMEPTU TaKUX MauueHToB [33].

Honroe BpeMsT HaTM4Me HapYyIIEHWST KOCTHOTO 00-
meHa nipu CK cBg3bIBau ¢ runoroHagusmom [53]. Ox-
Hako 0oJiee mo3aHue uccienoBaHus [54] mokasaiu, 4To
cHxenue MITKT y B3pocnbix nauueHntoB ¢ CK onpe-
JeJIsieTCsl JaXke TPy HOPMaJIbHOM YPOBHE TECTOCTEPOHA
B KPOBH.

Bpewms mosiBiieHMsT HapylIeHWil KOCTHOTO MeTa-
0oJsiM3Ma ocTaeTcsl HeolpeAeeHHbIM. Y JeTeil U Tof-
poctkoB ¢ CK Haxomunu Kak HOpMaJibHbIE TTOKa3aTe-
gu MIIKT [42], Tak U TpU3HaK¥ PAaHHUX U3MEHEHUIA.
ITo maHHBIM OBYX2HEPTETUIECKON PEHTIEHOBCKOM ab-
copoumromeTpuu, y MaibuukoB ¢ CK cHukenue MITKT
ofpeensieTcs yxke B MoApOCTKOBOM Bo3pacte (y 14 u3 15
B Bo3pacTte 14—15 niet), a y 4 1oHouueii (16—18 ner) Gbu1
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BBISIBJIEH ocTeonopos. Koppensuuu mexny MITKT u
YPOBHEM T€CTOCTEPOHA HAalIEHO He OBLUIO, OMHAKO 6-Me-
CAYHOE JieueHre 3(PUpaMu TECTOCTEPOHA PUBOIUIIO K
MOBBILIEHUIO KOCTHOM TJIOTHOCTH [55].

V B3pocabix MmyxxunH ¢ CK G0bIIMHCTBO UCCIen0-
BaTeJieii He OTMEYaloT 3HAYMMOTO BJIMSHUS 3aMECTH -
TeJbHOM TecTocTepoHOBO# Tepanuu Ha MITKT [54, 56],
XOT$I €CTh COOOIIEHMS U O TTOJIOXKUTEIbHBIX pe3yIbTaTax
[41]. Hanbonee BeposITHOI NIpUYMHON HU3KOM 3(PpPek-
TUBHOCTH TePaIMy CUMTACTCSI e¢ MOo3IHee Havyao. Tak,
o JaHHBIM A. Kiibler 1 coaBT. [56], y mauneHToB, Ha-
YaBIIIMX MMOJIy4aTh MpernapaThl TeCTOCTEpOHa 10 20-71eT-
HEro BO3pacTa, B 3peJIOCT UMEJIM MECTO HOPMaJIbHbIC
IoKa3aTe/ Iy ILIOTHOCTH KOCTHOM TKaHHU, TOra Kak y Ia-
LIMEHTOB, HAYaBIIMX JIYeHUE B Bo3pacTe ctapiie 20 JieT,
9T ITOKA3aTeJIU ObLIM CHUKEHHBIMU. BO3MOXHBIM Me-
XaHM3MOM HapyIIeHUI KOCTHOTO MeTaboIM3Ma CUMTa-
I0T CHYDKEHME ypoBHs BuTamuHa D, [33, 57]. S. Overdad
u coaBT. [58] y mauueHToB ¢ CK, moyiyyamommx v He Mo-
JIYYalolIUX FOPMOHAIBHYIO TEPAIINIO, BHISIBIIN ITOJIOXU-
TEBHYIO Koppesunio Mexny ypoBHaMu MPP-3 u octe-
oKajblIMHA (MapKepa KOCTHOTO peMOAEIMPOBAHMS), UYTO
MO3BOJIMJIO MPEeAIonoxuTth Biusiaue MPP-3 Ha koct-
HBII MeTabO0IU3M.

Takum odpazom, cHmkeHue MITKT y mauneHTOB C
CK, momuMo geduliuTa aHIPOreHOB, OOYCIIOBJIEHO U
JIPYTUMMU, TPEOYIOIMMU aHaIM3a MEXaHU3MaMU.

3akAloueHue

B Hacrosiiem 0630pe ocBelleHbl COBpeMEHHbIE TaH-
HBIE 0 KITMHUYECKUX 1 JJabopaTOpHEIX ocobeHHOoCcTsIX CK,
XapaKTePHBIX IJIS MAIIMEHTOB pa3HOIo Bo3pacTa, a TakK-
e 0 3a00J1eBaHUSIX, HanboJiee YaCcTO aCCOLIMUPOBAHHBIX
C TaHHBIM CUHIPOMOM. PaHHSIS mnarHoCcTHKA, MYJIBETH-
TUCIIUTUTMHAPHBIN 1 TTepCOHAIM3UPOBAHHBIN TOIXOI
K nauueHTtaM ¢ CK crmocoOCTBYIOT NpeaoTBpallleHUI0
OCJIOXKHEHUI aHAPOTEHHOTO Ie(UIINTa U YIyIIICHUIO
COIIMAJIBHEIX HABBEIKOB, 3HAYUTEJIFHO ITOBBIIIAs Kaye-
CTBO XXW3HU TTaIIUCHTOB.

AonoAHuteabHast nHdopmaums

Wcrounuk ¢unancuposanus. [TorckoBo-aHanuTHYeCKas: paboTa
npoBezieHa npu noanepxke PoHna MoanepKKU U pa3BUTUsI UIaH-
Tponun KA® B paMkax 06JaroTBOpUTEIbHOM MporpaMmbl «Ajbda-
DHIOo».

KondmkT unTepecoB. ABTOpPbI IEKIaPUPYIOT OTCYTCTBUE SIBHBIX
Y IOTEHIMATIBHBIX KOH(MJIMKTOB MHTEPECOB, CBSI3AHHBIX C MyOIMKALIM-
el HaCTosIIIel CTaTbU, O KOTOPBIX HEOOXOAMMO COOOIIUT.

Yyacrtue aBropoB. O6a aBTOpa BHECIU PaBHBIN BKJIaJ B MPOBEE-
HUE TIOMCKOBO-aHATUTUYECKON PabOThI U MOATOTOBKY (DMHATBHOI BEp-
CHUU CTaTbU.
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