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BAUSAHUE 3AMECTUTEABHOU TEPAITUU TTOAOBBLIMU
CTEPOUMAAMU HA METABOAUM3M KOCTHOUW TKAHU
Y MAABUYUKOB C CUHAPOMOM KAAMH®EABTEPA
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METABOLISM IN BOYS WITH KLINEFELTER'S SYNDROME
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IIpencraBieHsl pe3yabTaThl 00caemoBaHUA 35 MAadsunKoB ¢ cuHApomoM Kiaitngeastepa (CK) B
Bo3pacte 14—18 mer (cpeguuii Bo3pact 16,5x1,5 jer). O6ciaemoBaHHbIE MAIUEHTHI OBIIN Pa3IeIeHbI
bg Ha 2 rpynnsl: 1-a rpynna — noapocteu 14—15 jger (n=15), 2-a rpynna — roHomu 16—18 jget (n=20).
O6ciieqoBaHNe MAIMEHTOB BKJIIYAJO OIEHKY (DM3MYECKOTOo pPa3sBUTHS M MyGepraTa, OompeaesieHHe
II0JIOBOr0 Pa3BUTHSA IO IKaJje Tanner, peHTreHOJOrHYecKoe HCCIeOBaHUe JIy4e3ansACTHBIX CyCTa-
BOB, OIpeJejieHNe B CHIBOPOTKE KPOBU CONEPIKAHMS JIOTEHMHU3UPYIOIEro ropMoOHA, (POIMKYII0-
CTHMYJIMPYIOIEr0 rOPMOHA, TecTocTepona. Onpenensaiun MeTa00Iu3M KOCTHOM TKAHU U OLEHUBAIHN
BIMSIHNE 3aMECTUTEJbHON Tepamuu mpenaparamMu CMecHu 3(HPOB TECTOCTEPOHA HA MHHEPAJIbHYIO
mioTHOCTH KocTHOI TKaHu (MIIKT). ITo manusiM Hanrero uccienosanud, CK y mogpocTkoB u roHOIIEH
B 97,2% cayuaes conporosknaercsa cauixenueM MITKT pasimuHOi CTeNeHU TAMKECTH.

Kntwouesvie cnosa: cundpom Knaiinmgenvmepa, zunozonaduidm, noo0pocmru, OHOWU, Memaboau3m
KOCMHOU MKAHU.

The article presents results of medical examination of 35 boys with Klinefelter syndrome (KS)
aged 14—18 years (mean age 16,5+1,5 years). Patients were divided into 2 groups: 15t group —
teenagers 14—15 y.o. (n=15), 21d group — young men 16—18 y.o. (n= 20). The study included physical
development and puberty assessment, definition of sexual development at Tanner scale, x-ray
of wrist joints, content of luteinizing hormone, follicle-stimulating hormone and testosterone in
serum. Authors determined bone metabolism and evaluated effect of replacement therapy based
on mixture of esters of testosterone on bone mineral density (BMD). According to the research, KS
in adolescents and young adults in 97,2% of cases, accompanied by decrease in BMD of varying
severity.

Keywords: Klinefelter’s syndrome, hypogonadism, teenagers, young men, bone metabolism.

Cungapom Kinaitndenbrepa (CK) sBasercsa camoit
yacToir (POPMOMN IMEePBUYHOTO MYIKCKOTO THIIOTO-
HagusMa ¢ pacmpoctpaHenHocthbio 1 Ha 500-1000
HOBODOJKJIEHHBIX MaybuukoB [1]. Bonesus mpen-
CTaBJsAET COOOM TMOJMCOMMUIO IO TTOJIOBBIM XPOMOCO-
MaM, IPU KOTOPOIi mMeeTCs KaK MUHUMYM JIBe XPO-
MocoMbI X IIpU HaJauuuu xpomocoMmsl Y. IIpumepno
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y mosoBuHBI 00abHBIX ¢ CK Ha mpors:keHUUM Bcen
JKMSHU 9Ta IATOJOTUA OCTAETCA HePaCIO3HAHHON
[2]. ¥V ocTanbHBIX MAIMEHTOB OCHOBHBIMU KaJo0a-
MU SBJIAIOTCA T'MHEKOMACTUA, M30BITOUHAS Macca
Tejla, KPUNTOPXU3M, HapyIIeHWe dpeKnuu, Gep-
TUJIBHOCTY, IIOBBIIIIEHHAA YTOMJIAEMOCTS [3, 4].
Il'mmoromagmsm dABiAeTcA Hamboiee U3BECT-
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HOMl mnpuumHOit ocreomoposa (OII) y wmy:KuuH.
TecTocTepoH peryaupyer MeTaboau3M KOCTHOM
TKaHU HeIIOCPeACTBEHHO Uepes PeIenTopbl aHIpore-
HOB (AR), cmoco6CcTBy s meprocTaIbHOMY 00pasoBa-
HUIO KOCTHOI TKAaHU BO BPEeMs II0JIOBOTO CO3PEeBaHUSA
¥ yMeHbIIIasg pPe3opOoIiiio KOCTU BO B3POCJIOM sKU3HU
[56, 6]. Hedunur TecrocTepoHa, KaKk 3To HabJIOmA-
erca npu CK, ABasieTcsa BayKHBIM (PAKTOPOM PHCKA
mpexxaespemensoro OII. Tak, y 40% mnanueHTOB ¢
CK ocTeomnopos, I0-BUANMOMY, SIBJIAETCS HEIIOCPe/-
CTBEHHBIM De3yJhTATOM HHU3KOTO YPOBHS TECTO-
cTepoHa B masMe KpoBu [2, 6]. OgHako 3ameueHoO,
YTO CHUKEHMe KOCTHOH mIoTHOocTu y My:kuuH ¢ CK
MOKeT HabJII0JaThCs TaKKe IIPU HOPMaJIbHOM YPOB-
He TeCTOCTEepPOHAa, a 3aMeCTUTeJbHAsA Tepalus Ipe-
mapaTaMu IIOJIOBBIX CTE€POUIOB He Bcerga addex-
TUBHA B OTHOIIIEHUY HOPMAJIU3AIMU MUHEPAJIbHOMN
miroTHocT KoctHo¥M Tkauu (MIIKT) [2, 6, 7, 9].
Psan mccnemoBaHuii MoKasaa BBICOKYIO PaciupocTpa-
HeunHoCTb HegocraTounoit MIIKT y 6oapHBIX ¢ CK,
HECMOTpsA Ha 3aMeCTUTEJbHYIO Tepamuio Iperapa-
Tamu TecrocTepoHa [6, 13]. BoabIInHCTBO aBTOPOB
BCe JKe CUUTAeT, UTO PaHHASI 3aMeCTUTeJIbHAasd Tepa-
nusd HeobXoxmMa AJsA obecleueHus IPaBUJIBHOTO
Pa3BUTUS KOCTHOI M MBIIIIEUHOM MacChl, a TaKKe
nns npegorsparnenus OII[5, 8, 12].

Ilenp mMccienoBaHUA: OIPEAEIUTHL MeTab0JIM3M
KOCTHOU TKaHu y MaJbuuKoB ¢ CK 1 omteHuTh Baus-
HUe 3aMecTuTeibHOI Tepanuu Ha MIIKT.

MaTepna.nH 1 MeTOIbI MCCJIeTOBAHUA

B uccinenopanue BKIoueHs! 35 maabrunkos ¢ CK
B BospacTte 14—18 jer (cpexuuii Bo3pact 16,5+1,5
JIeT), pas3feJIeHHbIX Ha 2 TPynnObl: B 1-10 TpyIIry
BomLIM moapocTku 14—15 mer (n=15), 2-10 rpynmny
cocraBuau oHOIHU 16—18 et (n=20). ¥ 19 nmanuen-
TOB OIEHUJIN PE3YyJIbTaThl 3aMECTUTEIbHON Tepannumn
TIOJIOBBIMU cTepougamMu (cMech 3(DUPOB TECTOCTEPO-
HA) B TeueHUe 6 MecsAIeB B CTAHAAPTHOM DEKUMe.

PeByJILTaTI:I H3MEePEeHnA poCcTa OIl€eHNBAJIN C IIOMOIIIBIO
MeToJa CTaHAapPTHBIX OTKJIOHEHUH: HI/ISKO/BLICOKOPOCJIO'
cThi0 cumranau poct <—2SDS/>2SDS. HemocraTounoii/
n30BLITOYHONM MACCOI Teja CUMTAIUA HNHOEKC MacCChl TeJia

(UMT) (xr/m2) <5-ii mepreHTHIb/>85-ii HmepIeHTHIb.
O6beM TECTUKYJ U3MEPSAIU C TOMOIIBI0 OPXHUIOMETpa
Prader. Craguio MmMOJIOBOTO PA3BUTUS OIEHUBAJIU II0
mkase Tanner. BuosornuyecKkyo 3pesiocTh HU3ydaau II0
PEeHTreHorpaMMe JIYUe3alsiCTHBIX CYCTABOB C IIOMOIIIBIO
atsaca Greulich: orcraBaHmeMm/omnepesKeHUEM CUUTATIUA
OTKJIOHeHUe KocTHOTO Bo3pacTta (KB) Ha 2 u Gosee roxa.
Wsmepsnu OGasajdbHBIE YPOBHU JIOTEUMHUSUPYIOIIETO
ropmoHa (JIT'), GoNIMKYyIOCTUMYJIUPYIOIIETO0 TOPMOHA
(®CT), Tecrocreporna (T), mapaTupeougHOTO TOPMOHA
(IITT) B CHIBOPOTKE KPOBU METOJOM HUMMYHO(MEpMEeHT-
HoOTOo aHasm3a. OmUpenensiyd KOHIEHTPAIMU OOIIEero u
nonusuposanHoro kKanbnua (Ca m Ca2t), meopranmuye-
ckoro docdopa (P), obieit menounoit dpocharassr (II[D),
b-crosslaps B ceiBoporke Kposu. MIIKT ompenensiiu B
obnactu Ly—L, MeTonOM ABYX9HEPTeTHYECKOH pPEeHTTe-
HOBCKOI#1 abcopbiimomeTpun (OTAeeHre JIYUeBOi JuartHo-
cruku CII6GKB Ne 122 um. JI.T'. CoxosoBa). Pesyabrarst
OITEHUBAJIY C TIOMOIIBIO Z-SCOTe: COrJIACHO PeKOMEeHIaIu-
am BO3, ocreonenuein cuuranu MIIKT —1,0<—2,5 SD,
OIl - <—-2,5SD[10, 11].

CraTucTuuecKuil aHaJN3 Pe3yaIbTaTOB BBITTOJHSIIN C
momoIbo mporpaMmmbr Statistica 7,0. as mesxrpymio-
BOTO CPaBHEHUS KOJMUYECTBEHHBIX MPU3HAKOB MCIIOJIH30-
Basu kputepuii CrhiofenTa. Kpurepuem cTaTucTUueCcKOi
IOCTOBEPHOCTH MOJYUYEHHBIX PE3YJIbTATOB CUUTATIN BEJIH-
yuny p<0,05.

PesyasTaThl 1 MX 00CYysKIEeHUE

AnTpornomMerpruecKkre NaHHbIE U Pe3yJIbTATHI
onpeneneHnsa KB y HabiogaeMbIX TAIUEHTOB IIPe-
cTaBJeHbI B Ta0JI. 1.

Kak Bugmo m3 Tabu. 1, BLICOKOPOCIOCTL (yMe-
PEeHHOIT cTelleHn), KaK y IOJPOCTKOB, TAK U ¥ I0HO-
mreii, BCTpeuagach JOCTOBEPHO Uallle, YeM CpeIHuit
pocT. ¥V IMOJOBUHEI 1 60Jiee OOJBHBIX 00eMX T'PYIII
oTMevaJicsa Je(pUITUT Macchl TeJjia, UTO OBLIO Gojiee
pacipocTpaHeHO, UYeM HOPMAaJIbHBLIM Bec MJIN ero
u30bITOK. VHTEepecHo, UTO M30LITOUHAS Macca Teja
HabJ OaIach yaile y I0HOIIeH, HeXKeJIu Y IOAPOCT-
KOB, UTO MOJKET OBITH O0YCJIOBJIEHO OOJIbIINEH AJIu-
TeJLHOCTBIO THUIIOTOHAAM3Ma y IepBbIXx. KB 6o
oTcTaBaJl OT MACIIOPTHOTO BoadpacTa (6oJjiee ueM B

Tabauua 1

ATbI

IToxasaTenu ¢pusuueckoro passutud u KB y Ha6aomaemsix namueHTos ¢ CK

Poct 1-a rpynmna (n=15) | 2-a rpynna (n=20) P
A Huskwuit 0 0 >0,05
B Cpenunii 3(20%) 4 (20%) >0,05
C Bricokuit 12 (80%) 16 (80%) >0,05
p A,B-C <0,01
HUMT
A Hedumur 9(60,01%) 10 (50%) >0,05
B Hopwma 5(33,33%) 6 (30%) >0,05
C M365ITOK 1(6,66%) 4 (20%) <0,01
pA-B,C<0,01
KB
A OrcraBanue 9 (60,00%) 11 (55,00%) >0,05
B CooTBeTcTBUTE 6(40,00%) 9 (45,00%) >0,05
C Oneperkenue 0 0 >0,05
pA,B-C<0,05
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Tabruua 2

Conepskanue JIT', ®CT u T y nadémromaembix nmamuenTos ¢ CK

IToxa3zaTean 1-a rpynna (n=15) Hopma 2-g rpynna (n=20) Hopma
JIT', MME/ma 16,88 +7,40 * 3,43+2,87 * 18,66 10,44 ** 4,18+3,62 **
DCT', MME /M 64,90+24,85 * 4,02+2,77 * 54,83+17,15 ** 4,16+2,64 **
T, amMonb /1 8,24+1,79 6,12+3,60 9,64+2,05 11,2+7,70

*p<0,01; **p<0,01 mpu cpaBHEHUU C BO3PACTHOI HOPMOM.
Tabruua 3

ITokasaTenu pochopHO-KAIBIMEBOr0 00MEeHA U KOCTHOTO MeTaboau3ma
y HaGarogaemsbix 60abpHbIX ¢ CK

IToxasarenn 1-a rpymmna (n=15) | 2-a rpynna (n=20) Hopma
Ca, MMOJIB/JI 2,33+0,11 2,05+0,13* 2,32+0,23
Ca2+, MMOJIB/JI 1,18+0,04 1,09=+0,02* 1,29+0,09
P, MmMoub /a1 1,68+0,10 1,58+0,19 1,61+0,17
1P, ME/x 415,91+98,02 403,12+118,2 396,16+104,02
IITT, ur/mu 68,15+26,53 61,91+39,12 58,55+35,51
b-crosslaps, Hr/mu 1,7+0,11%* 1,91+0,04%* 1,5+0,05
*pgy_1, HOpMa<0,01; **p,-Hopma<0,01.

Tabauuya 4
MIIKT y na6xromaemsix MaabuukoB ¢ CK
MIIKT 1-a rpymmna (n=15) | 2-a rpynna (n=20) P

HopmanbHas 1(6,67%) 0(0%) <0,05
Ocreonenus 14 (93,33%) 16 (80%) >0,05
OcTeornopos 0(0%) 4 (20%) <0,01

MIOJIOBUHE CJIy4aeB), JUOO COOTBETCTBOBAJ KaJe€H-
mapaHOMY cpoky (40—45% ). YckopeHnus ouosoruye-
CKOTI'0 CO3PEeBaHUS OTMEUEHO He ObLIO.

IIpumeuaTenbHO, UTO Y BCEX IOHOIIEI, B OTJIU-
Yye OT IOJPOCTKOB, OTMEYaJiCsd €BHYXOUAHBINA TUII
resocaoxkenus (100 u 26,6% COOTBETCTBEHHO,
p<0,01).

CpenHue mokasaTen 00beMa TeCTUKYJI Y HaIu-
€HTOB COOTBETCTBOBAJIM MEHBIIIEMY BO3PACTY WJIHN
I-1II cragmm TOJOBOTO Pa3BUTUS W HE pasjamya-
Juchk B o6emx BO3pacTHBIX rpymnmax (4,27+1,35 u
3,72+0,63 cm3; p>0,05).

Konneurpanus 6asanbHbIXx yposHen JIT', ®CT,
T B ceiBOpOTKe KpoBu y nanueraToB ¢ CK mpexncras-
JeHa B Tabi. 2.

Kak Bugmo m3 Tabja. 2, cpegHue IIOKa3aTeJIu
FOHAJOTPOIHBIX TOPMOHOB IIPEBBIMIAIN BO3PACT-
HYI0O HOPMY, KaK y IIOAPOCTKOB, TaK U y IOHOIIIEI.
Kounenrpanusa T Mexay TeM COOTBETCTBOBAJIA BO3-
pacTy u CTaguu IIOJIOBOI'O PA3BUTHUSA y IAI[MEHTOB
obeux rpymnu. Cogep:kanue JII' Haxoamuaoch B IIps-
MO KOppenAnmu Kak ¢ noxkasareiaamu @CI' (r;=0,6
u r,=0,35 coorBercrBeHHo), Tak u T (r;=0,54 u
ry=0,3 COOTBETCTBEHHO).

IToxazarenu pochopHO-KATLIIIEBOr0 00MeHa 1
KOCTHOTO MeTaboJin3Ma y HabJIIoJaeMbIX IIallieHTOB
IpeJcTaBJeHbI B Ta0I. 3.

Kak BugHo m3 Tabi. 3, cpegHHe IIOKasaTe-
au P, III®, IITT maxomuiamch B AuAariasoHe HOP-
MaJIbHBIX 3HAUEHUN M HE OTJUYAJIUCHL B I'PyIIIax.
Kouneurpamunu Ca u Ca2* y oHOIIEH OBLIN LOCTO-
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BEePHO HU’Ke KaK HOPMAJbHBLIX 3HAUEHWIH, TaK U
CpefHNX YPOBHEH MaKpOsJeMeHTa y MMOAPOCTKOB.
VYpoBuu Db-crosslaps mpeBwIlIagym BO3PACTHYIO
HOPMY y OOJIBHBIX 00eMX T'PYIII, OJHAKO Y IOHOIIIEH
ObLIM JOCTOBEPHO BBIIIE, UeM y MHOAPOCTKOB, UTO
CBUIETEIbCTBYET, BEPOATHO, 0 00Jiee BHIPAIKEHHOMN
KOCTHOII pes3opOIuu Ipu IJIUTEIbHOM [aeduiiure
aHIPOTEeHOB.

Pesyabprarer usmepenus MIIKT y maGmaromae-
MBIX OOJILHBIX IIPECTaBJICHBI B TA0. 4.

Kaxk Bugno us tabda. 4, cumxenue MIIKT Toit
WJIN WHON CTENeHU TSMKECTH OTMEeUYasioch y BCex
MMaINeHTOB, 34 HCKJIYEHUEeM OJHOTO IIOAPOCTKA
C HOPMAJbHBIMH pPe3yJbTAaTaMU OCTEOIEHCUTO-
merpun. OcTeolleHUA BCTpedaiach C OAUHAKOBOM
YacTOTOI B 00enx Ipyiiax, B To Bpemsa kak OIl gua-
THOCTHUPOBAJIA TOJIbKO y IoHOIIel. Hamu ganHbie 0
cumxenuu MIIKT y 6onbubIX ¢ CK coraacyrores ¢
pesyJabTaTaMu IPYTrux mcciaemoBaHuii [2, 3]. Boiee
TSAMKeJIass HeJOCTaTOYHOCTb KOCTHOM TKAHU Y IOHO-
et (B cpaBHEHUU C ITOJAPOCTKAMM), ITPOSABIISAIONIA-
saca OII B KaxkIgoM 5-M ciaydae, TUIOKaJdblieMueil u
BBICOKHUM coZepKkanueM b-crosslaps, MOMKeT yKa3bI-
BATh HA CBA3b KOCTHOIO Ae(UIINTA C AHIPOTeHHBIM.

Brina BoigBieHa Koppeaanusa me:xay MIIKT
u ypoBHsMH b-crosslaps (oOpaTHasi, ymMepeHHasT;
r;=-0,56 u r,=—0,7 coorBeTrcTBEeHHO), 00IIET0 MU
nounmnsupoBanHoro Ca (upamas, cmabasa; r;=0,42,
r,=0,3 u r;=0,39, r,=0,37 cooTBeTCTBEHHO). TN
mamuble moATBepskmamT cBA3b MIIKT c mocraTou-
HBIM TIOTpebJieHueM ¥ yCBOeHUWeM Kauabliud [3, 9,
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Tabauua 5

IToxasaremu MIIKT y na6aromaembrx maabunkoB ¢ CK mo u mocie
6-MecsIYHOrO Kypca JieueHHus ImpernaparaMu cMmeceil 9()MpoB TeCTOCTEPOHA

T'pynns1 60JIbHBIX MBS P
IO Tepamuu Ha ()oHE Tepanuu
1-a (mogpocTku, n=8) 0,78+0,05 0,84+0,06 <0,05
2-s (roHOIIN, n=11) 0,64-0,09 0,83+0,10 <0,01

11] 1 omHOBPEMEHHO CBUETEJIbCTBYIOT O TOBOJBHO
BBICOKOU UYYBCTBUTEJbHOCTH b-crosslaps B oTHO-
IIeHNYW YCKOPEHHOII ocTeope3opOIinu, Mo KpaliHei
Mepe B HAHHOU Bo3pacTHOM rpymnme. Kpome Toro,
Kak oxupasoch, MIIKT maxommimack B HpPaMOit
cBasu kKak c¢ pocrom (r;=0,56 u r,=0,68) u KB
(r;=0,43 u ry=0,39) manuenrtos, Tak u UMT y mog-
poctkoB (r;=0,38). Koppenanuu mexny MIIKT u
VYPOBHAMHU I'OHAJOTPOITHBIX TOPMOHOB 1 T BBIABJIEHO
He ObLI10. PsAn aBTOPOB TakKe YCTAHOBUJ OTCYT-
crBue cBasu MIIKT u T [4, 6, 12].

PesyabraTel usmenenua MIIKT y mabaoma-
embIix ManbumkoB ¢ CK Ha (oHe 3aMecTHUTEIBHOMN
Tepalmnuu IIOJIOBBIMH CTepOMAaMM IIPpeACTaBJICEHBI B
TabJ. 5.

Kax Bugmo us tabua. 5, MIIKT mocToBepHO yBe-
JIMYMUIacCh B KOHIlE 6-MeCAYHOro Kypca Tepamuu
IIOJIOBBIMY CTEPOUIAMU KaK y IIOJPOCTKOB, TaK U

oHOIIel. Pe3ybTaThl JiIeueHUsI MOTYT CBUAETEJIb-
CTBOBATHL O BJIUAHUN AHAPOTEeHOB HA ILJIOTHOCTH
KOCTHOU TKAHU U UX KJINHUUYECKU 3HAUMMOM Jedu-
nute upu CK, HecMOTpsA Ha HOpMaJbHOE COJepKa-
Hue T B CHIBOPOTKE KPOBU IIAIIEHTOB.

BriBoasl

1. CK y mogpocTkoB u roHotreir B 97,2% ciuy-
yaeB counpoBokgaerca cHm:kenueM MIIKT Toit uan
WHOU CTEIleH!U TIXKEeCTH.

2. lna rouotest ¢ CK xapakTepHBI 6oJiee TsKe-
JIble, YeM JJIsI IIOAPOCTKOB, HAPYIIEHUS IIJIOTHOCTHU
u MeTabosim3Ma KocTHOU TKaHu B Buae OII, rumo-
KaJbIIIeMUH 1 IIOBBIIIIECHUA 6I/IOXI/IMI/IquICI/IX Map-
KEPOB KOCTHOM Pe30opoIium.

3. HasnaueHne 3aMeCTUTENbHON Tepalnu mIpe-
mapaTamMmu TOJIOBBIX cTepouzioB MaidbumkaMm ¢ CK
cmocobcTByeT noBbimienno MITKT.
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