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THIIOTOHATU3M Y MYKUNH

B ocHoBe runoroHaausma NexuT cHuxkeHue cekpeuuu MHPT, KoTopoe NPUBOAUT K HapyLIEHUIO
ceKpeuuu roHapgoTponuHos. HepocratouHas npoaykuus JIF u ®Cr o6ycnonmeaer oTcyTCTBUE
CUHTe3a TeCTOCTEPOHA U cnepMarToreHesa. BTopuUyHbIi rUNOroHagn3mM MOXKeT GbITb CNOPaAUYECKUM
M HacNefCTBEHHbIM, XapaKTepu3yeTcs HU3KUM YPOBHEM FOHAJOTPONHbIX TOPMOHOB U 06YC/I0BNEH
6onesHaMU runoTanamyca unu runogusa. JleueHme Ana naymeHTa NoaGUpPalOT B 3aBMCMMOCTH
oT (hOpMbI U TAXKECTH 3a60NeBaHUSA.

Knioueswle cr06a: uno2onaduam, mecmocmepon,
cnepmamozenes, acnepmils, 20Ha0omponiHsl, 2uno-
MANAMYC, AHOPO2EeHDL

1944 1. O6bIIN BIEPBBIE ONUCAHBI WIOTATHYE-

CKUW TUNOTOHA/IOTPONHbBINA TUIOTOHAANU3M U

cuHapoM KajiMaHHA — TECHO CBA32HHBIE
MEAY COOOH 320071€BAHUSA, B OCHOBE KOTOPBIX JICKUT
CHIKEHUE  CEKPEIMU  TOHAJO0TPONUH-PUIU3UHT-
ropmona (THPT), koropoe HNpUBOAMT K HAPYIIEHUIO
CEKPEIUK TOHA/I0TPOINHOB. HeocTaTouHas IpojyK-
nua JII' u OCI' 06yC/IoBIUBAET OTCYTCTBUE CUHTE3A
TECTOCTEPOHA U CTIEPMATOTCHE3A.

IIpn ocMOTpe GOMBHBIX OTCYTCTBYIOT TPU3HAKH
I0JIOBOTO PA3BUTHSA, MHOIVIA BO3MOKHO HE34BEPLICH-
HOE TOJMOBOE CO3peBaHKe. OTMEYAETC MAIEHBKHIT
00bEM UUEK — TIPUMEPHO 3 MJT (B HOPME Y B3POCTIBIX
MYKYMH — 12 MJI), HEJOPA3BUTHUE TIONOBOTO Y/IEHA 1
NPEACTATENBHON Kene3bl. YacTo MMEET MECTO OffHO-
WU JIBYCTOPOHHUI KPUITOPXU3M WM OPXUIOTIEKCHS
B aHaMHe3¢. [IPaKTHYECKN OTCYTCTBYET OBOJIOCEHHUE Ha
JIOOKe, B TOJIMBIMIEYHON OOJACTH U HA Tejle, 4 TaKKe
HeT pocTa 60poyibl Ha Jutie. TeoCIoKeHne EBHYXOU/-
HOE, TIO/IKOKHAS KUPOBAS KICTYATKA PACIPE/ICICHA 11O
JKCHCKOMY THIY. [MHEKOMACTHS DA3BUBACTCS PE/KO.
M3-3a acnepmun 1im azoocnepmun 60sbHbIe ¢ UIT 1
cuHzipoMoM KanManHa 6€3 J1e4eHus OCTaorcs Gec-
IJIOAHBIMU. [ITUTENBHO CYIIECTBYIONMI THIOTOHA-
JU3M HPUBOJUT K PA3BUTUIO OCTEONOPO32. BasKHBIM
HpI/ISHH,KOM CI/IH/I[pOMa Kanmanna sgBingercs AHOCMUA,
OOYCIOBJICHHAA AIUIA3UEH WM TUIOIVIA3UEH OOOHA-
TEJIbHBIX JIYKOBUIL. DOJIbHBIC HE UYBCTBYIOT 34I1aXOB
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APOMATUYECKUX BELIECTB, OAHAKO PEAKLMA HA PA3APA-
JKUTEIN CIU3UCTON COXPAHACTCA. Taxke BO3MOKHBI
pasmmuHble NOpoku passutus (Waldstreicher et al,
1996). V 7—10% GOIBHBIX OTMEYACTCS HAPYIIEHHE
CJTyX4, 3259bs TYOA WM TOTUIECKOE HEOO, CHHKIHE3US
KOHEUYHOCTEH WIKM OHOCTOPOHHSAA AIUIA3Us HOUEK.

B cBasu ¢ TeMm, yro cunzpom Kanmanna Asigerca
TEHETUYECKU OOYCJIOBNIEHHBIM 3a00JIEBAHUEM, B IIED-
BYIO O4€PE/ib HEOOXOAUMO BLACHUTD CEMEHHBIN aHAM-
HE3 U YTOYHUTb HAIMYUE POJCTBEHHUKOB, CTPAAIO-
IIMX THIIOTOHA/IU3MOM, GECIUIOIUEM WM AHOCMUEIL.

Hcenenytores 6asansueie yposuu JII, OCI' u nono-
BBbIX TOPMOHOB (3CTPaIUOIId, IPOreCTEPOHA, TECTOCTE-
POH4), CTEPOUJIOB B KPOBH, A TAKKE COAEPKAHUE IIPO-
naxruna, TTT, AKTT, UOP-1, coMaTOTpONUHA, TAPEOU/L-
HbIX TOPMOHOB, KOPTU30JI4, YTO [O3BOJAET YCTAHOBUTD
COCTOSIHUE JAPYIUX TUIOTANTAMO-TUIO(DU3APHBIX OCEH.
B mummunbIX crydasx cunapoma yposuu JIL OCT u
TOJOBBIX CTEPOUJIOB PE3KO CHIAKEHBL [OHA0TPOIMHBI
He pearupylor Ha BBeAeHue [HPL [lnd nckmodeHus
IIEPBUYHON 11ATOJIOIMHU I'MIO(PU3A IIPOBOAAT UMIIY/IbC-
Hoe BBeficHue (Kaxaple 90—120 MUHYT € IIOMOUIBIO
IIOPTATUBHOI'O HACOCA B TeyeHue 7 cyToK) THPT, mocie
4ero HAOMIONAETCA OTYETINBAL  (PH3UOIOTUYECKAS
pEaKLKA TOHAZOTPOIMHOB HA OQHOPA30BOE BBEACHUE
THPT. Tlocneanuit (GakT yKA3bIBAET HA JIOKAIM3ALIMIO
IATOJIOTMYECKOTO TIPOLECCa B TUIOTAIAMyce. ECmy e
OCJIE IPEABAPUTENBLHOIO BBeAeHN THPT ronagorpo-
IIUHBl COXPAHAIOT PE3UCTEHTHOCTD K OHOMOMEHTHO-
My BBeZieHnIO [HPL TO CrIefyeT CUnTarTh, 9YT0 UMEETCA
HEPBUYHAS NATONOIUA TUIIO(U3A. Y HEKOTOPBIX 00JIb-
HBIX C CHUHAPOMOM KalMaHHA 6a3aIbHBIN YPOBEHb
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OCT onpepenaeTca Ha HIKHEH I'DAHULEC HOPMbI, 4
copepxanue JII' orueruBo CHIKEHO. [Ipy oCTaHOBKE
JUATHO3a CHMHAPOMA KalMaHHA BAKHOE 3HAYCHHUE
UMEET ONPEAENIEHNE COCTOAHUA OOOHAHUA. 19 3TOTO
OOJIBHOMY TIPEIATAIOT 3AKPHITH [71A32 ¥ Y3HATD T1aXy-
Yee BEWIECTBO WIH IIPOBOJAT TECTUPOBAHUE C UCIIO/Ib-
30BAHMEM CTAHJAPTHBIX HAOOPOB IIAXYYMX BEMIECTB.
Kak 6bU10 yKa3aHO BBIIIE, TAKUE OOJBHBIE XOPOILIO Pa3-
JIMYAIOT PA3APAKUTENN CIM3UCTON U BKYCOBBIE CTUMY-
1Bl OBA3aTENBHBIM TIPH OOC/IEIOBAHUN TAKUX OOJIb-
HBIX ABJIAETCS YCTAHOBJICHUE Pa3MEPOB AnYKa U MPT
TUIIOTAIaMO-TUIOpu3apHon obnactu. [Ipu Y31 opra-
HOB MAJIOTO TA34 BBIAB/IAIOTCA YMEHBILEHHBIE B PA3ME-
pax BHYIPEHHHUE IIOJIOBbIE
OpI'aHbL

Cpasy mocne yCTaHose-
Hug quarHosa UIT wid cuH-
Apoma Kanmanna 601bHOMY
IPOBOJAT 3AMECTUTEIIBHYIO
TOPMOHAJIBHYIO  TEPAIIHIO
TPENAPATAMHU TECTOCTEPOHA.
Jleyenue TpOBOIAT B TEYe-
HHE HECKONBKUX MECALEB,
YTO NPUBOAUT K YIYYIMIEHUIO OOMIETO CAMOYYBCTBUA 1
AKTUBHOCTH GOJILHOTO, TIOBBIIIAET MONOBOE BICUEHUE U
BBI3BIBACT BUPIM3ALUIO. II0C/IE HACTYIUICHYA BUPUIU-
3211y OOJIBHOTO HEOOXOAMMO NPOBECTH CTUMYJLILIUIO
CIEPMATOTEHESA, TIOKA HE HAUHYT BBIIENATHCA 3PETIbIE
crepMaTo3onpl. g 31oro ucnonssyior THPI wm
T'OHAJOTPOIMHEL B KauecTse aIBTEPHATUBBL MOXHO
NPUMEHATh  XOPUOHMUYECKUU roHagorpornut (XI).
Jleuenue npoAIOIIKAIOT JI0 TEX 10, MOKA B SAKY/IATE HE
HOABATCA 3PEJBIE CIEPMATO30UIBI WA HE HACTYIUT
OEPEMEHHOCTD. [aiee MOKHO NIEPEHTH Ha 3aMECTHTEND-
HYIO TEPAINIO TECTOCTEPOHOM, KOTOPAs JOJIKHA POBO-
JUTBCA MOKU3HEHHO JUIA COXPAHEHHMA BTOPHYHBIX
TOJIOBBIX IPU3HAKOB U aHJPOTEH3ABUCUMBIX (DYHKIIHIA,
a TaKKe Y14 NPOQUIAKTUKA OCTEONOPO3d U JIPYIuX
OCJIOKHEHHI HEJOCTATOYHOCTH TECTOCTEPOHA.

BTOpUYHBII IMIOTOHA/IU3M MOKET OBITh CIIOPA/IH-
YECKUM U HACJIEICTBEHHBIM, XAPAKTEPU3YETC HU3KUM
VPOBHEM T'OHAJIOTPOIHBIX TOPMOHOB U OOYCJIOBIEH
OonesHAMy TunoTanamyca win runodusa (Dunaif A,
1995). I1pu inarHoCTHKe 3a00J€BAHUSA CIIEAYET UMETh
B BUY, YTO CHIDKCHHE YPOBHA I'OHAZOTPOIMHOB B

B Cpa3y nocnie ycmaxosneHus
duazro3sa UIT unu cundpoma KanmaxHa
6on1bHOMY NpoB0GAM 3aMecmumenbHyto

20PMOHA/IBHYI0 mepanuto
npenapamamu mecmocmepoHa.

41

HOPME MOXET HAOMIOAATLCA B MPENyOEPTATHOM
neproe. IMarto3 MOKHO MOCTABUTL PETPOCIICKTHB-
HO, MCKIIOYMB 32060/I€BAHNA, IPUBOJANIME K BTOPUY-
HOMY THIIOTOHA/IU3MY.

JlebuuT HECKOMBKUX TOPMOHOB I'MNO(H3a, NPU-
BOJAIIMI K BTOPMYHOMY T'MIIOTOHAJU3MY, OOBIYHO
OOYC/IOBJIEH TIATONOTUEN TUNoOTanamyca. OH MOXKET
OBITb HACTEACTBEHHBIM 1 CIOPAUYECKUM.

K BTOPMYHOMY I'MIIOrOHAZAM3MY IPUBOJAT HEKOTO-
pble OIYXONK TUNOTANIAMYCA WK TUIopu3a. V jerert
Y4ACTO BCTPEYAIOTCA KPAHUO(MAPUHIUOMEL, KOTOPHIE
OOBIMHO JIOKATU3YIOTCA CYNPAce/apHO. OHU MOTYT
JUIATENBHOE BPEMA OCTABATBCA GECCHMITOMHBIMA U/
WY TPOSIBIATBCS TOJIOB-
HOM 6OJIbIO, HAPYIIEHH-
€M 3DEeHUA, 3dIEPKKON
pocTa WM MOJOBOIO
Pa3BUTHA, HECAXAPHBIM
auaberom. Ilpu ograns-
MOJIOTHYECKOM HCCIIE0-
BAHWH BBIABIAETCA HAPY-
IIEHUE TI0JIeH  3PEHN,
OTEK JUCKOB M aTPO(HA
3PUTENBHBIX HEPBOB. [UIOTATAMYC TIDH 3TOM MOKET
OBITb IOJTHOCTBIO WM YACTUYHO PA3PYIIEH KDAHHO(a-
PUHTHOMOM, TY6EPKY/IE30M WU CAPKOUZ030M. JIlAHHbIE
3260/1€BAHNA TAKKE MOTYT BBI3BATH MECTHBIE HEBPOJIO-
TMYECKUE CHMIITOMEL

Onyxomu TUHoTATaMyca U TUIO(MH3A PA3PYIIAIOT
UX TKAHb ¥ HAPYIIAIOT CEKPELMIO HE TONBKO I'OHAJI0-
TPOIHBIX, HO U IPYTHX TOPMOHOB 3TOM 06/IACTH, T103-
TOMY Y OOJIbHBIX C OOBEMHBIMY OOPA30BAHUAMH [UIIO-
TAIAMYCA U TUNO(pHU3A PA3BUBACTCA BIOPUYHBIA [UIIO-
roHausM. Jledenue onyxosnert (Oneparys Win JydeBas
TEpAmuA) MOKET CaMO MO CeOe HAPYIIATh CEKPELMIO
TOPMOHOB TUINOTAIAMYCA WM TUIO(DH3A.

[MIeproHajOTPONHbIA THIIOTOHAIU3M PA3BUBAET-
€A TIPY HEJOCTATOYHON CEKPELMU WM GUOJIOrHYe-
CKOM JIEVICTBUM TECTOCTEPOHA U CBA3AH C TIOPKEHUEM
ANYEK.

KiHndeckas KapTuHa IPY 3TOM CUHAPOME 3aBH-
CHT OT BO3PACT4, B KOTOPOM PA3BHUJICA TMIIOTOHA/IU3M.
Hepocratoynas NpoOAyKIuMs aHJPOIeHOB HA 2-M U 3-M
MeCAL[aX BHYTPHYTPOOHOTO PA3BUTHA NIPOABIAETCA
MHTEPCEKCYATbHBIM CTPOEHUEM HAPYKHBIX IOJOBBIX
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OpraHOB WM MYXCKUM IICEBOTEPMA(PPOAUTUZMOM.
[Ipeny6epTaTHblil Ae(DUIUT AaHAPOIEHOB MPUBOAUT K
HCIIOCTQTO‘{HOMY paBBI/ITI/IIO BTOpI/I‘{HbIX TIOJIOBBIX
NPU3HAKOB ¥ E€BHYXOUJHOMY TENOCIOKEHHIO. [1omo-
BOI1 WIEH HE YBENTMYUBAETCS, IMUKK OCTAIOTCS MAJIEHb-
KUMH, IVIOTHOY KOHCUCTEHIUH, KOXa MOIIOHKH €260
IUIMEHTUPOBaHA. [0710C Y GOJMBHBIX OCTAETCS BBICO-
KUM. B CBA3M C HEIOCTATOUHON CTUMYIALMEN POCTA
BOJIOC AH/J]POTEHAMU OTMEYAETCA POCT PEAKUX BOJIOC B
HOMBIIIEYHBIX BIAJNHAX, Ha JIOOKE, IPYAH, XKUBOTE,
CIIMHE, Jimue. Y OOJIBHBIX MMEETCS C1a00€ Pa3BUTUE
MBIIIEYHO! MACCBI, YTO NPUBOAUT K CHIKEHHUIO (DU3H-
YECKOH CHJIBL M BBIHOCJMBOCTH. DIU(U3APHBIE 30HbBI
pOCTa 3aKPBIBAIOTCA MO3HO, TO3TOMY KOHEYHOCTU
TIPOJIOJEKAIOT PACTH TOJ, BIMAHUEM COMATOMEJUHOB 1
JPYTHX POCTOBBIX (DAKTOPOB M ONEPEKAIOT POCT TYJIO-
BUI[A. OTHOCUTENBLHO 60J€€E GBICTPLIA POCT KOHEUHO-
CTEl MPUBOJUT K NPEBATUPOBAHUIO OOMIEH JIMHBL
PA3BECHHBIX B CTOPOHY PYK HAJl POCTOM 60JIEE UEM Ha
5 cM. Ilpy passuTun AeuiiTa TECTOCTEPOHA TIOCTIE
MyOGEPTATHOTO MEPHOAA Y OOJNBHBIX OTMEYAETC CHU-
JKEHUE JIMOU/IO, IPEKTWIbHAL JUCHYHKIMA U 06mad
€1260CTh. IIpn yMEPEHHOM WM HEZJABHO PA3BUBLIEM-
€A Ae(DUINTE TECTOCTEPOHA POCT BOJIOC HE YMEHbIIIA-
€TCA, TK. OBOJOCEHHUE MOIECPKUBACTCA TIPH OTHOCH-
TEJIBbHO HU3KOU KOHIIEHTPAIIUN aH/IPOTECHOB.

Jna paddepeHnanbHON JMArHOCTUKY IIEPBUYHO-
IO U BTOPUYHOTO TUIOTOHAJU3MA UCCIEAYIOT YPOBEHD
JIT, OCT, tecrocrepoHa B KpOBU. IIpy IIOBBIIEHHOM
yposHe JII' 1 ®CI, 06yCNOBIEHHOM NEPBUYHBIM I0Pa-
JKEHMEM TECTUKYII, IPOBOJUTCS UCCIIEAOBAHUE XPOMO-
COM, YTO TI03BOJIAET IM(PPEePEHIINPOBATD TCHETUYECKN
OOYCIIOBJIEHHBIE OT MPUOOPETEHHBIX OONE3HEN TOHAT,
Y GOJBHBIX € U30JIUPOBAHHBIM TIOPAKEHUEM CEMABBI-
HOCAIIMX KaHAIBIEB HAa (DOHE TSLKEIOHN OJUIOCIep-
mun yposeHb PCI' B KPOBU HOPMAJIEH WU TTOBBIIIEH, 4
tectocrepoH u JII' B HopMe. [lpu a3oocnepMunt HEOO-
XOIMMO UCKITIOYUTD 3aKYTIOPKY CEMEHHOIO KAHATHKA,
KOTOpas YCTPAHACTCA OMEPATHBHBIM IIyTeM. Ecim B
CEMEHHON JKMJIKOCTH HE OOHAPYXKUBACTCH (PPYKTO34,
TO MOKHO HPEAIONOKHUTD 3AKYIOPKY My3BIPbKOB WU
UX OTCYTCTBHE.

,HJIH JIEYECHUS THUIIOIOHA/IM3MaA HpI/IMeHH}OT 3ame-
CTUTENBHYI0 TOPMOHAMIBHYIO TEPAIUIO TIPENAPATAMH
TECTOCTEPOHA.
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KpurepueMm 3(p(EKTUBHOCTH 3aMECTUTENBHON
TEPANMY ABAETCA JUHAMUKA CUMIITOMOB I'MIIOI'OHA-
Ausma. cereioBaHue TeCTOCTEPOHA Ha (DOHE JIeUeHNs
LEJIECOOOPA3HO TIPOBOAUTD JIUIIb Y TEX OOJBHBIX, Y
KOTOpBIX Ha (DOHE JIEYEHUA COXPAHAETCH KIMHUKA
TUIIOTOHA/IU3MA.

Jleyenue aHAPOrEHAMU IIPOTUBOIIOKA3aHO OOJb-
HBIM C PAKOM IIPOCTATBL AHJIDOTEHBI BBI3BIBAIOT
32IEPAKKY KUIKOCTH, CIIOCOOCTBYIOT MOBBIIEHHIO
APTEPUAIBHOIO [JABJICHUA U PA3BUTUIO CEPACYHON
HEZJOCTATOYHOCTH Y HPEAPACHOIOKEHHBIX K 3TUM
32601€BAHMAM JIHL, TOJABIAIOT CIIEPMATOTEHES U
UHTUOUPYIOT CEKPELMIO TOHAJIOTPONNHOB. B Havane
JICYCHUS. MOXCT PA3BUTHCA 'MHEKOMACTHSA, MCYE3AI0-
1145t IPK IIPOJIOJDKEHMH JiedeHHs. [Ipy epeio3upoBKe
IPENapaTa MOTYT BO3HHUKATb IPUANIU3M, drPECCUBHOE
IOBE/ICHHUE, AKHE, MCYE3AI0LINE IIPU YMEHBIIEHNY JO3bI
IIperapara.

[locne HaCTyIUIEHHA JOCTATOYHON BUPHWIM3ALIUN
HEOOXOMMO NEPENTHU K CTUMYJIALIUN CIEPMATOTEHE3A
Y MY)KYUH, KOTOPBIE JKEIAI0T UMETh AeTeid. [l 31oro
IIPY YMEPEHHO BBIPLKECHHON HEJOCTATOUHOCTU IOHA-
JOTPOIMHOB JJOCTATOYHO JieueHusa oguuM uXI, Korto-
PBIF BBOAUTCA MAPEHTEPAILHO 2—3 pasa B HELEIO B
cpeanent pose 500 EJI (makcumanbHO 710 2 ThIC. ENT) B
TedeHue 12—18 mecaues. Ha ¢one Takoro JjieueHus
yepe3 2—3 MeCL[d HOPMATU3YETCS YPOBEHD TECTOCTE-
POHA, U TIOCIIE ITOTO B TCICHHE O MCCSIICB YBCIMIMBA-
€TCs 00bEM TECTUKYIL [TOMHBIA UK CIEPMATOTEHE3a
COCTABJIAET 75 JHEM, 4 TPAHCIOPT CHEPMbI 3aHUMACT
eme 15 fiHert, MOITOMY IPU3HAKN CTUMY/IALAK CTIEp-
MATOI'€HE3a B CEMEHH TIOABJIAIOTCA HE PAHEE YeM 4epes
90 aHell mocie Havaaad Tepanuu. BOMbHOM JO/DKEH
CHABATH CHIEPMy HA AHAIU3 KLKIBIA MECAL IOCIE
YCTOIYMBOIO HOPMAJIBHOIO YPOBHS TECTOCTEPOHA U
3CTpajuona B KpoBu. [Ipu 6omee TAOKENON TOHATO-
TPONHOM HEIOCTATOYHOCTH, BBI3BABIICH OCCILIOAME,
XI' KOMOUHUPYIOT C MEHOMAY3AbHBIM T'OHAJ0TPOIH-
HOM (MEHOTPONMHOM). IIOKa3aHMEM K HA3HAYCHHMIO
MEHOIIAY3aIbHOI'O TOHAJOTPOIMHA ABJIAETCA COXPA-
HSIOMASICS. B TCYCHUCE O MECSIICB, HECMOTPSI HA JIede-
nye XI, a300CrepMus U JAIBHEAMUI POCT TECTUKYIL
Jl032 MEHONAY32ILHOIO T'OH4/JOTPOINHA COCTABILAET
37,5—75 E[l u BBOAUTCA B/M 3 pa3a B HEJEMO OffHO-
BpeMeHHO ¢ XTI
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be3 nedenns 60IbHBIE OCTAIOTCA OECIIOAHBIMIL, Y
OOJIBIIMHCTBA OOJIBHBIX B IIAHE BOCCTAHOB/EHNUA (Dep-
TWIBHOCTH JICUeHUE 3(PHEKTUBHO.

Cunppom Ilpamepa — JlaOxapra — Buwuim.
GeHOoTUIIMYECKUE TPOSBICHUA IPU 3TOM CHHAPOME
CBSA3AHBI C IOTEPEN WK (DYHKIIMOHATBHBIMY HAPYILIE-
HUAMU HE OJHOIO I'€H4, 4 LEJIOI0 UX KIACTEpa Ha
yuactke 15 (q 11—13), KOTOpBIY TOKATU3YETCA B IIPOK-
CUMAJIBHOM OOJIACTH JJTUHHOTO T1IEYd XPOMOCOMBI 15,
Berpedaiorcs U ipyrue€  XpOMOCOMHBIE  aHOMAJIUH.
Yacrora CuHApOMa COC-
Tas/aer 1:10 TeIC. yeno-
BEK.

YV HOBOPOKIECHHBIX
U MAJICHBKUX [JETEN
¢ CIUIB ormevaercs
ICHEPAIM30BAHHAA U
BBIPAKECHHAA TUIOTO-
HMS MBI, B mnajen-
YECTBE TAKUE JICTU XY/IblE, K MOMEHTY XO/IbObI IPHOAB-
JIIOT B BECE. B HEKOTOPBIX C/y4aaX OKUPEHUE JOCTU-
raeT 3HAYUTENbHON cTeneHu. [Toutn y 10% GOMbHBIX C
OXUPEHUEM PA3BUBACTCS CAXAPHBIN i1a6eT. PocT Myx-
4uH ¢ cuHzpoMoM IIpagepa — Jlabxapra — Buum B
CpEHEM COCTAaBIAET 155 CM, KOHEYHOCTH KAKYTCA
MAJIEHbKUMH, KUCTH PyK OOBIYHO Y3KHE. Y KAKLOTO
TPEThEro GONIBHOIO OTMEYAETCS THIIOMUIMEHTAA. Y
OOMBIIMHCTBA OOJMBbHBIX HAOMOAACTCS YMCTBEHHASL
OTCTANIOCTD. Y TIOABISIONETO OOMBIIMHCTBA OOJIBHBIX
MyKckoro nona ¢ CIUIB reHuTaany TUNomiasupoBa-
Hbl. HecMOTps HA MaJible pa3MepBI NOJIOBOTO WIECHA U
AMYEK U HEJOCTATOYHYIO BUPMIM3AIINIO, OBOJIOCEHUE
HA JTOOKE MOXKET OBITh HOPMAJIbHBIM.

Yposuu JIT, OCI' 1 TECTOCTEPOHA B KPOBU CHILKE-
Hbl. [MIIOIOHAM3M IPU 3TOM CUH/JPOME B OCHOBHOM
MMEET TUIOTATAMUYECKOE IPOMCXOKEHHUE, UTO JIOKA-
3bIBACTCA BBEJCHUEM B TEYECHUE HECKOJIbKUX JHEN
[HPI, KOTOpBIA BBI3BIBAECT JOCTATOYHYIO DPEAKIIUIO
I'OHA/IOTPOIUHOB. Peakiys TeCTOCTEPOHA HA BBE/ICHUE
XTI' CHUKEHA, BO3MOKHO HAPYIIEHUE (PYHKIIMU KIETOK
Jletipura. [Ipy GUOIICHH IMYEK OOHAPYKUBAETCS ATPO-
(prst CEMEHHBIX KaHAIBIIEB. Y BCEX OOJBHBIX C CUHPO-
mom [Ipagepa — Jlabxapra — Buwumi npegnonaraercs
Hamure 6ecroys. KIMAmIecKuii IMarHo3 BO BCEX
CIy4aAX HEOOXOUMO TOATBEPAUTD aHamu30oM JHK.

B /lpu duazHocmuke 3a60n1e8aHus
cnedyem umems 8 8UGY, YMO CHUXKeHUe
YPOBHA 20HAGOMPONUHOB 8 HOPMe
Mo)Kem Ha61100ambCA
8 npenybepmamHom nepuode.
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[Tatorenernyeckont teparmu CIUIB mer. it Kom-
HEHCALMY TMIOTOHAIU3MA MOKHO HA3HAUUTDL TECTO-
CTEPOH. B pafie CIy4aeB pOCT GONBHBIX YAABATIOCh YBE-
JIMYUTH € TOMOIBIO TopMoHa pocta (Hauffa, 1997).

BpoxkaeHHasa aHOpXHA BCTpedaercd y 1 u3
20 TpIC. JIALL MYKCKOIO II0JIA, OJHOCTOPOHHAAL BPOXK-
JEHHAs QaHOpXUA — B 4 pa3a vauie.

[IpuunHON OHO- WIM JIBYCTOPOHHEN AHOPXUM
ABJAIOTCA COCYAUCTBIE U T€HETUYECKUE HAPYILICHI,
BHYTPUMATOYHBIC HH(MEKINY, TPABMBL U TEPATO-
I'eHHBIE (DAKTOPBL, HO HAKO0-
JIe€ BEPOATHON — BHYTPUMA-
TOYHBI IEPEKPYT AUYEK.
Ha 8-it Henene 6epemMeHHo-
CTU SINYKY, PA3BUBAIOLIMECST
0T Heau(epeHInpoBaH-
HBIX TOHAJI, HAYUHAIOT CEKpe-
TUPOBATh  AHTUMIOJICPOB
ropmoH (AMI) u b nosp-
Hee — TEeCTOCTEPOH. ECIM TKAHb ANYEK MCYE3AET 10
HAY4/IAd NPOAYKLUU TECTOCTEPOHA, TO MIOJUIEPOBLI
IIPOTOKU PETPECCUPYIOT, HO HE MPOMCXOAUT AHIPO-
TeH3aBUCUMON AU(PPEPEHIIMPOBKU BOJIb(OBBIX IPO-
TOKOB M MACKY/IMHU3ALIMU YPOTEHUTAIBHOTO CHHYCA U
HAPYKHBIX ICHUTAINN. EC/IM JKe ANYKU MCYE3AI0T YKE
10C/IE TIPOAYLIMPOBAHKA TECTOCTEPOHA, AHIPOIeH3a-
BUCHUMBIC OpFaHbI-MI/IH_IeHI/I MOYEIIO0JI0BOI'O TpaKTﬂ.
NPUOOPETAIOT MYKCKOH (DEHOTHIL.

[IceBporepMappoAUTU3M C KEHCKUM (DEHOTUTIOM
HAPYAKHBIX TCHUTAIMN (POPMUPYETCA IIPU JBYCTO-
POHHEI BPOX/ICHHOM AHOPXMH, €C/IM ANYKU TIPOJIY-
nuposanu AMI, HO HE TECTOCTEPOH. B Takux ciyuyasx
HE YZIaeTCA OOHAPYKUTb HU TOHAJL, HU TIPOU3BOJIHBIX
MIOJUIEPOBBIX NPOTOKOB. Cozpepkanue JII' u OCI' B
KPOBHU IOBBIIICHO YK€ B ICTCTBE U B MOCTIyGEPTAT-
HOM TIEPHOJE JIOCTUTAET YPOBHSA, XAPAKTEPHOTO [
KACTPUPOBAHHBIX MYKYUH. YPOBEHb TECTOCTEPOHA
KpariHe HU30K. IIpu BPOXIECHHON JBYCTOPOHHEN
AHOPXUU [IPUCYTCTBUE TKAHU UYCK HE YAETC OOHA-
PYAKHUTb HY MOP(ONTOTMYECKH, HU ITyTEM T'OPMOHAb-
HBIX UCCIEL0BaHMi. [Ipy IIOAO3PEHUHU HA OZHOCTO-
POHHIOIO aHOPXUIO IIPOBOAAT Y3U, KOMIIBIOTEPHYIO
WIN MArHUTHO-PE30HAHCHYIO TOMOIpa(uIo.

[IpK yKa3aHHOM CHH/IPOME HEOOXOMMO MPOU3BE-
crd U PePEHIUAIBHBIN JUATHO3 € KPUITOPXU3MOM.
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CHayama Onpe/e/AioT YPOBEHb TECTOCTEPOHA, KOTO-
PBIiT IPY KPUIITOPXM3ME IOBBILICH, @ TAKKE UCCICHY-
10T ypoBeHb AMI, KOTOPBIN IIPY AHOPXUU OTCYTCTBYET.
[Ipu nogo3peHny Ha OAHOCTOPOHHIOI AHOPXMIO IIPO-
BOAAT Y3M, KOMIIBIOTEPHYIO W/ MAIHUTHO-DPE30-
HAHCHYIO TOMOI'PA(pUIO.

OJHOCTOPOHHAA AHOPXUA He TPeOyeT nedeHnd. Y
(DEHOTUNMYECKUX MAIBYUKOB BO BPEMA OXKMIAEMOTO
TI0JIOBOTO PA3BUTHUA CJIC/YET HAYATh 3AMECTUTEILHYIO
TEPAMUIO TECTOCTEPOHOM, 4 Y OOJBHBIX C KEHCKUM
(heHOTUIIOM — 3CTpOreHamu. [Ipy CMEIaHHoM CTpoe-
HUM HAPYKHBIX T€HMTATMI HEOOXOJMMA IUIACTHYE-
CKag oneparys. B KOCMETHYECKUX 1E/IAX B MOIIOHKY B
HEKOTOPBIX C/1y4adx MOMEIIAIOT IPOTE3bl AnYeK. [1pu
JBYCTODOHHEI1 AaHOPXUM JieueHUe OeCruiofus Oe3y-
CIIENIHO.

B /locne HacmynneHus 00CMamoyHou
supunu3zayuu Heobxodumo nepelimu
K cmumynayuu cnepmamozeHesa
Y MY)XYUH, KOmopble yxenarm
umems demell.

Aruta3us K1erok Jlemgura — 1pu JaHHOM CUH-
JPOME CHIDKACTCA UYBCTBUTEIBHOCTb K OGUONOTHYE-
CKoMy JercTuio JII, KOTopas NpoABIAETCA BHYTPH-
YIPOGHO HA PAHHHX CPOKAX GEpPeMEHHOCTH (10 16
HE/IENMb) U TIPUBOJUT K HEJOCTATOYHOH CEKpEIUU
TECTOCTEPOHA. DTO TPOABIAETCA MHTEPCEKCYATbHBIM
CTPOEHUEM TEHUTANMI B BHJE MYKCKOTO ICEBJIO-
repMappoANTU3MA. Y HOBOPOKIEHHBIX OTMEYAIOTCA
PA3NMUYHOIO POJIA HAPYMIEHUA CTPOEHUS HAPYKHBIX
TIOJIOBBIX OPIAHOB: PACIICIUICHUE MOIIOHKH, YPOICHU-
TAJIbHBII CHHYC, KIMTOPAIbHBIN (DaLIOC, CIENoe BIa-
ranme. ECTy Hapy:KHble TEHUTATUN UMEIOT HOPMAIb-
HBII JKEHCKUI (DEHOTHIL, TO OOJE3HD JUATHOCTUPYETCA
B IyOEPTATHOM IIEPUOJIE 1O CICAYIONUM IIPU3HAKAM:
OTCYTCTBUE MEHCTPYAIIMH, MOJIOUHBIX XKEJIE3, HEJOCTA-
TOYHBII POCT BOJIOC B HOAMBIMEYHBIX OOMACTAX U HA
JIOOKE.

ToHa/ibl Y TAKMX OGONBHBIX OOBIYHO JIOKATU3YIOTCH
B [IAXOBOM KAHAJIE ¥ CHEPMATOTOHUY O€3 IIPU3HAKOB
CO3PEBAHMSA. B HECTPYKTYPHPOBAHHON MHTEPCTHIU-
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AIbHOY TKAHU OTCYICTBYIOT KieTku Jlerpura. Ilpu
OIIPE/ICICHUN TOPMOHOB B CBIBOPOTKE KPOBU BBIABJIA-
I0TCSl IIOBBILEHHBIE YPOBHU T'OHAJOTPOIMHOB IIpU
CHIKEHHBIX 3HAYEHUAX TECTOCTEPOHA IO CpPaBHE-
HUIO C JAHHBIMU Y 3[0POBBIX MyXuuH. [IpoBeseHue
npobsl ¢ XI' HE MOKA3bIBACT IMOBBIMEHUA YPOBHS
TECTOCTEPOHA. JIeueHne TUnoroHagn3Ma B myoeprar-
HOM IIEPUOJIE TIPOBOAUTCS AH/IPOTEHAMH, YTO COIPO-
BOXKIAETCA IIOJHON BUPWIU3ALMEH. B HEKOTOPBHIX
CIy4asX BOCCTAHABIUBAETCA CIIEPMATOIEHE3, HO HE
HOJMHOCTBIO. [Ipy Hamuuu y OOJBHOIO KEHCKOI'O
(heHOTHIIA, 4 TAKXKE €CIIU IUATHO3 YCTAHOBJIEH B 103/l
HEM JIETCKOM WU B IIOAPOCTKOBOM BO3PACTE, CMEHBI
I'PAAKAAHCKOIO O/ C AKEHCKOI'O HA MYXKCKOH HE I1PO-
U3BOAUTCS, HAXOAAMECS B IAXOBOM 00JIACTU TECTHU-
KYJIBl VAQIAIOTCS M HA3HAYAETCA 3AMECTUTEIbHAS
Tepanus 3CTPOICHAMH.

Cunypom Kmaiidensrepa — XpomocomHas
BPOKJICHHAS [IATOJIOIUA IOJIOBOIO PA3BUTUA. B Myx-
CKOM TOMyIAIMKM BCTpedaerca ¢ vacroron 0,2%.
JIMarHO3 YCTAHABIMBAIOT B IyOEPTATHOM TIEPUOJIE.

OCHOBHBIMU CUMITOMAMU IIPU 3TOM NATOJNOIMU
ABJAIOTCA OECIVIOANE, YMEPEHHBII IUIIOIOHA/IU3M U
HPOIPECCUPYIOMUIT C BO3PACTOM TMATUHO3 CEMEH-
HBIX KAHAJIBLEB C TEPMUHATHBHBIMU 3NEMEHTAMU
TECTUKYL IIOJMOBOIM XPOMATUH Y TAKUX OOJBHBIX
NONOXKUTEIBHBI, Kapuotun — 46 XY/47 XXY;
47 XXY; 48 XXXY. ToHa/1pI Man€HbKUE, IMYKA TIOT-
HBIE, MEHEE 2 MJI B 0OBEME, PACHIOIOKEHBl B MOIIOH-
Ke. BHyTpeHHHE IOJNIOBbIC OPIaHBL, KAK IIPABUIIO,
MYKCKOI'O THIIA, IPECTATENbHAS KEJE3d HOPMAILHO-
I'0 pa3Mepa WK CJIETKA yMEHbIIeHa. HapyKHble 110J10-
BbIC OPI'aHbl PA3BUTHL 10 MYKCKOMY THILy. [Tom0BOI
YIEH HOPMAIBHOIO Pa3MEPA WX CJIETKA YMEHBIICH.
MomoHKa c(hOpMUPOBAHA IPABUILHO, IMYKK PACIO-
JIOKCHBI B MOLIOHKE, PEAKO — B NAXOBBIX KAHAIAX.
[Ton0BOE OBOJIOCEHHUE CKYAHOE, 4ACTO I10 JKEHCKOMY
THy. Y GOJBIIMHCTBA OOJIbHBIX HAOMIOAACTCSA THHE-
KoMacTus. PoCT GOJIBHBIX BbILIE CPEAHETO. MHTELIEKT
CHUWKEH, TIPUYEM CTEIEHb €I'0 CHIKEHUA 3dBUCUT OT
KOJIMYECTBA X-XPOMOCOM B Kapuotune. Juddepen-
LIPOBKA CKEJIETA COOTBETCTBYET BO3PACTY WU CJIETKA
OTCTAET OT BO3PACTHON HOPMBL

[Ipn 1a6OPaTOPHOM UCCIIEAOBAHUY YPOBEHD TECTO-
CTEPOHA B KOHLE IyOEPTATHOTO NEPUOAA OOBIYHO
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HOPMAJIEH, 4 YPOBEHb 3ICTPAAUONA YBEIUUYECH IIPU
IOBBIIIEHHOM COZCPKAHUU TOHAZOTPOIHUHOB. C BO3-
PACTOM CEKpPELMA TECTOCTEPOHA ¥ 3CTPA/UONA YMEHD-
IAETCA.

[ourn y 80% 601bHBIX ¢ KapuotunoM 47 XXY
OTMEYACTCA CHIDKCHHBI YPOBEHb TECTOCTEPOHA B
CBIBOPOTKE IIPU MOBBIIEHHOM COAEPAKAHUY ICTPAIUO-
JIA IO CPABHEHMIO C JIAHHBIMU Y 3[0POBBIX MYKYHMH.
KonnenTpanus ronajoTponHOB OOBIMHO NPEBBIIAET
HOpMY, 0c06eHHO yposeHb OCL. ITpo6a ¢ XTI BbBIAeT
CHIDKCHHUE PE3EPBHBIX BO3MOKHOCTEH KIeTOK Jlerura.
[Ipo6a ¢ THPT conpoBOKIAETCS MOBBILIEHUEM YPOBHS
T'OHAJOTPOIIMHOB. BO BCEX 3AKY/IATAX BBIABIACTCA 30-
ocriepmus. ToHAEL PE3KO YMEHBIIEHB B PA3MEPAX U
HHOIA COCTaB/oT 10% 0T 00beMa AMYEK 310POBbIX
MYKYHH, HA OMIYIIb IUIOTHBIE. [MCTONIOrHYeCcKne u3Me-
HEHUA CHELU(UYHBl U CBOJATCA K aTPO(PUIECKUM
HEPEPOXKACHUAM KAHAIBLEBOIO ammapard. CeMeHHble
KAHAIBLIBI MEJIKUE, C HE3PEIBIMU KIeTKaMu Ceproiy,
6€3 MOJNOBBIX KIETOK. OTMEUAeTCA YTOMIEHNE U CKIIe-
PO3UPOBAHUE 0A3ATBHON MEMOPAHBI C MOCTEIECHHON
06IUTEPALIUEN TTOJIOCTH, 4 TAKKE TUNEPIUIA3HS KIETOK
Jleripura, KOTOpasg HOCUT OTHOCHUTEJBHBI XapaKTED
13-32 HEOOJIBIIMX PA3MEPOB I'OHAJL. B KOHEUHOI (pase
3200N€BAHNA AUUKU JIETEHEPUPYIOT U THMATMHU3UDY-
10TCAL

Jleuenue IIPOBOAUTCS TOIZA, KOIJId UMEETCA BbIPA-
JKEHHAA AHJPOTE€HHAA HELOCTATOYHOCTD, COMPOBO-
JKAIOMAAC UMIOTEHIIMEN. B TAKNX CITy4asx POBOJAT
3AMECTUTEIBHYIO TEPANMIO IPENAPATAMU TECTOCTEPO-
Ha. Ee ciefiyeT HAUMHATD KAK MOKHO PaHBIIE, YTOObI
HPEJOTBPATUT  PA3BUTUE OCTEONOPO32, AHEMUH,
MBIIIEYHOI CIAO0CTH U CHILKECHUE TIONIOBOM (DYHKIIMH.
T4 yiydIieHns Ka4eCTBa XKU3HU OOJIBHBIX C CUHJPO-
MoM KiaitHpenbrepa 3aMECTUTENBHYIO TEPAIUIO
TECTOCTEPOHOM TPOBOAAT IOKU3HEHHO. g 310N
LIEJHU LENECO0OPA3HO UCTIONB30BATH IPEMAPATHI TECTO-
crepoHa npojneHHoro geticteus (Hebupo). Ilpo-
BOJMMAsA 3AMECTUTE/IbHAA TEPANUA HE IPUBOAUT
K U3/IEYEHNI0 THHEKOMACTUH, IOITOMY B TAKHX CJTy4a-
AX NPUMEHAIOT OIIEPATUBHOE JIEYEHUE — MACTIKIO-
muio. IIpy IpOBEAEHUM 3aMECTUTEIBHON TEPANUU
TECTOCTEPOHOM HEOOXOAUMO IIOJIEPXKATh YPOBEHb
TECTOCTEPOHA HA BEPXHEN I'PAHUIE HOPMBL. BOIbHbIE
OCTAIOTCH OECTUIOHBIMIL
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XX-CHHAPOM Y MY>KIHH. MyKYNHBI C JKCHCKUM
KAPUOTUIIOM HUMEIOT MYXKCKOH (DEHOTHIL Y TaKUX
OOJIHBIX OTCYTCTBYIOT KAK BHYTPCHHUE, TAK U HAPYX-
HbI€ KEHCKUE [I0JIOBbIE OPIaHbL DTa MATOIOINS BCTPE-
yaeres ¢ yacroront 1:10 teic. — 1:20 ToIC.

B Jna ynyqwenus kayecmsa
JKU3HU 6OIbHbIX C CUHOPOMOM
Knaiingpensmepa npogoosam
NOXU3HEHHYI0 3aMecmumesnbHyio
mepanuro mecmocmepoHoM.
posodumas 3amecmumensHas
mepanus He npugooOUM K U3/e4eHuro
2UHeKomMacmuu, no3momy 8 maxux
C/Iy4asAx NpUMeHAIM onepamusHoe
JleyeHue — Macm3Kmomuro.

MyxCKOH (DEHOTHIT IPU KEHCKOM KaPHOTHIIE CBA-
3QH C TeM, 4TO OffHa WM 06€ X-XPOMOCOMBI COZIEPAKAT
TEHETUYECKYIO MH(OPMALMIO, NPUCYIYIO Y-XPOMO-
come. Bo BpeMA OTIIOBCKOTO Mef03a MPOMCXOJHT
Tpancnokanua cermenra JHK ¢ Y- na X-xpomocomy.
Ha nee Tpancionupyercs rex, Onpesensionuil pa3sy-
THE AUYEK, A APYTHE TEHbl, HEOOXOAUMBIE JUI MHJIYK-
UK CTIEPMATOreHE3a, TIPU TPAHCIOKALIMN TEPAIOTCH.

Andkn y TakuxX OOJBHBIX MAJEHBKHUE, IUIOTHBIE.
DHJOKPUHHAA (DYHKIIUA YaCTO CHIZKEHA, YTO POABIIA-
€TCs HU3KUM YPOBHEM TECTOCTEPOHA IIPH IOBBIIICH-
HOM COJICPKAHMM 3CTPOTE€HOB ¥ TOHA/IOTPONMHOB. B
IAKY/IATE OTMEYAETCA 4300CrepMud. JacTo umeercs
TMHEKOMACTUA W THUIOCTIAAUU. MHTEIEKT OOBIYHO
HOPMAJIbHBIH, HO Pa3MEPbI TE/Id MCHbIIIE, YeM Y 310PO-
BBIX MYKYMH. Becruiogue npu 31oM 3a60/1€BaHNN He
TIO/IAETCA TEPATIUH.

[Ipy 3HIOKPUHHON HEAOCTATOUHOCTH IMIPOBOAAT
3AMECTUTEIBHYIO TEPANHIO TIPEIAPATAMK TECTOCTEPO-
Ha. XX-MyKUNHbI GECIIOIHBL

XYY-CHHAPOM HE TNPOABIAECTCA KAKUMH-THO0
KINHWYECKUMH CUMITOMAaMH. TaKe 60JIbHBIE OT/IHYa-
I0TCA GONEE BBICOKUM POCTOM U 0OMee KPYMHBIMH
3y6aMu, UeM MYKUYMHBI C HOPMATBHBIM HA00POM XPO-
MOCOM. MIHTEJIIEKT Y HUX HOPMAJIbHBIM, (DEPTUIBHOCTD
coxpangerca. Caurtaior, 4to 47 XYY-UHAMBAABL Yalle
APYIUX IPOSAB/IAIOT IPECTYIIHbIE HAKIOHHOCTH (IIPEU-
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MYILECTBEHHO K BOPOBCTBY). OJHAKO, KaK [IOKA3bIBACT
MPAKTUKA, GOMBIIMHCTBO TAKUX MYKUMH OOHAPYKUBA-
I0T COBEPIICHHO HOPMaIbHOE MOBejeHue. JleTh C
TAKAM KAPHOTUIIOM OTJIMYAIOTCHA BCIBUIBYUBOCTHIO,
UMITY/IbCUBHOCTBIO, HEKPUTHYECKUM OTHOMIEHHEM K
cebe U IUIOXO YKUBAIOTCA € OKpykaoomumu. IIpu
HAIMYNK  TIATONOTMYECKUX MAPAMETPOB B BAKYIATE
IPOBOJAT JIEYEHUE TAKOE K€, KAK IIPU MAUONATHYE-
CKOM OecIuiofuu. JeTH, pOXKIEHHBIE OT TAKUX OONb-
HBIX, IMEIOT HOPMA/IbHBII KAPHOTHIL

Cunppom Illepemesckoro — TepHepa — areHe-
3UA WIN JUCTEHE3NA TOHAJ| ¢ XAPAKTEPHBIMU MOPOKa-
MU COMATUYECKOTO PA3BUTUA M HU3KOPOCIOCTBIO.
XapaxkrepuayeTcst OTCYTCTBUEM 32POJIBIIIEBLIX KIETOK
u K1eTok Cepronm,/rpanysessl. IIpu rucTONOrnyeckoM
UCCIEA0BAHUY HAXOJAT TONBKO TKAHb CTPOMBIL

B 1938 1 H.Turner ommcan HECKONbKUX GOMBHBIX C
JKEHCKUM (DEHOTHIOM, HU3KOPOCJIOCTBIO, EPBUYHON
AMEHOPEEN U 33AEPKKOU MOJIOBOTO PA3BUTHAL

[Ipu TunnyHoOM (popme cuHApPOMa Hauboee pac-
IPOCTPAHEHHBIM TPU3HAKOM ABIAETCA HHU3KOPOC-
JIOCTb, MMEIOM[ASCA TMPAKTUYECKU Y BCEX OOMBHBIX.
Poct 60mbHBIX He gocturaer 150 ¢M, HabIoAAI0TCs U
JPYrue HapymeHus (pU3n4ecKoro pasputus. ¥ 60ib-
IMUHCTBA OOJNBHBIX 3TUM CHHJPOMOM OIPEAENACTCA
Kapuorun 45 XO, pexe BCTPEYaeTcss MO3AULU3M —
KapuoTun 45 X/46 XX, 45 X/46 XY. C 2—3-netHero
BO3PACTA HAUMHAETCA OTCTABAHUE B POCTE, KOTOPOE
CTAaHOBUTCA OOJIEE ABHBIM C BO3PACTOM. XaPAKTEPHBI
JUM(ATUYECKUE OTEKHU KUCTEH U CTOIL, KPBUIOBU/IHBIE
CKIJI/IKH Ha T1ee, 1eopMaIiis HOITeH, MHOTOUHC/IEH-
HbIE [TUTMEHTHBIE HEBYCHI, TIOPOKH CEP/LIA U KPYITHBIX
COCY/I0B, TIOAKOBOOOpa3Hasd Mouka. [Ipu xapuorune
45 XO 4acTo HAOMOJAETCA CAXAPHBIIT UAGET, HATO-
JIOTUS IUTOBUJHOM JKEJIE3Bl, apTepPUAIbHAA TUIEp-
TEH3UA, AYTOUMMYHHBIE 3a00/M€BaHUA. VIHTEIEKT y
OOMBIIMHCTBA OONBHBIX HOPMANIBLHBIM, OTMEYAETCA
IIBETOBAS CJIENOTA. MOJNOUHBIE KeMe3bl OOBIMHO HE
DA3BUTEL, UMEETCA MO/IMBIIEYHOE U JIOOKOBOE OBO-
nocenue. I[Ipu MO3auIU3Me OTCTABAHME B POCTE
MEHEE BBIPKEHO. [Ipy 0OHAPYAKEHUH Y-XPOMOCOMBI
IIOJIOBBIE JKEJIE3bl YAAIAIOT, MOCKOMBbKY B 20—30%
CJTy9a€B B HUX PA3BUBAIOTCSA I€PMUHOTEHHBIE ONyXO-
au (Simpson J.L, Photopulos G., 1976; Manuel M. et
al, 1976). ToHazpl HE PA3BUBAIOTCA, 1 TIOJIOBBIC TOP-
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MOHBI BO BpeMI TIOJIOBOTO CO3PEBAHUSA HE BLIPAOATHI-
BAIOTCA, YTO IPUBOAUT K II0JIOBOMY MH(AHTIIU3MY U
IIEPBUYHON aMeHOopee.

[Ipy MO3aMYHBIX BAPUAHTAX CHHIPOMA BCTpPEYd-
I0TCS HEJOPA3BUTHIC (IUCTCHETUYHBIE) TKAHYU ['OHA/bI
(AMYHKMKA WM TECTUKYIBI). BHYTpEHHME TEHUTAIAN
— PYAMMEHTAPHBIE MaTKa, TPyObl U BJIATAIMIIC.
HapyKHble FeHUTATUHN KEHCKHE, TH(PAHTIILHBIE, NHO-
Ija ¢ runeprpopuent kmuropa. Hambonee xapakrep-
HBIMU TIOPOKAMU COMATUYECKOIO PA3BUTUA ABILAIOTCA
HU3KOPOC/IOCTb, OOUKOOOPA3HAA TIPYAHAS KIETKA,
OTCYTCTBUE MOJIOYHBIX JKEJIE3, MUPOKOE PACCTOAHUE
MEKJy COCKAMH, YKOPOYEHHE IIEH, HU3KUIT POCT BOJIOC
HA 111ee, KPBUIOBUIHBIE CKI/IKK B OOJIACTH IIEH, 1eOp-
MALMS YIIHBIX PAKOBUH, IMM(OCTA3, IOPOKU CEPALIA U
KDYIHBIX COCYZJOB, BATWIUTO U T

[Ipy uccnesoBaHny ypOBHA TOPMOHOB BbIABIAETCA
IOBBIIIEHHOE COAEPKAHUE I'OHALOTPOIIMHOB U HU3KUE
3HAYEHUA TIOJIOBBIX CTEPOHJIOB.

ToHaIp! UMEIOT BUJ TAKEH, IPUIETAIONINX K MATOY-
HBIM TPYOAM WM BKIIOYEHHBIX B UX COCTAB, — «TSKE-
BUJIHBIEC TOHA/b>. Ha IMCToNornyecknx cpesax ooHa-
DPYKMUBACTCA NPUMUTHUBHAA COCAUHUTCIbHOTKAHHAA
CTPOMA, JINIEHHAA NEPBUYHBIX (DOJUITHKYIOB.

BOJIbHBIM HA3HAYAETCA 3AMECTUTENBHASL TOPMO-
HAJIbHAA Tepanus. [l CTUMY/LALINAY POCTa HA3HAYAIOT
IPENapaTsl COMATOTPOIMHA UM OTEYECTBEHHBII Mpe-
napar Pacrad. DosbHbIE € 3THM CUHPOMOM O€CIIIOz-
HBL YBEJMYEHUS POCTA YAAETCA JOOUTBCA € TIOMOMIBIO
CTUMY/IMPYIOIUX IIPENAPATOB. 3AMECTUTENLHAS TOP-
MOHA/IbHAA TEPANUA JA€T BO3MOXHOCTb JIOCTUIHYTH
(bemuHM3AIIMM (PEHOTUIIA.

Cunppom HyHaHn — XapakTepusyercs CoYeTaHu-
€M Psld KIMHUYECKUX CUMIITOMOB TUIIMYHOIO CHH-
Apoma TepHepa y 1y ¢ MyKCKUM (DEHO- U TEHOTHIIOM.
Berpewaerca ¢ vacroront 1:1 teic. — 105 ThIC.

Yacrora n mpuyrHa cuHapoMa Hynana ne ycra-
HOBJICHBL; B OJJHUX C/Iy4aAX OH PA3BUBACTCA CIIOHTAH-
HO, B JIDyTUX — HACIEAYETCA 10 ayTOCOMHO-JOMH-
HAHTHOMY THIy C BAPHUAOENBHON MEHETPAHTHOCTHIO.
Ten, OTBETCTBEHHBIN 33 CUHAPOM HyHaH, KapTUPOBAH
HA JUIMHHOM IUIEYe XpOMOCOMBI 12 mexny D12584
D12 $366 (Jamieson et al,, 1994).

Jna cunpoma HyHaH XapaxTepHbl HUSKUH POCT,
KPBUIOBUJIHBIE CKIAIKU B OOJNACTH IIEW U BATIBIYCHAS
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JedopMAaIyA JIOKTEBBIX CYCTaBOB. MOTIYT HAOMOATHCS
U JIpyTME COMATHYCCKUE JE(EKTD, d TAKKE NOPOKH
PA3BUTHA CEPAILIA U €TO PACTIONOKEHNE B IIPABOI TOJIO-
BHHE IPYHON KIETKU. YaCTO NMEETCA KPUITOPXU3M.

Y HEKOTOPHIX GOJBHBIX TOHA/Ibl HOPMAIBHBIX Pa3-
MEPOB, € COXPAHEHHO! AaHAPOTCHHON U PELIPOAYKTHB-
HOM (DYHKIIMEHN, HO Y GO/BIIMHCTBA TECTUKYIIBI YMEHb-
IIEHB B Pa3MePAX, OTMe-
YAIOTCA JIETKUCE WIK CPEi-
HEIl TKECTU CHMITOMBI
TUIOrOHAIN3MA.

[Ipu nabopaTopHOM
UCCTIEJIOBAHNK  YPOBEHD
TECTOCTEPOHA  OOBIYHO
CHIWJKEH WM HAXOAUTCA
Ha HIKHEN I'PAHULIE HOD-
MBI, 4 YPOBEHb I'OHAOTPOIMHOB HOBbIIIEH. KaproTu
46 XY. V 6OJIBHBIX C CUHAPOMOM HYHAH B TECTHKYIAX
YMEHBIIEHB! PA3MEPBI CEMABBIHOCAIIMX KAHAIDBLIEB,
UHOIIA C NPHU3HAKAMU CKIEPO3d. [IONOBbIE KIETKH
YMEHBIIEHBI U1K OTCYTCTBYIOT, KIETKU JIerura rumnep-
I/TA3UPOBAHbL.

HpI/I HAJIMYUN TUIIOTOHAN3MA TTPOBOJIUTCA 3aAME-
CTHTEbHAA TOPMOHAJIbHAA TEPANHA IIPEMapaTaMu
TecToCTepOHa. IIpy HU3KOM POCTE, €C/IM 30HBI POCTA
HE 3AKPBITHL, IPUMEHAIOT IIPENAPAThl TOPMOHA POCTA
WM OTEYECTBEHHDIN TIpenapar Pacran. ledexrs omy-
IIEHNA ANYEK HEOOXOAUMO KOPPUTUPOBATD B PAHHEM
Bospacre. [IpuMeHEHuE IPENapaToB, CTUMYIAPYIOMKX
POCT, PUBOJUT K YBEIUYEHUIO ero Ao 10—12 cm.
BOJIbHBIE € 3TUM CHH/IPOMOM OECTLIOHBL.

B CpedHas npodomxumensHOCMb
delicmsus mecmocmepoHa yunuoHama
(denomecmocmepora) cocmasnaem
2—3 Hedenu, a y HEKOMOopbIx 00bHbIX
aghgpekm coxpanaemcsa do 4 Hedens.

MeTogbl BOCCTAHOB/IEHUS BHIPAKEHHOTO TOPAKeE-
HYA CIEPMATOICHE3A OTCYICTBYIOT, II0TOMY JICUEHUE
HAIIPAB/JICHO HA KOMIICHCALUIO THIIOCEKPEUU AHPO-
T€HOB.

[Ipy I€YECHUN TUTIOTOHA/IN3MA AH]POTEHBI ABJIAIOT-
€4 IpenapaTamu Bei6opa. Haubosee pacrnpocTpaHet-
HbIMH HCKapCTBCHHbIMI/I Cp€/1CTB’dMI/I KOMIIEHCAIIU
HE/JOCTATOYHOCTU  aHJIPO-
TEHOB SIBJIAIOTCA TpEnapa-
Tbl, COLEPKALIUE TECTOCTE-
DOH, KOTOPBIE PUMEHSIOT,
cobmomag 6—14-nenenn-
HBII HHTEPBAT MEKY NHD-
exkupAMy 1 M Ipenapara.
Ecu uepes 3 nenenu nocie
UHBEKIIUN YPOBEHb TECTO-
CTEPOHA OKAKETCSL HIKE HOPMBI, TO MHTEPBAT COKPA-
IAIOT, €C/IU JKE 3TOT YPOBEHDb OY/IET BBIIIE HOPMBI —
YBEIUUUBAIOT. CPEHAA IPOJOJKUTEILHOCTD ACHCTBISL
TECTOCTEPOHA  IIMINHOHATA  (JIEOTECTOCTEPOHA)
COCTABIAET 2—3 HENENH, 4 Y HEKOTOPBIX OONBHBIX
ekt coxpanserca 10 4 Heenb. B nauane npemna-
par BBOZAT 1 pa3 B HEAEIO WIK B 2 HEZCIN B/M B JJ03€
200 Mr 1O AOCTWKEHMA AAEKBATHOM BUPWIM3ALNN
B TeyeHue 1—2 ner. 3aTeM JJOCTATOYHYIO CTENeHb
aH/IPOTCHU3AIMN TO/JICPKUBAIOT BBEJCHUEM JIO3bI
100—200 Mr Kaxpie 2—3 HeJeNm.

[IpuMEHEHNE YKA3aHHBIX [PENAPATOB IIPU TUIIO-
TOHAJU3ME Y MYKIUH OK432710Ch JOCTATOYHO 3(PeK-
THUBHBIM, IO3TOMY X MOKHO HCIONb30BATh NIPH Pas-
JIMYHBIX (POPMAX TUIIOTOHAIU3MA. %

POCCUACKUX BPAYEWA HAYYAT NEYUTb NO-EBPONENCKK

B Hauane uioHa 2012 r. rpynna MoNoAbIX Bpayeit 3 MockBbI 0TNpaBuTcA Ha obyyeHue B LUBeiiLaputo. 3To nepeas

«NapTUsA» CNeLMannucToB, KOTOPbIE NOeAYT NOBLIWATL KBANUGUKALMIO 33 rpaHuLy. Becero go mapta 2013 r. Ha o6y-

yeHue B LLiBeiiuapuio, fepmanuto, V3pannb 1 ®paHuuio nnaHupyetcs otnpasutb 120 Bpayeii.

Momumo pa60TbI C COBpEMEHHbIM o6opy,qosaHV|eM MOCKOBCKUX Bpaqeﬁ nnaHupyertcsa 06y‘-IVITb n eBpOﬂeVICKMM noa-

X0[aM K neyenuio. [oBbiweHne KBaﬂVI(iWIKaLI,VIVI OOJIXXHO NPOXOoAuUTb Ha NOCTOAHHON OCHOBe. PeweHnem 370l 3aga-

Ui CTaHeT co3faHue B bnukaiiwee Bpems YHUBepCUTETA NOBbIWEHNA KBanudUKauumu Bpayeit. NnaHupyercs, 4to

yuebHOe 3aBefieHNe HAUHET CBOI PaboTy yike oceHbto 2012 r. [lns noMoLM B YCOBEPLIEHCTBOBAHUN MELULUHCKUX

paboTHMKOB GyayT NpuBieYeHsl Befylne fokTopa Poccuun u EBponsbl.




