POBKM" TUPEOWHbLIX FOPMOHOB U YMOPHbIA, TOPNUAHbBIN
XapakTep »ano6. JUHaMUYeCKre UCCNEA0BaHNS Y TaKUX
NaLVeHTOB YPOBHS TUPEOUAHLIX FTOPMOHOB, MpU Heob6-
XOAUMOCTM — C WHCTPYMEHTa/IbHbIM  UCCNEA0BaHVEM
LUK, MOryT 6bITh Lie/iecoo6pasHbl A/1si CBOEBPEMEHHOTO
BbISIBNIEHUS U NieUeHNst AUY3HOr0 TOKCUYECKOro 306a.

N NTEPATYPA

1. MenbHuyerko . A. // Matepuansl 2-ro Bcepoccuinckoro Tu-
peoungonornyeckoro KoHrpecca "AkTyasibHble Mpo6iemMbl 3a-
6oneBaHuii WMTOBUAHOW Xenesbl'. — M., 2002. — C. 5—18.

© T. B. BOPOBbEBA. 1. I. TOPTAHOBA, 2007

YK 618.3/.5-06:616-055.3-055.5/.7-092:575.224.23

T. B. Bopobbesa, W. I'. TopraHosa

MPOBJIEMbI SHOOKPWHOMIOI MW, 2007, T. 53, Ne 3

2. HaTapos B. B.,' LlapukoBckas H. ., Tkau & C. wupgp. //
Mpobn. aHgokpuHon. — 1985. — T. 31, Ne 4. — C. 13—16.

3. XmenbHuukuii O. K. // LUutonornyeckass u rucronornyeckas
AvarHoctuka 3aboneBaHuii WNTOBUAHON xenesbl. — CI16.,
2002. — C. 54-85.

4. Falk S. A., Birken E. A., Ronquillo A. H. // Otolaryngol. Head
Neck Surg. — 1985. — Vol. 93, N 1. — P. 86-91.

5. Takasu N., Yamada T., Sato A. A. et al. // Clin. Endocrinol.
— 1990. — Vol. 33, N 6. — P. 687-698.

6. Mesli P., Knierim M., Knierim C., Schmid C. // Schweiz.
Rundsch. Med. Prax. — 2000. — Vol. 89, N 40. — P. 1612-
1615.

Moctynuna 20.04.06

BEPEMEHHOCTbL U POAbI MNP CMHAPOME LUEPELLIEBCKOIO-TEPHEPA

MOCKOBCKUIA 39HA0KPUHOIOTMYECKUY AucnaHcep

CuHgpom Llepewiesckoro—TepHepa (CLUT) —
XPOMOCOMHOe 3abosieBaHve, NPUUYNHOK KOTOPOro siB-
NATCA MeMOTUYECKME 1 cOMaTuyeckne MyTaumu. B
1938 r. TepHep onucan NauMeHTOK C XXeHCKUM (heHOo-
TUMNOM U XapakKTepHOW TpMadoi CMMNTOMOB: VH(aH-
TUNN3M, KOPOTKas LLes, Ba/IbIryCHble JIOKTEBbIE CyCTa-
Bbl. H. A. LllepewleBcknii yKasan Ha 3TOT CMMMNTOMO-
KOMMJeKC euwe B 1925 .

PasHoo6pa3une KAnMHu4eckon cumntomatukm CLUT
BO MHOIOM OrnpeAenseTca KapuoTunom: 60/bLINHCTBO
60/IbHBIX ABNAOTCA HOCUTENnaMM KapumoTuna 45, XO
nnn mosamumsma — 45, XO/46, XX. MNpu aToM HOp-
Ma/lbHbIli YPOBEHb MOMI0BOr0 XPOMaTMHa He UCK/Io4a-
€T XPOMOCOMHOro Mo3sauumsma. HekoTopble Xpoma-
TUHHEraTMBHbIE LA MOTYT ObITb MO3ankamu 45, XO/
46, XY n 45, X0O/46, XX. YUuctas 45, X-MoOHOCOMUSA
BCTpeyaeTcs To/bko y 50—60% 60sbHbIX ¢ CLUT, B
13% o6Hapy»xuBaeTca Kapuotun 45, XO/46, XX.

[ns 60nbHbIX ¢ CLUT xapakTepeH >XeHCKuiA heHo-
TWM, HWU3KUIA pocT. EBHyxomAHble nponopumni Tena
HabnoJaTca pefko. MonoyHble Xenesbl He pa3BuBa-
OTCH, BbISIBNAETCA PAL COMaTUYeCKUX AeeKToB, Ta-
KMX KaK KOpPOTKas Led C XapakKTepHbIMU KPbIIOBUA-
HbIMW CK/1afKamMu, BbICOKOe He60, HM3KOe pacnosio-
YKEHWEe JIMHMUW BOJIOC Ha Luee, MTO3.

OKOCTeHeHMe 3a4ep>KmBaeTca Ha 2—3 rofa, oTme-
YyaeTcss OCTeonopos3. MoryT BbISBAATLCA HapyLLeHUA
CO CTOPOHbI CepAeYHO-COCYAUCTON cucTembl: AetekT
MEXOKENYLO0YKOBOM MeperopofKn, CTeHO3 aopTbl W
Apyrve BpPOXXAeHHble MOPOKM cepALa v CocyoB.

B paHHeM BO3pacTe y MHOIMMX 60/1bHbIX 0TMeYaeTcs
33/lep>KKa CTaTUYEeCcKOro W peyeBOro pPasBUTUSA, UTO
CBMAETENbCTBYET O MATONIOTMMA HEPBHOM CUCTEMbl Ha
3MOPUNOHANBHBIX CTaaMsaX (hOPMUPOBAHNUSA OpraHu3ma.

Hapy>kHble MosioBble OpraHbl XXeHCKME, TOOKOBOE 1
aKCW/INSIPHOE OBOJIOCEHWE BbITNAAUT CKYAHbIM, HO
passmBaeTca K 12—13 rogam. MaTka v Braranuuie
hopMupyroTca  MpaBusibHO. AUYHUKMA  MOTYT ObITb
npescTas/ieHbl B Buae (PUOPO3HbIX TsHKen uam onpe-
[enATbCA Kak OBasibHble 06pa3oBaHusA. CogepxkaHue
rOHaflOTPOMNMMHOB B KPOBM MOXXeT ObITb HOPMa/IbHbIM
WM MNOBbIWEHHbIM. 3BeCTHO, 4TO 95—98% >KeHLMH
¢ CLUT gasnsawoTcs 6ecn/iofHbIMU U He CMNOCOOHbI K ca-

MOCTOSITE/IbHOMY 3a4aTWiO U BblHALLMBAHWNIO GepeMeH-
HOCTK 6e3 Bpa4yebHOW MOMOLLM.

Mo gaHHbIM NUTepaTypbl, OKOMO 5—6% [OeBOYeK C
CLUT wmetloT CMOHTaHHOe pa3BUTUE BTOPUYHBLIX TO-
NOBbIX MPU3HAKOB, a 2—3% K3 HWUX B JasibHElLLEM MO-
ryt 6epemeHeTb [4]. OOHako pa3BUTME CMOHTAHHOIO
ny6eprata, Kak npasuio, He NPMBOAUT K HOPM&aJIbHO-
My W OSIUTENIbHOMY (DYHKUMOHMPOBAHUIO ANYHWKOB.
VimeroTcs cBefieHMA 1 0 TOM, YTO CMOHTaHHasA OBY/S-
LS BO3MOXHA Y 3TUX 6O/IbHBIX U MOC/ie OTMEHbI MpPo-
BOAUMOWM WM FOPMOHa/IbHOWM 3aMecTUTEe/IbHOW Tepa-
nun [7].

Becnnogve vaue oTMeyaeTca y 60/bHbIX C Kapuo-
Tunom 45, XO. OfHaKo 1 B 3TUX C/lyYasaX He WCKJIHO-
yeHo petopoxaeHue. MpumepHo y 40% nayMeHToB C
CLUT poxpgatotca 300poBble feTu [7]. MNpu ecTecTBeH-
HOW 6epemMeHHOCTU y 60/bHbIX ¢ CLUT oTMeYeH Bbl-
COKWUIA PUCK BbIKUAbILLEN U POXAEHUS AeTel C BPOX-
OeHHbIMY ypoacTBamu [6]. HeCOMHEHHO, 3TO BO MHO-
roM 3aBUCUT OT COCTOSIHUSI BHYTPEHHUX MOJIOBbLIX Op-
raHoB 1 MpaBW/IbHO BblIOPAHHOIO MeTofa /IeUeHus.

B nocnegHuve rogbl 6narofaps BHeAPEHUIO B KIW-
HUYECKYIO TMpPakTMKy MeToZa 3KCTPaKoprnopaibHOro
OMNI0LOTBOPEHUS BO3MOXHOCTb POXAEHWA AeTeld npu
CLUT 3HaumTenbHO BO3pocna. Beuay BblpaXkeHHOro
BPOXKAEHHOr0 TrMNoroHaguama 6epeMeHHOCTb, a TeM
60nee pofbl, Y 3TUX 60MbHLIX MOFYT OblTb TO/ILKO Ha
(hOoHe NpaBW/ILHOWM 1N CBOEBPEMEHHOIN 3aMeCTUTENbHOM
rOPMOHa/IbHOW Tepanuu, KOTOpas Co34aeT YC/10BUS
[ONsi CO3peBaHus MCKYCCTBEHHO CO34aHHOM 0nnoao-
TBOPEHHOW ANLEKNETKN, MMMNIaHTUPOBaHHOW B MaT-
Ky. BefieHune Takux 60/1bHbIX 10 POLOB TpebyeT AeTalb-
HOro nogbopa afeKBaTHOWM Tepanun, YTo U NPUBOANT K
BblHALUMBaHNIO 6ePeEMEHHOCTU U JaXe AaeT BO3MOX-
HOCTb KOPMUTb pebeHKa rpyablo.

MpuBOAUM MCTOPUIO 60/1E3HMN OOHOW Haller nayu-
EHTKMW.

BonbHasa C-Ba, 35 neT, obpatnnacb B 9HAO0KPUHONOTMHYECKNIA
ancnaHcep MOCKBbI B CBSA3M C XXe/laHMeM poAuTb BTOPOro pebeHka.

Bnepsble anarHo3 CLUT 6bin el noctaBneH B 12-neTHem BO3-
pacte. Kapnotun 45, XO. OTcraBana B pocte OT CBEPCTHUKOB (pocT
144 cm). KnnHuyeckass cumntoMartmka: KOpoTkas LWes C HU3KUM
pPOCTOM BOJIOC, BbICOKOE "roTuyeckoe" HEGO, MHOXECTBEHHbIE MUr-
MEHTHbIE HEeBYCbl, BUTUINIO, LUMPOKO paccTaB/ieHHble COCKU MO-
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NOYHbIX Xene3. [Npu obcriefoBaHUK BbisiBNIeHa NepBUYHas HegocTta-
TOYHOCTb roHag. C 14 net Benacb 3amecTuTe/lbHas ropMoHasibHas
Tepanus: aTuHMN3cTpagmon (MukpodposinnH) 0,05 mr (1/4 TabneTkn
1 pa3 B ieHb B TeYeHMe roga), 3aTeM aTUHUNICTpaanon 1/4 Tabnetku
1 pa3 B geHb, TypuHan 0,005 r (1/2 TabneTkn 1 pas B A€Hb) B LUK-
JI0OBOM pexume, 4YTO NpuBesio K pasBUTUIO HOPMaslbHOro >KEHCKOro
heHoTMNA: HavyaM pasBMBaTLCSA MOJIOUHbIE >Xesle3bl, MOABU/INCH
0BOJIOCEHME Ha 106Ke 1 MeHcTpyauun. C 22 neT XeHLmHa cTana no-
nyyaTb 3aMeCcTUTE/IbHYI0 Teparnmio CUHTETUYECKUMW MPOorecTuHamm
— aHTeoBMHOM. B 29 neT nepeBefeHa Ha 3aMecTUTeIbHYy0 Tepanuio
themocToHOM 2/10 B UMKIMYECKOM pexume. Ha doHe npoBoanmoii
Tepanun OTMeYaslocb yBennyeHne pasMepoB MaTku [0 Heobxoau-
MbIX 419 BO3MOXHOIO BblHaLUMBaHUA 6epemeHHocTM. B MMA nm.
M. M. CeueHoBa, Ha kadegpe akyllepcTBa 1 rMHEKO0rMu, B otae-
NeHNN 9KCTPaKoprnopasibHOro OMnNJ0A0TBOPEHUSA, MO XE/aHUo na-
LMEHTKN Bbl/1 NPUMEHEH 3TOT MeToZ (NporpaMmma LOHOPCKOW saliLe-
K/1eTKM), B pesy/ibTare 4ero coctosnacb MatovHasi 6epeMeHHOCTb. B
KauyecTBe 3aMecTUTesSIbHON Tepanun WUCNosib30Basii NPOrMHOBY, YT-
poxecTaH, NporecTepoH.

BepemMeHHOCTb npoTekasia 6e3 OC/NOXKHEeHW U 3akoH4Yunachb
CBOEBPEMEHHbIMU poAamu (kecapeBo ceuveHre). Poaunack 340posast
nesouka maccon 2500 r, AnnHOM 45 cm ¢ OLEeHKOW Nno Wwkane Anrap
8—9 6annos. ocnepofoBoli Nepuof npoTekan 6e3 OCNOXHEHWNA.
pyaHoe BckapmivBaHue — | rof 9 Mec Mo >XesiaHnto 60/1bHON.

Mpu ob6cneposaHnn B 2005 r. Ha MPT roNOBHOIO Mo3ra BbIsiB-
NeHbl MPU3HaKM MUKPOaZEeHOMb! rmnoursa, kucta ageHornnodumsa.
Mpwn ropmoHasibHOM 06CNef0BaHNM OTK/IOHEHWI OT HOPMbI HE Bbl-
AB/IEHO. Hesnb3si UCK/IUUTL, YTO [/IMTE/IbHOE KOPMJIEHME TpyAbio
0TPasnioch Ha OYHKUMKN runodursa 1n nNpuBeno K runepniasum ot-
OefbHbIX K1EeTOK.

Mocne pogos nposefeHo o6cnefoBaHe OpraHoB Masloro Tasa:
martka pasmepom 47 x 30 * 55 MM, O4HOPOAHOW CTPYKTYpbl, 3HAO-
MeTpuii — 5 Mm (6-1 AeHb LuMKia), O4HOPOAHbIN, cooTBeTCTBYeT 1-i1
thaze ymkna. AnuHnkM — 20 * 151 2 * 16 MM, (PONANKYblI HE BU-
3ya/m3npyroTcs.

Mocne oKoHYaHWA NakTaumm 1 No HacTtosillee Bpems 60/bHas
nonyyaeT 3amecTuTesibHyt0 Tepanuio: demMocToH 2/10. KnunHuye-
CKMX [aHHbIX HapyLleHust cOyHKUUN rvnodumsa He BbisIB/IEHO.

[eBouka pacTeT 1 pasBMBaeTCcsi HOpMaUlbHO, Bo3pacT 3 roga. lNa-
LMeHTKa M3bsABMSET XeNaHne npoBecT! NOBTOPHOE WCKYCCTBEHHOE
0Onno040TBOPEHME.

B HacTosLLee BpeMsa NoAbop NeKapCTBEHHbIX Mpe-
napaToB A/1s nedyeHnss 60/bHbIX ¢ CLUT npoBoguTes ¢
yyeTom Bo3pacTta 60/bHbIX [1]. Tak, B ony6epTaTHOM
nepuoge, HauvHaa ¢ 2—5 f1eT, peKoMeHAyeTcs Jiede-
HMe ropmoHoM pocTa. Mocne 8 net gobasnsieTcs OK-
caHgposioH. C 15 net mcnosb3yrTCcA 3CTpPOreHol. B
JanbHeNLeM MPUMEHSIIOTCH 3CTPOreH-NPorecTepoHo-
Bble Mpenapatbl, YTO MO3BOMAET AOOUTLCA UMUTALUN
(PYHKUUM HOPMa/IbHBbIX ANYHUKOB. [poBefeHune rop-
MOHa/IbHOW 3aMEeCTUTE/IbHON Tepanun 60/bHbIM €
CLUT, noMMMO pasBuUTUA BTOPUYHLIX MOJSIOBbLIX MpU-
3HAKOB, Y/fyullaeT MUHEPa/IM3aLMi0 KOCTHOM TKaHW,
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NMCUXOMOTMYECKWIA CTaTyC U MOArOTaB/IMBAET XKEHLLN-
HY K MaTepuHcTBY [5].

Mpw NpaBuILHOM BegeHMUM 60MbHbIX ¢ CLUT ¢ paH-
Hero fetcTea WM NpwW AOCTUXEHUW 3deKkTa OT 3amec-
TUTENbHOW TOPMOH&/IbHOW Tepanuu CTaslo BO3MOX-
HbIM MCMO/Mb30BaTh IKCTPaKoprnopasbHoe onno40TBO-
peHuve ana poxaeHus y HUX pebeHka. NMokasaHo, 4To
MPOLEHT XOPOLUMX UCXOA0B Y 60/bHbIX ¢ CLUT cxofeH
C pesynbTaTaMu MPOBELAEHUS 3TOr0 METOAA JSleYeHus
npv 4pyroi natonorum u coctasnset 24—47% [2]. OT-
MeUeHOo, 4To y 60/bHbIX ¢ CLUT npu npoBefeHUN 3KC-
TpakoprnopanbHOro OrJof0TBOPeHUs B Mnpouecce 6Ge-
PeMEHHOCTM MOTYT BO3HUKHYTb HapyLLEHNS CO CTOPO-
Hbl CEpPAeYHO-COCYANCTON CUCTEMbI, MOBbILLEHME ap-
TepyasibHOro faBfieHus. BBuay aToro u Agpyrux npwm-
UYMH HeobXoAMMO MPOBOAUTL MoAacagky ! unu 2 anue-
KETOK, YTOObI U36exarb MHOronJ04HOM 6epemMeHHO-
CTU U KapAVOBaCKY/IAPHbIX OCMOXHeEHU [3].

Takum o6pa3om, 60/bHbIe ¢ CLUT go/mkHbI Habnto-
JaTbCA W IeYNTbCA C PaHHEro Bo3pacTa. Ha Kaxaom
YKM3HEHHOM 3Tarne HeobxofvMa afekBaTHas Tepanusi.

PoxxaeHune pebeHka y HabnogaeMon Hamu 60/bHOM
CTaI0 BO3MOXHbIM TO/MIbKO 6narogaps paHHel guarHo-
CTUKe 3a60/1eBaHNSA U CBOEBPEMEHHOMY Ha3Hau4eHUo
rOpMOHasIbHOM Tepanuu, 4YTO MPUBEIO K pPasBUTUIO
HOpPMasibHOro (heHoTuMNa, MO3BOJSINIO COXPaHUTb UM-
NAaHTUPOBaHHYO ANLEKIETKY, CNOCOOCTBOBAIO HOP-
Ma/lbHOMY TeYeHUo 6epeMEeHHOCTU U MOSABMEHUIO Ha
CBET 3[0pOBOr0 pebeHKa, a TakKe KOPMJ/IEHUIO ero
rpyabto B TeYeHWe MnoyTu 2 fer.
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KATAMHE3 CECTEP — OAHOANLIOBbIX BJIN3HELOB, BO/IbHbIX
AYTONMMMYHHbBIM MO NAHAYNAPHBbIM CMHAPOMOM 1-N0 TUTMA

FOY BINO locygapcTBeHHas MefuunHcKasi akagemus, Unta

AYTOVMMYHHbIe  MONIUTIAHAYNSAPHbIE  CUHAPOMbI
(AMNC 1-ro n 2-ro TMNOB) NpPeACTaBASKOT cobol nep-
BMYHOE MOpaXkKeHWe ayTOMMMYHHbIM MPOLECCOM ABYX
n 6onee nepuepnyecKnX 3HAOKPUHHBIX >Kenes3, Kak
npasuio, NpuBoAsLLee K nx (PyHKUNOHaNbHOM Hegoc-
TaTOYHOCTM M YacTO COYeTaroLeecs C PasMYHbIMU
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opraHocneunnIecKUMmn He3HOOKPUHHbIMUY 3a60/1e-
BaHWSMW ayTOMMMYHHOIO reHesa [4].

ATC 1-ro Tmna KAVHUYeCKU NpeacTaBneH Tpragoi
YaiiTekepa — CMN3UCTO-KOXHbIV KaHAWMA03, MepBuY-
HbIli TMNonapaTvMpeos, MepBUYHbIA TMIOKOPTULM3M.
ATC 1-ro Tvna — ayToMMMYHHOe 3abo/ieBaHue ¢ Mo-



