15. Pinchera A., Rago T, Vitti P. // Ann. Ist Super. Sanita. —
1998. — Vol. 34, N 3. — P. 301-305.

16. Report of the 26-th Annual Meeting of the European Thyroid
Association 11 Thyroid Int. / Ed. G. Hennemann. — Milan.
1999. — N 5.

¢ K/IIMHNYECKAA SHOOKPUHONOI NA

© KOJUIEKTVMB ABTOPOB. 2001
YK 616.43-008.64-092:616.432-053.2-073.756.8-073.8

MPOBJIEMbl SHAOKPUHOJIOT W, 2001, T. 47, Ne 5,

17. Report of the 71-st Annual Meeting of the American Thyroid
Association. / Ed. G. Hennemann. // Ibid. — Portland, 1999.
- N1

MocTtynuna 18.01.01

. W. Oenos, O. B. ®odaHosa, A. B. BopoHuos, B. . Bnagumuposa, B. A. INeTepkosa
TPUALA (TUMNOMNA3UA ALEHOMMMODU3A I TUMOPUNIAPHOW HOXKKI,
3KTOMUA HENPOTMMO®U3A) B MP-TOMOIPA®UNUYECKOW ANATHOCTUKE

OHIOKPUHOMOTMYECKNI HayYHbIA LeHTp (aup. — akag. PAMH W. W. Oenos) PAMH, Mocksa

Llenbto nccnegoBaHns SIBUNOCH M3ydeHMe XapakTepa W pacnpo-
CTPaHEHHOCTU NaTONOMMN TMNoTanamo-runodusapHoin obnacTm
npy COMaTOTPOMNHOM HeJOCTATOYHOCTMW B AeTCKOA NONynauum ¢
UCMO/Mb30BAHWEM MEeTOLA MarHyTHO-Pe30HAaHCHOM ToMorpatum
(MPT). ¥ 71 pebeHKa C pa3iMyHbIMK hopMmamii COMaTOTPOMHONA
HefoCTaTOYHOCTU NpoaHaM3MpPoBaHbl AaHHble KAMHWYECKOro U
ropmMoHanbHoro obcneposanmns n MPT. BbisiBneHa BbICOKas pacnpo-
CTpaHeHHOCTb NaTOoNornn cennsipHoin obnacTw (87,3%) y geTelic
rmnonuTynTapuaMom. NokasaHo, 4To Beayllee MecTo (33,8%) B
00Leil CTPYKTYpe BbISIBNEHHOV NATONOMMK 3aHUMaeT KOMOWHW-
poBaHHas Tpuafa aHoMamii “aKTonus Heliporunodusa, annasvs
(runonnasusa) runocgmsapHoii HOXKKKM, runonnasus ageHornnogu-
3a". [laHHas Tpuaga BbiSBnAnacb y feTell Kak C M30AMpOoBaHHbIM
feduyunTom CTI, Tak ¥ ¢ MHO>KECTBEHHbIM AeULnTOM ropmo-
HOB afieHorunodmsa. poJeMOHCTpPMpOBaHa accouuauns AaHHOM
Tpuagbl ¢ cuHgpomom de Morsier (rMnoNMTyUTapu3M, coveTaH-
HbIA C CENTOONTUYECKOI Ancnnasmneit), a Tak>Ke ¢ Apyrumu BpoO-
>KEHHbIMW aHOMaNMsAMY PasBUTUA CTPYKTYP FON0BHOTO MO3ra.

MarHuTHO-pe3oHaHcHaa Tomorpapua (MPT) ro-
NIOBHOrO MO3ra npeacTaBnseT cO60M COBPEMEHHbIV 1
BbICOKOVMH(OPMATMBHbIA MeTOZA BU3yanm3aunm CTpyK-
TYp FO/IOBHOIO MO3ra 1 Ce/nsapHO 061acTu 1 ABsSeT-
CS B HacTosiLLee BPeMs O4HMM U3 MepBbIX 3TanoB B ai-
roputMe [AMarHOCTUKM [UnoTasiaMo-rmnogusapHbIX
3aboneBaHuii y getein [1—3].

ComaToTponHas HeaoCTaTOYHOCTb Yy AeTeld, rnas-
HbIM 06pa3oM ee NAMOMATUYECKUI BapuaHT, ABNseTCS
npeamMeToM BCECTOPOHHEr0 M3YYeHUS K/IUHULMCTOB C
TOYKWN 3PEHUS KakK afleKBaTHOCTU AMAarHOCTMKU U Bbl-
SICHEHMA MaToreHesa 3HAOKPMHOMATUKM, Tak 1 paspa-
60TKM NOAXOA0B K ONTUMA/IbHOW FOPMOHa/IbHOW Te-
panun 1 MOHUTOPUHIY nauueHTos [7, 8, 10, 15].

Llenblo HacToALero muccnefoBaHusa ABUIOCH BbiSB-
NeHve XxapakTepa W pacrnpocTpaHeHHOCTU NaTosornm
rmnoTasamo-runocgumsapHon obnactn n Jpyrux otge-
OB TOJIOBHOIO MO3ra y AeTeil ¢ pa3nyHbIMK hopma-
MW COMATOTPOMHOM HegOCTaTOYHOCTU C MCMO/b30Ba-
Hvem metoga MPT.

MaTepl/lan bl N METOAbI

MPT-unccnefoBaHve runotanaMo-rmnogmsapHoii
obnactu 6b110 NpoBeAeHO y 71 pebeHKa C pas3IMyHOM
CTeneHbIo runonuTyuTapusmMa. Y 6onbLlUMHCTBA (89%,

The patterns and prevalence of hypothalamo-pituitary ab-
normalities in children with somatotropic insufficiency were
studied using magnetic resonance tomography (MRT). The
findings of clinical hormonal analyses and MRT are ana-
lyzed in 71 children with various forms of somatotropic in-
sufficiency. High incidence of sellar abnormalities (87.3%)
was detected among children with hypopituitarism. Com-
bined triad of abnormalities (neurohypophyseal ectopy, pi-
tuitary pedicle aplasia/hypoplasia, and adenohypophysis hy-
poplasia) ranksfirst (33.8%) in the structure ofdetected dis-
eases. This triad was detected in children with isolated so-
matotropin deficiency and with multiple deficiency of ade-
nohypophyseal hormones. It is associated with de Morsier
syndrome (hypopituitarism combined with septo-optic dys-
plasia) and other congenital abnormalities of brain struc-
tures).

n = 63) 60/bHbIX NCCNef0BaHWe NPOBOAWIN B OTAeNe-
HuM MPT OHL, PAMH, y 3 nayueHTOB ¢ npeanona-
raeMbIiMy OMyXossiMu runogursa — B VIHCTUTYTe Held-
poxupyprum um. H. H. BypaeHko, y 4 nauueHToB C
onyxonamMu rmnousa — no MecTy XUTeNbcTsa 1y |
nauveHta — B oTgeneHun MPT (pykoBoguTtenb —
npogp. T. A. AxafoB) 60/bHULI PAH.

B OHL, PAMH MPT nposogunu Ha ToMmorpage
umpmbl "Siemens™ (Erlangen, MepmaHusa) ¢ Hanps>KeH-
HOCTbIO MarHuTHoro nona 1 Tn. Ana nonydeHus ca-
TUTTa/IbHbIX, (DPOHTA/IbHBIX Y aKCUa/IbHbIX N306parke-
HUI npumeHann napameTpbl TR/TE/FA-330/12/70
(uMnynbCHbIE NOCNef0BaTe/IbHOCTU “CNUH-3X0", B3Be-
LweHHble no T1) n 5000/119/186 (MMnNynbCHbIE MOC/e-
JoBarteflbHOCTU "'Typ60-CMnNH-9X0", B3BELUEHHbIe [0
T2). TonwmHa cpesa cocTtasnana 3 MM 4719 caruTTasib-
HbIX 1 (PPOHTAIbHBIX U306PaXKEHNA 1 4 MM 4115 aKCU-
abHbIX M3006paxkeHniA. VccrnefoBaHve OCYLLECTBSN
B MOJIOXXEHUW MauueHTa fiexa Ha cnunHe, 6e3 npegsa-
pUTENbHOM NOArOTOBKW, NpemMeguKauum n UCnosb30-
BaHWS1 KOHTPACTHbIX BELLECTB.

OueHuBan Mopchonornyeckne u CTPYKTYpHble Xa-
PaKTEPUCTMKN TrunoTanamo-runopusapHoli o6nactu,
BK/OYasi pasmepbl (BepPTUKa/IbHbIM, MOMEPeYHbIA 1
nepefHe3agHuiA) ageHormnoumsa n ero CTPyKTypy, /10-
Ka/iM3auuio 1 pasmep Heporunousa, xapakTepucTu-
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Puc. 1. MarHuWTHO-pe3oHaHCHas ToMorpamma CenfisipHol o6nactu,
carmTTa/lbHass Npoekuus, y pebeHka ¢ gepuuymtom CTE un TTI:
3KTONUA Helpormnogumsa (ykasaHo CTPenkown), annasus runogu-
3apHOI HOXXKM, Tunonnasvs ageHormnogusa.

Ky runogusapHoli HOXkuK. MNMomumo cennspHor 06-
NnacTu, uccnefoBaHve BKIKOYAIo B ce6s BCe CTPYKTYpbI
ro/I0BHOrO MO3ra A1 Perncrpaumm conyTCTBYHOLUX
BPOXAeHHbIX aHOManuii. O6beM rmnogursa nMepsn
cornacHo G. Di Chiro u K. Nelson [9]. "TycToe" Ty-
peuKoe cedsio OMpefensanu Kak Cefijlo He3aBUCUMO OT
€ro pasmepos, MOJIHOCTbIO WM YaCTUYHO 3aroJsiHeH-
HO€ CMMHHO-MO3rO0BOM >XXMAKOCTbI, C Mposiabuposa-
HMEM XMa3Ma/lbHOM LIUCTEPHbI HUKE NMHUN Anadpar-
Mbl TypeLKoro cegna. JeuHuuma "nycrtoro” TypeLKo-
ro cefa BK/IOYasia B Ce651 BbIPRXKEHHYO FMNonaasuto
afleHormnogursa ¢ BepTUKa/IbHbIM pPasMepom <2 MM,
"YaCcTMYHO NYCTOro" TYpeLKoro cenjla — MeHee Bblpa-
YKEHHYIO TMMNonaasuio ageHornnogursa npu BepTUKasIb-
HOM pa3mepe >2 MM. B 060uMx cnydasx BEpXHSs rpa-
HuUa rurnogusa He npesbiLasia MoOsIOBUHbI PaCcCTOS-
HUA MeXAy AHOM ¥ Anadparmoi Typeukoro cegna [5].

Cpeagn obcnefioBaHHbIX geTer Manbyunkm (N = 46;
64,8%) npeobnaganu Hag nesoukamu (n = 25; 35,2%).
BospacT feTeil HA MOMEHT MCCefOBaHUA COCTaB/IsN
142 + 4,21 ropa (4,48—23,4) n NpyMepHO B NOJIOBU-

Puc. 2. MarHMTHO-pe3oHaHCHasa ToMorpaMmMa CennspHoin 06n1acTu,
carMTTa/lbHas NpoeKkuus, y naumeHTa ¢ gemumtom CTI, TTrl,
AKTI, I n ®©CI: akTonus Hepornnodumsa (yKaszaHo CTPENKoW),
annasnsa runopusapHon HOXKWM, CUHAPOM "NYCTOro Typeukoro
cepna”.
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Puc. 3. MarHuMTHO-pe3oHaHCHas TOMorpaMma CennispHoii 061acTu,
carnTTa/lbHas NPOEKLMS, Y PeGeHKa ¢ M30/IMPOBaHHbLIM AedunLIv-
ToM CTI: MHTaKTHas runoTanamo-runogusapHas cuctema.

He cnyyaeB Obln Bbille BO3pacTa NepBUYHOro o6cneso-
BaHuA. Y 43 (60,6%) peTeli 6bI1 MHOXECTBEHHbIN Oe-
prunT ropmoHoB ageHorunodgusa, y 28 (39,4%) —
N30/IMPOBaHHbIN gemumt CTI. HecaxapHbiii gnabet
y 1 pebeHka oTMeYasica B UCXOLEe OMepaTMBHOIO ypa-
NeHus KpaHoapuHrmomel 1y 1 pebeHka 6bin1 "nguo-
natmnyecknm”. Kpome Toro, 2 pebeHka cTpajaim HOY-
HbIM 3HYpPe30M. 46 MauneHTOB HaxXOAWUCL B Mpeny-
6eptaTHON (Tanner |) ctagun passutus, 25 — B CTa-
Ann Havana ny6epTara, U3 HUX 18 nmMenu CMoHTaHHbIM
ny6epTar u 7 — UHAYLMPOBaHHbI/A. B ronoBHOM npeg-
neXxaHun pogunmce 57 (80,3%) aeTeid, B ATOANHHOM —
12 (16,9%), B HOXHOM — 2 (2,8%). Pogapl uepes ecTte-
CTBEHHbIe POLOBble MYyTWM OTMeYvanch B 66 (93%) cny-
Yasax, KecapeBo ceyveHne — B 4 (5,6%), BaKyyM-3KcC-
Tpakumsa — B | (1,4%).

Pe3ynbTaTbl 1 UX 06CYXAeHWe

MPT-uccnefoBaHVe B U3ydaemol rpynne geteit ¢
rMnonMTYUTapM3MOM BbISIBUIO MaToONOrUIO runoTana-
MO-rmnogm3apHoii obnactu B 87,3% cny4yaes. JMLwb y
12,7% naumneHToB ¢ fedmumtom CTIT MPT-kapTuHa
rMnoTasnamo-rmnoguraapHoi 06n1acT 6biia MHTaKTHa.

B 3aBMCUMOCTM OT MOPOCTPYKTYPHbBIX N3MEHEeH W
rmnoTasamo-runogumsapHon obnactm nNpuv rmMnonu-
Tyntapmame Hamu 6b1710 BbleNeHO 5 OCHOBHbIX rpynn.
B 1-t0 BOWM AeTM C Hanbosee BbIPaXXEHHOM naToso-
rmeii — Tprafoil HapyLleHW, BK/OYalOLWE B cebs
rmnonnasvio  ageHormnousa, arnniasvo (runonna-
3UH0) TMNOMU3aPHOM HOXKM U 3KTOMUIO HEeMporuno-
umza (puc. 1, 2). Oetn 2-ii rpynnbl IMenu opTonuye-
CKW JIOKa/IM30BaHHbIV Helpornnojus, HO BblpaXkeH-
HYI0 runonnasunio ageHorunogusa ('nycroe” Typelkoe
cef1o). B 3-10 rpynny BOLAN AETU C OPTOMMUYECKU J10-
Ka/IM30BaHHbIM HEMpPOrmnogm3omM 1 MeHee BblpadKeH-
HOV runonnasuver ageHorunodusa. ety 4-i rpynnbl
He MMenu aHOManii CO CTOPOHbI rmnogmsa U rnno-
Tanammnyeckon obnactu (puc. 3). B 5-t0 rpynny sBowam
nauneHTbl ¢ 06bEMHbIMW 06pa3oBaHUSAMU TUNORU-
3apHO 06nacTu.

3HaumnTenbHyo YacTb (33,8%) B 00Lieli CTpyKType
BbISIBNEHHOV natonorum Ha MPT y geTeii ¢ runonu-



Ta6nmya |

KnuHnyeckue 1 ropMoHabHble MOKasaTenn y AeTei ¢ CoMaToTPOmnHol
HeAoCTaTOYHOCTbIO, acCOLMMPOBAHHONM C 3KTOMKWel Heliporunoduaa,
annasmei (runonnasumen) runoguapHoi HOXKK 1 runonnasveld age-
Horunotmsa (n = 24)

Mokasatenb Yucno peteit

Mon (m/x) 19/5
XpoHonornyecknii Bo3pacT, rogpl 143 + 3,7
M3onmpoBaHHbIin gecdmumt CTI 13 (54)
MHOXeCTBEHHbIN AethUUT rOPMOHOB afeHOr1mno-

thumza 11 (46)
Pocr, -3,78 = 1,18
Muk CTI Ha oHe CTI-CTUMyNMpyrOLWKMX Npoo,

Hr/Mn 1,85 + 0,4
Jedmumt AKTI 9 (82)
JedhnumnT nponakTuHa 0

MpumeuaHue. 3aech 1 B TabN. 2 B CKOGKAaX — MPOLEHT.

TyUTapM3MOM cOCTaBu/ia Hanbonee rpybas KOMOUHN-
poBaHHasA MaTofiorMs, BK/KOYAKOWAA B cebs Tpuasy
aHOMannii cennsipHo 061acTu — rvnonasuto afeHo-
rmnogusa, annasvio (rvrnonnaasvo) rMnogrsapHoi
HOXXKM 1 3KTONUIO Helporunogusa. B cBA3n ¢ aTum B
HacToslLeli paboTe Mbl MpeAcTaB/seM AaHHble KOM-
NJEKCHOr0 aHanm3a CTPYKTYPHbIX U3MEHEeHW, BbisB-
NneHHbIX npn MPT, a Takke faHHble VMMYHHOro W
ropMoHasibHOro o6cnefoBaHNS NauMeHTOB UMEHHO B
OaHHOW rpynne.

Y 24 (33,8%) 13 71 06CnefOBaHHOIO SAPKNA CUMHAN
rMNEePUHTEHCUBHOCTW, XapaKTepHbI 415 Herpormnno-
(hm3a, OTCYTCTBOBa/1 B 3a[HEl 4acTu TypeLKoro ceana.
OkTonuA Helporunopusa 6blna gnarHocTMposBaHa y
23 nauyMeHToB, annasnss — y 1. DKTOMMPOBaHHbLIN
Helporunogua pasmepom 2—3 MM, OKpPYr/10ii Uau Bbl-
TAHYTOW (hOPMbI IOKA/IN30BASICA Ha YPOBHE runoTana-
MyCa, B OCHOBaHMWM BOPOHKW mau B obnactm gHa Il
Xenypouka. Y 16 (67%) naumeHToB 6binia CONYTCTBYHO-
Liasa aniasns rmnoguru3sapHoOn HOXKM € MOSHbIM OTCYT-
CTBMEM CBSI3U MeXAy afeHOrnnomsomM 1 3KTOMNupo-
BaHHbIM Helporunogusom (cm. puc. 1). ¥ 5 (21%) na-
LMEHTOB runodmsapHas HOXXKa MpUCyTCTBOBa/a, HO
6bl1a rmnonnasnposaHa. ¥ | naumeHTa yTo/LWEeHHas B
OVCTaIbHOM YacTy rmnocmsapHas HOXKa 3aKaHuMBa-
JlaCb Ha ypoBHe BX0fa B TypeLKoe cefsio. Y 2 naumeH-
TOB C 3KTOMNWEN Herporunoguraa runodursapHas HOX-
Ka MMesia HOpMasibHble pasMepbl U NIOKaIM3aumio.
Annasusa Helipornnogusa 6bina BbisBeHay | pebeHka
¢ "nagnmonartvyecKnM™ HecaxapHbIM AvabeToM, MaHU-
(hecTMpoBaBLUMM B 4-/IETHEM BO3PACTE MOC/E THAXKENO
nepeHeceHHOM BETPSAHOM ocrbl. 3afep>kka pocTa OoT-
MeyeHa C 7-neTHero Bospacta, Nk CTI B oTBeT Ha
CTUMYNSALUIO cocTaBun 8,5 Hr/ms.

Y 22 (92%) peTein ¢ aKTONMel Heliporunogusa oT-
Meyanacb runonnasnsa ageHornnogmsa pasnnyHo
CTeneHu, ay 2 feTei ageHOrunoMus 6ei1 HOPMasbHbIX
pasmMepoB. 'mnonnasuns ageHornnomrsa nposssiach
KapTMHOM "nycToro™ Typeukoro cegna y 5 (23%) (cm.
puc. 2), "4acTMYHOro nycToro™ TypeLKoro cegna y 2
(9%) n ymepeHHoI runonnasuen y 15 (68%) neteil.
O6beM runotmsa B LENOM Mo rpynne CocTasnan

70,5 = 35,5 mMm3,

KnuHnueckunii ctaTyc fdeTeli M3y4aemMoW rpynnbl
npeactaeneH B Tabn. 1. XpoOHOMOrM4YecKmini Bo3pacT
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npwn nposegeHun MPT coctasnsan 14,25 + 3,7 roga. B
rpyrnne 3HauMTeNlbHO Mpeobnagann manbunkm (19/5).
Jetn ¢ wmsonmpoBaHHbIM geduuutom CTI (n = 13;
54%) n runonutyutapmsmom (« = 11; 46%) pacnpe-
[Jenanvcb NpakTUYecKn paBHOMEPHO, YTO COr/lacyeTcs
€ faHHbIMU F. Triulzi n coasT. [17]. OTmMeyanacb 3Ha-
ynTenbHaa vactota geduumta AKTI B coyetaHuu ¢
pedomuutom TTI —y 9 (81,8%) 13 11 60/bHBIX C MHO-
YKECTBEHHbIM Ae(ULMTOM FTOPMOHOB afeHOornnogmsa.
MNHTepecHO oTMeTuUTb, 4TO 6 (67%) 13 9 geTelt ¢ ge-
huumtom AKTI MMenn couyeTaHHyo rureprakTuHe-
MU0 (635—2500 MEA/n), npuyem cpefn ocTasibHbIX 3
feTein y | oTMeyanacb HOPMOMpPONaKTUHeMUs, Y 2 ae-
Teli NponakTnH He onpegensanca (puc. 4). B npouecce
ONNTeNbHOro HabnwgeHns y 3 feTell ¢ COYeTaHHbIM
nedmumtom CTI, TTI n AKTT passuncs gecuunt ro-
Ha[O0TPOMWHOB.

KnuHnyeckne MposiBNeHUs HecaxapHOro auabeta
He OTMeYaNnCh y AeTell C IKTOMNMen Herpornnodmsa
NpPUCyTCTBOBa/IM y | pebeHKa ¢ annasnein HeMpormno-
hu3a.

B uenom no rpynmne oTmevasncs BbiCOKui (64) npo-
LEHT CNOHTaHHOro nybeptata — y 7 n3 11 geTteit, goc-
TUrwmnx nybepTaTHOro KOCTHOro BO3pacTa.

M3yuaemasn rpynna feTeli ¢ runonutyntapmsmom u
3KTOMNMEN Heliporunodusa BKIKOYana B cebs 2 6paTbeB
C CEMeliHOl hopmoii n30/MpoBaHHOro geduumta CTI
ayTOCOMHO-PELLECCMBHOIO TUMa. Y 060MX 6paTbes npu
MPT 6blna BbisIBeHa runonaasva ageHorvnogusa
(o6bem 60 Mm3) 1 aKTOMKMSA HeMporunogmsa B 0651acTb
runotanamyca. Pasnuune MPT-gaHHbIX Kacanocb rm-
nomsapHOM HOXKW: Yy CTapliero 6pata B Bo3pacTe
14,8 roga oTMeydanachb ee areHesus, y MiafLlero B Bo3-
pacte 11,5 net — runonnasuvsa. Oeduumt CTI He co-
NPOBOXJA/ICA BbIMafeHNEM MPOLYKUUM OPYTrUX TPon-
HbIX FOPMOHOB, KakK Obl10 NOKa3aHO A/INTefIbHbIM Ka-
TaMHEeCTUYeCKUM HabnogeHvem. [mnepnponakTuHe-
MUSi OTCYTCTBOBa/a, Npoba ¢ TMpoMbepMHOM BbISABU-
na HopMasbHbIli 0oTBeT TTI U NponakTMHa Ha CTUMY-
naumto. Ctapumin 6pat pasBun CroHTaHHbIV ny6epTaT
B Bo3pacTe 13,9 roga npm KoCcTHOM Bo3pacTe 10 net u
pocTte —2,03 SDS.

Bce getu, y KoTopbIX 6bl1a BbIsB/EHa CENTOONTU-
yeckaa aucnnasva (n = 4), 6blM OTHECEHbl K 3TOM
rpynne.

700

Puic. 4. CoyeTaHHbIN BTOPUYHbBIA FTMNOKOPTULM3M W TUMepnposak-
TvHemust y 6 geteli ¢ gepyumtom CTI n TTI, accouMmMpoBaHHbIM
C 9KTOMMEN Herporunodmsa, areHe3nen runom3apHoOi HOXKN,
runonnasver ageHornnogumsa.

a — KopTu3on, 6 — NponakTuH. o 0CAM OpAMHaT: a — YpoBeHb KopTu3ona (B HMOMb/N);

6 — ypoBeHb NponakTuHa (B MEg/n).
3alUTprxoBaHHasi 061acTb — Mpefesibl HOPMasbHbIX KOHLIEHTpaLuii ropMOHOB B KPOBU.
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Tabnuuya 2

MepuHaTanbHbIA Neprog y AeTell ¢ COMATOTPOMHON HefoCTaTOuHO-
CTbt0, acCOLMMPOBAHHON C 3KTOMMWel Helpormunodusa, annasuen (ru-
ronnasveid) runousapHoi HOXKKM W runonnasveli ageHormnogmsa
(n=24

MepuHaTabHbIA Nepuos

["onoBHOe MpeanexaHve 17(71)
MN30/IMPOBaHHbIN getnumt CTI 13
MHOYKECTBEHHbIN AeUUUT TOPMOHOB afeHorunopusa 4

AroAnMyHOe/HOXHOE MpeaexaHune 7 (29)
N30/11MpoBaHHbIA aeduunt CTI 0
MHOYXECTBEHHBI AeUNUT rOPMOHOB afieHorunogmsa 7

Acthukcus/TpaBma 8/3

(33/20)
N30/IMPOBaHHbIA gecmumt CTI 2/1
MHOYKECTBEHHbIN AeULNT FOPMOHOB ageHorunomsa  6/2
Bakyym/aKcTpaKuus/wmnubl 0/0

AHa/iM3 nepuHatanbHOro nepuoga (tabn. 2) noka-
3a/1, YTO ro/soBHOe npegnexxaHve (71%; n = 17) npe-
06n1afano Haf AroguyHbIM (21%) 1 HOXXHbIM (8%). B
100% cnyvaeB poAbl BEIUCb Yepe3 ecTeCTBEHHbIE PO-
foBble nyTn. OTMeyasiacb accoumaLns Mexxay npease-
YKaHWeM 1 CTeneHblo runonuTyuTapusma: Bce AeTn C
AFOAVNYHBIM M HOXKHbBIM MpeasieXxaHneM B poax UMenmu
MHOXeCTBEHHbI Ae(hMLNT rOPMOHOB afeHornnogu-
3a. 76% peTeli C rOMOBHbIM MNpeasieXXaHeM WMenn
130/1MpOBaHHbIN aemunTt CTI. AcmKens, oTMeyaBs-
wasicad B 33% HabnwogeHwi, B 6 13 8 cny4vaeB nmena
MecTO y fleTeli C MHOXXeCTBEHHbIM AeLNTOM FOpMO-
HOB afieHorunogwusa.

ConyTCcTBYIOLLME AHOMasIMM Pa3BUTUA TONOBHOIO
Mo3ra nmenun 37,5% peteii ¢ ONUCbIBAEMO BPOXKAEH-
HOW Tpuadoli B CennspHoi ob6nactn. BpoXxaeHHble
aHoOManMn pPasBUTUA BKIHOYaIN B CeOA 5 OCHOBHbIX
rpynn: 1) centoonTu4yeckyr pgucrnasumio — CO[L
(cuHppom de Morsier); 2) aHOMa/IMO CTPOEHUSI BHYT-
PVYIMO3roBbIX COCY0B; 3) aHOMa/IMK0 Pa3BUTUA KOCTei
OCHOBaHMA 4Yepena; 4) KUCTbl Pa3/IMYHOM fIOKann3a-
umm; 5) aHomanvo ApHonbaa—Kuapn ¢ 6a3nnspHoii
VNMIMPECCUEN.

CenToonTuyeckas aucnnasus (cuHgpom de Morsier).
CO/[l npepcTaBnseT COOOM BPOXAEHHYH aHOMasIMiO
cpefHero Mosra. latonorus BKIHOYaeT B cebs runo-
Nnnasnio 3puTeNibHbIX HEPBOB, XMa3Mbl U BOPOHKU, TU-
nonsasuio nnm otcytcTeue septum pellucidum, ogHa-
KO y 4Yactn 6onbHbIX septum pellucidum mHTakTHa [6,
12]. KnnHuyeckme MNposiBMeHUs BapbupyrOT. Tununy-
Has CMMMNTOMAaTUKa BK/IKOYAET B Cebs HapyLleHue 3pe-
HUSA BMOTb A0 CEMOTbl, FOPU3OHT&/IbHbIV HUCTArmM,
Kocornasune, y HEKOTOPbIX 60/1bHbIX 3peHne HapyLleHo
He3HaumnTesnlbHo. OKo/Mo 2/3 naumeHToB UMEIOT TUMo-
nuTyntapusm (cuHgpom de Morsier), BkIoYvas aedu-
umt CTI, TTI, AKTT, pexe (npumepHo 11,5%) —
naHrunonuTyutapusam [6, 16].

Hamu 6b110 06cnefoBaHo 5 geTeli ¢ cMHApoMoM de
Morsier (3 MasibunKa, 2 AeBOYKMN). Y 4 AnarHo3 He Bbl-
3blBa/1 COMHEHWI, Y 1 Bbl1 NpesnonoxnTensHbiM. Bee
[eTV UMenn ToTaNbHbI (<2 Hr/mn) gedvuut CTT,
nprvyeM MUCXOAHO y 3 13 5 naumeHTOoB OH Obll U30n-
pOBaHHbIM, HO BMOCAEACTBUN Pa3BUICA JeduunT
TPOMHbIX rOPMOHOB ageHorunogusa. MPT 6blna npo-
BefeHay 4 n3 5 naumMeHTOB, NPW 3TOM Y BCEX BbisiBIIe-
16
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Hbl 3KTONWS Helpornnocgursa n areHesus (rvnonna-
3151) TMNoM3apHON HOXKN, a'y 2 feTeil — runonna-
314 ageHormnogusa.

M3 aHOManuin pasBuUTUA BHYTPMMO3IOBbIX COCYA0B
y | naumeHTa Hamu 6bina BbisAB/IEHA MPABOCTOPOHHSAS
annasua BHyTPeHHeli COHHOW apTepumn ¢ O4HOBPeMEH-
HbIM pacLUMPeHNeM /IeBO COHHOWM apTepun, ee N3BU-
TOCTbIO W BJaB/IEHNEM ee MeTNN B MOJIOCTb TYPeLKoro
cegna. lNMogobHas aHoManua 6blna paHee onmMcaHa
F. Triulzi n coast. [17].

CocyancTtasa naronorus y atoro pebeHka cornposo-
XJanacb aHOMasIMeil pa3BUTUA KOCTeli OCHOBaHMA Ye-
pena B BMAe HapyLleHUs popMMpPOBaHUA Masyxu Oc-
HOBHOW KocTW. [lpyras KOCTHas naTosiorms BKIoYana
B ceba cuHgpom Knmnnena—®deiina (Klippel—Feil) y
| nauwneHTa.

YeTBepTas rpynna BHYTPUMO3IOBbIX aHOMa/INA
BK/IHOYana B cebs KUCTbI Pas/IMYHON TOKaNM3aLun: Kmnc-
Ty 6e0ro BellecTBa B /1IeBOV /I06HOM gone (y 1 nayu-
eHTa), KUCTY 3aaHeli YepenHom asmku (y 1), KUCTy npo-
3payHoi neperopogkn V xenygouka (y 1).

HakoHeu, y 3 nauveHTOB MMesia MeECTO aHOMa NS
ApHonbga—Kuapu I—II cTeneHn ¢ npusHakammn 6asu-
NApHOW mmnpeccun. AHoManus ApHonbga—Kuapuy xa-
paKTepu3yeTCcs 3a[ep>KKOW PasBUTUS BEPXHUX CMUH-
HO-MO3rOBbIX CEFMEHTOB 1 MO3XKeuKa, KOTOpbIi 13-3a
MasibIX pasmMepoB OMyCKaeTcs K 60/bLIOMY 3aTbl10Y-
HOMY OTBEpCTMIO W cAaB/MBaeT MPOLOAroBaTbili MO3F
n 1V xenypoyek. CrefiCTBMEM 3TOr0O SABMSETCA Pa3Bu-
Tne rugpouedanum. AHomanua ApHonibia—Kwnapu
4acTO COMPOBOXAAETCA CUPUHTOMUENEN.

B HacToseMm McCnefoBaHUM KIMHUYECKUIA NOAn-
MOP(3M COMATOTPOMHOM HEeAOCTAaTOMHOCTU Y AeTel
M3y4yeH HamMu C NO3MUMIA BapnabenbHOCTU CTPYKTYp-
HbIX M3MEHeHW rmnoTanamo-runomsapHon o6nactu
no gaHHbiMm MPT.

BbisBneHa BbICOKas pacrnpoCcTpaHeHHOCTb Maroso-
MM runoTasiaMo-rmnogursapHoii obnactn y getein c
CTr-gedmumntom, cocTaBnaioLWas B M3yvaemorn rpynmne
87,3%. Haunbonee rpybble BpOXKAEHHbIE aHOM&a/IUN TU-
noTasamo-rmnoumsapHon 061acTu, 3aTparnBaroLime
O[IHOBPEMEHHO HeMpOrnnoma, runopusapHyro HOXKY
M ageHormnogus, NAeHTUMOLNPOBaHbI B CaMOil MHO-
rouvcneHHomn (33,8%) rpynne feTei 13 06LLEel KOropTbl
C MaTo/IorM4yeckoli KapTuHo Ha MPT. AHanormyHble
[JaHHble 6blan nonyyeHsl M. Maghnie n coaBT. [14], Ko-
TOpble BbISABUAN YKa3aHHble aHOManun 'y 39,4% ob6cne-
[OBaHHbIX; NO fdaHHbIM F. Triulzi n coasT. [17], OHK
BCTpeyasmch eLle yaule — B 58% cny4vaes. Ecnu 13 nsy-
YeHHOI HamMu rpynnbl UCKIKYNTL AeTeil ¢ KpaHuoda-
PVHIMOMOM, KOTOPbIX HEe BKIOYaIN B 3apybexHble KO-
ropTbl, TO JONA AeTei ¢ TpMagol BPOXAEHHbIX aHOMa-
nnin coctaBuT 37%. O6beM rmnogmrsa, BbISIBIEHHbIN B
JaHHol rpynne (78 £ 43 MM3), Takke corfacyetcs C
JaHHbIMKW apyrux aBTopos [17]. ConyTcTBylOLMe aHO-
ManMn runoTaiaMmyeckon 06nacTn u Apyrux OTAenoB
MO3ra B HalleM WCCMefOBaHUM BbIABNANNCH Yallle
(38%), uem y gpyrux aBTopoB — 23% [13] n 12% [17].

BaXHO OTMeTUTb MOIMMOPMU3M CTPYKTYPHBIX U3-
MEHEHWIA, BbISIBNEHHbIX B JaHHOW rpynne. Tak, 9KTO-
nusi Helpormnomsa, ABAAKOLLAACA OCHOBHOW COCTaB-
NAOLLEN B TpUade HapyLLeHWiA, conpoBOXAaiacb W3-
MEHEHMEM TMNO(UN3aPHON HOXKN Pas3fIMYHON cTene-
HW, BKNOYadA ee annasuio y 16 n3 24 naumeHToB 1 ru-
nornnasvio y 5 n3 24, n n3aMeHeHneMm ageHorunopusa



pas/IM4YHOM CTeneHwn, BK/KOYas "mycToe" TypeLkoe ceq-
10, "4YacTU4YHO NycToe" TypeuKoe censlo, rvnoniasunio.
B cBA3M C 3TUM cnefyeT OTMETUTL AB/IEHME BHYTpUCE-
MerHoOro nonvmMmopgmsma y aByx 6paTbeB C M301MPO-
BaHHbIM geuumtom CTI: aKTONMS Heliporunodmsa v
rmnonnasnsa ageHorunogmsa conpoBoXXaaucb areHe-
31eil BOPOHKM y CcTapLuero 6parta 1 runonnasvei Bo-
POHKM Yy MnajLero éparta.

B Hawem uvccrnefoBaHUM MOKa3aHO OTCYTCTBME 3a-
BMCVMMOCTWN MeXAy COCTOSAHWEM TFUMOU3apHON HOX-
K (Hanmmuve mnum annasus) v pasmepom afeHoruro-
(hmsa, ¢ O4HOWM CTOPOHbI, U CTeMeHb TMNONUTyuTa-
pu3Mma, ¢ gpyroii. Tak, n3onmpoBaHHbIi geconumt CTI
(54%) 1 MHOXXeCTBEHHbIN AeNLMT FOPMOHOB aJIeHO-
rmnocgmsa (46%) oTmMeYaIMCb NPaKTUYECKN B PaBHO
CTEMEeHN C HEKOTOPbIM MpeobnafaHVeM M30IMPOBaH-
Horo feduumta CTI. Hawwm pesynbTatbl 0 paBHOMep-
HOM pacnpegesieHnn nsonuposaHHoro geduumrta CTI
N MHOXXECTBEHHOro fJeduumTta ropMOHOB afjeHOrnno-
(hmza nNpu cUHApPOME paspbiBa MMNOMU3apHON HOXKM
M rmnonnasnm ageHorunogusay aeteli cornacyorcs ¢
OaHHbIMW Apyrux asTopoB — 9/13 [13], 15/35 [14],
30/59 [17]. MopobHbIM 06pa3om OTCYTCTBOBasa 3aBU-
CMMOCTb MeXy 06beMOM rurnogusa U CTeneHbo ru-
NONUTYUTapmn3mMa, UYTO TakXKe COrnacyetcs ¢ AaHHbIMU
apyrux nccnegosatenein [11, 17]. BaXHO OTMETUTb Bbl-
COKY pacnpocTpaHeHHOCTb gedmumta AKTT (82%)
1 accoumaumio ero ¢ runepnponakTuHemuein (67%)
cpean LeTeil ¢ MHOXeCTBEHHbIM Ae(MLMTOM FOpMO-
HOB afieHornnogunsa, coveTaHHbIM C 3KTOMNMern Helpo-
runogusa n annasner rmnounsapHoii HOXKK, YTO He
XapaKTepHO A/18 BCEX OCTasIbHbIX TPynn MauneHToB C
naTonoruen, BbisBAeHHON Npy MPT. ArogmyHoe u
HOXXHOe npegnexaHue (29%) 6b110 accoLMMUPOBAHO BO
BCeX C/yyasiXx C MHOXXeCTBEeHHbIM JeMLUMTOM rOopMo-
HOB afieHorunogusa.

BbisiBnieHa Bbicokas (37,5%) yactoTa COnyTCTBYHO-
LWMX aHOMa/IMiA pa3BUTMSA FOMIOBHOrO MO3ra B M3y4dae-
MOV rpynne, BkA4as cuHgpom de Morsier, annasuio
BHYTPEHHE COHHOIW apTepun, aHOMa/IMKO PasBUTUSA
KOCTeli OCHOBaHWS 4Yepena, KUCTbl pasnn4YHoOl noka-
amsauun m aHoManmio ApHonbga—Kunapn. Ocobbil
MHTEepec B3bIlBaeT TOT (PakT, 4TO BCe AeTW C TUMOMu-
Tyntapusmom u COJ, (cuHgpom de Morsier), KOTOPbIM
6blna npoBegeHa MPT, cocTtaBunm rpynny ¢ BPOXKAEH-
HOW Tpuagon aHoManuii. YactoTa 3KTOMMM HeMporu-
nodmsa n NaTtosiorMm BOPOHKN y aeTeii ¢ CO/L, nony-
YeHHast HaMu, 6blnia 3HaUNTeSIbHO Bbille COOOLLEHHO
S. Willnow un coasT. [18]. BaxHO noA4epKHYTb He0O6-
XOAMUMOCTb TLLATENbHOIO HabNOAEHVS N afeKBAaTHOIO
neyveHus geteli ¢ CO/L, NOCKO/bKY cO06LaeTcs o cny-
yasx BHe3anHowm cMepTn feTei ¢ cuHgpomom de Mors-
ier ¢ gecmumtom AKTI, OCNOXHEHHbIM KPU30M Hafj-
NOYe4YHMKOBOW HeJOCTATOUYHOCTM BO BPEMSI BMPYCHOIA
VHekuun [4, 6].

ToT hakT, 4TO Tpuaga "aKToNmUs Herpormnoguraa,
annasmsa runogusapHoli HOXKW, TMNONIasns ageHo-
runogusa” y geteil Kak ¢ M301MPOBaHHbIM AednLm-
ToM CTI, TaKk U C MHOXECTBEHHbIM Ae(ULNTOM rop-
MOHOB afeHorunomsa no JaHHbIM A/IUTENLHOIO Ka-
TaMHECTMYECKOro HabnoAeHNsI CONPOBOXKAAETCA pas-
BUTMEM W MPOrpeccupoBaHNEM TUMONUTYUTaPU3MA,
MMEET BaXKHOE MPOrHOCTUYECKOE 3HaYeHWe N yKasbl-
BaeT Ha HeobXOAMMOCTb TLLATENIbHOrO Hab/MAeHUS 3a
3TOI rpynnoli nayMeHTOoB.
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BbiBOAbI

1. Tlo gaHHbIM MPT ronoBHOro mo3sra, comarto-
TPONHaaA HeAOCTAaTOYHOCTb Y AeTell XapakTepusyeTcs
BbIP@XKEeHHbIM KMHWUYECKMM TMOIMMOP(U3MOM, Mpo-
ABNAIOLLMMCA B Pa3HO06pasnm CTPYKTYPHbIX.U3MEHe-
HUWIA, 3aTparnBaroLnX afgeHornnogms, Hempornnogma
N TUMOMU3APHYHO HOXKY.

2. Bbicokast yacToTa (87,3%) naronorum cennsapHom
06nacTn no AaHHbIM MPT ykasbIBaeT Ha HMU3KYHO pac-
MPOCTPaHEHHOCTb UCTUHHO "nanonatuyveckoro” CTI -
necmunTa y geten.

3. Tpuaga aHOManuii "'sKTONuUs Helpornnogmaa,
annasvsa (rnonnasvs) rmnogusapHoi HOXKK, rUno-
nnasusa ageHorvnodusa" aensetcs segylienn (33,8%) B
o6LLen CTPYKType MNaToforun CensispHoin obnactu y
fetenn ¢ CIT-gedmumntom. [aHHas Tpuaga BCTpeyaeT-
CA y OeTell KaK C M30/MpoBaHHbIM aecuuutom CTT,
TaK Y C MHOXECTBEHHbIM AedULMTOM rOPpMOHOB afe-
Horunousa U XapakTepusyeTcs MpPOrpeaneHTHbIM
BbINafeHeM MPOAYKLMU TPOMHbLIX TOPMOHOB afeHo-
rmnogmsa no AaHHbIM O/INTeNIbHOTO KaTamMHecTuye-
CKOro HabsogeHus.

4. 3HaunTeNbHaa pacnpocTpaHeHHOCTb (37,5%) co-
NyTCTBYHOLLMX aHOMa/INi pPasBUTUA FOIOBHOMO MO3ra B
n3y4yaemon rpynne, BeAyLleil M3 KOTOPbIX SBASETCS
cuHgpom de Morsier (runonuTyuUTapusm, accoummpo-
BaHHbIVi ¢ CO/l), No3BONSeT paccmaTpuBaTb AaHHYH
Tpuagy Kak nposiBfieHne paHHero AM3amMopuoreHesa u
KaK OHO M3 BO3MOXXHbIX MaTOreHeTUYeCKNUX 3BEeHLEB
CTTl-HegocTaTOUYHOCTMU.
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