NNEKCHbIX NCUXO0TepaneBTUYECKUX MporpaMM peabu-
iMTaumMm 60JbHBIX CaxapHbIM 41abeTOM.
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STUNOMIOMMYECKASA N KIIMHWYECKAS CTPYKTYPA MEPBNYHOW
XPOHWYECKOW HAAMOYEYHMKOBOW HELOCTATOUYHOCTW:
PETPOCMEKTVBHbIV AHAN3 426 C/TYUYAEB

Kadeapa sHAoKpnHoNorum MOCKOBCKON MeauUmMHCKON akagemun um. V. M. CeuyeHoBa, SHAOKPUHOMOrMYECKMIA
Hayu4HbI LeHTp (aup. — akag. PAMH W. W. Oepos) PAMH, Mocksa

C uenbto M3yyeHnss 3TUONOTNYECKON U KIMHUYECKOW CTPYKTYpbI
NEPBUYHON XPOHUYECKON HAANOYEYHUKOBON HeLOCTaTOYHOCTY
(1-HH) nposefeH peTPOCMEKTUBHBIA aHa U3 UCTOPUIA 6onesHN
426 60nbHbIX ¢ 1-HH, Habmogaswmxcs B SHLL PAMH n(unn)
KIMHWKe 3HgokpuHonorumn MMA um. U. M. CeueHosa ¢ 1954 no
1997 r. OGHapy><eHO 3HauMTeNbHOe npeobnajaHne 4YacTOoThl
uanonaTuyeckoii 6onesnn ApgamcoHa (VIBA) Hap 6onesHbio Ag-
AncoHa Ty6epkynesHoit aTuonorum (TBA) (70 n 30% cooTeeT-
CTBEHHO), MPUYEM NPU AUHAMUYECKOW OLEHKE 3TWX NokasaTe-
neli 3a yKasaHHbI Nepuog BPEMEHW BbISBNEHO MPOrpeccupyto-
wee npeobnagaHne WMBA. 1-HH 6onee uyem B 2 pasa uvaule
BCTPEYAETCA Y >KEHWMH, NpyY 3TOM HabmojaeTcs AvHamuka
[anbHellero pocTa npeobnafiaHns >KeHWWH B CTPYKTYpe 3a-
60neBaHMA B 3aBUCUMMOCTM OT nona. OTMeYeHo, YTO cpeau
60/bHbIX VIBA >KeHLMH 60nbLUe, Yem My>KUuH, B 2,5pasa, B TO
BpeMs Kak cpean 60nbHbIx TBA 3TO0 cooTHOWeHWe paBHo 1:1.
CpegHuii Bo3pacT 601bHbIX Npu MaHudecTaumn 1-HH cocTas-
naeT 34,3 +£ 0,46 roga. [MuK KAMHWYECKOW MaHudecTauum
MBA npuxoguTcs Ha Bo3pacT mexkay 20 n 40 rogammn (B cpeg-
Hem 32,8 + 0,78 roga), a TBA — me>kay 30 u 50 rogamu (B
cpegHem 37,4 + 0,85 roga), 4TO CBUAETENbCTBYeT 0 6Gosee
nosgHeid manucpectTaymm TBA (p < 0,01). B 28% cnyuyaes
MBA BCcTpeyanacb B pamkax ayTOWMMYHHbIX NOAUrnaHaynap-
HbIX cuHgpomoB (AMC): 1 Tuna — B 3%), 11 Tuna — B 25%
cnyyaes. [Mpy AMHAMWYECKON OLEHKE COOTHOLUEHWS 4acTOThbl
n3onmposaHHoii 1-HH n MBA B pamkax AINC BbisBIEHO, 4TO
ecm B 30-x — 50-x rogax XX seka MBA 6blna KOMMNOHEHTOM
ATIC B 13%) cnyyaes, To K 80-m — 90-m rogam sTOT nokasa-
Tenb yBenmuuncsa fo 34%), B CBA3M C YeM CAenaH BbIBOL 0 NaTo-
mopchose 1-HH, koTopbIii 3aknuaeTca B NOCTENEHHOM nepe-
xofe aTon naTonormn B paspag AMNC. Y MHOruMx 60MbHbIX C
1-HH umetoTCA pasnmuHble COMyTCTBYHLWME ayTOUMMYHHbIE
3a60/7eBaHNsA, NpU aHaaM3e CeMeriHoOro aHamHe3a 60MbHbIX VIBA
B OMpPefeNeHHOM MPOLEHTE CyyaeB y 6/M>KailumMX pOACTBEHHN-
KOB BbIfiBleHa ayTOUMMYHHas NaTo/norus, a y 60MblUMHCTBA
601bHbIX TBA ceMeliHblli aHaMHe3 OTArOLWeH No TybepKynesy.

HaanoyeyHnkoBask He[0CTaTOYHOCTh (TUMOKOPTK-
unsm, HH) — KnnHUYeckwidi cuHApoM, o6yc/loB/IeH-
Hblil HeLOCTAaTOYHOW CeKpeumerd TrOPMOHOB  KOpbI
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A retrospective analysis of case histories of 426 patients with
primary chronic adrenal insufficiency (1-Al), followed up at
Endocrinology Research Center, Russian Academy of Medical
Sciences, and/or Endocrinology Clinic of I. M. Setchenov
Moscow Medical Academy in 1954-1977, was carried out in
order to assess the etiological and clinical structure of this dis-
ease. The idiopathic form of Addison's disease prevailed over
its tuberculous form (70 and 30%), respectively); dynamic as-
sessment of morbidity over the above period showed a progres-
sive predominance of the idiopathic form. 1-Al is more than 2
times more incident in women, and the incidence ofthe disease
in women vs. men is ever growing. There are at least 2.5 times
more women than men among patients with idiopathic Addi-
son's disease, while for the tuberculous form the ratio is 1:1.
The mean age of 1-Al manifestation is 34.3 = 0.46years. The
peak of clinical manifestation of idiopathic Addison's disease
occurs between 20 and 40 years (at the age of 32.8 years on
average), while for the tuberculousform this age is 30-50 years
(37.4), which indicates a later manifestation of this form
(p < 0.01). In 28%) cases idiopathic Addison's disease coursed
in the presence of autoimmune polyglandular syndromes
(APS): type 1 in 3%0 and type Il in 25% cases. Dynamic as-
sessment of the ratio of the incidence of 1-Al alone to that in
the presence of APS showed thatfrom the thirties to the fifties,
idiopathic Addison's disease was a component of APS in 13 %
cases and by the eighties and nineties this values increased to
34%), which permits a conclusion about pathomorphism of
1-Al, consisting in gradual transfer of this disease into APS.
Many patients with 1-Al develop concomitant autoimmune dis-
eases; analysis of family history of such patients reveals au-
toimmune diseases in close relatives in many cases, while the
majority ofpatients with the tuberculous form of Addison 5 dis-
ease have afamily history of tuberculosis.

HaZINOYeYHNKOB B Pe3ynbTaTe HapyLLeHUs (PYHKLMO-
HUPOBaHMA OLHOFO WM HECKO/IbKUX 3BEHLEB TMMO-
TanaMo-rmnogr3apHo-HaANoYeYHNKOBO  CUCTEMbI.



Hanbonee yacTbiM BapuaHTOM 3a60/1eBaHUSA SBASETCA
nepBuyHas xpoHuyeckas HH (1-HH), oCHOBHbIMM
npuyYnHamMy pasBUTUS KOTOPOW SBNAKOTCA ayTOWM-
MyHHas 1 TyGepKynesHas LeCTPyKUMA KOpbl Hagmno-
YeYHMKOB (COOTBETCTBEHHO ayTOMMMYHHas W Tybep-
KynesHas 6onesHb AgaucoHa — TBA). opasgo pexe
BCTpevatoTcs UeHTpasbHble ¢opmbl HH (BTOpUYHas
HH — nopaxeHue runogmusa, TpetmyHas HH — no-
paxeHue runotanamyca) [1].

Cama no cebe 1-HH saBndeTca poctaTouyHo peg-
KuM 3aboneBaHvem. Ee pacnpocTpaHeHHOCTb, M0
[aHHbIM pa3HbIX aBTOpPOB, Konebnetca ot 40—60 fo
100—110 cnyyaeB B rog Ha 1| M/IH HaceneHus [4—6].
TeM He MeHee 3TO 3ab60/1eBaHMe VIMeeT 60/bLUOe 3Ha-
YeHue B paboTe MPaKTUYECKOro 3HLOKPUHOMOra.

B nocnegHee Bpems B MUPOBOW SMTepaType nepe-
CMOTpPEHbI fjaHHble 06 anuaemuonormn 1-HH. Mpe-
K[e BCEro 370 KacaeTcsi 3TMO/IOMMYEeCKOW 1 BO3pac-
THO-MO/I0BOV  CTPYKTYpbl 3aboneBaHns  (Npeobnaja-
HVWe ayTOMMMYHHOV 60ne3Hn ApamcoHa Hag TBA,
60nbLUas YacToTa 3a60/1€BAEMOCTU CPeAn XKEHLWUH), a
TaKKe HEYK/IOHHOrO pocTa pasBUTMA ayTOMMMYHHOW
6one3Hn AJAMCOHA B pamKax ayTOMMMYHHbIX MOu-
rnaHaynapHeix cuHgpomos (AMC | w11 tunos) [1].
HecmMoTpss Ha 3TO, B OTEYECTBEHHOW nuUTepatype
MPaKTUYecK OTCYTCTBYKT paboThbl, MOCBALLEHHbIE
aHann3y 3TUONOMMYECKOW U KMHWYECKOW AMHaMU-
Kn 1-HH Ha npoTskeHun XX CTOneTus, a Takke uc-
ClleflytoLne CoBpeMeHHoe COCTOsHWE 3TOro BOMpOCa.

Llesibio  HacTosALeid paGoTbl SBUINCH M3ydeHue
3TMO/IOTNYECKON W BO3PACTHO-MONOBON CTPYKTYpbI
1-HH B 3aBucUMMOCTW OT nepuofa AMarHOCTUKKU 3a-
0oneBaHNs, 4acToTbl BCTPEYAEMOCTU WAMONATUYE-
CKOW 60M1e3HM ApancoHa (MBA) B pamkax AMC, a
TaKXKe aHaNn3_COMyTCTBYIOLLEA ayTOMMMYHHOIA naro-
NOTUN 1 CeMEHOro aHaMHe3a y 60/bHbIX 1-HH.

MaTepuasibl 1 MeTofbl

MatepnanoMm [Ans  HacTOALEro  MccnefoBaHus
ABUNUCL MCTOpUM GonesHn 426 60MbHbIX ¢ 1-HH,
Habnmogaswuxcs 8 OHL, PAMH w(unn) KvHuKe
aHpgokpuHonorum MMA wum. L. M. CeueHoBa ¢
1954 no 1997 r. OmarHo3 60ne3Hn ALAMCOHA Y HUX
Obln nocTaBneH B nepuog ¢ 1939 no 1997 r. B 3aBu-
CUMOCTM OT Nepuofa AMarHOCTUKM BCe 60/bHble Obl-
NN pasfeneHsl Ha 3 rpynnsl. B 1-t0 rpynny BoLx
60/bHbIE C AMArHO30M, YCTaHOB/IEHHbIM B Mepuoje C
1939 no 1958 r. (44 6onbHbIX), BO 2-t0 — ¢ 1959 no
1978 r. (207 60nbHbIX) U B 3-t0 — C 6oNe3Hb0 ALaun-
COHa, [AmarHoctTMpoBaHHon ¢ 1979 no 1997 r.
(175 60bHbIX). OCHOBbIBasACbL Ha Martepuasax WCTO-
puiA 60ME3HN, C y4eTOM BCeX 06CYXAaeMbIX B paboTe
nokasatenieli Obln CO34aH €AVHbIA  KOMMNbIOTEPHbIN
6aHK fdaHHbIX. CTaTUCTMYecKyd) 06paboTKy AaHHbIX
MPOBOAWAN  0ObIYHBIMW  METOAamu, [O0CTOBEPHOCTb
pesynbTaToB OLUeHVBanM Mo Kputepuio CTbIOfEHTa.
3HaueHus B TEKCTe MpeAcTaBneHbl kak M(p) + T;
p < 0,05 paccmaTpuBasicsi Kak AOCTOBEPHbIA KpuTe-
PUIA pasnnynii.

PesynbTaTbl U X 06CYXaeHWe

'Ha coBpemMeHHOM 3Tane pasBUTUA 3HAOKPUHOSO-
rMn JOCTOBEPHOE YCTaHOB/IEHWE ayTOMMMYHHOrO re-
Hesa 1-HH [J0/MKHO OCHOBLIBATLCA Ha BbISBAEHUM
aHTUTEN K pas3/IniHbIM KOMMOHEHTaM KOpbl Hajmo-
YeYHMKOB. BbicoKoCMEUMpUUHBIMA 1 YYBCTBUTESb-

HbIMW MapKepamy ayTOMMMYHHOIO afpeHanHa B
HacToALLee BpeMs MPU3HaHbl aHTUTENa K K/H4YeBO-
My (DepMeHTY HaAMNoYeYHMKOBOrO CTepouzoreHesa
21-rnppokcunase [1]. B cBA3n ¢ aTUM BCe Criyyaun He-
Ty6epkynesHoin 1-HH (oTcyTcTBME [AMCCEMMHMPO-
BaHHOro Ty6epKy/ie3Horo npouecca) 0603HaveHbl Ha-
MW He Kak ayTOMMMYyHHas 60/1e3Hb ALAMCOHA, a Kak
VBA. [1OoNONHUTENbHBIMW  KPUTEPUAMWN OTHECEHUS
O0/bHLIX K 3TOW rpynne SBNANNCH AaHHble 0 Ha/u-
UMM pasIMYHbIX ayTOMMMYHHbIX 3ab60/neBaHuli B
aHamHese, Ha MOMEHT guarHoctukm 1-HH, a Takke
npv panbHelilwem HabnogeHnn 3a 60bHbIMKU, B TOM
uncne 3aboneBaHWA, MO3BONAIOWMX OTHeCTU 60-
ne3Hb ApaucoHa K ATC.

Kputepnamu gmarHoctmkm TBA aBuancb aHam-
HECTMYECKME N KIMHUYECKME YKa3aHWS Ha aKTUBHbIN
Ty6epKynesHblii MpoLecc B APYrMx opraHax (nerkwe,
MOYKW, KOCTW, TEHWTaIMM U Jp.), 4acTo coyeTaro-
LWMIACSH C NONOXKMTENbHBIMA TYOEPKY/IMHOBbIMU MpO-
6amu, a TakXKe OTArOLLEHHbI CEMENHBIA aHaMHe3 Mo
Ty6epKyne3y

MaumeHToB, y KOTOPbIX Ha OCHOBAHWW MNepeync-
NEHHbIX KpuUTepueB AnddepeHUManbHas AMarHOCTU-
Ka npuuvH 1-HH (VIBA vnn TBA) 6blna 3aTpygHe-
Ha, U3 UCCMef0BaHNsA UCKTOYaIN.

ATunonornyeckas cTpyktypa 6onesHn ApamncoHa B
3aBMCMMOCTM OT Mepuoja [AUarHOCTUKM 3aboseBa-
HWA NpefcTasneHa Ha puc. L.

Kak BugHO Ha puc. 1, ymcno 6O0MbHbIX, BXOAS-
wwx B rpynny VIBA (298 60]‘IbeIX) MpeBsbILaeT ymc-
no nauuneHToB ¢ TBA (128 60nbHbIX) B 2,3 pa3za (70
30% cOoOTBeTCTBEHHO). OAHaKo ecnM B nepuog ¢
1939 no 1958 r. cooTHoLleHWe rpynn 60/bHbIX VIBA
n TBA 6bi10 npaktnyeckn 11 (52 £ 753
48 + 7,53% COOTBETCTBEHHO), TO BO 2-ii rpynne
60/bHbIX (c 1959 no 1978 r.) OHO WU3MEHSANOCH B CTO-
poHy npeobnagaHus WMBA Hag TBA (61 + 3,39 u
39 + 3,39% COOTBETCTBEHHO). B nocnefHuii nepwog,
(c 1979 no 1997 r.) 6onbHble WBA cocTaBnsnm
85 % 2,7% oT BCex 60/bHbIX ¢ 1-HH, B TO BpeMs Kak
60nbHbIX TBA 6bI10 ToNbKO 15 + 2,7%. YBenuyeHue
fonu naumeHtoB ¢ MBA oT 1-ro nepuofa K 3-my
OKaszafiocb foctoBepHo (™ 3 = 4,13; [2—3 = 5,58;
p < 0,01).

Mony4eHHble pesynbTaTbl O AVHAMUKE 3TWUO/OIU-
YeCKOM CTPYKTYypbl 60N1e3HN AJANCOHA COOTBETCTBYHOT

Puc. L
ALAmMcoHa.
Mo ocv opAmHaT 34ecb U Ha puc. 2, 3, 5 — [0oNs Kaxzdoi rpynnbl oT o6Liero yncna

60nbHBIX (B %); NO OcK abcumce 3hecb W Ha puc. 2, 5 — rogbl. 3alwTpUXoBaHHbIe
cTon6uKn — VIBA; cBeT/ble cTon6ukn — TBA

OnHamnka 3TNONOrNYecKoi 60ne3HN

CTPYKTYpbI
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Puc. 2. Ay¥HaMMNKa COOTHOLLEHMS| BO/bHBLIX 60Me3HLI0 ALAMCOHA
MY>KCKOFO 1 YKEHCKOFO0 mnosna.

3/eCb 1 Ha puUC. 3. 3ALITPUXOBAHHbIE CTONBUKN — BGOMbHbIE MYXXCKOrO Nofia; CBeT/ble
CTON6GMKN — BOMbHbIE EHCKOro nona.

Puc. 3. CooTHOLLeHMe BOMbHBIX MYXCKOFO 1 XEHCKOro rona npu
60n1e3HN AAMCOHA Pa3/INYHOW 3TUOMOTUN.

Mo ocy abcumce — rpynnbl 60MbHBIX B 3aBUCUMOCTU OT 3TUONOMMKN 3a60/1eBaHMS.

Puc. 4. BospacT 60/1bHbIX Npu MaHUgecTauun 60n1e3Hn AgamcoHa
B 3aBMCMMOCTMW OT 3TUOJIOrMK 3a60/eBaHus.

Mo ocy opavHaT — Aona Kaxaoi rpynnbl OT 06Lero ymcna 6onbHbIX 1-HH gaHHOM
atmonorun (VIBA nnn TBA; B %); no ocu abcumcc — BO3PacT 60MbHbLIX Mpu
KMHWYecKoli MaHudecTauumn 3a6onesaHns (B rogax). / — WBA; 2 — TBA.

[AaHHbIM  MWUPOBOW nnTepaTypbl. Tak, M0 [aHHbIM
D. Orth n coasT. [7], ayTOMMMYHHbIA NPOLLECC NEXUT
B ocHoee 1-HH B 70—75% Bcex cnydyaes. 1o faH-
HbIM pyrux aBTopoB [5], ayTOMMMyHHasa LecTpyKuus
KOpbl HAAMOYEeYHWKOB Oblna MpUYMHOM 3aboneBa-
HMiM B 91—93% cnyyaeB. YKa3aHHble W3MEHEHWS B
CTPYKType nNpUYMH 6ones3Hn ALAVUCOHA ABMSNCH
npexze BCEro pesynbTaToM OTKPbITUA XUMUOTepa-
NeBTUYECKUX CPEACTB B NepPBOi MOSIOBUHEe XX CTO/e-
TMA U CBA3AHHOIO C 3TUM Hayaia 3PQPEKTUBHONM
NpognnakTUKN 1 feveHns Tybepkynesa kak B Poc-
cuK, Tak 1 BO BCeM mupe. OnpegesneHHoe 3HaveHue
MOXeT MMeTb M POCT 3ab60/1eBAEMOCTN ayTOUMMYH-
HbIMK 3a00/1€BaHUAMY B LIE/IOM.

Mpu n3yyeHnn CTPYKTYpbl 3a60/1€BaHNSA B 3aBUCK-
MOCTWU OT M0fa Mbl MOAYYWUNM CrefytoLline AaHHble
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(puc. 2). Cpean 6onbHbIX ¢ 1-HH 6bino 288 (68%)
YKEHLWMH 1 138 (32%) My>4nH. Takmm 06pas3om, co-
OTHOLLUEHWe BO/bHbIX MY>XUUH U XEHLUUH COCTaBW/Io
1:2,1. MMpocnexusas gnHaMUKy CTPYKTYpbl 3aboneBa-
HWA B 3aBMCMMOCTM OT MONa, MOXHO 3aMeTUTb Bce
6onbllee npeob6niafaHve O60/bHBIX XEHCKOro nosa.
[ona 60/bHbIX XKEHLUMH B TPeX M3y4YaembIX neprogax
coctaBuna 59 + 6,2, 64 + 3,3 n 73 + 3,2% cooTBeT-
CTBeHHO. lpu 3TOM MMenocb AOCTOBEPHOE AMHAMMU-
YeCKoe YBe/IMYeHVe A0/ BOMbHbLIX YKEHWUH OT 1-ro
nepuopa K 3-my (h_3 = 2,03; /2-3 = 2; p < 0,05).

AHaNIOrNYHble JaHHble UMEKTCA U B NUTepatype.
Tak, cpeamn 71 6onbHoro ¢ 1-HH ayTOMMMYHHOrO re-
He3a, o6cnegoBaHHoro J. Nerup [6], 6bina 41 (57,7%)
XeHwWwmHa (cooTHoweHune 1:15). Mo gaHHbIM Gonee
no3gHMx nyé6nukaunii [5, 9], 3aboneBaHne cpeau
YKEHLMH BCTpeyaeTcs B 3,5—4 pasa vallle no cpaBHe-
HUIO C MY>XUYMHAMW. Y'Ka3aHHble N3MEHEHUS B CTPYK-
Type 3a60/1eBaHNSA B 3aBUCMMOCTW OT Mo/a CBA3aHbl,
Mo-BUAMMOMY, C HEYK/IOHHOW TeHAeHUMel K npeo6-
napgaHnio 1-HH ayTOMMMYHHOTO reHesa, MOCKOJMIbKY
cpeaM KeHWMH XapakTepHa 6osblias pacnpocTpa-
HEHHOCTb ayTOMMMYHHOW MaTofiorMn B LeoM. Tak,
npu nsyyeHUn ceaAsn CTpykTypsl 1-HH B 3aBucumo-
CTW OT Mona u atuonornm 3abosnesaHuna (puc. 3) OT-
MeYeHo, YTo B rpynne 60nbHbIX MIBA ropasfo MeHb-
Le MaUMeHTOB MYXCKOrO Mo/a, Yem >KEHCKOro (29 u
71% COOTBETCTBEHHO, COOTHOWeHMe 1:2,5). [po-
LeHT >eHwwuH B rpynne WBA (71 + 2,63%) pocTto-
BEPHO npeBbian TakoBoi (58 + 4,34%) B rpynne
TBA (/ = 2,55; p < 0,05).

Kak n B rpynne 6onbHbiIX VIBA, cpeayn 60MbHbIX
TBA npeobnafatoT XeHWwuHbl (cM. puc. 3), OAHaKO
COOTHOLLUEHME /ML, MYXCKOr0 W >KEeHCKOro nona B
AaHHOW rpynne paBHo 1:1,38 (42 u 58% cooTBeTCT-
BEHHO). AHA/IOTNYHble [aHHble OblIN  MOMyYeHbl 1
Opyrumun asTopamu. Tak, no faHHbIM P. Zelissen, cpe-
Ay 83 60/bHbIX ayTOMMMYHHON 60/e3HbI0 AJAMCOHA
ObIno 55 (66%) >keHWMH 1 28 (34%) MyXXuuH, TOrja
Kak cpeg 60/bHbIX TBA COOTHOLUEHWE 6O0/bHbIX
YXEHCKOr0 1 MY>XCKOro nona coctasnsano 1:1 [10].

CpegHuiA Bo3pacT 60/bHbIX MpU  MaHuUdecTaumm
3aboneBaHus coctaBnan 34,3 = 0,46 rofa (y My>X4uH
— 32,6 £ 0,91 roga, y »xeHwuH — 351 £ 0,52 ro-
Aa). [laHHble 0 Bo3pacTHOW cTpykType 1-HH npu ma-
HUecTauny 3a60M1eBaHNA NPeLCTaB/ieHbl Ha puc. 4.

Kak BugHo Ha puc. 4, nuk WBA npuxogutcsa Ha
BospacT 20—40 net (cpegHuid BospacT 32,8 + 0,78 ro-
Aa), B TO Bpems Kak TBA MaHWU(DeCcTUpYeT valle Bce-
ro B Bospacte 30—50 net (cpegHWin BO3pacT 60/bHbIX
37,4 £ 0,85 roga; p < 0,01). AHanornyHble AaHHblE
0 BO3pacTHoin CTpykType 1-HH 6blin nonyuyeHbl w
apyrvmu astopamu [5, 10].

OfHUM M3 UHTepeCcHelLLUMX BOMPOCOB 3TUO/MOTUN
W naToreHesa ayToMMMyHHo 1-HH sBnsieTca usyde-
Hue AIC. 1-HH Bctpeyaetcd B pamkax AlC kak |
(AMC-1), tak n Il Tna (AMC-2). OTANYUTENbHbI-
MK YepTamy pefiko BCTpedarowleroca AlMNC-1 (kaHau-
AONONMIHAOKPUHHbBIVA CUHAPOM) ABAAKOTCA Hanune
ayTOMMMYHHOr0O runonapaTnpeosa, C/M3NCTO-KOX-
HOro KaHauaos3a, pPeaKkoCTb ayTOMMMYHHbIX TUpeona-
TWUIA, YacTOe COoYeTaHUe C XPOHWUYECKMM ayTOUMMYH-
HbIM renaTtuToMm, [AOKa3aHHas reHeTuyeckas MyTa-
ums 21g22.3 xpomocombl [2]. AMNC-2 oT/myaet 3Ha-
4ynTeNIbHO 60/bLUAsA YacToTa B LIE/IOM, YacToe coyeTa-
Hve 1-HH ¢ ayTOMMMYyHHbIM TUPEOMAWUTOM WK
ONPPY3HbIM TOKCMYECKUM 3000M, 60/bLLAA YacToTa



Puc. 5. InHaMmnKa COOTHOLLEHMS YacTOTbl M30MMPOBaHHOW VIBA
n 1-HH B pamkax ArIC.

3alTpuxoBaHHble cToNbukn — 1-HH B pamkax AIC; cBeT/ble CTONOUKM —
n3onuposaHHasa VBA.

caxapHoro Auabeta | Tuna, ABYKpaTHOe npeobnafa-
HVe cpeiun 60/bHbIX XeHWwuH [1].

Mpy aHanM3e UCTOpUiA 60ME3HEN BbIABNEHO, YTO Y
83 (28%) wm3 298 6onbHbIX MBA 1-HH couetanacb
X0TA Obl C OAHMM 3ab60MeBaHUEM — KOMMOHEHTOM
AlNC (25% — ANC Il tnna, 3% — AMNC | tuna).
Kak BMAHO Ha puc. 5, yactoTa AlNC cpean 60/bHbIX
VIBA Ha npotsxeHun XX cTonetus pocna.

Tak, ecnm B 1-i1 1 2-i1 nepmogbl (¢ 1939 no 1958 r.
nc 1959 no 1978 r.) yactota 60/bHbIX ¢ AIC cpeau
60MbHbIX ¢ 1-HH ayTOMMMYHHO Mpupoabl COCTas-
nsna cooTBeTcTBeHHO 13+7121+3,6%, 10 B MO-
cnegHuin nepwog (¢ 1979 nmo 1997 r.) vacTtoTa 60/b-
HbIX ¢ AINC pgocturna 34 + 3,89%. lNpu atom yBenu-
yeHue gonm 1-HH B pamkax AlC B cTpyktype VIBA
B TPex u3yyaemblX Mepmofax OKas3anocb A0CTOBep-
HbiM (N 3 = 2,63; 12—3 = 2,45; p < 0,05).

B HacToslLee BpemMs Ha OCHOBAHWW K/IMHWUYECKO-
ro OnbiTa MOXHO MpPeanonoXnTb elle 60/bLUYHO
BcTpeyaemocTb VIBA B pamkax AIC (B nepByto o4e-
peab AIMC-2), NOCKOMbKY MaHupecTauma apyrux
KOMMOHEHTOB CMHAPOMa MOXeT OblTb OTCpPOYeHa BO
BpemeHW. [loflyyeHHble pe3y/bTaTbl 0 YacTOTe pas-
NINYHBIX KOMMOHeHTOB AIC y 60/bHbIX VIBA cooT-
BETCTBYIOT [AaHHbIM [pYyrvX aBTOpPOB. Tak, Mo JaH-
HbIM OJHWX aBTOPOB, Npu 06cnenoBaHUN 97 60/bHbBIX
coyetaHma 1-HH ¢ gpyrumu ayTOMMMYHHBLIMW 3H-
LOKpuHonaTuamu Habnoganmce B 39 (40%) cnyvasx
[9]. Mo maHHbLIM Apyrux wmccneposateneid, OAHOBpe-
MEHHOe Ha/muve y 60MbHbIX 60M1e3HM AAAMCOHA U
Jpyroro ayToMMMYHHOrO 3HAOKPWHHOIO 3abosieBa-
HWS BbIABNANOCH elle vaule (47—53%) [6, 11]. Mpwu-
BefleHHble [aHHble MO3BONAKT CLeNaTh 3aK/oueHune
0 TOM, 4YTO ecnu nepsbiM 3Tarnom natomopgosa 60-
ne3Hn ALAWCOHA ABWMIOCH M3MEHeHWe NpeobnafaHus
TBA B KOHUe XIX — Havane XX Beka Ha npeobnaga-
Hve VIBA B cepeamnHe XX Beka, TO B HacTosilLee Bpe-
MA MOXHO rOBOpPWUTL O BTOPOM 3Tane natomopgosa
6one3Hn ALAWCOHA, KOTOPbLIA 3aKntoyaeTcs B MOCTe-
NMeHHOM nepexofe nocnegHein B paspag AMC. Hau-
bonee BEPOSITHOM MPUYMHON 3TOr0 ABNSETCSH YNyu-
LUeHMe KayecTBa MeAMLMHCKON MNOMOLUM 60/bHbIM,
KOTOpas 3akNiyaeTcA Kak B OMTUMM3ALUM 3aMecTu-
TenbHoOW Tepanun 1-HH, Tak u B /le4eHUn conyTcT-
BYIOLLMX 3a60/1€BaHNA, YTO YBENUMBAET NPOJOIKN-
TENIbHOCTb XXM3HW MauMeHTOB, NO3BONAA UM LOXWUTb
[0 BTOPOro ayToMMMYHHOro 3aboneBaHus. lonyuyeH-

Tabnuua |

CrpykTypa AlC
ATC | Tuna (n = 9) AIC Il Tvna (n = 74)

YacToTa BCTpe-
HYaemocTn

YacTtoTa BCTpeda-

eMOoCTU

KOMMOHEHTbI KOMMOHEHTbI

a6e. % a6e. %
MepBuyHbIl rnno- 9 100  ANT/L-T'T 50 68
napaTtvnpeos
CnrsncTo-Kox- 5 5 AT3 21 28
HbI KaHAMAO3
MepBUYHBIA runo- MepBUYHbIN
roHagusm 4 44 runoroHagusm 6 8
CaxapHsblii gnabet CaxapHblii
| TMNa 1 11 pnabert | TMna 2 2,7
AUNT/1-T'T ! 11
AT3 | 1

MpumeyvaHwue. 3geck 1 B Tabn. 3 4T3 — andihy3HbIi TOK-
cnyeckuii 306, AT — ayTOMMMYHHbIA TupeonguT, 1-I'T — nep-
BUYHbI/ TMNOTUPEO3.

Tabnunuya 2

ConyTcTBylOLWAaA ayTOMMMYHHas He3HAOKPUHHAs nartonorua vy
60nbHbIX ¢ 1-HH (n = 100)

3abonesaHue Uncno 60MbHbIX

MonuBaneHTHaa anneprus 63
BpoHxvansbHaa actma 10
Anoneuus 7
KpanusHuua

Annepruyeckuii puHUT

MonnnHo3

ATpOUsA 3pUTeNbHLIX HEPBOB
PeBmatnsm

PeBMaTounaHbIl apTpuT
XPOHNYECKNIN aKTUBHBbIN renaTtuTt
Annepruyeckuii gepmaTmT

Ok3ema

Hecneuungunyecknii A3BeHHbIA KOAUT
MepHWUMO3Has aHeMuKA

PaccesiHHbIli CKnepos

Capkoungos

CnHgpom CTtumBeHca—/>XOHCOHa
CwuHgpom Llapna
TpombouuToneHnyeckas nypnypa
Y3nosatas sputema

e e e e e N RN W W wwwh Do

Hble [aHHble 0 CTpykType AIC npefcTasfieHbl B
Tabn. 1.

Kpome pas3nnyHbiX KOMMoHeHToB AINC, y 100
60NbHbIX UMENUCH fpyrve ayToOMMMYHHble 3aboneBa-
HUA (cpean Hux 85 6onbHbIX WBA, 15 60/bHbIX
TBA) (1abn. 2). Hanbonee yacTbiMU CONYTCTBYHOLLM-
MU ayTOMMMYHHbIMU 3a00/1€eBaHUAMU ABMANUCH MO-
NBaneHTHaa anneprua (63 60/bHbIX), OPOHXMAsb-
Haa acTma (10), yHuBepcanbHas anoneums (7). OaH-
Hble 0 Ha/MYMM COMYTCTBYHOLLMX ayTOMMMYHHOW na-
TONormnM y 6onbHbIX ¢ 1-HH nonydyeHsl 1 apyrumu
aBTopamu [1, 3, 4, 8].

Mpu aHanm3e uctopuii 6onesHelt Mbl U3yyvanu ce-
MeliHbI aHamHe3 63 60nbHbIX ¢ 1-HH (Tabn. 3), u3
HUX 36 60/bHbIX uUmenn WBA, 27 — TBA. Kak u
CNnesoBaio 0XWAaTb, OCHOBHbIMK 3a60/ieBaHuAMN Y
O6nvKalWmnX POACTBEHHMKOB 60/bHbIX WVBA  6binn
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Ta6bnmya 3
CeMmeliHblii aHamHe3 60/bHbIX ¢ 1-HH (1 = 63)
VIBA (n = 36) TBA (n = 27)
nauneHTbl ¢ naumeHTbl ¢
VIBA, nwe- TBA, nme-
3aboneBaHve owme 60nb- 3aboneBaHne towme 60nb-
HbIX poa- HbIX POACTBEH-
CTBEHHUKOB HNKOB
AT3 13 Ty6epKkynes 21
CaxapHblii frnabet BpoHxuans-
Il Tna 12 Has acTMa 3
1-HH 4 OT13 2
ANT/L-TT 4 1-HH 2
CaxapHblii gnabet CaxapHblii gn-
| TMna 2 abet Il TMna 2
BpoHxunanbHaa actma 1 AUT/L-TT 1
MonnnHo3 1
PeBmatongHblii
apTpuT 1

ANQdy3HbIA TOKCUYecknii 306 (13 60/bHbIX), caxap-
HbIi ana6eT Il Tvna (12 60nbHbIX) U 1-HH (4 60nb-
HbIX). Y 60/bHbIX TBA cemeliHbli aHaMHe3 Obln OTS-
roweH no Tybepkynesy (21 6onbHOW), GPOHXUAbL-
Holi acTme (3 60}'IbeIX¥, ANPPY3HOMY TOKCUYECKOMY
306y (2 60/bHbIX).

BbiBoabl

1. B Xofie peTPOCMNeKTUBHOIO aHasm3a 426 cryyaes
1-HH o00Hapy>xeHO 3HauuTenbHoe npeobnafaHve
WBA Hag TBA (70 n 30% COOTBETCTBEHHO), MPUYEM
MpW ANHAMUYECKOW OLeHKe 3TUX NokasaTenei BbisiB-
NEHO [anbHelillee yBenmuyeHue yaenbHoro seca VIBA
B O6LUEN 3TMONOrMYECKOl CTPYKType 60ne3Hn Agimn-
COHa.

2. 1-HH 6onee yem B 2 pasa uallle BCTpeyaercs y
YKEHLMH, Mpu 3TOM HabnjaeTcs AMHaMUKa [asib-
Heiwero npeobnafgaHus nuL >KeHckoro nona. NBA
B 2,5 pa3a yalle BCTPEYaEeTCH Y XKEHLUMH, B TO Bpems
Kak cpean 60nbHbIX TBA COOTHOLLEHWE MOMOB CO-
cTaBuno npumepHo 1:1.

3. CpefHuin Bo3pacT 60/bHbIX NPU MaHUpecTaLmn
1-HH cocTaenset 34,3 £ 0,46 roga. Mk MaHuge-

© KONJIEKTUB ABTOPOB, 1998
YK 616.453-008.61-089.168.11-07:616.154

cTauum MBA npuxogntca Ha nepuof mexay 20 u 40
rogamun (B cpesHem 32,8 + 0,78 roga), TBA — mexay
30 n 50 rogamn (B cpesHem 37,4 + 0,85 roga), 4to
CBUAETENbCTBYET 0O 00Nee paHHein MaHudecTaumnm
VBA (p < 0,01).

4. BobisBneHo, 4to B 28% cnyyaeB VIBA BCTpeya-
naco B pamkax AlMC: AMC | tuna 8 3%, AlMC Il Tu-
na B 25%. Mpu AMHaMUYECKON OLEHKe COOTHOOLLe-
HMSA YacToTbl n3onnposaHHo VIBA n NBA B pamkax
ArlC BbigBneHo, 4to ecan B 30-x — 50-X rogax XX
Beka VIBA B pamkax AlNC Bctpeyanacs B 13% cnyda-
eB, T0 K 80-m — 90-m rogam 3TOT MokKasaTesib YBenu-
yuncs o 34%, B CBA3WN C YeM MOXXHO CfenaTb BbIBOS,
06 o4yepeAHOM 3Tarne natomoposa 6onesHn Aaamco-
Ha, KOTOpbI 3aK/K4aeTcs B MOCTENEHHOM MNepexofe
aToi natonoruu B paspsg AlC.

5. ¥ MHoOrux 60nbHbIX ¢ 1-HH nmetoTca pasnuu-
Hble COMYTCTBYIOLME aAYTOMMMYHHbIe 3ab0/ieBaHuUA
(Hanbornee 4acTo — MO/MBANEHTHAs anneprs, GPoH-
XvasibHas actMma, anoneums). INpw aHanmse cemMenHo-
ro aHamHesa 60sbHbIX VIBA B OMpeaeneHHOM mpo-
LIeHTe Cny4aeB Yy 6MKaLLINX POLCTBEHHUKOB BbIAB-
NseTcs ayTOMMMYHHas naTtonorus, a 'y 60/bluein yac-
TN 60MbHbIX TBA CeMeliHblii aHaMHEe3 OTSArOLIEH MO

TybepKynesy.
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MPOMHOCTNYECKOE 3HAYEHVE YPOBHA KOPTUSOJIA N1 AKTI B KPOBU
MALUMEHTOB C BONIE3HBIO NMUEHKO-KYLUWHIA MNP XNPYPITMYECKOM

NEYEHN KOPTUKOTPOIMMHOM

OHAOKPUHONOMMYECKUIA HayUHbIA LeHTp (amp. — akag. PAMH W. N. JepoB) PAMH, Mocksa

AfeHOM3aKTOMUA nposedeHa 41 60nbHOMY ¢ 60ne3Hbl0 LeH-
KO—KyLUMHra. Y Bcex 60/bHbIX 4O Onepauun Ha KOMMblTep-
HO ToMorpacumn BbiSiBEHbI afieHOMbI runogusa. bonbHble Obl-
W pasgenedbl Ha 2 rpynnbl. B 1-t0 rpynny Bowau 60/bHble €
BMepBble BbIABNEHHOM 60ne3Hblo MueHko—KywmHra (n = 31),
2-t0 rpynny cocTasuam 6onbHble (N = 10), KOTOpPbIM paHee
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Adenomectomy was carried out in 41 patients with lcenko-
Cushing’s disease. Before surgery, computer-aided tomography
showed pituitary adenomas in all the patients. The patients
were divided into 2 groups. Group 1 consisted of 31 patients in
whom the disease was diagnosed for the first time and group 2
of 10 patients previously treated by other methods (proton ther-



