CBSI3b JaHHbIX 3a00MeBaHN MeXay Co60l 1 C OXupe-
HueMm. C KJIMHUYECKOWN TOYKWN 3PEHMUSA B&XKHO NMOMHUTb
0 BO3MOXXHOCTU codeTaHus COAC un 3HAOKpuHOMa-
TWIA, 4TO OCOBGEHHO BaXKHO A1 TMMOTMPeo3a U aKpo-
Meranmu. KoMMiekcHoe fieyeHne yKasaHHbIX 3abore-
BaHUI MOXET YyYlINTb KayecTBO >XM3HW W YMeHb-
LWNTb PUCK Pa3BUTUSA OCNOXXHEHWIA.
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Moctynuna 27.04.99

A. K. lMaeneHko, B. B. dagees, I A. Me/nbHUYEHKO
OANATHOCTUKA MEPBNYHOIO MMMNMEPA/IbAOCTEPOHI3IMA

Kategpa aHgokpuHonorum (3as. — akag. PAMH . 14. enos) MOCKOBCKOW MeAVUMHCKON akafemum

um WN. M. CeuyeHoBa

MepBuryHbIA runepanbgoctepoHnsm (M) — kau-
HUYECKUI CUMHAPOM, pa3BMBAIOLLNICA B pe3ynbTare
N36bITOYHON NPOAYKLMW a/lbA0CTEPOHA KOPOW Haarno-
YEUHMKOB W MPOSABNAIOLLMIACA HU3KOPEHUHOBOW ru-
NMoOKa/IMEMUNYECKO  apTepuasibHOM  rMnepTeH3unel
(AN, KoTOpas He 3aBUCUT OT HOPMaSIbHOM PEHUH-aH-
rMOTEH3VHOBOW PErynsuun.

Brepsble AlT, conpoBoXXAaroLWasaca rmneprnpoayk-
UMeli anbOCTEPOHa, B COYETAaHUM C OMyXO/bK KOpbI

Haano4YeyHNKoB Obia onncaHa Mxepomom KoHHOM B
1954 r. [18, 19|. OH pocTaTtoyHO MosHO onucan 145
Cny4yaeB 3TOro 3aboseBaHWs, BKIKOYas KIMHUYECKYHO
KapTUHY ¥ MeTaboNIMYecKme HapyLUeHUs, Ha KOTopble
1 No celi feHb onupaeTcs guarHoctuka M [20, 21].

Ha HacToAwmii MOMeHT HeT equHON, O6LLLenpuHs-
TON Knaccugmkaumm cuHgpoma MI. Mo Ho3onoruye-
CKOMY MPUHLMMY BbILENAOT:
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1. O4VIHOYHYIO a/1bAOCTEPOHMPOAYLIMPYIOLLYHO afie-
Homy (AlTA) HagnoyeyHuka (BKIKOYas pefko BCTpe-
YaroLLOCA aHrMoTeHsH |l (M peHnH)-4yBCTBU-
TenbHyto AlA).

2. \anonatnueckuii runepanbhocTepoHusm — UK
(OBYCTOPOHHSAA runepniasna HagnoyYeyHNKOB C MUK-
PO- VAN MaKPOHOAYNAPHLIMU N3MEHEHUSAMU NN 6e3
TaKoBbIX).

3. O4HOCTOPOHHIOK HAAMOYEYHVKOBYIO runepriia-
310 (MepBUYHYHO HaAMOYEYHMKOBYIO TMMNEePnIasnio).

4. [ IOKOKOPTUKONANOAABNAEMbI runepaibaocTe-
poHnsm — [N (gekcameTa3oHNOAAB/SAEMbIA TUMne-
pasib4OCTEPOHN3M, T[/IFOKOKOPTUKOWA3aBUCUMBIA  TU-
nepasib4OCTEPOHN3M, CEMEWHbIA  TunepanbhoCcTepo-
HU3m | Tnna).

5. ATA: a) Haano4YeyHNKOBYHO; 6) BHEHaAMOYeUHU-
KOBYIO.

CyLecTBYOT Takke knaccudukauum MK no aHa-
TOMUYECKOMY Y NaTO(U3NOIOTMUYECKOMY MPUHLMUMNAM.
AHATOMWYECKN MOTYT ObITb BblAe/IEHbl OMyXO/eBble
thopmbl MI™ (ageHoMa 1 KapuuHOMa HaAno4YeyHKOB U
SKTOMUYECKME Heorsasum) n Heonyxonesble (O4HO-
CTOPOHHAS U ABYCTOPOHHAA TMneprnnasns Haarnoyeu-
HuKoB, 'TIIN). Mo nNaTtoun3noNornyecKomy npuHLMNY
BbIAENAOT aHTMOTEH3NH |1 (U PeHUH)-YyBCTBUTE b-
Hble W aHrMoTeH3MH [1-HeyyBCTBUTE/bHbIE (OPMBI.
YCTaHOBUTb UCTUHHYIO YacTOTY pa3inyHbIX opm M
[OBO/IbHO C/IOXKHO, YTO CBSI3aHO C MCMOJ/Ib30BaHMEM
pas3NNyHbIX OUNArHOCTUYECKUX KpuTepueB. B Tabn. !
npefcraB/fieHa OTHOCWUTE/IbHAasA pPacnpoCcTpaHeHHOCTb
BapuaHTOB cuHgpoma NI no AaHHbIM pasHbIX aB-
TOpPOB.

JaHHble 0 yacToTe MM B 06Wel CTPyKType Npu4mH
Al focTaTto4yHO NPOTUBOPEUMBLI, YTO OTPaXKaeT Heopn-
HOPOAHOCTb 3TOr0 CUHAPOMA W OTCYTCTBUE YeTKUX
KPUTEprEB ANArHOCTMKM ero BapMaHTOoB. B 6OMbLUVH-
CTBE PYKOBOACTB, M3AaHHbIX B 60—SO-x rogax, ykasbl-
BaeTca uudpa 0,5—2%. B HacTosLee Bpems, N0 MHe-
HUIO BOMBLUMHCTBA MUCCNefoBaTeNeid, OHa He OTpaxaeT
peasibHOM, 3Ha4YMTeNbHO 6O0JbLUel pacnpoCcTpaHeHHOo-
ctm MI. MNepecMOTp Takux MNpeAcTaBfieHnii Heobxo-
OVM MO cnefyrowyM npuyrHam, KOTopble B TO Xe Bpe-
MS MOXHO paccmaTpumBaTb B KayecTBe (DaKTOPOB IU-
noguarHoctmkm I1r.

1. AnvTenbHOe BpemMs CUUTasIOCh, YTO YPOBEHbL Ka-
nnsa 6onee 3,5 Mmonb/n Ucka4vaeT anarHos M. B
JasbHelilemM Obl10  YCTaHOB/IEHO, 4TO CyLUECTBYeT
HOpMOKannemunyecknini BapuaHt MNT, a Al B coueTa-
HUM C TUNOK&/IMEMUYECKUM a/IKa/l030M, CMOHTAHHbIM
NN NHOYLMPOBAHHBIM AUYPETUKaMU, XapaKTepusyeT
B OCHOBHOM Tsesble hopmbl IMI.

2. Llvpokoe uvcnosib3oBaHWe AUYPETUKOB B MpPO-
wnom gia nedeHua Al nosbiwano BbisensgemocTs M1,
MOCKO/IbKY [AWYPETUKU MPOBOLVPOBIA TUMNOKasne-
MUIO MPW NaTeEHTHbIX hopmax 3abonesaHus. C ross-
JIEHNeM HOBbIX TMIMOTEH3MBHbIX MPENnapaToB ANYPeTU-
KV CTa/In UCMO/Ib30BaTLCA PeXke, YTO MPUBeNo K CHU-
YKEHUIO YacTOTbl U TAXECTU TMMOKaIMEMUN Y BOJIbHBIX
¢ Al 1, TaknM 06pa3oM, YMEHbLLUEHNIO YacTOTbl Bbl-
asneHusa MMr.

3. OTKpbITME HOBbIX BapuaHToB Al, B naroreHese
KOTOPbIX OOMUWHUPYET HapyLleHWe PeHUH-aHTNOTEH-
3UH-a1b40CTEPOHOBOV CUCTEMBI.

R. Gordon n coaBT. o6cnegosann 199 nauyueHTOB ¢
"acceHUmansHoi runepteHsmein” (AN) n HopmMoKane-
MUed 1 NPULLK K BbIBOAY O TOM, 4TO yactoTa I cpe-
On Hux cocTtaenseT oT 5 go 15% [35]. MNMpuHMMmas Bo
BHUMaHWe 3TV LMdpbI, rMnepansiocTepoHN3M Henb3s
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Tabnuua |
PacnpocTpaHeHHOCTb pas/iMyHbIX opMm cuHapoma MK (B % oT 06-
wero ymcna cny4daes Ml

J. Irony n co- F. Manteron Young, Hog-
Hosonornyeckas copma Y 9 9

aBsT. [42] coasT. (53) an (1994)
AlA 57 54 64
AHINOTEH3VH |l-4yyBeTBU-

TenbHaa AlA 3 17 -
nr 35 41 32
O[HOCTOPOHHAA Hafnovey-

HUKOBasA runepniasus 5 0,8 <2
rnr < 15 <2
KapunHoma HagmnovyeyHNKoB < < <
OG6LLee KOMMYECTBO CryyaeB

nr 154 115 -

HasBaTb peAKol MpuumHolr Al. TMpuHUMANaNbHLIMK
npuyyMHamn BbigeneHns cuHgpoma NI, a Takxke Heob-
XOAMMOCTMN pPa3paboTKM ONTUMa/IbHbIX KPUTEPUEB €ro
ONarHoCTUKM 1 JleYeHUs SBNAIOTCA MOTeHUMaIbHas
N3/1e4MMOCTb 3ab0/s1eBaHUA (pe3eKums Omnyxonu, Ha-
3HaYeHMe MaToreHeTMYecKon Tepanuu MpU Heomyxo-
NeBbIX (hopmax); passuUTUe crneumduyeckmnx (He cBS-
3aHHbIX ¢ Al') ocnoxkHeHwin MM anbAOCTEPOHUHAYLIN-
POBaHHOW rMNepTpohUN MMUOKapaa, OCOXHEHWUA TU-
NoKasIMeMnN.

MaumeHTsl ¢ MM, NOMMMO pUCKa PasBUTUA OCNOXK-
HEHWIA, 06ycnoBneHHbIX Al Kak TakOBOI, UMEIOT Bbl-
COKWUA PUCK pasBUTUS Creumguyeckoro Ana rune-
panbAoCTEPOHN3MA OC/IOXKHEHUA — asIbJOCTEPOHUH-
OyumpoBaHHOM runepTpodmnn Mmokapga [23]. B akc-
nepMMeHTax Ha XMBOTHbIX ObI/IN YETKO pasrpaHuYeHbl
runeptpous n prubpo3 MuoKapaa, Bbl3BaHHblE W3-
ObITKOM anbgocTepoHa M 00ycnoBneHHble Al [Mpu
CHWXeHUN A/l y XXVBOTHbIX C NMOMOLLLIO TUMOTEH3NB-
HbIX NpenapaToB MPOLO/HKAIOCh BNNSHWE a/lbA0CTEPO-
Ha Ha cepgue 1 runepTpoduma Mruokapaa He yMeHblLua-
nacb [32]. Takum o6pa3om, Hopmanu3auums ALl 6e3
CHWXXEHNSI YPOBHA a/lbJOCTEPOHA MOXET MpuUBeCTn K
pa3BUTUIO CepAEeYHO-COCYANCTbIX OCNOXKHEHWIA. B aun-
arHoctmke cuHgpoma [T HeobxoouMO BblAeNUTb 3
atana: 1) CKpMHWHIoBoe 06cnefoBaHVe MauMeHTOoB C
Al ana ncknodeHns Mrh; 2) AnarHOCTUKY CUHApPOMa
Mr; 3) gnarHoCTMKY HOo30/0rnyeckon topmbl M.

B knMHM4eckoli kapTuHe MIT MOXHO BblgenuTb 2
OCHOBHble rpynnbl cMMaToMoB. K 1-ii rpynne MOXHO
OTHECTU TMPOSABNEHUA U OCMIOXKHEeHUs Al, 2-a rpynna
CYMMNTOMOB 60nee crneundmyHa n 0bycrnosfeHa runo-
Kamemuen. 34ecb BbIAENAIOT MOYeYHble U HEPOMbI-
LWeYHble CMMMTOMbI. K HelpOoMbILeYHbIM pPaccTpoii-
CTBaM OTHOCAT MbILLEYHYO C/1aboCTb, YTOM/IAEMOCTb,
MblLeYHble cygoporn. KnnHnvecKMmu MnposiBNeHus -
MU AMCTPOUM MOYEUHbIX KaHa/bLEeB, Pa3BUBLLENCS
Ha (bOHe runokKaIvemMuu, ABNSKOTCA NOAUYPUS, NOMN-
anrcus, HUKTYpusa. [JocTaToO4YHO MOCTOAHHBLIM MpwU-
3HakoM TN cumTaeTcs Le/loYHas peakumss MOouu.
KVHNYeCKN BblpaXXeHHas rMMoKa/IMeEMmUs BCTpeYaeT-
CA [LOCTATOYHO PefKO M CBUAETENbCTBYET 0 HeobpaTu-
MbIX W3MEHEeHUsIX B MOYKaxX W CepheyHO-COCYAUCTON
cucTeme.

Cpean Bcex naumeHToB ¢ AT HEO6XOAMMO Bbie-
T rpynny, y kotopoi NI Hanbonee BeposATeH. B aTy
rpynny BXOAAT nauueHTbl ¢ AT B cOYeTaHUn ¢ ruro-
Kamemmei; NaumeHTbl, y KOTOpbIX AT CONpOBOXXAa-
eTCA MbILUEYHON €nabocTbio, MapecTe3nsMu, CHUDKe-
HUEM KOHLIEHTPaUMOHHON (DYHKLUMM MOYeK; Monogble
nauveHTbl; MauueHTbl C CEMeWHbIM aHamHe3oM AT



Tabnuuya 2

B/MsiHME TUMOTEH3VBHbLIX MPenaparoB Ha CeKPeLMio PeHUHA U anbfo-
cTepoHa

Mpenapatb! Cekpeuusi peHuHa Cekpeuusa anbaocTepoHa
R-ApgpeHo6nokaTopsbl MopaBnstoT MopasngatoT
ViHrnébutopsl AMod Ctumynupyrot To xe
OunypeTrikn To xe Ctumynupytot
MwuHokenamn To xe

60/1bHbIE C Tshkenoi AlN; maumeHTbl ¢ pepakTepHOI K
neyeHuto Al.

MpepnoxeHne HEKOTOPbIX MCCNefoBaTeneld, onpe-
[enATb, MOMUMO YPOBHS Kalnsi U HaTpusl, aKTUBHOCTb
peHnHa nnasmbl (APIT) y Bcex nauvieHToB ¢ Al B Ka-
yecTBe CKpuHWUHra Ha NI [46] He nonyunno BceobLue-
ro ogobpeHusa. Bo-nepsbiX, NPOBOAUTL 3TO MCCefo-
BaHve abCo/IIOTHO BCeM MaLeHTaM — 3KOHOMUYECKN
He onpasAaHo, a BO-BTOPbIX, A4/1 JOCTOBEPHOro orpe-
penennst APl KpoBb fo/mKHa ObITh B3siTa € cobtoge-
HMeM onpeAeneHHbIX YCNoBuiA (NauueHT HaxoauTes B
MOJSIOXKEHMM JIeXKa, KPOBb 6epyT B MPOBGUPKY C aHTU-
KOarynsaHToMm, cpasy LUEeHTPUMYrMpyrT, OTAENbHYHO
nnasmy 3amMopakmaloT W [OCTaBNAT B naboparo-
pvit0), YTO He MOAXOAMT ANA aMbynaTOpHOro o6cneno-
BaHuA. Kpowme Toro, 3a 2—3 Heaa0 vccefoBaHusA He-
06X04MMO OTMEHSITb MPOBOAUMYHO TUMOTEH3VBHYIO
Tepanuio, NMOCKOMbKY 3TW JIeKapCTBEHHbIE Mpenaparsbl
MOryT U3MeHATb APl 1 KOHUEHTpaUMio a/ibA0CTEPOHA
nnasmbl (KAIT) B 060omx HanpasneHusx (Tabn. 2). Ha
3TO Bpems 06bIYHO Ha3HayaroT KIOMENVH UK Apyrue
npenapatbl LEeHTPasIbHOro AeiCcTBUS.

CnoHTaHHOe OfHOKpaTHOe WCCefoBaHWE YPOBHS
abOCTePOHA TaKXe He MOXET CMYyXWUTb CKPUHUHIO-
BbIM MeToAOM B AmarHoctmke [, ITOT nokasaTesib
[O/MKeH nccnefoBatbCs Y MHTEPMNPETUPOBATLCA TOJSTb-
KO B codeTaHun ¢ API. Kpowme Toro, crnefyet yunTbl-
BaTb, YTO KakK Yy 3[0POBbIX OAEN, TaK 1 Y NaLMeHToB
¢ AlA cekpeuns anbfocTepoHa NoAYMHAETCS orpese-
NleHHOMY uMpKagHomy puTtmy [40, 45]. W, HakoHeL,
TshKeNas rmnokannemMms cama no cebe 3aMeTHO yYMeHb-
LLIAEeT CMHTEe3 a/Ib0CTEPOHA U MOXET MPENATCTBOBATL
BO3HVMKHOBEHUIO rMnepaibhocTepoHemMmnm [65].

SKCKpeLms anbJocTepoHa ¢ MoYoit

OnpegeneHne B MOYe KMUCIOTONabWIbHbIX MeTabo-
JIUTOB a/bAoCcTepoHa wWauM 18-OKCOrntoKypoHuga He
ABNSAETCA [OCTATOYHO YYBCTBUTE/IbHLIM MapaMeTpoM,
TaK Kak OHW COCTaBNAlT TOMbKO 8—12% ero metabo-
vToB [29]. 3TK nokasatenu Haxo4WUCh B Mpefenax
HOPMbI Yy 3Ha4YUTeNbHONM YacTu naumeHTos ¢ M [41,
68]. AnarHos y HMx 6blN YCTaHOB/IEH C MOMOLLbIO ApY-
rMX KpUTEPUEB, BK/OYas OnpejesieHne YPOBHS TeTpa-
rMapoasibAOCTEPOHA, Ha KOTOpbIN npuxogntcs 30%
BCEX MeTabonnToB asnbaocTepoHa [29, 41]. Onpepene-
HVe YPOBHSA TeTparnapoasibAoCcTepoHa ABMAseTca A0cC-
TATOYHO YYBCTBUTE/IbHBIM METOLOM AmarHocTukm M,
HO 3TO UCCMefoBaHWEe HefOoCTYNMHO GOMbLUMHCTBY Jla-
6opaTopuii.

[nsa yctaHoBneHus pguarHosa cuHgpoma M (6e3
YKa3aHWsi Ha ero KOHKpeTHble (hOpPMbl) UCMOJb3YeTCA
nccnefoBaHve COOTHOLLEHNS ypoBHe AP n KA, a
TaKXXe NpoBefieHVe pafa AMHaMUYeCKUX TecToB (C dn-
3M0/10TMYECKMM  PacTBOpPOM,  (oIyAPOKOPTU30HOM

n ap.).

OtHoweHne KA K API

Mpu Ml yBenMumnBaroTCA CeKpeumsa asibAocTepoHa
¥ 33fep>KKa B opraHnsme Hatpus. YBenmyeHne o6bema
LUUPKYIMPYIOLLE Miasmbl NPUBOAUT K MOAABNEHMIO
CEKpeLMM pPeHMHA MOYKOM U YMEHbLUEHUIO aKTUBHO-
CTV peHuHa nnas3mbl. B 1981 r. Hiramatsu npegnoxun
n3mepsATb oTHoweHne KAIT k API1. 3To cooTHOLLe-
Hue 60/1ee NOCTOAHHO, YeM KadKAblii U3 noKasaTtesnein B
OTAe/IbHOCTW, OHO MeHee 3aBMCMMO OT KO/IMYecTBa Ha-
TpUA B MNULLe, MpUeMa NeKapCTBEHHbIX MpPenapartos,
LMpKagHbIX PUTMOB, MOJIOXEHUSA YenoBeka [51].

B wnccnepgoBaHuu K. Hiramatsu u coasT. (1981) y
323 nauyneHToB ¢ 3l oTHOLWeHne KAI (B mr/n) K APT1
(8 mr/n/u) coctaBuno meHee 200 (0,55, ecnn anbpo-
CTEPOH BbIpaXeH B HMOJ/bL/N) U OCTaBanoCb B 3TUX
npefenax npy npuemMe rugpanasviHa, MeTungonsl u i3-
afipeHo6/10KaTopoB. Y 13 NauMeHTOB YPOBEHb anbfo-
cTepoHa npesbiwan 200 mr/n (0,554 HMonb/n), y 9 u3
HuX (C no3gHee gokasaHHOM AlA oTHoweHne KA/
APTI1 coctaBuno 6onee 750 (2,07) [40]. Takum obpa-
30M, 3HaudeHue oTHoweHus KATT/API 6onee 750 c
BbICOKOW BEPOSATHOCTbIO CBUAETE/NbCTBOBA/IO O Ha/n-
ynn AlA.

B uccneposaHunu, nposegeHHoM D. Lyons n coasT.
(1983), oTHOLweHne KA (B Hr/gn)/ APIT 6b110 MeHee
50 y 9 300poBLIX UL, 1y BCex, kKpome 1, n3 10 nauwm-
eHToB ¢ 3N, HOo 60nee 50 y Bcex, Kpome 1, u3 7 60Nb-
Hbix C ATTAny 5 — ¢ UTI'. Yepes 2 4 nocne npuema 25
Ml KanTorpwuia 370 COOTHOLUEHWE YMEeHbLUANoCh Y
BCEX MauVEHTOB C HOPMasibHbIM AaB/leHVEM W Y nauum-
eHTOoB ¢ 3" 1 ocTaBasioCh Bbille 50 y BCeX MauneHToB
¢ AlA n y Bcex, kpome 1, — ¢ UI™ [49].

S. Hamlet n coasT. (1985) o6cnegosaniv 34 nauu-
eHTa, y 18 u3 koTopbIx I 6611 noaTBepxaeH (12 — ¢
AlNA, 4 —c WUI, 2 — ¢ I'TIIN). OTHoweHne KATIT (B HI/
O)/APT y aTuUX naumeHToB Kosebanoch oT 25 10 667.
Y 3[00pOBbIX L, AMana3oH 3TOro rokasaTens cocTa-
Bun ot 3,3 o 21. lo3xe, Ha OCHOBe OrbiTa MoBCe-
[HeBHOr0 MCMoJIb30BaHWA 3TOr0 TecTa KakK CKPUHWH-
rOBOro aBTOPbl NOAHSA/IN NOPOroBbIA YPOBEHb MOKasa-
Tens KATT/API ¢ 25 go 30 u cpeam 199 naumneHTOB ¢
Al 1 HopMOKanumueri BbisBUaK 40, y KOTOPbIX OTHO-
weHne KAIT/API npeBbllWaio  BbilleyKasaHHble
undpbl; y 15 13 HUX No3Xe OblN YCTAHOB/IEH OKOHYa-
TenbHbIA anarHo3 M [37].

B mnccneposaHun T. McKenna u coasT. (1991) no-
kasatens KAMN (B nkmons/n)/APIT y 98 340p0BbIX
[o6poBosibLeB He npesbiwan 950. HanpoTtus, 10 na-
umeHToB ¢ M (Bknovas 2 ¢ AMNA un 4 ¢ UIN) nmenn
JaHHOe oTHolleHune 6onee 950 [51].

J. Blumenfeld n coasT. (1994) npu ob6cnefoBaHun
82 naumeHToB ¢ NI ToNbKO y 3 0BHapy>Xnan nokasa-
Tenb KA (B Hr/gn)/API meHee 50 (2 naumeHTa c
AMNA un 1 — ¢ UIN). Cpean naymeHTtos ¢ 3 3TOT Mno-
KazaTtenb 6bi1 Bbiwe 50 ToNbKO y 2 [8].

Takum obpasom, oTHoLeHe KAI/API, ocobeH-
Ho korga KATI Haxogutca B npefenax Hopmbl [49],
NPeaCcTaBseTCs MPOCTbIM U HaAEXHbIM CKPUHWHIO-
BbIM TeCTOM B AuarHoctuke I [35]. STOT TecT aABMSA-
eTca [OCTATOYHO YyBCTBUTE/IbHbIM AN oTanums M ot
3I', HO He MO3BO/IAET NPOBOANTL AU hepeHLMabHbIN
AnarHos pasnnyHbix Bapuadtos MMl (Tabn. 3).

Heobxognmo o06paTtuTe BHMMaHWe Ha BO3MOX-
HOCTb JIOXKHOI0 MOBbILLIeHNs OTHoweHns KATT/API y
MaLMeHTOB C MOYEeYHOM HefoCTaTOYHOCTLIO (Y 5 n3 17
nauveHToB, no gaHHbiM T. McKenna n coasT. [51]).
ViccnepoBaHne MOXET [aTb JIOXKHOMOJMOXKUTENbHbIE
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pesynbTaTbl ¥ MPU NeYeHUU p-afpeHobioKaTopamm
NN gUypeTukamu, a Takxke npu BBefeHUU 60MbLUNX
[103 Ka/ivsl, 4TO BeAeT K CTUMYNAUUN BMOCKMHTE3a aslb-
[ocTepoHa U CHwKeHUO APIT [65]. JloxxHoOTpuLa-
Te/ibHble pe3ynbTartbl MOryT ObITb MOSyYeHbl MpU Ha-
3HAYeHUN UHIMO6MTOPOB AlND K1, BO3MOXKHO, aHTaro-
HUCTOB Ka/lbLuA.

AnHamunyecKure TecTbl

[AviHamnyeckne TecTbl, NpUMeHsaemMble ans guarHo-
ctuku TIN, npecnefyrOT B OCHOBHOM 2 LeNu: npoge-
MOHCTPUPOBaTb aBTOHOMHOCTb CeKpeLuun asibAoCTePO-
Ha; BbIABUTL MOJIHOE WM YacTUYHOE MOoJaB/ieHNEe Cek-
peuun peHnHa.

TecTbl, OEeMOHCTpupyroLine aBTOHOMHOCTb CeKpeuun
a/ibj0CTEPOHA

1. TecT ¢ wHpy3mein r3noNorM4eckoro pacTeopa
(TecT c Harpy3koin HaTpuem). Y nayueHTtoB c I
YPOBEHb HaTpMA Mnasmbl, HECMOTPS Ha BbICOKYHO
KOHLIEHTpaUuMIlo anbAoCTepoHa, KaK MpaBuio, HC
npesblllaeT BEPXHelr rpaHuubl HOpMbl ((heHOMEH
"yCcKanb3biBaHUA"). B HOpmMe npu BHYTPUBEHHOM
BBeAEHNN (PN3MOSIOTMYECKOro pacTBopa YPOBEHb
anbaoctepoHa cHmkaetca. MNpu M Harpyska HaTp-
MemM He MPUBOAUT K COOTBETCTBYHOLLLEMY CHU>KEHUIO
KA [41].

Hanbonee pacnpocTpaHeH cnefyrowWwmii NpoTOKON
TecTa: NauMeHTy, HaxoAdAWEeMYyCs B TOPU3OHTa/IbHOM
MOJIOXKEHUN, Ha NpOTsXeHUn 4 4 BBoaaT 2 1 0,9% pac-
TBopa NaCl (500 mn B yac), nocne 4ero WCCneayT
KA. Moka3atenu KAI Bbiwe 5—10 Hr/gn (138—276
MKMOJb/N) CBUAETENLCTBYHOT 06 aBTOHOMHOCTU CEK-
peuun anbaoctepoHa [41, 68].

Heob6xoguMo OTMETUTb, YTO Y MOXW/bIX MauyeH-
TOB W MaLMEHTOB C TSHXKENOM rmnepTeH3ver TecT cre-
[lyeT MpoBOAUTb C 6ONbLLIOK OCTOPOXHOCTLIO, YUUTbI-
Basf BO3MOXXHbIE OC/IOXXKHEHUSA CO CTOPOHbI CepaeyHo-
COCYAMUCTOl cucTeMbl. DTOT TecT MO3BOJAET ANArHO-
cTtuposatb [T, HO C ero NOMOLLBI Henb3s auddepeH-
umposatb AMA n Ul

2. TecT c 9a-(hTOopKOpTU3010M (hroprHed, KOpTU-
Hetpdp, 9a-FF). TMpuHUMN 3TOro TecTa aHa/lornyeH
npegbigyLiemy, ToNbKO B JaHHOM Cly4ae 3afepXka Ha-
TpUA B OpraHn3me npoBOLVPYeTCH Ha3HayeHveM rpe-
napara ¢ MOLWHbIM MUHEPaNOKOPTUKOUAHBLIM 3 dek-
ToM — 9a-(hTropkopTunsona (9a-FF) [35, 62]. PaHbLue ¢
3TOM LeNnblo  UCMOMb30BIN  [e30KCUKOPTMKOCTEPOHA
auerart [5].

B TeyeHme 3 gHel naumeHT npuHUMaeT 9a-FF no
1 Mr BAeHb. 3Ta 403a N0 MUHEPAIOKOPTUKONAHOW aK-
TMBHOCTM MpPEBbILLIAET CYTOUYHYH CEKPeLMIO anbaocTe-
poHa B 10 pa3. KAI Bbiwe 5 HI/an (nan 138 nmorns/n)
CBUAeTEeNbCTBYeT 06 aBTOHOMHOCTU CeKpeLun asbio-
CTepoHa.

HekoTopble aBToOpbl Npea/araloT NCNob30BaTh 9a-
FF B no3e 0,4 mr/cyT (no 0,1 Mr yepas Kaxzible 6 4) ¢
aHa/IONMYHbIMKX  pe3ysibTaTaMu Cynpeccun anbaocTe-
poHa. HeobxoaMmMo OTMETUTb, UYTO 3TOT TECT MPOBO-
ONTCA Ha (hOHe AMETbI C MOBbILIEHHbIM COAEPXKaHEM
HaTpusi. Kpome TOro, naumeHTbl OO/DKHbI NOnyYaTb
npenapaTbl Kanus, An8 TOro 4Tobbl He ycyry6natb ru-
nokanvemuto. [MpOTUBOMOKa3aHMEM K MpPOBeAEHNIO
3TOro TecCTa, Kak 1 Tecta ¢ (PU3nM0N0rM4ecKnm pacTso-
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Tabnnuya 3

Moporosblil ypoBeHb oTHOLWeHUss KATT/APTT (B Mr/n/u) ana gnarHo-
cTukn M

OTHoweHne KAT/API

eauHuLbl n3mepernsa KAl no gaHHbIM pas-
HbIX aBTOPOB

NcTouHnk

mr/n WILN nmonb/n - HMOnbL/N
K. Hiramatsu n coaBT. [40] 750 75 2081 2,08
D. Lyons n coaBT. [49] 500 50 1385 1,38
S. Hamlet u coasT. [37] 300 30 83! 0,83
T. McKenna n coaBT. [51] 343 34 950 0,95
1 Blumenfeld [8] 500 50 1385 1,38

pOM, SIBNSIeTCA TshKenasi rMnepTeHsmnsl, 0CO6eHHO Yy Mo-
YXUNbIX MaLUVeHTOB.

3. TecT ¢ KanTOMpUIOM. 3TOT TECT MMEET CBOUX
MPUBEPXKEHLIEB, KOTOPbIE CUMTAIOT €ro Becbma 4yB-
CTBUTE/IbHBbIM B AN DEpPEHLNaTbHON OUarHOCTUKE
3 n M [65]. MpuHUWN TecTa OCHOBaH Ha TOM, 4TO
y 300POBbLIX N1L, a Takke y naumeHTos ¢ 3 npuem
KanTonpwuia npuBoguT K ymeHblueHuo KAI, torga
kak npu NNl n3meHeHns KAl MuHUMasbHbI. [0
OaHHbIM D. Lyons u coaBT. (1983), KAI uepe3 2 y
nocne BBeAeHUA 25 Mr KanTonpunaa 6bina Hke 15
nr/gn (0,41 HMonb/n) y BCex NauMeHToOB C HOPMalb-
HbiMm AL ny 9 u3 10 ¢ 3, B TO BpeMs KaK OHa Obina
BbllLle 3TOro nokasartend y 6 nauwmeHToB ¢ AlNA ny
4un3sb5 — c NI [49].

Thibonnier n coasT. (1982) Takke cuUMTaldT 3TOT
TEeCT [OCTAaTOYHO 4YBCTBUTENbHbLIM. W3mepssa ypo-
BEHb a/IbOCTepOHa M/asmMbl Yepe3 3 4 rocne nepo-
panbHOro rnpvema KanTtornpuna B fo3e 1 Mr Ha | Kr
Maccbl, OHU OGHapy>wunu y 12 nauueHToB ¢ AllA
YPOBEHb a/1bA0CTEPOHA Bbilwe 665 nmons/n (0,66
HMO/1b//T), B TO BpeMs Kak y 6 nauueHToB ¢ M ny 13
¢ 3l ypoBeHb albA0CTEPOHA OblN HMXKE 3TOr0 Nopora.
B atom wuccrnenosaHUM TecT C KanToOMpuioM WMEn
100% u4yBCTBUTENbHOCTb U CNELUPUYHOCTb, BbIUT-
pbiBas Mo CPaBHEHUIO C TECTOM C (DU3NOOrNYECKNM
pacTBOPOM, KOTOPbI/ Y 3TUX NaLMEHTOB Takke Obin
npoBefeH.

T. lwaoka v coaBT. (1993) o6Hapyxunu, uto KATI
n API yepe3 90 MuH nocne npuema BHYTpb 50 Mr Kan-
TOonpuna Mo3BONAKOT OKOHYaTeNIbHO AnddepeHLmnpo-
BaTb NI (18 naumeHToB ¢ AlMA) oT 3I" (111 yenoBsek)
M NaumMeHToB C Apyrumun hopmMamn BTOPUYHOWN runep-
TeH3un (63 yenoseka) [43].

Mo HabnogeHuam Mantero n coasT. (1990), npu
M3MEepPEHNY YPOBHA anbAoCTepPOHa UCXOAHO U yepe3 90
MUWH rocne npuemMa 50 Mr kantornpuia y nalueHToB C
WI™ nvenack 60nbluas TEHAEHUMA K CHUDKEHUIO YPOB-
HA aibAoCTepoHa, Yem y naumeHTos ¢ AlA, o MHe-
HUIO 3TUX UCCreaoBaTeNieil, AaHHbIM TeCcT HeaoCTaTou-
HO YyBCTBUTENEH A9 AUddepeHLManbHOro anarHosa
AMNA n NI, HO OH MOXET 6bITb MCMOMb30BaH C 3TOM
Lie/Ibl0 B COYeTaHUM C MapLueBor npo6oii [52]. Cyuie-
CTBYET BapuaHT 3TOr0 TecTa, Korja rnocne npvema Kan-
Tonpuna muccnenytot APT1. pn 3ToM y BCex nauuveH-
TOB C HOPMa&/IbHbIM AaBneHneM APT1 npesbillaeT 2 mMr/
n/y, Torga kak npu MM ypoBeHb APIT coxpaHseTcs
HUXe 2 mr/n/4. OfHaKO 3TOT TecT He MO3BOSSET OT-
nnunte M o1 3T, No3TOMYy MCMOJb30BaHNE ero Kak
CaMOCTOSITE/IbHOr0 He pekomeHayetcs [49].



TecTbl, AeMOHCTpUpyoLLMe nogasneHne AP

Komb6uHunposaHHas cTumynauma API1 dypocemu-
OOM 1 OpTOCTaTUWYeCKon Harpyskoi. [NpoBogutcs
TecT clegyrowmm obpasomM: nauymeHT rnpuHumaet 40
Mr (pypoceMmna BHYTPb Ha HOYb W YTPOM C Mocse-
Oytouleli yTpeHHel 2-4acoBoii Xoabboii, nocrne yero
uccnegyrot API. B Hopme opTocTas 1 rmnoBosieMus
ABNAKOTCA [OCTATOYHO CW/IbHBIMU CTUMYNATOPaMU
APT. TMpu NI APIM ocTaeTca NOAABNEHHOWM HUMXe
1,5 Mmr/n/u.

Taknm 060pa3oMm, B KayecTBe CKPUHWHIOBOIO
TecTa y nauueHTOB, OTOGpaHHbIX Ha 1-m aTane Au-
arHOCTUKW, PeKOMeHAyeTCsa 1UccnefoBaTb OTHOLLE-
Hue KAI/APIL. Mo kpaiiHeii mepe 3a 2 Hep Ao
npoBeAeHNA 3TOro TecTa Heo6XOAMMO OTMEHUTb
CMMPOHOJIAKTOH,|3-aapeH06/10KaTopbl, UHIMoUTO-
pbl AMN® un HekoTOpble 6/10KATOPbI Ka/lbLMEBbLIX
KaHanoB, XOTA HEKOTOpble uccnegoBaTesn cymuTa-
10T OTMeHy npenapaToB He abCco/IFOTHO ob6sA3aTesb-
Hoii [29].

Ecnn y naumeHTa MMeOTCA O4YeBUAHbIE KITMHU-
yeckme npusHaku M v 3HauUMTENbHOE MOBbILLEHME
nokasatend KAIT (8 Hr/gn)/APIT (Bbiwe 70) wnu
YMEPEHHOe TOBbILIEHWE 3TOr0 rokasaTens B [BYX
rnocnefoBaTe/ibHbIX TECTaX U YPOBEHb aslbA0CTEPOHA
nnaasmbl Bbiwe 15 Hr/an (414 nmosnb/n), TO cnenyto-
WM 3TarioM SB/IIETCA AMarHOCTUKa HO30/10rnYe-
ckoi copmbl M. Mpy HaMYUK NPOMEXKYTOUHbIX
nokasarteneii KAI/API (30—70) n meHee Bblpa-
YKEHHOW KMHWYECKOW CUMMATOMATUKK MOKa3aHo
nposefeHne Tecta ¢ (U3NONOrMYECKUM PacTBOPOM
wm 9a-I'T.

HekoTopble aBTopbl (M. Yallolon, 1996) [65] pe-
KOMEHAYIT MCMNo/b30BaTh B Ka4ecTBe MepBOro aTa-
na AUarHoCTUKM TecT ¢ (hypoceMmnaom 1 opTocTaTu-
YeCKOW Harpyskoi. OTcyTCTBME MOBbieHUs API
Bbile 1,5 mr/n/4 cBuaeTesibCTBYET O MNOJaBIEHHO-
CTU CeKpeuun peHnHa N306bITKOM MWUHepasloKopTu-
Kongos. MpevMyLLEeCTBOM 3TOr0 TecTa SAB/SETCS TO,
4YTO OH TpebyeT onpefeneHns TO/IbKO OAHOro napa-
MeTpa U MOXET 6bITb NPOBeAeH B amMby/1aTOPHbIX yC-
NOBUAX, MPU 3TOM HeT HEO6XOAMMOCTU MpeKpallaTb
AHTUTUMNEPTEH3VBHYIO Teparnuio, 3a WCK/IKYeHVEM
|3-agpeHO610KaTOPOB. DTOT TECT SAB/IAETCA MeHee
Ccneun@uYUHbIM Mo CPaBHEHUIO C OrpefesieHneM oT-
HoweHns KAT1/APII, Tak Kak OH Oy[eT MOJIoXu-
TeNbHbIM He Tonbko npw I, HO ¥ NpW CUHApPOME
Kabkyllerocsa  M36bITKa  MWHEPaSIOKOPTUKOMAOB
(CKNM), [e30KCUKOPTUKOCTEPOH NPOoAyLVpYHo-
el ageHome, cuHgpome Jlnggna. Cam aBTop, nNpea-
NOXMBLUMIA 3TOT TeCT B KaueCTBe CKPMHWHIOBOrO,
oTMeuaeT, 4yTo onpegeneHne KAI/API 6onee Ha-
OeXHO, W npefnaraeT nccriefoBaTb 3TO0 OTHOLUEHME
nocne npoBefeHUs TecTa C ypoceMuiom u OpTO-
CTaTMYeCKOW HarysKoi.

Cnegyrowym 3TanomMm nocse NoATBEPXKAEHUS HasU-
yms cuHapoma IMIT SBnseTca ycTaHOB/EHME ero HO30-
NOrNYeckor opmbl. 3HAYMMOCTb 3TOr0 3Tana Awvar-
HOCTMKW COCTOUT B TOM, YTO XMPYPrUYeCKoe yaaneHve
O[HOT0 HaAno4yeyHVKa NPy OAHOCTOPOHHEN narToso-
rMn aeT XOPOLUWNMA LWaHC Ha U3/eYeHNE TUNepTEH3NN,
Torga Kak afgpeHasiakToMusa Npuv ABYCTOPOHHEM mnopa-
YKEHUM 06bIYHO 6e3pe3ybTaTHa Uav NPUBOAUT TOMbKO
K He60/MbLIOMY Y/YYLLEHMIO, MPU 3TOM pPa3BUBAETCS
HaANoYeYHNKOBas HeOCTaTOYHOCTb. [11A ycTaHOB/e-
HUSi HO30/10rMYeckoi topmbl MM ncnonb3yoT nabo-

paTopHble U MHCTPYMEHTa/lbHble MeTOAbl NCC/eno-
BaHWUA.

JNa6opaTopHasi AuarHoCcT1Ka

1. MapweBas npoba. MapLieBass npoba sBnseTcs
Hambornee MpPoOCTbIM M LUMPOKO MPUMEHSEMbIM Tec-
TOM Ana gudpchepeHuranbHoro anarHosa ANA n Ur.
B ocHOoBe ee NEXWUT pas/indyHasg 4YyBCTBUTE/IbHOCTb
KOpPbl HaAMOYEYHUKOB K CTUMY/UPYIOLLEMY OENACT-
BMIO aHrmoTeH3mHa Il npn atnx gpyx 3abonieBaHUAX
[15]. Hanbonee yacto AlA He 4yBCTBUTENIbHA K aH-
rMoTeH3nHy Il 1M uyyBCTBUTENbHA K W3MEHEHUIO
ypoBHA AKTTI, xoTa gsintenbHoe nogasneHvie AKTI
[JeKcamMeTasoHOM He MPUBOAUT K KOPPEKLUU runep-
cekpeumn anbgoctepoHa [56]. Mpu UIT, HaobopoT,
06bIYHO MOBbILLEHA YYBCTBUTE/IbHOCTb KOPbl Haf-
MOYEYHNKOB K aHrvoTeH3nHy Il Jaxke npu OYeHb
Hu3Kor API [60]. CnegyeT elwe pa3 NO4YEPKHYTb
OTCYTCTBME VMH(OPMATMBHOCTM MapLUeBO Mpo6bl B
nnaHe gudgepeHymposkn AMA n U ot 3 n gpy-
rmx gopm Al.

MpoBoauTca MaplueBaa npoba crefyrowm obpa-
3om: onpegensietca KA B 8 4 y nauneHToOB B MoJ0-
YKeHUM Nnexka, nocfie HOYHOro CHa, a 3aTem nocrne 4-
YyacoBOW xoapbbl. HekoTopble aBTOpbl nNpegnaratoT
napasinenibHO onpefensaTb YPoBeHb KOpTM3ona nnas-
Mbl, YTOObI UCK/IHOUUTL B/USIHUE CTPecca U JIOXKHO-
MONOXXUTENbHbIE pe3ynbTaTbl Mpobbl. B HOpMe opTo-
cTaTM4yeckaa Harpyska CTUMYNMPYET CeKpeuuto pe-
HWHA W COOTBETCTBEHHO MPUBOAUT K MOBbILLIEHUIO
KATI. ¥ naymeHToB ¢ VM B X04e MapLueBoOi Mpobbl
npovcxogut ysennyeHve KAI. Tak, B wuccreposa-
HUK, nposefeHHOM E. Biglieri n coast. (1989), no-
BblLLEHWE YPOBHS a/lbJOCTEPOHA Hab/M0Aa10Ch Y BCEX
nauneHTos ¢ Ul [6], no gaHHbIM E. Bravo u coasrT.
(1983) — y 9 13 10 nayueHToB ¢ LI 110], no gaHHbIM
F. Mantero u coaBT. (1991) — y 70% nauwveHToB ¢ LI
[53]. MoBblWEHVE YPOBHA abAOCTEPOHA B AaHHOM
Cnydae oTpaxkaeT CTUMY/MPYIOLLEee BAUAHVE BeEpPTU-
Ka/lbHOro MOMOXEHNA Ha CeKpeLuto peHnHa 1 nosbl-
LLIEHHY YYyBCTBUTE/NIbHOCTb K/TyOOUKOBOW 30HbI KO-
pbl HAAMOYEYHNKOB K MWHUMaSIbHOMY W3MEHEHUIO
KOHLeHTpaunn aHrnoTteHsmHa 11

Y 60nblWIMHCTBA MauvieHToB ¢ AlNA ypoBeHb aslb-
[ocTepoHa B 12 4 HuXKe, Yem B 8 4, UTO COOTBETCTBYET
putmy cekpeumn AKTI, B pesynbTaTte MapLUeBOl
Nnpo6bl y TakMX NaumeHTOB Hab/ofaeTCA CHUKeHUe
KA. B 10 e Bpems y HEKOTOPbIX naumeHToB ¢ AlA
B XO4e MapLUeBO/ MNpob6bl MPOUCXOAUT YBENYEHME
KAM: y 14 n3 33 naymeHtos ¢ AlA, no gaHHbIM E.
Bravo n coasT. (1983) [10], y 25% naueHTOB ¢ AlA
no Ha6nogeHnam F. Mantera n coasT. (1991) [53].
OTa pasHoBMAHOCTL AlTA C MONOXUTENbHbIM OTBe-
TOM Ha OPTOCTATUYECKYH Harpysky Wan uHQy3uio
aHrvoTeHsuHa Il Ha3BaHa aHrMoTeH3nH 11-4yBCTBU-
TenbHOM AlA [6, 35, 53].

Mo MHeHuto Gordon u coasT., oTBeT AlNA Ha aH-
rMoTeH3nH Il 3aBuCUT OT MOpoiornMu onyxonu: age-
HOMbl MPENMYLLECTBEHHO W3 K/IETOK MYYKOBOW 30HbI
He OTBeYaroT Ha aHrmoTeH3uH I, a npenmyLLLeCTBEHHO
N3 KIETOK K/yBOYKOBOWM 30HbI YyBCTBUTE/IbHbI K aH-
rnoteHsuHy II.

CyuecTByeT TakxKe rpynna nauueHTtos ¢ UM, y Ko-
TOPbIX YPOBEHb a/lbAOCTEPOHA B X0fe MapLUeBOi Mpo-
6bl MEHSIETCSA aHa/IOrMYHO MauMeHTam C K1acCUYecKoii
AlA, He 4YyBCTBUTE/NbHOW K aHTMOTEH3NHY 11
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Mpn Of4HOCTOPOHHEN HAAMOYEYHUKOBOW runep-
nnasum KOHLUEHTpauus anbocTepoHa B OTBET Ha Op-
TOCTaTMYECKYID Harpysky /vMbo He MeHsieTcs, nnbo
cHkaeTca [42, 53], nnbo yBenuumeaetca y 25% 60/1b-
HbIX (y 2 13 8 nauneHToB, no AaHHbIM Gangyly u co-
aBT., 1980) [3, 27].

2. C'y/waybbll pUTM CeKpeuun anbjocTepoHa. PaHee
Habnoganocb, 4YTo y nauueHToB ¢ AlNA coxpaHseTcs
UMPKadHbIi PUTM CeKpeLuu anbfocTepoHa, aHano-
TMYHBIA KOpTU30.Yy, a Npu UM aTOT pUTM 4acTUYHO yT-
paunBaeTcs [26, 45]. Pag aBTOPOB COMHEBAKOTCS B 3Ha-
YeHUN 3TUX JaHHbIX Ana auddepeHunpoBku AlA n
M (Herf n coast., 1979). [Apyrve wuccnegosatesiv
npegnaratoT onpegendats KAl BMecTe ¢ KOPTM30/10M B
8, 10, 12 n 16 4, YTOOLI BbIACHUTbL, CHUXAETCA KOH-
LeHTpaumsa afb[oCTeEPOHa B TEYEHME OHA WU HE WU3-
MeHseTcs.

3. YpoBeHb 18-rvapoKCnKOpPTMKOCTEPOHA
(18-OHB) nna3mbl. OnpegeneHvie 18-OHB nnasmbl
MOXXHO MCMONb30BaTh 4118 AnddepeHuUnposku U n
aHTMOTEH3NH |l-4yBCTBUTENbHLIX U He 4yBCTBU-
TenbHbIX hopm AMA. ¥poseHb 18-OHB y nauuven-
TOB C AlA, He 4YyBCTBUTE/NbHbLIMU K aHTMOTEH3UHY
Il, 06bI4HO npeBbiwaeT 50 Hr/an, a valle Bbiwe 100
Hr/on. Mpun U ypoBeHb 18-OHB B nnasme Hmxe
100 Hr/gn (kKak npaeuno, He npesbllaeT 50 Hr/gn)
[36, 42].

18-OHB saBnsetca ogHMM U3 MPOMEXKYTOYHbIX CO-
eAVNHEHUI Ha NyTU CUHTe3a albJoCTepoHa W3 Ae30K-
cvKopTuKocTepoHa (JOK) nog geiictBnem anbhocTe-
poHcuHTasbl (CYP11B2). ANbLOCTEPOHCUHTA3a, BO3-
pgericteya Ha OOK, kaTanmsvpyeT Moc/nefoBaTe/lbHOe
11-rngpokcmnupoBaHue, 18-ruapokcunnpoBaHne u
18-okcmampoBaHune cybeTpata, B pesynbTare Yero 06-
pasyeTcs a/ibAOCTepOoH.

M36bITOYHasA KOHUeHTpauusa B nnasmve 18-OHB
npun Al1A no cpasHeHuto ¢ WIT ¢ conocTtaByMbIM
YPOBHEM as/1b0CTEPOHA MOXKET ObITb 06BSACHEHA KO-
acrnpeccuein  anbgoctepoHcuHTasbl (CYP11B2) wu
113-rugpokcunasel (CYP11B1) B onyxoneBoi TKa-
HU [58]. B Hopme ! IR-rugpokcuiasa He aKcrnpeccu
pyeTca B K/yOOYKOBOW 30He C a/lbJAOCTEePOHCUHTA-
301 [25]. Mog pgenctemem I3-rugpokcrnasel B ony-
XO0NeBOli TKaHW o06pa3yeTcs 60/bLLOe KOANYeCTBO
KOPTUKOCTEPOHA, KOTOPbIA aKTUBMPYET asbAocTe-
POHCUMHTAa3y, B pesysbTaTe 4yero ob6pasyetcs 60/b-
wee konunyecTtso 18-OHB, uem a/bAOCTEpPOHa, MO
CPaBHEHUIO C WCIMOJ/Ib30BaHMEM HOPMa/IbHOro cyo6-
cTpata — OOK [71).

YBennyeHve oTHoweHua 18-OHB/anbaocTepoH
6bI/10 foKasaHO akcnepumeHTasibHO. B AHK Kpbic
BCTpPaMBa/IN MeH anbAOCTePOHCUHTAa3bl Ye/I0BEKA U 3TU
K/IETKN MHKYBMPOBa/IY C KOPTUKOCTEPOHOM, MpPu 3TOM
OTHoLWeHne 18-OHB/anbgocTepPOH 6bI10 3HAUNTENIBHO
BbllLle, YeM B TOM C/lyyae, ec/im 3TU >Ke KNEeTKU UHKY-
6uposasin ¢ AOK [71]. K coxaneHuto, nccnefoBaHue
ypoBHA 18-OHB B nnasme AOCTYMHO TOJIbKO HEMHO-
rMM NnabopaTopusim.

4, 3JKckpeuuss ¢ MoYoW 18-oKcokopTwu3ona u
18-rugpokeukopTursona. Ulick n Chan 8 1982 n 1989
rr. onucaan yBe/IMYeHre 3KCKpeuun ¢ Mo4yoin 18-
OKCOMETabo/IMTOB KOpTU30/sa — 18-0KCOKopTM30/1a
n 18-ruapoKcuKopTu3oaa y nauveHTos ¢ AlA [17,
64]. TloBbilleHHas 3KCKpeuus 3TUX MeTaboMTOoB
obHapy>xeHa npu AllA, He UYyBCTBUTE/IbHbIX K aH-
rmoteHsuHy Il, npu ' (cM. HWXKE), HO He npu UT.
3TN rnMbpuaHble CTepoufbl SABMAIOTCA Pe3y/bTaToM
yTpatbl HOPMaNbHOro (PYHKUMNOHNPOBaAHNA 30H KO-

pPbl HaAMOYEeYHUKOB. B onyxoneBoi TkaHW Mpouc-
XOAUT KOIKCIMPECCUa reHoB, KOAMPYOLWMX hepMeH-
Tbl a/IbAOCTEPOHCUHTA3Y W 17a-rngpokKcunasy, B pe-
3yfbTare 4yero Onyxosb MNpuobpeTaeT CMoCOBHOCTL
CMHTE3MPOBaTb KOPTM30/, KOTOPbIV Nog AeCTBMEM
/b OCTEPOHCMHTA3bI MpeBpaLlaeTca B 18-0KCOKOp-
TM3on u 18-rngpokcmkopTtrson [30]. SKckpeums c
Mo4yoi 18-okcokopTudona 6onee 15 mr/cyt n 18-
rmapoKcukopTmnsona 6onee 60 Mr/cyT rno3BossET OT-
NNYNTb afileHOMYy OT rurnepnaasvm C BbICOKOW 4yB-
CTBUTENbHOCTLIO [8].

Mo paHHbIM J. Blumenfeld (1994), y 2 naumeHTOB ¢
ATlA, y KOTOpPbIX YPOBEHb 18-0KCMMETab0o/IMTOB Kop-
Tn3ona cooTtBeTcTBoBasl WIT, pe3ynbTaTbl MapLUEBO
Npo6bl Takxke ObiNM oTpuuaTenbHble. locne agpeHa-
naktoMun Afl Y HUX HECKOSIbKO CHU3UJIOCb, HO He
Hopmanun3oBasniocb [8|. 3TW [aHHble COOTBETCTBYHOT
pe3ynbTaTam wuccnefoBaHuii R. Gordon u coasT.
(1987): maumeHTbl ¢ AlA, y KOTOpbIX Mocne 4-yaco-
BOV X0fbbObl NN NH(Y3MN aHrMoTeH3nHa |l cekpeuus
anbAOCTepOHa YBeNUYMBaNacb, VMMEIN HU3KWIA ypo-
BeHb 18-OKcumeTabonuToB kopTusona [34]. Takum
06pa3oM, 3TOT TeCT MOXXET MCMOo/b30BaTbCA A5 MpPo-
FTHO3MPOBAHUA XUPYPrUYEeCKOro W3fieyeHus nauymeH-
ToB ¢ II.

MHTepecHO OTMETUTb, 4YTO MNpu 06enx pasHo-
BuAHocTax AIlTA (aHrMoTeH3UH [j-4yBCTBUTENb-
Hble 1 HeYYBCTBUTE/IbHbIE) KOPTU30/1 CUHTE3NPYIOT
B MPUMEpPHO OAVHAKOBbIX Konu4vectBax [61], HO
TO/IbKO MPW aHTMOTEH3UH [1-HeYyBCTBUTENbHbIX
AlA npogyuupyetcs n36bITOK 18-0kco- u 18-rug-
pokcokopTu3ona. OOBLACHEHUA 3TOMY SBJIEHUIO
rnokKa He HalgeHo. JlabopaTopHOoe onpegeneHne
18-okcokopTunsona n 18-rmapoKCUKopTU30ia, Tak
e Kak n 18-OHB elle He BOLWIO B KJIMHUYECKYHO
MpakTuKy.

BI/I3ya.I'II/I3aLI,VIF| Haano4ye4HMKOB

Tonunyeckas gmnarHoctuka MM NpoBoAUTCA TOMLKO
nocse n1abopaTopHOro NOATBEPXKAEHUA Ha/IMUYUSA 3TOr0
CUHApOMa.

1. KomnbtoTepHaa Tomorpadus (KT). KT asnsetca
Hanbosee 4acTo UCMOb3yeMbIM METOAOM BU3yasn3a-
UMM HagnoyeyHnkos. KT Mo3BoOsseT BU3YyasIN3nNpPO-
BaTb afleHOMbl 6oniee 8 MM B guameTpe. OGHapy»e-
HVe OAHOCTOPOHHEro obpa3oBaHuMsA Yalle BCEro CBU-
JetenbcTByeT 06 afeHome. Mo cCOBpeMEeHHbIM AaH-
HbIM, YeTKOe yBe/nnyeHne nokaszatensa KAI/API y
NnaumeHTOB C rMNepTeH3nel n rmnokaavemueli B co-
YeTaHUN C HanMymem 06bLEMHOro o6pas3oBaHUsA B
HaanoyeyHnke no gaHHbIM KT (MPT) cBmngeTensct-
ByeT 06 AlA, 1 Takoro nauveHTa MOXXHO Harpas-
NATb Ha afpPeHasIdaKTOMMUIO.

Mpun o6Hapy>keHn Ha KT afeHOMbl MPOTMBOMO-
NOXHbIV HaAMOYeUYHNK MOXET OblTb HOPMasIbHbIX pas-
MepOoB, HO (DYHKLIMOHANIbHO TUMepakTUBeH, YTo MNpu-
BOAMWT K coxpaHeHuto T nocne yganeHus Hagnoyeu-
HUKa, COofepykaLlero onyxosb.

JwnarHocTtrka npobnemaTnyHa, Korga no pesysnbra-
TaM N1abopaTopHbIX WCCMefoBaHUi npeanonaraeTcs
Hannume ATA (Knaccu4yeckom, aHrMOTeH3NH 11-Hesa-
BMCUMOI4), a Ha KT 06bemMHOro obpasoBaHusi B Haf-
NnoYeyHNKax He BbIfBMsSETCA. Hambonee vactoii npu-
UMHOIM TakKux pacxoxaeHuii ssnsetcs AlNA Maibix
pa3MepoB, HO B JaHHOM C/lyyae BO3MOXHO TaKXe Ha-
NMyne O4HOCTOPOHHEN HaAMOYeYHUKOBON runepnnia-
3uKn. Takue pacxoXxaeHus Mexay pesynbtatamu nabo-



paTopHbIX UCCMeA0BaHUM 1 daHHbIMU KT nydlue BCero
paspeLnTb C MOMOLLIO KaTeTepusauuy HagnoyeyHu-
KOBbIX BeH. Ecnm y nayyeHTa npyn KT o6Hapy>eHo 06-
pasoBaHWe B HaAMOYEYHMKE W MPU 3TOM BbIABEHA
YyBCTBUTE/IbHOCTb K aHrMoTeH3nHy Il no gaHHbIM
MapLLeBOi MNpPobbl 1 MMEETCs HOPMa/lbHbIA YPOBEHb
18-rnapoKCUKOPTMKOCTEPOHA, HEOOXOAUMO MOMHUTb,
YTO 3TO MOXET 6bITb V™ ¢ He(hyHKLMOHMPYIOLLEN afe-
HomoW nnnm UM ¢ MakpoHOAZYNSPHOW runepnaasnei, ¢
OLHOIi CTOPOHbI, ¥ MUKPOHOAYNSAPHOW runepniasen —
C OpYrow.

AnddepeHunanbhbii gnarHos OMA n T moxet
ObITb 3aTpyAHeH JaXke MPW TUCTONOMMYECKOM MKCChe-
[OBaHMN, TaK KaK HeKoTopble afeHOMbl WMENT He-
(PYHKUNOHMPYIOLLYIO TUNepniasvuio K1y6boukoBol 30-
Hbl, BK/IlOYass MUKPOY3/ibl [67].

O6Hapy>eHHble Ha KT OBYCTOpPOHHME Y3/10Bble
obpa3oBaHMA B HaAMoOYeYHMKax MOryT rpeacTas-
NATb COBOM He MaKpOHOAYNAPHYHO rvnepnnasuio, a
ABNATLCA UCTUHHOW ABYCTOPOHHEW ageHomol. [By-
CTOPOHHASA HaAMoOYeyHUKOBas afeHOMa CUYUTaeTCH
OYeHb peAKnM 3aboneBaHVEM; TUCTOSIOTUYECKN ee
TPpyZHO AnddepeHUMpoBaTb C MaKpPOHOAY/ISPHOW
runepnnasviei. Mpu o6Hapy>keHnn Ha KT y3/10BbIX
obpa3oBaHui B 060MX HagnoYeyHVKax cnegyet
NpPoBOAUTL AnddepeHUManbHbIi  OUarHO3 Mexay
I, KOTOpbIi He YyBCTBUTE/IEH K @HTMOTEH3UHY U
1 BegeT ceba NOoAOBHO KraccM4yecKowm afjeHoMme, Of-
HOCTOPOHHEWN afleHOMOM ¢ KOHTpasiatepasibHOW WH-
CUOEHTA/IOMON U ABYCTOPOHHEN HaAnmo4YeyYHUKOBOW
afileHoMoN. KaTeTepusaumss HagnoYe4YHUKOBbIX BeEH
MoMoraeT YCTaHOBUTb Ha/in4yve TONbKO O[HOCTO-
poHHel AlMA ¢ KOHTpanaTepa/lbHOW WHCUAEHTas0-
MOW. Y TakMX NauMeHTOB C ABYCTOPOHHUMU O6bEM-
HbIMM 06pa3oBaHMSAMU B HaAMoOYeYHMKaxX Mpeanoy-
TUTE/IbHEE MPOBOAUTL MeOVKaMEHTO3HOe JleyeHue,
YyeM XMpPYypruyeckoe.

MPT He MMeeT Kakux-nmbo nNpeuMyLLecTB nepes
KT B gmnarHocTvke 06beMHbIX 06pa3oBaHWii Hagno-
YeYyHWKOB, MO3TOMY C LeNIbl0 3KOHOMWUW CPeACcTB AN
BM3yanM3aumMy  HaArno4vyevyHUKOB MpeanoyTuTeNbHee
ucnosnb3osaTtb KT.

Takum 06pa3om, B HO30/10MMYECKOl AMarHOCTUKE
cuHgpoma MM KT He nMMeeT caMOCTOATE/NIbHOro 3Ha-
YeHNA W ee JaHHble [O/DKHbI MHTEPrpeTupoBaTbCs B
COOTBETCTBUM C pe3y/nbTaTtaMn /1abopaTopHbIX Ucche-
[OBaHWIA.

2. KaTeTepusauma HaAnouyeyHMKoBbIX BeH. Klccnepo-
BaHVe YPOBHS CEKpeuun anbJoCTepoHa NnyTeM KaTeTe-
pur3auun HafMoOYEeYHUKOBbLIX BEH UTPAET BaXKHYHO POSib
B gmarHoctmke AlA, nepBUYHOM HaAno4Ye4YHUKOBOW
runepnnasum u V. 3ta npouenypa BaxHa, Korga Ha
KT o6Hapy»1BatoTCs ABYCTOPOHHME y3/10Bble 06pa3o-
BaHMA. Tak, Yy NOXMW/bIX NIOAE BbICOKA 4YacToTa WH-
CUAEHTANIOM HaAMOYEeYHUKOB, YTO MOXET 3aTpyAHATb
yCTaHOB/IEHNE MpPaBUNbHOIO AmarHosa. [1o AaHHbIM
pa3HbIX aBTOPOB, YacTOTa MHCUAEHTaNIOM B O6LLelA no-
nynauuu coctaenset ot 1 go 8% [50]. Mpu nonoxwu-
TeNlbHOM MapLueBoli nNpobe n 06HapyXXeHUU OLHOCTO-
pPOHHEro o6bemMHOro obpaszoBaHus Ha KT BO3MOXHO
Hamume KpPYynHOUW MHCUAEHTaIOMbl C OAHOM CTOPOHbI
n Hebonbwoi AlMA ¢ NpoTVMBOMNOOXHON. KaTeTepu-
3aUmMa HafnovyevyHMKOBBLIX BEH B AaHHOM C/y4vae Mo-
3BOJISIET BbIABUTb, C KaKOl CTOPOHbI UMeeTca runep-
cekpeuus.

Jlo npoBefeHNs KaTeTepu3aLn HaANOYeYHNKOBbIX
BeH [0/KHbI ObITb OTMEHEHbI TUMOTEH3UBHbIE Mpera-
patbl: ANYPEeTUKN — 3a 4 Hef (CMMPOHONAKTOH — 3a 6

Hen), MHIMbuTopbl All® — 3a 3 aHA. 3a 5 gHen Jo mc-
CnefoBaHUA nauueHTa NepeBOAAT Ha AMETY C MOBbI-
LUeHHbIM cofepXaHvem Hatpus. KaTeTepmsauua sB-
NsieTCs MHBA3VIBHbIM MCC/e0BaHVEM 1 TpebyeT 60/1b-
LLIOro onbiTa U MacTepcTsa xupypra. Ecnv nesas Hag-
NMoYeYHNKOBas BeHa BMaJaeT B JIEBYIO MOYEUHYIO BEHY
U OTHOCUTENIbHO MpoCTa 15 KarteTepusauumm, To Bapb-
mpytowias aHaTomus npaBoi (npaBbiX) HaAnoOYeYHU-
KOBbIX BEH W UX HebOMbLUON AnamMeTp CO34aloT Tpya-
HOCTW. YpoBeHb KOPTM30/M1a B 2 pasa Bbllle, Yem B
HVYKHE MOJION BEHE, CBUAETENLCTBYET O TOM, YTO Ka-
TETEP HAXOAUTCS B LULLIMOYEY HUKOBOW BeHe. 3aTeM on-
pefenatoT OTHOLLEHME asibAOCTEPOH/KOPTU30/ B HUXK-
Heli MoMoi BeHe M B 06enMX HaAMO4YeYHUKOBBLIX BEHax.
Pe3ynbTaTbl UHTEPNPETUPYIOT CreayroLwuM obpa3om:
5-kpaTHOe YyBeNM4YeHVEe OTHOLUEHUA aTbAoCTePOH/
KOPTU30/ C O4HOI CTOPOHbLI OKOHYaTe/IbHO MOATBEP-
xfgaet amarHos AllA; 3-kpaTHOe YyBe/iM4eHue 3TOoro
COOTHOLLEHNA C OAHOW CTOpPOHbI — AuarHo3 AllA
CUMTAETCA MPeAnoNoXKUTENbHBLIM; MeHee, YeM 3-Kpar-
HOe yBe/IMyeHVe NaHHOro rnokasaTens CBUAETe/IbCTBY-
eT 06 UT.

3. CunHTUrpadna HaanovyeuyHNKos. B kayecTBe pa-
AnohapmMmnpenapata npu CUUHTUrpagumn Haanoyeu-
HMKOB uncnonb3ytoT 1-131-6/[1-A0AMeTUNX0NECTEPO.
3a 4 oHa [0 NpueMa pagnoakTUMBHOIO BellecTBa nauu-
eHT HauuHaeT npuem gekcameTtasoHa no 0,5 mr 4 pasa
B AeHb (B 06LLEel CNOXKHOCTY B TedeHue 10 gHelr), yTo-
6bl nogaBnTb cekpeunto AKTI 1 Bbi3BaTb CE/IEKTUB-
HOe MOr/IOLWeHNe n30ToNa My4YKOBOWM 30HON. [lepefq
UHbeKLMEN pagnoakTUBHOIO BeELLECTBA OMpeaensoT
KOHLIEHTpaunIo anbAocTepoHa B Moye 1 nnasme. pu
Ha/IM4YMM ONYXONN UMEeTCs acuMMeTpusa (natepaimsa-
LMAa) HakonaeHWs nsoTona B HagnoveyHnkax. Cosna-
OeHVe [aHHbIX CuuMHTUrpacgmmn ¢ gaHHbiMu KT, no
MHeHUo M. Yallonon [66], b. Malllero [52], aBnseTcs
yeTKMM rnpusHakom AlA. [lpyrve aBTopbl npegfaratoT
MUCnosib3oBaTb 3TO WUCC/efoBaHWe B Cry4vasaX, Korja
npegnonaraetca Hannuve Wl n Ha KT HagnoyeyHu-
KOB HeT NMpPW3HaKoB afileHOMbI. AHaUTOrMYHas npoueny-
pa Mno3BONSAET OnpefenvuTb [feKcaMeTa3OoH3aBUCKMbIE
(hopMbl anbAOCTEPOHM3MA W MCEBAOrUMEPaIbAOCTEPO-
HU3Ma.

Heonyxonesble dopmbl M

Heonyxonesble opmbl MIT npeacTaBnstOT OCO-
6blli MHTepec, BO-MepPBbIX, B CBA3W C TEM, 4YTO Ha
HUX, BEPOSATHO, MPUXOANTCA GONMBLUMHCTBO C/lyYaeB
rmnoguarHoctmku IMIM, a BO-BTOPbIX, CO 3HAYUTENb-
HbIM MPOrpeccom B M3Yy4YeHUM 3TOro BOMpoca u or-
paHNYeHHbIM 4YMCIOM PaboT B OTEYECTBEHHOW Nu-
Tepartype.

1. \gnonaTuyecknini runepanbgocTeponmsm. LI xa-
PaKTEPU3YEeTCA HEOMyXO0NeBO [BYCTOPOHHEN aud-
(by3HOM nnn y3noBoW rmnepnaasven KIeTok Kiay6ou-
KOBOW 30Hbl KOPbl HaAnoye4yHUKOB. OCOBGEHHOCTbIO
3TOI Ho30M0rMyecko thopmbl MM ABAAKOTCA YMepeH-
Hoe yrHeTeHue APII, coxpaHeHne (hyHKUMOHa/IbHOM
aKTUBHOCTU MeXAy PCHUH-aHTMOTEH3MHOBOW cucTe-
MOW 1 CeKpeuuel anbfocTepoHa, Hepe3Kne 6UoxXxnmm-
Yyeckune CABWUIM W OTCYTCTBMe ahpeKTa OT afpeHanak-
TOMUM.

I AaBnsieTcs BTOPOI NO pacnpoCcTpaHEHHOCTU MOo-
cne AMA Ho3sonornyeckon topmoii cuHgpoma M u
coctaBnsetr 30—40%. lNpuHMMaa BO BHMMaHWeE pas-
Hble NOAXoAbl K /IeYeHUIO 3TUX ABYX BapuaHToB II7, ux
AnhdepeHunanbHas UarHocTukKa UMeeT MPUHLUMN-
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anbHoe 3HauveHue. Kputepuamn gmarHosa U asna-
HOTCA OTCYTCTBME OMYyXO/NM HAAMOYEYHMKA N0 AaHHbIM
KT, oTpuuaTtenbHasa mapLueBast npobda, WUCKIOYeHue
apyrux sapuadTos [l

MpeanpuHATO MHOMO MOMbITOK MOMCKa hakTopa,
BbI3bIBAIOLLErO CTUMYNALMIO U TUMeprniasnio  Kiy-
60YKOBOW 30HbI KOPbl HaAMOYEYHNKOB NO aHaormu
C rMnepniasner Ny4YkoBOW 30HbI, BbI3bIBAOLLEN CUH-
apom KyuivHra. Hu ofnvH 13 MU3BECTHbIX CTUMY/ATO-
POB CeKpeLmn a/ibA0CTepOHa He BbI3bIBaeT rurepnna-
310 Ky60UKOBOI 30HbI. B 70-x rogax w3 mouu ude-
noseka Obln BbleneH anb40CTEPOHCTUMYNPYIOLLNIA
hakTop [12, 16]. Mpegnonarasiocb, YTO OH SABNSETCH
(hparmeHTOM XnmMmoTpmncuHoreHa [39], HO JanbHen-
LIMX MCCNefoBaHWIn B 3TOM Harpas/fieHUX He MpOoBO-
annocb. HepaBHO OGHapy>KeH HOBbIM MOTEHUUab-
HbI/i KAHAWAAT Ha PO/ib a/IbA0CTEPOHCTUMYNNPYIOLLLE -
ro paktopa. 3TO BELLECTBO BblpabaTbliBaeTCA 3HAOTe-
NNaNbHBIMWN K/IeTKaMW, HO CTPYKTypa ero ocTaeTcs
HensBecTHOIM [59].

2. [nokokopTrKouanogasnsemblli rmnepanbaocTe-
poHusm. I'TIIT aBnsAeTca ogHUM U3 pefKUX BapuaHTOB
cuHgpoma I, Mo gaHHbIM pa3HbIX aBTOPOB, 4Yac-
TOTa ero coctaB/isieT oT | go 3%. 3aboneBaHue Ha-
creflyeTca ayTOCOMHO-AOMWUHAHTHO, NPUYeM 3aMeT-
HO, 4YTO y MauMeHTOB, MOAYYMBLUUX "'Ae(EKTHBLINA"
reH oT marepu, ypoBHU Al n anbaocTepoHa niasmbl
BbILLE, YeM Yy MALMEHTOB, MOMYYMBLUMX 3TOT FeH OT
oTua.

Y 6onblwMHCTBa MaumeHToB ¢ T runepTeH3uns
ob6Hapy>xuBaeTcs B MOsI040M (40 25 feT), 4acto B
noapoCTKOBOM, BoO3pacTe. BbipaxkeHHOCTb Al Yy
POACTBEHHUKOB MOXKET ObITb Pas3/iMyHON, BNAOTb [0
HOopManbHoOro Afl, 4To 06YyC/IOBNIEHO B/IUSHUEM APY-
rMx HacneACTBEHHbIX (DAaKTOPOB perynsaunn All, Ko-
nvdectsoM Hatpusa B nuuwe. Al npu [T yacTto
pepakTepHa K 06bIYHON aHTUTUMEPTEH3VBHON Te-
panuu [4, 48].

MpuumHon T ABAseTca mMyTaums reHoB, KOAW-
pytowmx epmeHTbl 11|3-rugpokeunnasy (CYP11B1) u
anbpocTepoHcnHTasy (CYP11B2). 3Tu reHbl pacrno-
naratoTcs Ha XpoMocome 8 6/1M3KO0 Apyr OT Apyra 1 Ha
90% romosiornyHbl [63]. B HOpME reH, KoaupyroLwmii
11 p-rngpokcmnasy, aKCNpPeccupyeTca TOSIbKO B Myd-
KOBOW 30He nop gerictBuem AKTI u oTBeuyaeT 3a
CMHTE3 IFOKOKOPTMKOMAOB. [eH, KoanpyroLwmi asb-
[OOCTEPOHCUHTA3y, 3KCMPeCcCUpyeTca WCK/IOUUTESb-
HO B K/TyBOYKOBOW 30HE, 1 TO/IbKO B 3TOW 30HE CUH-
Te3npyeTcsa albA0CTepOH. JKCMpeccus 3TOro reHa
KOHTPO/INPYETCHA aHruMoTeH3uHoMm Il 1 noHamu Ka-
nva. Mpu T B pesynbTtaTte HEpPaBHOIO KPOCCUHIO-
Bepa BO BpeMs Melio3a 0bpa3yeTcs XUMEPHbIA TeH,
KoTopbI cogepxxntT AKTI -perynupytoLlyo 061actb
11p-rnppokcmnasbl U CTPYKTYPHYHO 4acTb reHa ab-
[OCTEPOHCMHTa3bl. B pesynbTaTe 3TO MyTauum asib-
[OCTEPOH HaunHaeT MNpoAyLMpPOBaTbCA B CeT4aToW
30He KOpbl HaAMOYEeYHUKOB, e B HOpMe CUHTE3NpPY-
IOTCH TOJIbKO T/IFOKOKOPTMKOUAbI. MOBbILLEHHAA Cek-
peuus anbfoCcTepoHa MPUBOAUT K YCUNEHUIO peab-
copbumMn MOHOB HATPUSA, YBENNYEHUIO O6bema Lmp-
Ky/IMPYIOLLE KPOBW, MOBbIlWeHNIO ALl YBenMyeHne
obbemMa UUPKYNMPYOLLEA KPOBU BedeT K Mojasie-
HUIO CeKpeLMn PeHMHAa, CHUXKEHUIO MPOoayKuuU aH-
rMmoTeHsnHa Il 1 COOTBETCTBEHHO K CHVDKEHWUIO CeK-
peumn anbAocTepoHa Ky604YKOBOM 30HOM KOpbl Hag-
noyeyHnkos. OfHAKO 3TO He MPMBOAUT K Mojasrie-
HUIO MPOAYKUMWN anbAoCTEPOHA B CETYATOM 30He, Mo-
CKOJIbKY B J@AHHOM C/ly4ae ero Cekpeuus KOHTPOU-
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pyetca AKTI. Tepanusa rnOKOKOPTUKOMLAMU Ha-
rnpasneHa Ha nogasneHune cekpeuun AKTI un BoccTa-
HOB/IEHVWE HOPMa/IbHOM pPaboTbl PEHUH-aHrMOTEH-
3MH-a/IbAJOCTEPOHOBOW CUCTEMBbI.

COBpEMEHHDbI ypPOBEHb Pa3BUTUS MOJIEKY/ISIPHON
61010rMM NO3BOMSAET BbIBUTb MEPBUYHbIA FeHeTuYe-
CKui pedekT, nNpmBOAAWMi K passututo TIE. 3T0T
mMeTon o6nafaet 100% 4yBCTBUTENLHOCTLIO U Creuu-
(nyHOCThIO [22]. TemM He MeHee nepen reHeTUYeCKUM
nccnefoBaHMEM Heo6XOAUMO MPOBECTU PAf, UcCneno-
BaHWli, KOTOpPble ABAAIOTCA CBOEro pofa CKPUHWUHIOM
Ha TTII. PaHblle, 4O TOro Kak MosiBU/IaCb BO3MOXK-
HOCTb MPOBOAUTbL FEHeTUYeCKoe TecTMpoBaHue, auar-
Ho3 [T cTaBuUAX MO COBOKYMHOCTWU Pe3ysibTaToB UC-
cneposaHua API, KATT, ypoBHA Kanus, 3KCKpeLumn ¢
Mo4oin 18-0kco- M 18-rMAapOKCMKOPTM30/a. TecTa ¢
[JeKcameTa3oHOM.

1. MaumeHTsl ¢ I'TII nmetoT cHuXkeHHyto APTT. OT-
cyTcTBMe nogaeneHns AP — Beckuii aprymeHT npo-
TmB guarHosa [T, ¥YpoBHW anbLoCTepoHa u Kaius
nnasmbl npy I'MTT 06bIYHO B Npegenax HoOpMbl U He SB-
NATCA OMAarHOCTUYECKU 3HAYMMbIMU - KPUTEPUSMU
CUHApOMa.

2. DKCKpeuusi ¢ Moyoin 18-okco- u 18-rmppokcu-
KOpPTM30/M1a 3HauuTesrlbHO rnoBbllweHa (B 20—30 pa3
npeBsbILWaeT HOPMY), 4YTO ABMAeTCH CreunpuyecKnm
npusHakom [T M36bITOUHasA cekpeuums 18-0Kco-
KopTM3ona n 18-rnapoKCUKOPTU30/1a XapakTepHa U
ona AlMA, HO B 3TOM C/lydae WX YPOBEHb JINLIb YMe-
peHHOo nosbiweH [31].

3. TecT ¢ AeKcamMeTa3oHOM. Y 6GONbLUMHCTBA Ma-
LMEeHTOB rocse npuema fekcameTtasoHa B fose 0,5 mr
Kakable 6 4 B TedeHMe |— 14 OHeli HopManmsyeTcs
ypoBeHb ALl, cHmxaeTca KAIT (4acto fo Heornpene-
nsieMoro ypoBHs). OueHb KOPOTKWIA nepuof nprvema
[JeKcaMeTasoHa MOXeT MPUBECTU K JIOXKHOMOMOXKU-
TeNbHbIM pe3ysbTaTtam (y nauueHToB ¢ AlA), B 10
BpeMA Kak npu O4JINTENbHOM MpueMe JeKcaMeTa3oHa
MOXHO MONMYYUTb NTIOXKHOOTPULATE/IbHbIE Pe3y/bTaThl
3a CcYeT peakTuBauMn PeHUH-aHrTMOTEH3MHOBOM cuUC-
TeMbl I HOPMa/IM3aLUNM CEKPELIMY anbAOCTEPOHA KITY-
604YKOBOW 30HOI KOpbl HaAMoOYeyYHUKOB. Bpewms, He-
06x04MMOe A151 BOCCTAHOBEHUSA aKTMBHOCTY MOAAB-
JIEHHOW K/Ty604YKOBOI 30HbI N PEHMH-aHTMOTEH3VHO-
BO CUCTEMbI, B 3HAYUTENbHOW CTENeHn WHAMBUAY-
aflbHO, MO3TOMY HET YETKUX KPUTEpUEB MPOLO/IKM-
Te/IbHOCTU TecTa C JeKcameTasoHOM. B nuTtepatype
CYLLIeCTBYIOT JaHHble 0 Mpueme JekcaMeTa3oHa OT 2
OHeN oo 4 Hen.

TpagnuvoHHo nogasneHne AKTI gekcameTtaso-
HOM WCMONb3YHT AN nedeHns AlT, 06yCnoBieHHOM
M, HO nojaeneHve runoTasiamo-runogmsapHo-
HaANOYe4YHMKOBOW perynaumm He Bcerga npuBOANUT K
HopMasm3aumm A, npu TTIC. 3TO MOXET 6bITb 06Y-
CNOB/MIEHO MPOAO/MKUTENIbHOCTBIO TUMEPTEH3UM, OC-
NIOXKHEHUSAMW TUMNEPTEH3UM UM aBTOHOMHOW NPOAYK-
uMeil anbOCTEpOHa Yy MauMeHTOB C A/INTENbHO Cylile-
cteytowmm T

ECnv NpuHATO peLleHWe fieynTb naumeHTa rio-
KOKOpTUKOMAaMU, HeobX04MMO HauMHaTb C Hau-
MEHbLUMX [03 TaKMX Mpenaparos, Kak MpefHN30/10H
NV TMOPOKOPTU30H. HauvanbHasa fo3a fo/mkHa onpe-
[enaTbCa € YY4eTOM nowaan nosepxHocTn Tena (8—
10 Mr rugpoKopTU30oHa Ha | M2 B AeHb). [na neveHus
[eTeil TMOPOKOPTM30H SABNSETCA npenapaToMm Bbl6O-
pa, MOCKOMbKY [A/IUTENbHbIA NPUeM CUHTETUYECKNX



Tabnnua 4
CuHapombl, nmutupytowwme M

Crepoug,
CuHgpom AednumnT depmeHta  06ycnoBu- JleueHne
BawoLwwmin Al
CKWUM | tTuna  I1p-I'vigpokcucte- KopTtu3on [ekcameTasoH
pounagernaporeHasa
CKUM 11 tnna Pepykumst A-KoNb-
ua Koptmzona (?) .
3noynotpebne- 11 p-F'mapokcucTte- ' MpekpatleHne
HUC nakpuueli  poupaernaporeHasa npviema naxkpu-
Libl
CuHgpom Ky- Xunpypruye-
LInHra CKOe, KeTOKO-
Ha30/1, MUTOTaH
BpoxxaeHHbIl 11(1-F'ngpokcmnasa A0K, 11-  [ekcameTasoH
nepunumnt [le30Kcu-
P450cll KOpTM30N
Bpo>kaeHHbIl 17a-IT'nopokcunasa AOK
nemumT P450-
cl7
CuHgpom Jlnpa- p- nam y-cyébvean- Het Amunopug,
na HULA HaTpWeBbIX TpramrtepeH
KaHasi0B, MpuBoaA-
Las K UX nocTosH-
HOI aKTuBauUun
CuHIpPOM pe3n- YMeHblueHne yncna JOK [JekcameTasoH

CTEHTHOCTY K
KopTusony

nnn ayHHOCTU
KOPTW30/10BbIX pe-
LienTopoB

KOPTMKOCTEPOM0B MOXET MPUBOAUTL K 3adepikke
pocTa.

MomMnMO r/IFOKOKOPTUKOMAOB, Ana nedvenua [T
MOTYT WCMO/b30BaTbCA U Apyrue rpynnbl npenapa-
ToB. Tak, CNVPOHOMAKTOH, SAB/AOLMACA npenapa-
TOM TMepBOro psga npu KOHCEPBATVMBHOM JIeYEHUN
apyrux gopm MNIT, MOXeT 6bITb 3PheKTUBEH U NpU
IMr. HauynHatot fieyeHvie ¢ npuvema 50 Mr 2 pasa B
[eHb BO BpPeMA efibl C MOCMefyHoLWMM MOCTEMEeHHbIM
NOBbILLEHMEM [03bl NMoj KOHTponeM Al (06bI4HO [0
200—400 mr/cyT). Heob6xogumMo NOMHUTb, 4YTO ChAW-
POHOMAKTOH 6M10KMpYyeT OUOCUMHTE3 TeCTOCTEPOHaA,
YTO NPUBOANT K 3IPEKTU/IbHOM ANCHYHKLMN, CHUXKE-
HUIO IMBNA0 ¥ TUHEKOMACTUMN Y MY>XUYUH U HapyLule-
HUAM MEHCTPYa/lbHOro UMKAa Y >XeHWMWH. Oducnen-
CNYecKne ABMNEHUSA, Yalle BCTpeyaloLmeca npu
npuemMe BbICOKMX [03, MOTYT ObITb YMEHbLLEHbI Nnpue-
MOM rpenapaTta BO BPeMms efpbl.

AmMunopua, SBNAOLLNIACA Kanuiicbeperarowmm
ONYPETUKOM, MOXET CNY>XUTb a/lbTEePHATUBOM CNVpPO-
HOMaKToHY BneyeHumn T, MNpuem amunopuganpu-
BOAUT K HOpManM3aumm YPOBHA Kaind y NaumeHToB
C rUnoKanuemmer, Ho ansa Hopmanmsauuun All, Kak
npaswio, TpebyeTca fo6aBfeHne ApYrux aHTUrunep-
TEeH3MBHbIX Mpenaparos. HayasnbHaa [03a cocTasnseT
5 Mr 2 pasa B AeHb, MakcumasnibHad — 15 mr 2 pasa B
JeHb. TpramTepeH MO MexaHu3My OeiCTBUS aHaso-
rMyeH amunopugy. MakcumMasibHasa [03a He [0/DKHa
npesbiwars 300 mr/cyT. icnonb3oBaHWe ero B KOM-
6uHauMn ¢ aMUIOpPUAOM UM CMIMPOHOMIAKTOHOM He
PeKoOMeHAYyeTCA 13-3a OMNacHOCTU PasBUTUA TUMepKa-
nmemun. Cnegyet obpatnTb BHUMaHME Ha TO, YTO Ha-
ymHaTb nedeHne [T HY>KHO C MUHMMa/bHbIX [03
npernaparo., MOCTEMNEHHO YyBeNMunBas [03Yy Nog KOH-
Tponem AJl. Mpu NepBOHa4Ya/IbHOM MNpuYemMe GOMbLINX
[,03 BO3MOXXHO pasBuTUe rmnoanbaocTepoHn3ma c ae-
buumMToM HaTpUs, TUMNOTOHWEN, TUNEPKaIMeMuen
BCNeACTBME A/INTENIbHOW CYMpPeccum pPeHnH-aHrno-

TEH3VHOBOW CUCTEMbI 1
30HbI.

B xome o6crnefoBaHUs MAUMEHTOB, Y KOTOPbIX
npeanosaraeTcs PEHNH3aBUCUMbIA U36LITOK MUHepa-
JTOKOPTUKOWAOB, HEOBGXOAMMO MOMHUTL O HEKOTOPbIX
(hopmax MceBLOrMMNEPasibAOCTEPOHN3MA 1 Pa3/INUHBIX
reHeTUYeCKUX (opmMax HU3KOPEHUHOBOIO W36bITKA
aNnb0CTepOHa.

atpomn  Ky604KOBOW

MceBaOrnNepaboCTEPOHN3M

TepMuH "nceeBgornnepanbhocTepoHU3M” 06beau-
HSeT COCTOSIHMSA, XapakKTepu3yloLLmecs runepTeH3nel
C FMNOK&/IMEMNYECKMM a/IKa/Io30M U HU3KOW, HecTu-
mMynupyemoii API, cXOogHble C KIacCU4ecKMM asibao-
CTEPOHM3MOM, HO XapaKTepU3ytoLLMecs HU3KUM YPOB-
Hem asibocTepoHa nnasmbl (Tabn. 4).

CVHAPOM Ka>KyLLerocs n3bblTka MUHEPasloKopTU-
KoMgoB. 3TOT CUHAPOM pa3BMBAeTCA B pesy/bTare
BPOXXAEHHOr0 1AM NpMobpeTeHHOro geduuymta 11/7-
rugpokcuctepongaerngporeHasol (/7-OHSD). Asib-
OOCTEPOH ¥ KOPTU30/1 UMEKOT OA4VHAKOBOE CPOACTBO
K MWHEPaSIOKOPTUKOUAHBLIM peuenTtopam. OfHako
KOPTM30/1, CBA3aBLUMCb C PELLEeNnTOPOM MUWHepaso-
KOPTUKOMAOB, Cpa3y MpeBpaLlaeTcs B HEaKTUBHbIM
KOPTU30H npuv nomowm cepmeHTa /7-OHSD [54].
CyulecTBOBaHME TaKoro MexaHusma ‘'sawuuiaet”
MWUHEPaTIOKOPTUKOUAHbIE PeELIeNTOPbLI OT aKkTuBaumu
X KOPTW30/10M, NPUBOAA K M36MpaTenbHOl CTUMY-
naumn ux anbgoctepoHom. [Mpun pgedwmuute 11/2-
OHSD ocnabnseTca npeBpalleHMe KopTuM3osia B
KOPTM30H M Habno[aeTcs CHYDKEHME OTHOLUEHUS
TeTparngpokopTU3oHa K  TeTparvapokKopTu3ony
[24]. KopTn3on HauMHaeT OKa3blBaTb MUHEPAIOKOP-
TUKOUAHOE AelicTBMe, MO Cujle paBHOE TaKOBOMY
ONA anbfocTepoHa. B aTom nnaHe nMpuvHUMNMabHO,
4YTO 0OBEM CEKpeLnn KOPTM30/a MpeBbILLaeT ceKpe-
umo anbaoctepoHa B 200 pa3. Takum o6pa3om, B 3a-
BUCMMOCTW OT YPOBHSA dedhumuuta hepmMeHTa pas3su-
BalOTCA CUMMTOMAaTMKa W nabopaTopHble CABUTW,
XapakTepHble ana NI npyu OTCYTCTBUU TUMepceKpe-
UMM anbfoCTepPOHa. YKasaHHbIA (eHOMeH wuMeeT
rnpakTu4yeckoe 3HayveHme: 9<z-FF (KopTuHedd, do-
pyHed) oT/MyaeTcA OT KOPTU30/1a BCEro Ha | aTtom
(bTopa. TeM He MeHee Takoe WM3MeHEeHue XUMnye-
CKOW CTPYKTYpbl fenaeT 3T0 coeAUHeHne HefoCTymn-
HbiM ans 11/7-OHSD, u 9<r-FF gaeT MOLUHbIA MU-
HEePa/IOKOPTUKOUAHbIV 3PdeKT.

[lekcameTa3oH nyTemM WHrUMbmMpoBaHUA 3HOOrEH-
Horo AKTT npmBOoAMT K MNOAABNEHUIO MPOAYKLUN
3SHOOreHHOro KOpTW30/1a, KOTOpPbIi MO CyTW U Bbl-
3bIiBaeT All. Takum ob6pasom, nprem gekcameTasoHa
KOPPUTrMpYyeT 3/1IeKTPONIUTHBLIE CABUMM U YCTPaHSeT
KNMHWYECKMEe CUMMNTOMbI TMMNEPMUHEPAIOKOPTU-
umsma. [pvem amunopuga WM CrMPOHONAKTOHA
TaKXKe KOPPUTMpPYeT 3MEKTPOSINTHLIE HapyLUEeHUs U
rMnepTeHsuio.

STOT CMHAPOM MOXET ObITb Pe3y/ibTaTOM BPOXKAEH-
Horo gedekTa (hepMeHTa, MHorga cemeiiHoro (CKUM
1 TMna). Yaue BCTpeyaeTcs OTHOCUTENIbHOE WHIMou-
poBaHue 110-OHSD nakpuuen, B pesynbTaTte 4ero
BocrpoussogAatca Bce cumntoMbl CKUM | Ttuna
(Stewart n coaBT., 1987). BnepBsble fnakpuymMHOYLMPO-
BaHHbIM MCEeBA0a/IbAOCTEPOHM3M Obl1 onmncaH B 60-e
rogbl [55]. BeposATHO, 3aTO Hambonee 4vactasd gopma
ncesforunepasibJoCcTePOHN3Ma, U Bbi3BaHa OHa 3/10-
yrnoTpebnieHeEM Ccofepykallmx nakpuuy MpoayKTOB
(keBaTenbHbIi Tabak, LyKaTbl, CnabuTefnbHoe, pas-
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NNYHble 6e3a/1KOrobHble HanNuTKK) [7]. B anarHoctu-
Ke 3TO (hopMbl MNCeBAOa/bAOCTEPOHU3MA, KOTopas
MOXET 6bITb M3/ledYeHa NPOCTO MpeKpaLLeHem npuema
NakpuLpbl, BaXKHOE 3HaYeHWe UMeeT TLiaTeslbHO cob-
PaHHbI aHaMHe3.

Al 1 TMNOKa/IEMUNYECKUI aniKano3 — K/accuye-
CKMe TMpusHaku cuHgpomMa KyLluMHra, ofHako npu
3TOM 3ab0/ieBaHUN HUKOrAa He Obl1o 06HapyXeHO
n3bbITKa MUHepanoKopTukonaos. OCOGEHHO Bblpa-
YXeHbl CUMMNTOMbI FMMNEPMUHEPASIOKOPTULM3MA MPU
sKTOonMyecko npogykuun AKTI. Mpn aTtom Bapu-
aHTe cuHapoMa KylumMHra OTHOLleHWe KopTuson/
KOPTU30H HaMHOro Bbille, YeM B HOPME WU npu
Apyrux BapuaHTax 3Ttoro cuHgpoma [11, 44]. O6b-
AcHAeTCs aTo TeM, uTo AKTIT MOXXeT iMbo Hanpsimyto
ocnabnaTte aktmBHocThb IB-OHSD, nubo genatb 3710
yepes Hen3BECTHble KOPTUKOTPOMUH3aBUCUMbIe CTe-
pouabl (Walker n coasT., 1992; Stewart n coaBT.,
1995). Kpome TOro, 3HauuTe/lbHbIA N36bITOK KOPTU-
30/1a NONHOCTLIO 6/10kMpyeT 11 R-OHSD 1 yacTb rop-
MOHa HernocpeaCcTBEHHO aKTUBUPYET PeLenTopbl alb-
JocTepoHa B rnoyke. Mo aHanorvm xXopoLuo n3BecTeH
(hakT, 4TO MpY HaAMNOYEUYHVKOBOWM HefoCTaTOYHOCTU
rMOPOKOPTU30H B f03e nopsgka 100 mr/cyT nosiHo-
CTbHO 3aMeLUaeT KaK /TIOKOKOPTUKOUAHBINA, Tak 1 MU-
HEpPa/IOKOPTUKOUAHbIV AehnLnT.

CoBcem HepaBHO 6bl1 onmcaH CKUM Il Tuna.
MpuUnHON ero ABAAKTCA pas/nyHble AedeKTbl ne-
pupepmnyeckoro MetabosmaMa KOPTU30/a, YKasbl-
BalOLLUMEe Ha CHWDKEHVEe aKTUBHOCTU 5-pefyKTasbl, U
MO3TOMY OTHOLLUEHMWEe TeTPakopTU30n + ansnoTeTpa-
rMOPOKOPTU30N/TETPArAPOKOPTU3OH  HOPMasIbHOE
[64]. 3TOT CMHAPOM BOCMPOU3BOAUTCA MyTEM Mpuema
kapbeHoKconoHa (Stewart © c0aBT.) ¥ MOXET ObITb
obycnoeneH pegykuuelri crepougHoro A-Kosbua,
BC/MeICTBME Yero 3afep>kmBaeTcs yaaleHne KOpTU30-
na 13 peuenTopa U TeEM caMbIM BbISIBNSETCA ero no-
TEHUWaNbHbIA aroHn3m [52], XoTa 3TO 06bSACHEHWe
cnopHo (Walker n Edwards, 1994). [nsa ne4yeHus
CKUM 11 Tnna mcnonb3ytoT HebosbLUMe A03bl AeK-
camMeTa3oHa, KOTOpble YCTPaHAKT BCE CUMMTOMbI V-
NMepMUHEPaIoKOPTULN3MA.

HepaBHO 6bin  KNOHWPOBaH TFeH, KOAMPYHOLL NI
cvHTe3 lIR-OHSD [1, 2]. CyulecTBytOT 2 130(h0pMbl
atoro (epmeHTa [1, 70]. MNMepBas HAL®P-3aBUCKMAaSA,
MOXET ObITb BblfeneHa u3 neyenu (IIB-HSD L, BI,
unn 1-i TMn); KOAMPYIOLINIA ee reH NoKanm3yeTcs Ha
xpomocome 1. BTtopas usoopma, HA/-3aBucuMas,
MOXeT ObITb BblgeneHa n3 nouvek (lIB-HSD K, B2,
nnu 2-ii TN); KOQUPYIOLLNIA ee TeH pacrosiaraeTca Ha
xpomocome 16. CKVIM 06ycnoBneH AeeKToM MMeH-
HO 2-ro Tuna lIR-HSD, OnucaHO HeCcKo/IbKO MyTa-
uuin reHa, kogupytrowero 11 3-HSD2 [57, 70], koTopble
MOTyT 06BACHUTL NpoucxoxgeHne CKUM, a Takxke
HasMume nNpy 3TOM CUHAPOME CeMeNHbIX U BPOXAEH-
HbIX cnyyaes (Milford un coaBT., 1994; Stewart n coasT.,
1996).

CuHgpom Jingana. Jlmgan v coasT. B 1963 r. onu-
Ca/lM HacnefCTBEHHOe Mo4vevyHoe 3abosieBaHMe Co
BCceMM npusHakamu [, Kpome n3bbITOUHON CeKkpe-
UMM anbgoctepoHa. KOHUeHTpauus anbfocTepoHa
nnasmbl Npu 3TOM 3aboseBaHUM Gblsia HU3KOM, 3a60-
NleBaHVe He MOAaBa/IoCh JIEYEHUIO aHTaroHMcTamu
MUHEPaSIOKOPTUKONAHBIX PELIENTOPOB, HO BCe Hapy-
LeHNss KOPPUTrMpoBa/IUCb Ha (hOHE HU3KOCOMNEeBOM
OMeTbl B COYeTaHUU C MPUEMOM aHTaroHUCTOB Ha-
TPUEBBLIX KaHa/I0B ANCTa/IbHOr0 HepoHa, TakmMX Kak
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TpramTepeH [47]. Botero-Velez n coasT. B 1994 r. 06-
CnefoBav MauyeHTa ¢ cuHApomom Jluaana, y KoTo-
poro pasBunacb TepPMUHa/IbHas Mo4veyHasa HegocTa-
TOYHOCTb B BO3pacTe 45 net. [NpoBefeHHasa TpaHC-
niaaHTauus noyku fokasasna, 4YTo AedeKT JSIOKasIn30-
Ba/ICA B He(hpOHe. ABTOPbI OOHAPY>XNN N3ObITOUHOE
MOCTYIMJ/IEHNE HATPUA BHYTpPb B-nvmdpoumtoB n Ka-
NNA HapyXXy Aaxe B 6a3asibHbIX YCNOBUSIX, KOrfa He
6b1710 LOMOMHUTENBHOM CTUMYALNN 8-XN0POeHW-
TMo-UAM®. Tpn npuveme amunopuga 3T WNOHHbIE
MOTOKM MHrnémposanuck [9].

Lo 1971 1. 6bI/10 TO/ILKO HECKO/IbKO OTAE/bHbIX CO-
o6wieHnin (Veyrat n coasT., 1970; Gardner n coasT.,
1971), noaTBEPXKAAKOLLMX MepBOHaYasibHble [AaHHble
Jlvgpana v coaBT. M YKasblBalOLWMX Ha HapylleHue
TpaHcrnopTa HaTpua 4Yepe3 MembpaHy 3pUTPOLMTOB
[13, 28]. C Tex nop 6b110 BbISABAEHO OKOMO 50 ciyyaes,
N3yYeHne KOTOPbIX MO3BOMUIO U3MEHUTL MOHUMaHWe
3TOro 3aboseBaHuA.

MyTaumsa Ha Xxpomocome 16 nM6o BBOAWUT CTOM-KO-
[OH, NMMB0 pamKa CMeLLaeTcs B reH, Kogupytowmi 13-
cybbeamHMLy HaTpueBoro kaHana (Shimkets n coasT.,
1994). Kpome TOro, BO3MOXHO BBefEHME CTOM-KOAO-
Ha, MpVBOJALLee K COKpaLleHWIO KapbOKCUIbHOIO
KOHUa Yy-yp-cybobeauHuubl [38] amunopuayvyyBCTBU-
TE/IbHOr0 3MNUTENNA/IBHOrO HAaTPUEBOro KaHaia [14],
4YTO MPUBOAUT K KX 06Llei akTmBaumn. Hacnepgyetcs
31O 3aboseBaHVe ayTOCOMHO-AOMUHAHTHO.

JIMTEPATYPA

1 Agarval A. K., Rogerson F. M.. Mime T.. White P. C. //J. Ster-
oid Biochem. Mol. Biol — 1995. — Vol. 55. — P. 473—479.

2. Albiston A. L., Obeyesekere K /2., Smith R. E., Krozowsfci Z. S.
// Mol. Cell. Endocrinol. — 1994. — Vol. 105. — P. 11-17.

3. Banks W. A., Kostin A. J.. Biglieri E. G., Ruiz A. E. // J Clin.
Endocrinol. — 1984. — Vol. 58. — P. 783-785.

4 Baxter J. £>, Perloff D., Flsiieh W., Biglieri E. G. // Endo-
crinology and Metabolism / Eds Ph. Felig et al. — 3-rd Ed. —
New York, 1995. — P. 749-853.

5. Blgllerl E. G., Slaton P. E.. Kronfield S. J., Schambein A/.//

J.A. M. A. — 1967. — Vol. 201. — P. 510 514.

6. Blgllerl E. G, lrony I, Kater C. E. // J. Steroid Biocltein. —
1989. — Vol. 32. — P. 199-204.

7. Blanchley J. D., Knéchel J. P. // New Engl. J. Med. — 1980.
— Vol. 302. — P. 874-875.

8. Blumenfeld J. D., Sealey J. E., Schlussel Y. et al. // Ann. In-
tern. Med. — 1994. — Vol. 121. N 11. — P. 887—885.

9. Bolero- Veles M., Curtis J. J., Warnock D. G. // New Engl. J.
Med. — 1994. — Vol. 330. — P. 178-181.

10. Bravo E. L., Tarazi R. S., Dustan H. P. et al. // Am. J. Med. —
1983.  Vol. 74. — P. 641—651.

11. Bronnegard M., Carlstendt-Duke J. //Trends Endocrinol. Me-
tab. — 1995. — Vol. 6. — P. 160—164.

12. Brown R. D., Wisgerhof M., Carpenter P. C. et al. // J. Steroid
Biochem. — 1979. — Vol. 11. — P. 1043-1050.

13. Bubien B. K., Ismeilov I. I, Bardiev B. K. et al.
Physiol. — j996.11 Vol. 270. — P. 208-213.

14. Canessa C. M., Schild L., Buell G. et al. // Nature. — 1994, —
Vol. 367. — P. 463-467.

15. Capponi A. M., Rossier M. F. // Curr. Opin. Endocrinol. Dia-
bet. — 1996. — Vol. 3. — P. 248-257.

16. Carey R. M.. Sen S. // Rec. Prog. Horm. Res. — 1986. —
Vol. 42. — P. 251-289.

17. Chu M. D; Glick S. // J. Biol. Cliem. — 1982. — Vol. 257.
P. 2218-2224.

18. Conn J. W. 11 J.
P. 3-17.

19. Conn J. W. // Ibid. — P. 661—664.

20. Conn J. W., KnotfR. F., Nesbii R. M. // Am. J. Surg. — 1964. —
Vol. 107. — P. 159-172.

21 Conn J. W., Cohen E. L. Rovner D.R. Neshbit R. M. //
J.A M. A - 1965. — Vol. 193. — P. 200-206.

22 Dluhy R G, Lifton R. P. // Endocrinol. Metab. Clin. N. Am. —
1995. _ Vol. 24. — P. 593-612.

23 Dupres D. A., Bauwens F. R., De Buyzere M. L. et al. // Am. J.
Cardiol. — 1993. — Vol. 71. — P. 17A-20A.

// Am. .

Lab. Clin. Med. — 1955. — Vol. 45. —



24. Edwards C. R. IF., Slewart P. M. // J. Steroid Biochem. Mol.
Biol. — 1991. — Vol. 39. — P. 859-865.

25. Erdmann B., Denner K., Gerst H. et al. // Endocr. Res. —
1995. — Vol. 21. — P. 425-435.

26. Ganguly A., Melada G. A.. Luetscher J. A., Dowdy A. J. // J.
Clin. Endocrinol. — 1973. — Vol. 37. — P. 765—775.

27. Ganguly A., Zager P. G., Luetscher J- A. // Ibid. — 1980. —
Vol. 51. — P. 1190-1194

28. Gardner J. D., Lapey A., Simopouios A. P., Bravo E. L. // J.
Clin Invest. — 1971. — Vol. 50. — P. 2253—2258.

29. Gomez-Sanchez C. E., Holland O. B. // J. Clin. Endocrinol.
Mctab. — 1981. — Vol. 52. — P. 214-219.

30. Gomez-Sanchez C. E. // Endocr. Res. — 1984— 1985. —
Vol. 10, N 3-4. — P. 609-615.

31 Gomez-Sanchez C. E., Montgomery M., Ganguly A. et al. // J.
Clin. Endocrinol. — 1984. — Vol. 59. — P. 1022-1024.

32. Gomez-Sanchez E. P.. Zhou M. Y, Gomez-Sanchez C. E. //
Steroids.- 1996. — Vol. 61. — P. 184-188.

33. Gomez-Sanchez C. E. U Cardiovasc. Res. — 1998. — Vol. 37. —
p. 8-13.

34. Gordon R. D.. Gomez-Sanchez C. E.. Hamlet S. M. et al. // J.
Hypertens. — 1987, — Vol- 5. — Suppl. 5. — P. S103—S106.

35. Gordon R. D., Stowasser M., Klemm S. .4., Tunny T. J. // Text-
book of Hypertension / Ed. J. D. Swales. — London, 1994. —

P. 865-892.

36. Gordon R. D. 11 J. Endocrinol. Invest. — 1995. — Vol. 18. —
P. 495-511.

37. Hamlet S. M.. Tunny T. J., Woodland E., Gordon R. D. et al. //
Clin. Exp. Pharmacol. Physiol. — 1985. — Vol. 12. —
P. 249-252.

38. Hansson J. H., Nelson-Williams C, Suzuki H. et al. // Nature
Genet. — 1995. — Vol. 11. — P. 76-82.

39. Higaki J., Bravo E. L. // Clin. Exp. Pharmacol. Physiol. —
1993. — Vol. 20. — P. 292-295.

40. Hiramatsu K. Yamada T., Yiikimttra Y. et al. // Arch. Intern.
Med. — 1981. — Vol. 141. — P. 1589-1593.

41 Holland O., Brown H., Kahnert L. et al. // Hypertension. —
1984. — Vol. 6. — P. 717-723.

42. lIrony I., Kater C. E., Biglieri E. G., Shackleton C. H. L. // Am.
J. Hypertens. — 1990. — Vol. 3. — P. 576—582.

43. lwaoka T., Umeda T., Naomi S. et al. // lbid. — 1993. —
Vol. 6. — P. 899-906.

44, Karl M., Lamberts S. W. J., Detera- Wadleigh S. D. et al. // J.
Clin. Endocrinol. — 1993. — Vol. 76. — P. 683—689.

45. Kem D. S., Weinberger M. H., Gomez-Sanchez C. E. et al. // J.
Ciin. Invest. — 1973. — Vol. 52. — P. 2272-2277.

46. Lagarh J. H. // Kidney Int. — 1993. — Vol. 44. — P. 1163—
1175.

47. Liddle G. W., Blesdoe T., Coppage W. S. // Trans. Assoc. Ant-
er. Phycns. — 1963. — Vol. 76. — P. 199-213.

© KOJIMEKTVMB ABTOPOB, 2001

YK 616.441-006.55(048.8)

48. Litchfield W. R., Dluhy R. G. // Curr.Opin. Endocrinol. Dia-
bet.— 1996. — Vol. 3. — P. 265-270.

49. Lyons D F, Kem D. C, Broun R. D. et al. Il J. Clin. Endocri-
nol. — 1983. — Vol. 57. — P. 892-896.

50. McAlister F. A.. Lewanczuk R. Z. // Can. J. Surg. — 1998. —
Vol. 41, N 4. — P. 299—305.

51. McKenna T. J., Sequeira S. J., Heffernan A. et al. // J. Steroid.
Biohem. Mol. Biol. — 1991. — Vol. 39. — P. 859—865.

52. Montero F., Armanini D., Biason A. et al. // Hormone Res. —
1990. — Vol. 34, N 10. — P. 175-180.

53. Montera E, Armanini D., Boscaro M. et al. // J. Steroid Bio-
chem. Mol. Biol. — 1991. — Vol. 40. — P. 35—44.

54 Milford D. V.. Shackleton C. H. L., Stewart P. M, !l Clin. En-
docrinol. — 1994. — Vol. 43. — P. 241-246.

55. Mollaret D. K, Goulon M., Toumilhac M. // Bull. Soc. Hop. —
1960. — Vol. 76. — P. 491-512.

56. Nomura K., Tornva S., Horiba N. et al. // J. Clin. Endocrinol. —
1992. — Vol. 75. — P. 323-327.

57. Obeyesekere V. R., Ferrari P., Andrews R. K. et al. // lbid —
1995. — Vol. 80. — P. 3381-3383.

58. Ogishima T., Shibata H, Shimada H. et al. // J. Biol. Chem. —
1991. — Vol. 266. — P. 10731—10734.

59. Rosolowsky L. J., Campbell W. B. // Am. J. Physiol. — 1994, —
Vol. 266. — P. E101—E107.

60. Russell R. P., Masi A. T, Richter E. D. // Medicine. — 1972. —
Vol. 51, N 3. — P. 211-225.

61. Stowasser M,, Tunny T.J., Klemm S. A, Gordon R. D. //
gglin.Exp. Pharmacol. Physiol. — 1993. — Vol. 20. — P. 292—

5.

62. Streeten D. H., Tomues N., Anderson G. H. // Am. J. Med. —
1979. — Vol. 67. — P. 403-413.

63. Thibonnier M., Schork N. J. // Ctirr. Opin. Genet. Dev. —
1995. — Vol. 5. — P. 362-370.

64. Ulick S.. Chan C. K // The Adrenal and Hypertension: From
Cloning to Clinic / Eds F. Mantero, R. Takeda. — New York.
1989. — P. 313-322.

65. Yallotlon M. B. // Clin. Endocrinol. — 1996. — Vol. 45, N 7. —
P. 47-52.

66. Vallotton M. B. H Ibid. — P. 53-60.

67. Watanabe N., Tsunoda K., Sasano H. et al. // Tohoku J Exp
Med. — 1996. — Vol. 179. — P. 123-129.

68. Weinberger M. H., Grim C. E.. Hollifield J. W. et al. // Ann.
Intern. Med. — 1984. — Vol. 90. — P. 386-391.

69. White P. C. H Curr. Opin. Endocrinol. Diabet. — 1996. —
Vol. 3. — P. 220-226.

70. Wilson R. C., Mercado A. B.,, Cheng K. C., New M. I. // J.
Clin. Endocrinol. — 1995. — Vol. 80. — P. 2322—2329.

71. Zhou M., Xue D., Foescing M. F., Gomez-Sanchez C. E. // J.
Steroid Biochem. Mol. Biol. — 1995. — Vol. 52. — P. 523-528.

riacTynii.r'io 04,11.99

M. C. Betwes, . WN. Mabaugze, O. B. bapaHoBa
AJEHOMbI LLNTOBUAHOW XXENE3bI

dakynbTeTcKas xvpypruyeckasa kavHuka um. H. H. BypaeHko (aup — npod. C. A. [lagBaHu), Kadenpa
naTo/I0rMyeckon aHatomun (3aB. — akag. PAH M. A. Manbues) MMA um. I M. CeuyeHoBa

AuddepeHunanbHas AMarHOCTUKa COMNTAPHbIX
3yTMpPeonaHbIX 06pa3oBaHUil LUMTOBUAHON Xenesbl
(LK) sBnsieTcs akTyasibHOW npobnemoit. HecmoT-
ps Ha OYeBMAHblE YCMexXu, 4OCTUIHYTble 3a nocnen-
HWe rogbl B IeHEeHUN MauMeHTOB C yKasaHHbIMU MO-
paXXeHUAMKM, COXpaHsAeTCAa HeyAO0B/eTBOPEHHOCTb
Bpayeil, OCOOEHHO XMPYpProB, €ro pesyabTaTtamu.
BONMbLUMHCTBO wccnefoBaTeniel CXoAAaTcs BO MHe-
HUM O TOM, YTO Ha COBPEMEHHOM 3Tane pa3BUTUA
K/IMHWYECKON MefVLUMHbI ANA YCNELHOro fieyeHus
y3/10BbIX 06pasoBaHuii LLDK Heobxogmmo BnageTb
[OCTOBEPHON MHopMaumen 06 nx mopdonornye-
CKOWM cTpykType [3—5, 7—9, 11, 12, 14, 17, 24, 25,
37, 78]. ImeHHO 3HaHne MOpPgOIOrMYECKOr hopmbl
Y3/10BOro aytTupeomngHoro obpasoBaHusa LLDK aBns-
eTCA OCHOBOI A4N1a BbIOOpa afeKBaTHOM TaKTUKK Ne-

YeHMA KaK[Oro KOHKPeTHOro 60/bHOro, no3BonseT
BbIOpaTb OMNTUM&/IbHbI  06bEM  XMPYPrUYecKoro
BMeLlaTeNbCTBa, YTO B CBOK o4epefb BeAeT K CHU-
YKEHWIO 4MnCna HeafeKBaTHbIX Y MOBTOPHbIX Onepa-
TUBHbIX BMeELLATeNbCTB M 4aCcTOTbl PeLuanBoB 3a60-
nesaHua [1, 6—9, 15, 16, 29, 41, 52, 65, 77]. B wwu-
POKO K/IMHNYECKONM MpaKTMKe A0 CUX Mop Hepeako
NCMO/b3YIOTCA Takue HeonpeaeseHHble, MaslonH-
thopmaTnBHbIE TEPMUHbI, KaK TaK Ha3biBaeMbIA y3-
NIOBO 3yTumpeongHbli 306 (¥Y33), mbo "MHOroys-
NI0BOW 306", YacTO BCTpeyaroLmecs B MeyaTHbIX U3-
OaHunsAX 1 MpUMeHsieMble 6e3 Heob6XxoanuMon Mopgo-
Nornyeckoi kKoHkpetmsauum [1, 7, 17, 23 w gp.].
Bonee TOro, Hepegko MOXXHO BCTPETUTb MpUMepbl
TOro, Kak AmarHo3 'y3/0BOW 3yTupeougHbli 306"
ABNAETCA OKOHYaTesIbHbIM K/IMHUYECKUM AMarHo-
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