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BMOXUMUNUYECKUVE MAPKEPbI BPOXXAEHHOW AVNC®YHKLVN KOPbI
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PaccmaTpuBatoTCcs po6nenbl GUOXUMUYECKOI ANArHOCTUKY BPOXKAEHHOW ANCHYHKLMM KOPbI HAAMNOUEUHKOB, 0GYCNOBAEHHON Npe-
>KZe BCero AechnumToM 21-rMapoKcunasbl HaanoueyHnKoB. MpUBOAATCA JaHHble 0 CUHTEe3e KOPTUKOCTEPOMAO0B B KOpe Haamnouey-
HUKOB M 06CY>K1aeTCs BO3MOXKHOCTb NPUMEHEHNS Pa3INYHbIX GUOXMMUYECKIX MApKEPOB B HEOHAT a/IbHOM CKPUHUHTE U Gonee no3g-
Hell AnarHoCTVKe BPOXKAEHHOM ANCHYHKLMM KOPbl HAANOYEYHUKOB, B TOM uuc/e 21-[1e30KCMKOPTU30M1a B KPOBM M NperHaHTpuona

M NperHaHTpuosioHa B MOYe.

KntoueBble crioBa: AUCHYHKUMS KOpbl HAAMOUYEUHKOB, HapylleHue CTepouaoreHesa.

The paper deals with the problems in the biochemical diagnosis of congenital adrenal hyperplasia caused mainly by adrenal 21-
hydroxylase deficiency. Itpresents data on the adrenal cortical synthesis ofcorticosteroids and discusses whether different biochemical
markers, including the levels ofblood deoxycortisol and those of urinary pregnantriol and pregnantriolone, may be used in neonatal

screening and later diagnosis of congenital adrenal hyperplasia.
Key words: adrenal hyperplasia, impaired steroidogenesis.

BpoxkgeHHas OUCHYHKUUSA KOpbl HaAMo4yevyHNKOB
(BOAKH) — rpynna HacneACTBEHHbIX ayTOCOMHO-pe-
LLeCCMBHbIX 3a60/1€BaHWIA, NMPU KOTOPbIX U3-3a MyTaL Wi
B reHax, Koamupylowmx epmeHTbl CTepougoreHesa B
KOpe HaAmno4yeyHMKOB, HabMOAaeTCsA CABUI B MPOAYK-
LMW OCHOBHbIX CTepOUAHbIX TOPMOHOB OT KOPTUKOCTE-
pOMAOB K aHAporeHam. Pe3ybTaTom aTUX Ae)eKTOB SiB-
NAETCA OTCYTCTBUE WM CHWKEHME B PasHOWN CTeneHu
CMHTE3a KOPTM30/1a 13 ero npefLlecTBeHHMKa — Xose-
cTepuHa (puc. 1). N3-3a HefocTaTka LUPKYINPYHOLLErO
KOpTU30/a MepefHAs Jonsd runogusa (Mo npuHumny
06paTHOI CBA3M) CEKPETUPYET MOBbILEHHbIE KOMnYe-
ctea AKTTI, noa BAnsAHMEM KOTOPOro pa3BMBAETCA -
nepnaasvsa Kopbl HagnoveuyHukos [2, 15, 19].

Kak BMAHO Ha puc. 1, 7 (oepmMeHTOB obecneunBaroT
CMHTEe3 T/IIOKOKOPTUKOWAO0B, MWHEepPasloOKOPTUKOMOB
W aHOpPOreHOB B KOPe HaAMno4yeyHUKOB. [TeHbl 4518 Bcex
3TUX (hepMEHTOB OblIN KIOHNPOBaHbl U OXapakTepu-
30BaHbl. ®epmeHTbl CYP11Al, CYP17, CYP21B,
CYP11B1, CYP11B2 cBsa3aHbl ¢ untoxpomom P-450.
CYP17 (17-rngpokcunasa) NPUCYTCTBYET U B Kope
HaANoOYeYHNKOB, U B roHagax, Torga kak CYP21B (21-
rmgpokcunasa), CYP11Bl1 (lip-rugpokcunasa) w
CYP11B2 (18-rngpokcmnasa) NpuUcyTCTBYIOT TOJIbKO B
KOpe HaanoyevyHukos, rnpmndem CYP17 (17-rngpokcu-
nasa) OTCYTCTBYET B K/Iy6OUKOBOW 30He, rfe OCYLLeCT-

(21-rnapokcunasa) 3KCcrpeccupyeTcs B MYy4YKOBOW K
CeTYaToi 30HaX, rae NPOMUCXOAUT CUHTE3 [/IFOKOKOp-
TMKonaos v aHaporeHos, CYP11B1 (11p-rugpokcuna-
3a) NPUCYTCTBYET B K/Ty6OUYKOBOW U MYy4YKOBOW 30HaX, a
CYP11B2 (18-rngpokcunasa) ioKkam3oBaHa To/1IbKO B
K1y60UKOBOW 30He, rAe OCYLLECTBASETCA CUHTE3 MWU-
HEPa/IOKOPTMKONAOB.  3p-0n-CTepouaferngporeHasa
Yy4aCTBYET B CUHTE3e BCEX KMAacCOB KOPTUKOCTEPOUIOB
N 3KCMpPeccupyeTcs, KPOMe KOpbl HaAMo4YeyHUKOB, B
roHagax, nnaueHTe n nepmgepnyecknx TKaHsax (Koxa,
YKMPOBasA TKaHb).

Bonee yem B 90% cny4yaeB reHeTM4yeckue Hapytue-
HUA 3aTparnBaroT reH, KOAUpYoLWwmii 21-ruapokeuna-
3y [1, 8]. 3Ta thepmeHTHas cuctema Heobxoguma Ans
CMHTE3a KakK KOpTWU30/a, TakK N anbfocTepoHa. 3ayac-
Tyto TepmuH BAKH ynoTtpebnsetcs Kak CUHOHUM Je-
(hekTa MMeHHO 3TOro dpepmeHTa. MNpsAMbIM CrefcTBrem
Takoro gedekra ABNAETCA YCUIEHNE CUHTE3a CTEpPOU-
[l0B, KOTOpble HEMOCPeACTBEHHO MPeALLecTBYIOT dep-
MeHTaTUBHOMY 610Ky (17-rmapoKCnInpoBaHHbIX NPo-
N3BOAHbIX MPOrecTepoHa U MPerHeHoNoHa), U aHapo-
reHoB, NyTb 6GUOCUHTE3A KOTOPbIX HE 3a6/I0KMPOBaH.

JaHHbIi CMHAPOM MMeEEeT [0CTaTOYHO LUMPOKWUIA
AnanasoH KIWHMYECKUX MNPOABMEHUIA W Noapasfens-
eTcs Ha 3 OCHOBHbIe (POPMbI: Hambosee TsXKenas coslb-
Tepsowas (OeuumT KopTU3ona W anbfoCcTepoHa),

BMSIeTCA CUHTE3 MUHepasiokopTukongos, CYP21B npocrtas BUpUNbHaa (Knaccuyeckas, feuunTt KopTu-
30M1a) U Heknaccuyeckas (nosa-
XonecTepun HO MpPOSABNAIOLLAACSH).
| TsKecTb 3a60/1eBaHNS 3aBU-
CUT OT MecTa NOBPeXAeHns re-
1A Aesokcu- A _ KopTuko- 6 18-ruppokcu- Ha, KOTOpOe onpegenser Ccrte-
nperHeHosIoH---4---- NporecTepoH--------
KOPTUKOCTEPOH CTepoH KOPTWUKOCTEPOH MneHb I'IOTepI/I aKTUBHOCTM 21_
. rMapoKcunassbl. HepocTtaTou-
17 oC- - 3 17e£- - 4 11- - 5
e s SFER 2 oprior amsocrepor HOCTL (DSpMEHTA MpUBOANT K
JednunTy OBYX OCHOBHbIX KO-
f HeYHbIX NPOAYKTOB CTeponpo-
~aHApod TepoH 3 aHOpPOCTEeHANOH------- ] » TecTOCTEPOH

Puc. 1. Cxema 6MOCMHTE3a CTEPOMIOB B KOPE HAAMOYeYHNKOB.

1 — CYP11Al (20,22-gecmonasa), 2 — CYP17 (17-ruapokcunasa/17,20-gecmonasa), 3 — HSD2 (3p-on-ctepomaacrnaporeHa-
3a), 4— CYP21B (21-rugpokcunasa), 5— CYP11B1 (11p-rugpokcunasa), 6— CYP11B2 (18-ruapokcunasa), 7— 17P-HSD

(17p-on-cTeponaaernaporeHasa).
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reHesa (KopTv3ona u anbgocre-
pOHa) 1 U36LITKY NpesLLecTBeH-
HMKOB, HaKan/aMBaloLLMXCsA ne-
pen [AetheKTHOW (hepMEeHTHOIA
peakuuen, T. e. Ha CTagun npe-
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Tabnuuya 1
CopepxxaHue 17-rnapoKcunporectepoHa u 17-rugpoKcunperHeHosioHa (B HMosb/n) y 60nbHbIX ¢ BAKH 1 300poBbIX JOHOPOB B TeYeHMe CYyTOK
(M= T)
Fpynna 17-rnapoKcunporecTepoH 17-rnapoKcMnperHeHoNoH
06CnIeRoBaHHbIX 8-00 16-00 24-00 8-00 16-00 24-00
BonbHble ¢ BOKH  180,6 + 9,3 105,9 + 34,2 79,5 + 33,6 97,2 = 24,0 36,0 = 8,7 32,1 = 10,2
340poBble OHOPbI 48 +£ 0,3 3,0+0,3 75+ 17 171 £ 19 84+ 11 75+ 17

BpaLleHusa 17-rugpokcunporectepoHa B 11-ae30Kcu-
KOpPTWU30/ W nporectepoHa B 11-Ae30KCUKOPTUKOCTE-
poH. 17-I'MApoKCMNPOrecTeEPOH MOXKET MnpeBpaLlaTbCa
B TECTOCTEPOH 1 ApYyrne KOPTUKOCTEPOUbl Yepes aslb-
TepHaTMBHble NYTN GUOCUHTE3A B KOPe HaArno4yeyHu-
KOB M B [pYyrux TKaHax. VIMeHHO Mo3aToMy Yy Takux
60/1bHbIX MOXET HabNIAATLCA HEMO/THOE OTCYTCTBUE B
KPOBU TeX UM MHbIX cTepongos. Hanpumep, y 60nb-
HbIX C rNy60KnM geununtoM 21-rugpokcmnasbl 6bin
o6Hapy>keH 61M3KniA K HOpMa/lbHOMY YpOBeHb 21-
rMOPOKCU/IMPOBaHHBLIX CTEPOUAOB, UTO SBMAMOCH pe-
3yNbTaToM 21-rnapoKCUNNPOBaHNA NpeaLlecTBEHHU-
KOB BHe Hagno4veyHuka [14].

MeH, kogupytowmii 21-rngpokcunasy (CYP21),
NOKa/IN30BaH Ha KOPOTKOM TMJjledye XPOMOCOMbl 6 1
ayébnupyetcsa ero ncesgoreHoMm (CYP21P), HedhyHK-
LMOHa/IbHbIM. 3T MeHbl YHaCTUYHO NEPEKPbLIBAOTCS,
obpasysa TakK HasblBaeMy0 [OJ/IMTEHHYIO 061acTb
[12]. MceBpgoreH P450c21A oTnnyaeTca OT (PYHK-
LMOHANBHOIO reHa TpemMs TOYeYHbIMU MYyTauusMu,
Kaxkgas M3 KOTOPbIX MPEenATCTBYeT 06pa3oBaHUIO
MPHK akTtuBHOW 21-rugpokcunassl [21]. CuHTE3N-
poBaHHaa npu TpaHckpunuun ncesgoreHa MPHK
MPUHUMAET YyyacTue B pPerynsauum 3Kcrnpeccmun
(pyHKUMOHanbLHOro P450c21B-reHa [3]. NeHeTuue-
CKMe MoBpexXaeHus, Bbi3biBawowne pgehuunt 21-
rMApoKcuiasbl, BK/KOYAlOT KPYMHble Jeneuuu,
KpyrnHble 1M HebosnbluMe KOHBepcuu u (Hambosnee
4yacTo) To4yeuHble MmyTauun [17].

B HacTosLLee BpeMs He BbI3blBAET COMHEHUSA CYLLe-

CTBOBaHME MHOXECTBa FeHeTUYEeCKMX HapyLUEeHWIA,
npmeogAnx K passutuio BOAKH. Kak n
npu ApYrux peuecCcUBHbLIX ayTOCOMHbIX
naTonorusx, CTeneHb TAXXeCTU 3abonesa-
HUA N KIIMHUYeCKNe CUMMTOMBbI orpefe-
natotca asymMs yHKLUNOHMPYIOLWNMN an-
NensaMun reHa, noslyYeHHbIMW OT OTua U
mMatepu. BonbWNHCTBO 60/bHLIX ¢ BAKH
reTepo3nroTHbl U MMeKT pasHble Hapy-
LeHusa B Kaxaom annene [1, 2].

Hawnbonee pacnpocTpaHeHHbIA rop-

MOHa/IbHbI Mapkep peuvumTta 21-rmg-
pKOCUa3bl — MOBbIWEHHbIA YPOBEHb 17-
rMAPOKCMMNPOrecTepoHa B CbIBOPOTKE UK
aMHNOTUYECKOW >XnaKocTn (Npu npeHa-
Ta/IbHOW gnarHocTuke) [16]. CTeneHb no-
BbILLEHWS 3TOr0 CTepoupa ornpenesnserca
topmoin BAKH: npu knaccuyeckom gop-
Me ero ypoBeHb BO3pacTaeT B [ECATKU
pas, Npu HeKNacCcM4ecKom — MOXeT BbITb
B npefenax usnonornyeckux koseba-
HWIA, 1 Tonbko Npoba ¢ AKTIT conpoBo-
»K[JaeTca 3HaUNTE/NbHO MOBbILLIEHHbIM Bbl-
6pOCOM 3TOro CoefUHEHUS.

B kauecTBe ropmoHasibHOro mapkepa BAKH moxer
6bITb UCMOMBL30BaH U 17-rMapPoKCUNPErHeHoNoH. JaH-
HbIi Mapkep WCMOSb3yeTCs Hamu Mpu AMarHOCTUKe
BAKH B TeyeHne noyutu 3 NeT ¢ yA0BIETBOPUTENBHBLIM
pesynbtatoM. KoHUeHTpauna 17-rngpokcunperHeHo-
NoHa y 6onbHbIX ¢ BAKH npeBbiwaeT HopMy B 2—3
pasa (Tabn. 1). MNMpwn onpegeneHNn 0B6bIYHLIMU METO-
Jamu y 60/1bHbIX Heknaccuyeckom hopmoin BAKH mo-
YXeT He HabnwogaTbes gedmumTta KopTtusona [15], on-
Hako 6asanbHble U CTUMY/MPOBaHHbIE AKTIT ypoBHM
17-okcmunperHeHosioHa U 17-oKcunporecTepoHa Bce-
rja Bbllle, YeM B KOHTPO/E.

Y 60NnbHbIX C gedunumToMm 21-rnapokcuniasbl Ha-
6nrogaeTca 605ee HU3KMIA YpoBEHb CBOGOAHOIO KOp-
Tn3ona B Mmoye — 72,6 * 9,4 HMO/b//, YEM Y 300POBbIX
oy — 117 = 17,6 Hmons/n [5, 6].

M3-3a pedmymTa 21-rnapokcunasbl Y 60/bHbIX C
BAKH cuHTe3mpytoTca 3HauuTeNbHble KOMMYEeCcTBa
21-pe3okcmkopTmsona (puc. 2) — crepouja, KOH-
LeHTpauusa KOTOpOro y 340pOBbIX ft04el ypesBbl-
yaiHo mana (y My>4mH — 0,33—0,87 Hmonb/n, y
XeHWuH — 0,15—1,05 Hmosnb/n [9, 18]. CoBMecT-
HOe VCMNOoMNb30BaHMe >XWUAKOCTHOW XpomaTorpaduun
n macc-cnektpometpumn [11, 20] nossBonmno o6Ha-
PY>XUTb HE TOJIbKO BbICOKYH) KOHLEHTpauuo 17-0K-
cunporectepoHa (79,9—997 HMONL/N) U HU3KYH
KOHUeHTpaumio kKopTtusona (2,5 HMob/N), HO "
MPUCYTCTBME 3HAUUTESIbHbLIX KO/NYeCTB 21 -[e30K-
cukopTusona (83,7—324,0 HMoNb/N).

B HacTosiLlee BpeMsi B CBAI3W C BHeApeHMEM B fa-
60paTOpPHYI0 NPaKTUKY aBTOMAaTU3MPOBaHHbIX CUCTEM
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C NpAMbIM 6e33KCTPAKUMOHHbLIM OnpeaeneHnemM Kop-
TN30/M1a B CbIBOPOTKE PerncTpupyroTcs 3aBbllUeHHble
nokasaTtenn KopTusona y 6onbHbiX ¢ BAKH. Cnegyet
BCNOMHUTL paboTy J. Brotherton n B. Rothbart [4], on-
pefenaBLUINX KOPTU30/ Y XKEHLUWH C TMPCYTMU3MOM U
BAKH nateio pasnuyHbiMn mMetogamu: PUA-3H no-
CNe 3KCTpakuuMn aTaHosiom, npsmoi PUA-151, Oenb-
tduns, Amepnsait, "Synelisa". MHorve naumeHTbl C
BOKH wvmenn noBbILEHHbIA YpPOBEHb KOPTM30/a
(690 HMONBL/NM), XOTA NOrUYeCKU YpPOBEHb KOPTU30Ma
[O/MKEH ObITb HU3KUM. HepeanbHO BbICOKME MOKa3sa-
Te/M KOHUEHTpaLMN KOpPTU3ona 06YCnoB/eHbl BbICO-
KOV NepeKpecTHOM peakuueli aHTUCbIBOPOTKM K HEMY,
npexge Bcero c 21-4e30KCUKOPTM30a0M. [lelicTBu-
Te/IbHO, B MOJIeKy/lax KopTu3osna 1 21-4e30KCUKOpTU-
30/1a UMEKOTCA UAEHTUYHbIE UMMYHOAKTUBHbIE (DYHK-
UMoHanbHble rpynnbl: 11 - n 21-rngpokcunsl. 3aBbl-
LeHne YpPOBHEM KOPTU30/Ma NpW 3TOM OKa3blBaeTCs
NPsSMO MPOMNOpPUMOHa/bHbIM CoAepXKaHuio 21-Ae30K-
CVKOPTU30/1a B Npobe 1 06paTHO NPOMNOPLNOHANIBHBIM
cTeneHun fecuumnta 21-rugpokcunassl [7].

[.15 NpoBepKM 3TOro MosIoXKeHUs Hamu 6binv Npo-
BelleHbl crefyrowme uccnegosaHms: 1) PUA-meTogom
B MPOM3BOJIbHO BblOGpaHHbIX 10 Npobax CbIBOPOTKM OT
6onbHbIX ¢ BOKH onpegensnu cofep)xaHue KopTu-
30/18;

2) 13 Tex ke npob CbIBOPOTKM MOC/e 3KCTPaKumm
CTEPOMAOB BbIJeNANN (pakunio KopTM3osaa ¢ NMomo-
Wb Xpomartorpamn Ha KosioHke "Sephadex LH-20"
N onpedenanu ero CogepyKaHve TeM Xe MeToLOM;

3) K vccnegyemMbiM CbIBOPOTKaM A06aBnsanm Kpu-
CT/I/IMYECKUIA CTaHZapT 21-ge3okcukopTtmsona (150
HIr/MN) 1 CHOBA OMpefenany cojepXkaHie KopTusona c
MOMOLLbIO TOTO e MeTogja.

Pe3ynbTaTbl MccnefoBaHUsA npuBeseHbl B Tabn. 2.

B1AHO, YTO KOHUEHTPaLMN KOPTM30/1a B CbIBOPOT-
ke 60/1bHbIX ¢ BOKH 3HaunTenbHO npesbIwadT COOT-
BETCTBYHOLLME MOKa3aTen, MonyyYeHHble 4719 ppakumn
KOpPTU30na nocfne XpomaTorpapun. YpoBeHb COOCT-
BEHHO KOpTM3ona coctasnseT 4,9 + 1,0% oT o6
KOHUEeHTpauumn cteponga. MNpoueHT oTKpbITUA fo6as-
NeHHoro craHgapTta 21-0e30KCMKOPTU30/1a COCTaBNAN

Tabnnua 2

Pe3yanaTb| onpegeneHNAa KopTusosa B CbIBOPOTKE KPOBU 60/1bHbIX
¢ BOKH

BonbHble | 1 1 v
1 147,6 3,8 285,8 297,6
2 192,0 16,6 440,0 342,0
3 126,9 28,2 261,8 276,9
4 106,2 9,8 298,9 256,2
5 283,6 7,6 512,3 433,6
6 209,1 19,4 417,5 359,1
7 2429 24,0 445,1 392,9
8 2349 40,3 372,4 384,9
9 314,2 40,1 439,3 464,2
10 1738 32,6 435,3 323,8
M 1735 22,2 390,8 314,6
MegaunaHa 200,6 21,7 426,4 350,55
S + 67,3 + 13,08 + 87,75 + 67,25
MpumeyaHwne. | — onpegeneHve KopTnsona nNpPsiMbIM MeTo-
nowm, Il — nocne pasfeneHns Ha KonoHke "Serhadex LH-20", 11l —

nocne pgobasneHust 21-ne3okKcukopTnsona, IV — oxugaemasi KOH-
LeHTpauns KopTusona.

1144 £10,6. CneposatefibHO 21-4€30KCUKOPTU30N
[JelicTBNTeNbHO 06M1a4aeT BbICOKMM MMMYHOOrnye-
CKVM CPOACTBOM K aHTUTENNaM K KOPTU30/1y U MO3TOMY
onpefenseTcs B MMMYHHOI peakunun. Y 60MbHbIX C
BAKH ypoBeHb 21-0€30KCUKOPTU30/1a B CbIBOPOTKE
MO>XXeT 3Ha4YnTe/IbHO MPEeBbILAaTb COodepXaHVe KopTu-
30/1a, YTO onpejenseTcs cTeneHbto 6noka 21-rugpo-
Kcunasbl.

N3 cka3aHHOro Bbllle cnefyeTt, YTO OnpegeneHve
cofep>XXaHusi KOpTn30/a 00blYHBIMU MPSAMbIMUA MeTO-
JamMu MMMyHOaHann3a (BK/1OYas aBTOMAaTU3MPOBaH-
Hble cucTeMbl) Y 60/bHbLIX ¢ BAKH He nmeeT npakTun-
YeCKOol AUarHOCTUYECKOM LIEHHOCTW W ero He crefyet
BK/IIOYATb B AMarHOCTUYECKUiA anroputm BOKH.

YpoBeHb KOpPTM30/a (KaK XUMUYECKO MOSEKY/IbI)
y 60/1bHbIX ¢ BAKH MOXHO onpefenuTb, TONbKO Bbl-
[JenvB ero xpomatorpaduyeckn nepes, KOMYECTBEH-
HbIM orpegenieHneM MeTogaMy MMMyHoaHanm3a. Or-
TUMaJIbHbIA BapnaHT — UCMONb30BaHWe MeTofa raso-
BOW XpomaTorpaun n Macc-cnekTporpaun; coyeta-
HVe 3TUX METOLOB MO3BONSAET KOIMYECTBEHHO U Kaye-
CTBEHHO OLEHUTbL BECb CMEKTP CTEPONA0B, BKtOYas U
mapkepbl BAKH. Bbicokas CTOMMOCTb 3TOW TEXHOS1O0-
rMN N CNOXHOCTbL 3KCMyaTaumm orpaHU4YmMBaloT ee uc-
Nnosib30BaHVWEe B PYTMHHOW /1abopaTOpHOM NpaKTUKE.
OHa po/mkHa ObITb MCMO/b30BaHa B CNeuuanmsmnpo-
BaHHbIX pecepeHCHbIX nabopaTopusx, opraHmsaums
KOTOPbIX HEOO6XOAMMa NPY NPOBEAEHUN HEOHATa/IbHO-
ro CKPUHWHra.

MeHeTnYeckne MeTOAbl BbIABMEHUA (PepMeHTaTUB-
HbIX gedekToB nNpy BAKH BHecnn BakHbIA BKnag B
peLueHVe 3afayn paHHEero BblsIBIeHUA 3ab0/1eBaHUS.
OfHako 3TU MeToAbl BbIMNOMIHUMbI TO/MILKO B cneuna-
JIN31POBaHHbIX fMabopaTtopuax Npu HaIMYUN BbICOKO-
KBaIM(PULMPOBAHHbIX CNELMaINCTOB 1 CreunanbHoro
o6opypnosaHus. MoaToMy MpPOAO/IKaeTca MOUCK Ao-
MOMIHUTENBHBLIX BMOXMMUYECKUX MapkepoB BAKH.
OfHM K13 HUX NpensioXKeHbl AMOHCKUMW aBTopamu
[10]: meTabonuThl 17-rngpokcunporectepoHa n 21-ge-
30KCUKOPTM30HA B MoYe (CM. puC. 2) — NperHaHTpuon
N MpPerHaHTPUOHONOH. MeTofOM ra30oBOWM XpOMaTo-
rpadmm B COYETAHMM C MACC-CNeKTPOMETpuel 6bin
ybeanTenbHO MOKasaHbl MpenMyLlecTsa HeVHBa3MB-
HOro MeToAa onpefeneHns nNperHaHTPUOHO/I0HA B MO-
Yye HOBOPOXKAEHHbIX MO CPaBHEHUIO C CYLLECTBYHOLLUM
METOLOM HeOHaTa/IbHOro CKpUHWHra (onpegeneHuve
17-rngpokcunporectepoHa B KamnuinspHOW KpPOBU)
KakK Nno YyBCTBUTENIbHOCTU, Tak 1 MO CrNeuu{uyHOCTMW.
B paboTe Takke NpUBOAATCA pe3y/bTaTbl CPABHUTESb-
HOro onpegeneHns 17-rnapoKcuUrnporecTepoHa pas-
JINYHBIMX MeToJaMn MMMYHOaHann3a. Bce oHM no
YyBCTBUTE/ILHOCTY U CMeudUYHOCTM YCTYNaroT MeTO-
[y onpefeneHns NperHaHTpPMoHoIoHa B Moye. Crieqy-
€T OTMeTWUTb, YTO WCMO/Mb30BaHNe MPUBEAEHHON Tex-
HOMOTMN Kak peepeHCHOo HeobXo4MMO NpeayCcMoT-
peTb MpU OpraHM3aLuu cneumanm3vpoBaHHbIX 1abo-
paTopuii No HauMoHa/IbHOM MporpaMme CKpUHWHIa
HOBOPOXJeHHbIX Ha BAKH.

3ak/1iroyeHume

B pyTuHHOW amarHoctTuke geduvumnta 21-rugpo-
Kcunasbl Heobxo4MMO MCMNOoNb30BaTb OnpefesieHne
17-rnapokKcunporectepoHa MPOBEPEHHbIMU  NMMY-
HO/IOTMYECKUMW MeToZamK, a Takke (XKenaTesibHo)
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MOBbLILLEHNE YPOBHA METUJTINMPOBAHHbBLIX MNMPON3BOAHbLIX
KATEXOJIAMNHOB — MATOMHOMOHWYHbIN TABOPATOPHbIV MPU3HAK
PEOXPOMOLMNTOMBbI

'Y 3HAOKPUHOMNOrMYECKUIA HayUHbIA LeHTp (aup. — akag. PAH n PAMH W. W. Oenos) PAMH, Mocksa

Y 46 onepupoBaHHbIX 60/bHbIX ONpefieNieH YPoBeHb METUNNPOBAHHbLIX MPOU3BOAHLIX KaTexonammHos (MIMK) — meTaHedpuHa v
HopmeTaHedpuHa. bonbHble pasfeneHsbl Ha 2 rpynnbl. 1-g rpynna — 24 nauueHTa, Y KOTOpbIX Npy rTMCTON0rMYECKOM UCCNe0BaHUM
BbIsiBfieHa XpoMadprHHaa onyxonb. BospacT 601bHbIX BapbupoBan 0T 9 fo 75neT (B cpegHem 37,8 roga). 2-a rpynna — 22 na-
LUMEHTa, Y KOTOPbIX yAaneHbl Onyxonn Hafno4eyHUKOB KOPKOBOTO MPOUCXOXKAEHUA MB0 3a0pIOLLMHHBIE OMYXONWN BHEHAANOYeYHM-
KOBOro reHesa. BospacT 60/bHbIX BapbupoBan oT 11 go 67 neT (B cpegHeM 44,3 roga). MNpu rucTonornyeckoMm uccnefoBaHumn B
9TOM rpynne 60bHbIX OblN BbIABNEHBI: aNbA0CTEPOMbl — 7 HABMIOAEHNIA, TOPMOHAbHO-HEAKTMBHbIE a[eHOMbl KOPbl HAfiNOYeYHNKOB —
6, afipeHOKOPTUKa/bHbIN pak — 5, KopTuKocTepomMa — 1 HabnogeHWe, nMdocapkoMa HaanoyeuHnka — 1, agpeHonmnoma — 1,
pak noykm — 1.

Y Bcex 60MbHbIX 1-i rpynnbl OTMEYEHO YBENMYEHME XOTA 6bl 0fHOrO M3 nokasaTeneii MIMK He meHee 110% N0 OTHOLLEHWIO K
BEpXHeli rpaHuLe Hopmbl. B cpegHem npesbilueHne ypoBHsS MITK N0 OTHOLLEHWIO K BePXHE rpaHuLie HOpMbl COCTaBUIO ANa meTa-
HetppuHa 456%, ana HopmeTaHedpuHa 574%. Y 21 u3 22 60NbHbIX 2-/ rpynnbl ¢ ONYXONsIMWA HAAMNOYEYHWKOB Y 3aBPHLLMHHOIO
NpPOCTpPaHCTBa HexpoMadthHHOrO MPOUCXOXKAEHWS NOBbILLEHNA YPOBHA CyTOYHON aKcKpeLun MIK BbisBneHo He 6bi10. Y1 60/b-
HOrO 2-7 rpynnbl C TMCTOMOrNYeCKN BepPUULMPOBAHHOM CMeLLIAHHO-KNe T OYHO afeHOMOM KOpbl HafnoyeyHrKa 6b10 0TMeYeHo no-
BbILLIEHWE CYTOYHOI IKCKpeLmn MeTaHedpuHa Ha 17% Bbille BepXHel rpaHuLbl pedepeHCHbIX 3HaYeHnin. Takum o06pasom, 4yBCT-
BUTENbHOCTb MeTofa cocTasuna 100%, cneuuduyHocTb 95,5%. HU>KHAS rpaHuLa AOBEPUTENBHOMO AUarHOCTUYECKOro UHTep-
Basla 3Ha4eHWiA cyTouHol akckpeumn MK ansa eoxpomounToMbl cocTasnsieT 714 MKr/cyT ans MmeTadedpuHa n 1500 mkr/cy T
Ans HopMeTaHedhpuHa.

MeTog onpegenenns cBo6oaHbIX MIK B nnasme 06nafaeT BbICOKOA YYBCTBUTENLHOCTBIO W CNELUUYHOCTbIO U MOXKET OblTb
1CNO/b30BaH OAHOKPATHOY GOMbHbIX C apTepuanbHOii rMnepTeH3veli B Ka4ecTBe CKPUHMHIA CUMMTOMATMWYECKOro xapakTepa 3a-
6onesaHus.

Knro4yeBble cr/ioBa: onpefeneHne yposHA MeTUAMPOBAHHBLIX NPON3BOAHLIX KA TEXONAMUHOB, ANarHoCTUKa, (’*)eOXpOMOLl'VITOMa.

The levels ofthe methylated catecholamine derivatives (MCD) metanephrine and normetanephrine were measured in 46 patients
operated on. The patients were divided into 2 groups: 1) 24patients in whom chromafflnoma was histologically detected; their
age variedfrom 9 to 75 years (mean 37.8years); 2) 22 patients who had undergone adrenal cortical tumors or retroperitoneal
tumors of extraadrenal genesis; their age rangedfrom 11 to 67years (mean 44.3 years). In this group ofpatients, a histological
study revealed aldosteromas in 7 cases, hormonally inactive adrenal cortical adenomas in 6, adrenocortical carcinoma in 5,
corticosteroma in 1, adrenal lymphosarcoma in 1, adrenolypoma in 1, and renal cancer in 1. In all the patientsfrom Group
1, there was an increase of one MCD index for instance ofless than 110% of the upper normal range. The average excess of
MCD levels over the upper normal range is 456% for metanephrine and 574% for normetanephrine. No increase in the level
ofdaily MCD excretion wasfound in 21 out ofthe 22 Group 2 patients with nonchromaffin adrenal and retroperitoneal tumors.
In this group, 1 patient with histologically verified mixed-cell adenocarcinoma of the adrenal cortex was observed to have a
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