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Hexnaccuueckas diopma BpOXgeHHOi
UCCIYHKIUN KOpbI HAQgNOYEYHUKOB

OnucaHHas 6onee nonyeeka Hasag Heknaccuueckas popma (HP) BpoxkaeHHON ANCHYHKUMN KOPbI HOAMOYEYHUKOB
(BAKH) npuo6pena peasnbHbie AUArHOCTUYECKME OYEPTAHMUS JIMLUL B NOCNEAHME roabl 6naroaaps AOCTUIKEHUSIM
MOJIEKYNSIPHOW reHETUKU U COBEPLLUEHCTBOBAHUIO NA60PATOPHBIX UCCIeAOBAHUI. DTOMY 3060/IEBAHUIO NPUHAANEXUT
BeayLwias ponb B GOPMUPOBAHUM TMMEPUHAPOreHHbIX COCTOSIHUM, C KOTOPbIMMU CBA3GHbI PENPOAYKTUBHbIE HAPYLUEHUS,
B TOM uucne 6ecnnogue. Knunnueckune cumnromnl HOBAKH y >xeHLmMH 3a4acTyio paccmaTpuBaloTcs KOK NPoOsiBIEHUe
CUHAPOMA NMOJIMKUCTO3HbIX IMYHUKOB, A Y MYXX4YMH NPAKTUYECKU He onpeaenaiorca. Takoe HeyAoBJieTBOpUTEJsibHOe
NOJIO)KEHUE MOXKHO 06bSICHUTL HEAOCTATOYHBIM YPOBHEM 3HAHMIA NPAKTUYECKUX BPAYEH O NaroreHese, KIMHUYECKUX
0co6eHHOCTAX 3a60neBaHUS U NPUHLUNAX €ro AUArHOCTUKMU, YTO NPEeACTABNSEeTcs BHUMUHUIO YUTATENEN.

Jdmuonozuq u namo2exes

BIAKH, panee Ha3biBaeMasli anpeHore-
HUTAJTbHBIM CHUHAPOMOM, — 3TO KJIMHU-
YeCKM TeTepOTeHHasl TpyIrna ayTOCOMHO-
PELECCUBHBIX HACIEICTBEHHBIX 3a00JeBa-
HUI, 0OYCJIOBJIEHHBIX HapyllleHUEM CHUH-
Te3a HaIIIOUYCYHUKOBBIX CTEPOUIOB. DTU
HapyIIeHUS SBISIOTCS CICICTBUEM MyTa-
LW TEHOB, KOAUPYIOIIUX (DEPMEHTHI WU
HEOOXOIMMBIC UISI HUX TPaHCIOPTHHIE
0esku.

Mecto MeTaborueckoro 6;10Ka HaAMo-
YEYHUKOBOTO CTEPOMIOTEHE3a OIPEaeIIsIeT
CITEKTp KIMHUYECKUX TIPOSIBICHUIA KOH-
kpetHoit ¢opmbl BJIKH, a crenens ¢ep-
MEHTaTUBHOTO nedekra — BBIPAXKEHHOCTh
KIMHUYeCKo cumnTomaTuku. C orcyTe-
TBUEM (bepMEHTA WM €ro 3HAUUTEJbHbIM
neeKTOM CBSI3aHO pa3BUTHE KJIACCH-
yeckKnX (GopM 3a00JieBaHUS, NMCIOIINX
MaHM(GECTHYI0 KIMHAYECKYI0 CHUMIITOMA-
THKY.

[Tpu HerpyObix aedexTax TEeHOB aK-
TUBHOCTb COOTBETCTBYIOLIMX (HDepMEHTOB
COXPAHSETCsI, XOTS W SIBIISICTCS HECKOJIBKO
ocnabIeHHOM. DTO OmpenesseT pa3BUTHE
H®BIKH, kotopble MOTYT OBITH CBSI3aHBI
¢ nepumToM Tpex (hepMEHTOB CTEPOUIOTE-
He3a: 3B-TUaApOKCUCTEPOUIICTUAPOreHa3hl

(HOBAKH-ned.-3p-TCH); 21-tun-
pokcunaszel (HOBAKH-nmed.-21-OH);
11B-runpoxkcunaszsl (HOBAKH-ned.-
118-OH).

Kak otmeueHo Ha pucyHke la, hepMeHT
3B-T'CI HeobOxomum ISl TpeBpalieHust
AS5-cTepounioB (mperHeHosoHa, 17-ruapo-
KCUTIPETHEHOIOHA W JeTUAPOSITHUAHIPO-
CTepOHA) B COOTBETCTBYIOIIME UM A4-CTe-
poumsl (MPOTecTepoH, 17-TUAPOKCUTIPO-
recTepoH U aHapocTeHAuoH). [1pu ero ne-
(uLmTe B U3OBITKE CUHTE3UPYETCS NETUI-
POSMUAHAPOCTEPOH, 00JIaNAIONINIA Cl1a00i
AHIPOTeHHOW aKTUBHOCTHIO, KOTOPBII
B TleprepUIeCKUX TKAHIX YaCTHYHO TIpe-
BpaIlaeTcs B aHAPOCTCHINOH U TeCTOCTE-
poH. CyMMapHOe KOJUYECTBO aHAPOTEHOB
OKa3bIBaeTCsl M30BITOYHBIM, UTO OIpeje-
JigeT KIMHUYecKyto KaptuHy HOBJIKH-
ned.-3p-T'CI.

®epment 21-ruppokcunaza (21-OH)
oTBe4YaeT 3a 2l-TUAPOKCHIMpPOBAHUE
rporectepoHa u 17-rupoKCcuriporecTepo-
Ha C TIpeBpalleHheM KX COOTBETCTBEHHO
B JI€30KCUKOPTUKOCTEPOH (OAMH M3 IpeJ-
LIECTBEHHUKOB ajbgocTepoHa) u 11-
NMe30KCUKOPTU30JI, HEIOCPEACTBEHHBIN
MpealiecTBeHHUK KopTusoyia (puc. 10).
BcaencrBue medunura atoro (epmeHTa

XonectepuH

4

MperHeHonoH |:> 17 -ruppokcunperHeHosIoH |:> AernaposnuaHapocTepoH

HepocrarouHocrb 33-rmapokcucreponaaerngporeHasbl

q)

AnbpocTtepoH Koptuson AHpporeHsbl (AHAPOCTEHAUOH, TECTOCTEPOH)
Xonecrepux 6)
MperHeHonox 17-ruppokcunperHeHoNoH
MporecrepoH :> 17 -rmapoxkcunporecTepoH :> Anpporeni
HepocrarouHo ctb 21 -ruapokcunassl
i bmmeees .
v v
AnbpocTtepoH Koptuson
Xonecrepun B)
MperHeHonoH |:> 17 -ruppokKcunperHeHosIoH |:> AnpporeHsi

MporecrepoH

I

11-A€30KCUKOPTUKOCTEPOH

AnbpocrepoH

17-ruppokcunporectepoH

11-pe3okcukoprTuson

$—l

HepocrarouHocts 113-ruapokcunassi

Koptuson

I

Puc. 1. Cxematuueckoe n3o6pwmxeHne HapyLIeHWii GUOCUHTE3A HOANOYEYHUKOBbIX CTEPOUAOB B YCOBUAX
$hepMeHTaTMBHON HEAOCTATOYHOCTH:
a) 3f-ruppokcucreponpaerupporeHassl; 6) 21-rugpokcunasei; 8) 11p-ruapokcunassl
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MPOUCXOAUT HaKoIJIeHue 17-ruapoKcu-
MporecTepoHa, KOTOPBIi sIBJIsIETCs CcyOc-
TpaTOM [JIsl CMHTE3a aHAPOCTEHAMOHA U
TECTOCTEPOHA, YTO M OOECHeYyMBaAET UX
MMOCTOSTHHYIO U30BITOYHYIO TTPOIYKIINIO.

Oepment 11B-OH HeobOxomum mis
NpeBpalleHus 11-1e30KcuKopTU30Ia
B KOPTU30J U J€30KCUKOPTUKOCTEpOHA
B KOPTUKOCTEpPOH (TIpelIecTBEHHUK
anpaocTepoHa) (puc. 1B). Jeduuut aroro
(epMeHTa TPUBOAUT K U30BITOYHOM
MPOAYKIIUU  JE30KCUKOPTUKOCTEPOHA,
KOTOpPHBI, 00Ja1asi MUHEPaTOKOPTUKOUI-
HOM aKTUBHOCTBIO, OOYCJIOBIMBAaeT 3a-
NepXKKY HaTpUsl, MOBBILLIEHNE aKTUBHOCTU
PEHUH-AHTMOTEH3UHOBOM CUCTEMBI.
Kpome Toro, mpu 3TOM NMPOUCXOAMUT Ha-
KOTUIEHHWE TIpeAIIeCTBEHHUKOB aHIpore-
HOB (puc. 1B), 4TO SABASIETCS MPUUUHON
TUMEepaHAPOTeHHBIX TMPOSBICHUNA TIpU
H®BAKH-ped.-113-OH.

BAKH 1o tumy HaciegoBaHUSI OTHO-
CUTCS K ayTOCOMHO-PELIECCUBHBIM 3a00J1¢e-
BaHUSIM, TO €CTb IPU ITOM T€TEPO3UTOTHI
TEOPETUYECKU TOJKHBI OBITh 310POBBHI.
OpnHaKo COBpEMEHHBIMU UCCIIEOBAHUSIMU
yOenuTebHO A0Ka3aHO, YTO y TeTepo3u-
TOTHBIX HOcHUTeJell nedEeKTHBIX TEeHOB
HMMEIOTCSI CYLIECTBEHHbIE TOPMOHAJIbHbIE
HapyILIEeHUSsT, KOTOPbIE MPOSBIISIOTCS B JIIO-
OBIX CTPECCOBBIX COCTOSTHUSIX.

PaccmatpuBasi ¢ maToreHeTMYeCKUX
no3unuii  cumnromatuky H®BIKH,
BIIOJIHE JIOTUYHBIM CJIEAYeT MPU3HATh OT-
HOIlIEHWE K JTOMY 3a00JieBaHUI0 Kak
K MYJbTHUOHIOKpUHOMaTuu. Hexkoropbie
cumntombel HOBJIIKH, B wacTHOCTH TMp-
CyTU3M W JApPYrue MpPOSIBICHUS] KOXHOIO
BUPWJIM3MA, MOXHO CBSI3aTh C IMPSIMbIMU
s¢dexTamMy U30bITKAa aHAPOTeHOB Ha Tie-
pudepnueckne TkaHu. PopMUpoBaHUE XKe
JIIPYTUX KJIMHUYECKUX MPU3HAKOB JaHHOM
MaTOJIOTMU BBIXOJIUT 32 pAMKU 3TOTO MeXa-
HU3Ma, YTO MOXHO IPOAEMOHCTPUPOBATH
Ha MpUMepe TaKOro TUIMYHOIO MpOosiBie-
HMsI, KaK paHHee OBOJOCeHMe JobKa u
MOAMBILIEYHBIX BHAAWH (MPeXIeBpEMEH-
Hoe Imybapxe, IpeXIeBpeMEHHOE aapeHap-
Xe) y JuI XeHcKoro moia. [Ipomomxu-
TeJbHasl aHAPOTeHU3alMsl OpraHu3Ma Je-
Bouku, uMemoinasgs mecto npu HOBJIKH,
MOXET 00YCJIOBUTh OCOOEHHOCTH €€ T0JI0-
BOTO Pa3BUTUSI B MMOAPOCTKOBOM BO3pAaCTeE.
Kak wu3BecTHO, B HOpME HayajloM XEH-
CKOTO TyOepTaTta SIBJSIeTCSI SCTPOTreH3aBU-
CUMOE YBEJUYEHUE MOJIOUYHBIX XeJe3
(Tenapxe), 3a KOTOPbIM CJeIyeT OBOJIOCE-
HUME JIOOKA M MOAMBILIEYHBIX BIAAWH, TO
€CThb TIOSIBJIEHUE aHJIPOreH3aBUCUMBIX
npu3HakoB. M30bITOK HaAMOYEUHHUKOBBIX
AHAPOTEHOB TMPUBOIUT K HapyLIeHUIO
OYEpPETHOCTU TMOSIBJICHUSI yKa3aHHBIX ITy-
OepTaTHBIX MPU3HAKOB, KOTJa MOJOBOE
OBOJIOCEHME oOrllepexkaeT Teaapxe, UTO
HEKOTOPbIMU MCClenoBaTeIMU  0003-
HavaeTcsl KaK <«MHBEPTUPOBAHHBIA ITy-
Oeprar».

C.C. Monoega

N3ydyeHno poiau HaAIMOYEeIHUKOBBIX
CTEPOUJOB B TATOreHe3e TUIOTaJaMO-
runoduszapHoil AucYHKIIMU U Hapylle-
HUI (GepPTUIILHOCTH Y KCHITUH Y MYKIMH
¢ HOBIAKH mocBsamieHsl McclefoBaHUS
M.®. HekpacoBoii. [To MHeHUIO aBTOpA,
«...HegonmyctuMo paccMmaTpuBath BJIKH
KaK YaCTHYI0 MOHOSHIOKPUHOIIATUIO, KOO
npu Jitoboit ee hopme HabIIOAaeTCS MCKa-
JKeHue OajaHca KaK MUHMMYM ITPOrecTH-
HOB, 3CTPOTE¢HOB M aHIPOTCHOB, TO €CTh
CTePOMIOB, aKTUBHO YUACTBYIOIIUX B pery-
JIIIIAY BBICIITAX 3BEHBEB PETIPOMYKTUBHOM
cucTeMbl». JlaHHOE TOJIOXEHME TTOATBEP-
KJI€HO pe3yJbTaTaMU UCCIeIOBaHUIA, B KO-
TOPBIX MOKa3aHa pojb 17-TMIAPOKCUIPO-
recTepoHa, JeTHAPO3IMHAHIPOCTEPOHA
cyabdara (II'DAC) u TecrocTepoHa Kak
(bakTOpOB, MHULMUPYIOUIUX KIMHUYECKU
3HAYMMYIO TUIIEPIPOJAKTUHEMUIO U TUC-
TOHAJOTPOIU3M.

TakuM 00pa3oM, C IMAaTOTEHETUYECKUX
MMO3UIINIA 000CHOBAHO HAJIMUKE Y OOJBHBIX
¢ HOBJAKH xponuueckoro aucbamaHca
TOHAJIOTPOITHBIX TOPMOHOB M THUIIEPITPO-
JIAKTMHEMUH, 9TO OTpenessieT hopMHUpo-
BaHUE MEHCTPYaJbHOM AUCGHYHKIIUU, XPO-
HUYECKOI aHOBYJSILIUM, HETOCTATOUYHOCTHU
JIIOTEMHOBOM (ha3bl IIMKIIA, ITOJMKHUCTO3a
snuHukoB (ITK).

Hpyrue rcciaenoBaTeIn TakKe TTOATBep-
xnatot cBa3b HOBJIKH ¢ xponuveckoit
aHoByJsisiuueit u KA, oobsicHss ee ¢ pas-
JIMYHBIX MTo3unuit. Tak, Bemyiasi pojib Mpu
5TOM OTBOIWTCS YCHJICHUIO KOHBEPCHU
HaIIMOYCTHUKOBBIX aHIPOTEHOB B 3CTPOTe-
HBI, a TaKXKe M30BITOYHOMY COIEPKAHUIO
B KPOBHM TIPOTECTepOHa, TUITOTaJaMUJec-
Kasl YyBCTBUTEJbHOCTb K KOTOPOMY M3Me-
HSIETCSI B YCJIOBMSIX HAAMOYEYHUKOBOM TH-
TepaHAIpPOTCHHH.

HccnenoBaHUSIMU TTOCIIEIHUX JIET TOKa-
3aHO Hajmuue y 60abHbIX ¢ HOBAKH Mo-
JIEKYJIIPHO-TEHETUICCKUX HapyIIeHU,
OTBETCTBEHHBIX 32 COCTOSIHUE COEIUHU-
TeJbHOW TKaHUW, KOTOPBIE MPOSBISIOTCS
MMaTOJIOTUICCKUMU HM3MEHEHUSIMU KOXH,
CKeJleTa, cepAlla U COMpPOBOXAATCS hop-
MHMPOBaHUEM CUMIITOMATHKH, CBOMCTBEH-
HOIt cuHapoMy Diepca-JlaHo.

PHI:III]I][:IIII]EIHEHHI][:IIII:

[IpuBeneHHBIe B JIUTepaType OAHHBIC
o uyactoTe BcTpeyaemoctn HO®BJIKH
BeCbMa Pa3sHOPEUYUBHI, YTO MOXKHO OOBSIC-
HUTH Pa3HBIMU MTOAXOIAMU Y KPUTEPHUSIMH,
UCTIOb3YEMBIMU IS ATUATHOCTUYECKUX
ueneit. [Tpu aToM OOIIEU3BECTHBIM SIBJISI-
eTcsl MHEHHE, 4TO II0 YacTOTe BCTpedae-
MOCTH OHH 3HAYUTEIHHO IPEeBATUPYIOT
HaJ KJIacCMYeCKUMHU (opMaMH, a TaKkKe
to, yto HOBJAKH — camoe pacmpoctpa-
HEHHOE HacJIeICTBEHHOE 3a00JIeBaHueE.

Hawnbonee mupoko npeacTaBaeHbl TaH-
HbIe 0 yacToTte BcTpeyaemoctn HOBJIKH-
ned.-21-OH, mockonbKy OOIIENpUHSITO
CYUTATh, YTO K 3TOMY (DepMEHTAaTUBHOMY
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0JIOKY OTHOCHUTCSI OOJIBIIMHCTBO BCEX CITY-
yaeB BJKH. Yacrora HOBIAKH-ged.-
21-OH wumeetr ompeaelieHHYIO 3aBUCH-
MOCTh OT HAIIMOHAIBHBIX W STHMYCCKUX
(akropoB. bosee BbIcOKas pacmpocTpa-
HeHHocTh HOBAKH-ned.-21-OH otme-
YeHa B TaKMX 3THUYECKMX TpYyIIaX, Kak
eBpeu-amkeHasu (1:27), ucnanusl (1:40),
cnapsiHe (1:50), uranpsHubl (1:30). B me-
JIOM cpeau Jwojel Oeloi pachl JaHHBIN
(bepMeHTaTUBHBIN  OJIOK  BCTpevaeTcs
cyacroToii 0,01%. Y XeHIIUH ¢ BUpUIN3a-
LMeil 3To 3abojieBaHKe BeTpeyaeTes B 9%
cIydaeB, a y JeTeil ¢ MpexkIeBpeMEeHHBIM
TTOJIOBBIM CO3peBaHUEM — C YacCTOTOM
6,6%.

Cy1iecTByeT MpEINoJoXKeHUe, YTO 6-
12% XeHIIMH ¢ TUPCYTU3MOM TOMO3MIOT-
HbI MO JierkoMy nedekrty 21-ruapokcuna-
3bl. [1o pe3ynbraTtaM ImpoObl ¢ KOPTUKOTPO-
IMMHOM 36-4aCOBOTO JCHCTBHS, IIPOBEICH-
Hoit D.P. ypunsiH, 67% >KEHILUH C CHUH-
npomoMm TTKS gBasitoTcsl reTepO3UroTHbI-
MU HOCUTEJIIMUA MyTaHTHOTO TeHa 21-Tuj-
poxcunasbl. HaanoueuHUKOBbII reHe3 -
repanaporeHun y 63,2% 6ombHBIX ¢ TTKS
otMeueH B.H. CotHukoBoil u coaBT. B To
ke BpeMsi, mo naHHbIM T.B. OBcssHHUKO-
BOIf M COABT., HOCUTEIHCTBO TeHA HEIOCTA-
TOYHOCTH 21-TUAPOKCUIA3bl UMEET MECTO
Junib y 10% KeHIIMH ¢ XpOHUYECKOW aHO-
BYJISILIUEN U TUTIEPAHIPOTCHUECH.

CraTucTHyecKre TaHHBIE O PacIIpocTpa-
HeHHocTu apyrux BapuaHtoB HO®OBIKH
HEMHOTOUMCJIeHHBI. B yacTHOoCcTH, C000-
1IaJIOCh, YTO CPEAU XEHIIUH C TUMepaH-
nporenueit HOBIAKH-uned.-38-T'CI co-
craBisieT 16-17%. Ilpu obcnenoBanum 127
JKEeHIIMH ¢ TUpcyTu3MoM V. Salinas 1 CoaBT.
TMaHHBIN BapuaHT (hepMEHTATUBHOTO 0JI0Ka
obHapyxuau y 14 nuu. [Tpu 3ToM oT™Meue-
HO, YyTO y 7 13 127 o0cienoBaHHBIX 00JIb-
HbIX auarHoctupoBana HOBAKH-med.-
113-OH, urto BroOJHE COMOCTaBUMO C Ta-
KUM T10Kas3aTejeM, Kak 6,5%, Takxke orpa-
JKAIOIIMM BCTPEYAEMOCTb JTaHHOU (hOPMEI
BAKH cpenu rupcytHbix keHmuH. Cpenu
63 rupcytHbIx keHiuH N. Kamel u coaBT.
HO®BAKH-ged.-21-OH u H®BJAKH-
ned.-3p-I'CI nuarnoctupoBanu B 9,52 u
6,45% ciydaeB COOTBETCTBEHHO, B TO Bpe-
Msi kak 6ombHble ¢ HOBIKH-med.-110-
OH He oOHapyKeHBI.

JlaHHBIE O YacTOTE BCTPEUYAEMOCTU
H®B/JKH y auir MyXcKOro moja B HO-
CTYITHBIX JIMTEPAaTYPHBIX MCTOYHHMKAX HE
OOHAapYKEHBI.

CuMnmomMamuka u KnuHuYeckas
quazHocmuka

[MepBoe  KIWMHWYECKOE  OMUCAHUE
H®BJIKH otHocutcst x 1957 1. PaHbiie
OHO Ha3bIBAJIOCh aJPEHOTCHUTATbHBIM
CHUHIPOMOM B3DOCIIBIX, YTO YXE€ CaMo IO
cebe yKas3blBaET HA TAaKyld OCOOEHHOCTb
9TOTO HACJIENCTBEHHOTO 3a00IeBaHMsI, KaK
He3HAUUTeJbHAsl BBIPAXXEHHOCTb KJIU-
HUYECKOIl CUMNTOMATUKU. B Hacrosiee
Bpemst HOBJIKH o6o3Hawaercss kak oT-

CpOY€HHasd, MO3AHO IIpodBJIdrolIasiAcHd,
CKpbITasd, OC.T[a6J'ICHHa$I, JJaTECHTHas
BIKH.

B ornuume oT Kiaccuueckux ¢Gopm
BJIKH 1 MHOTMX 1pyrUX HacjleaCTBEHHbIX
6onesneit HOJKH He mMeeT HUKaKUX
KJIMHUYECKUX TTPU3HAKOB, KOTOPHIE MOX-
HO OBbLJIO Obl OOHAPYXXUTh Y HOBOPOXK/ICH-
Horo. Kak neBOYKM, TaK U MaJbUUKHU
C 9TUM 3a00JieBaHMEM POXIAIOTCS C HOP-
MaJIbHO Pa3BUTBIMU U COOTBETCTBYIOLIUMU
MOJIy Hapy>XHBIMM TIOJIOBBIMU OpraHaMH,
V HUX OTCYTCTBYIOT KJIMHUYECKHUE TMPOSIB-
JIEHUS HEAOCTATOYHOCTHU TJIIOKOKOPTUKO-
WUJI0B U MUHEPATIOKOPTUKOUIOB.

B 0GonblIMHCTBE JUTEPATYPHBIX MCTOY-
HUKOB TIpEACTaBliecHa CUMIITOMAaTHKa
HOBIKH-nmed.-21-OH y aui XeHCKOTro
TT0J1a, TIPA 3TOM OTCYTCTBYIOT yKa3aHHWs Ha
KJIMHUYECKKEe OCOOEHHOCTH JaHHOro ¢ep-
MEHTaTUBHOT'O 0JIOKA B CPaBHEHUM C IPYTU-
MM BapuaHTamu. B psge mnybauxkauuii,
B TOM YHCJIe 0030PHOT0 XapaKTepa, OTMede-
Ha OOITHOCTh KIMHUIECKUX IIPOSIBIICHMIA,
cBOMcTBeHHBIX OosbHBIM ¢ H®BIKH-
ned.-21-OH, HOBIAK-med.-3p-T'CHA u
HOBAKH-nmed.-113-OH.

OnHuM U3 Haubosee paHHUX CUMIITO-
MOB, TIPY HAJIMIUKM KOTOPOTO MOXKHO 3aI10-
no3puth HOBJIKH B momybepTaTHBIN Tie-
pUYOI, SIBIISIETCS TIpeXIeBpEeMEHHOE TTy0ap-
xe. B ogHom wuccinemoBanuu H®OBIKH-
ned.-21-OH mmarnoctuposana y 30% ne-
Teil ¢ TpeKIeBPEMEHHBIM IIybapxe, B Ipy-
roM — AaHHoe 3a0osieBaHe 0OHAPYKEHO Y
4 13 48 neTeit ¢ HaJIMYMEM 3TOro MpU3HaKa.
B MHOTOIIEHTPOBOM HMCCIIeTOBAaHNHN, BKITIO-
yapireM 220 nmun ¢ HOBAKH, 92, 8 u 4%
OOJIbHBIX, Y KOTOPBIX IMArHO3 YCTAaHOBJIECH
B Bo3pacte 10, 10-19 u 20-29 net cooTBeTC-
TBEHHO, MMEJIM B aHaMHe3e IpexkIeBpe-
MEHHOE TI0JI0BOe oBoJIoceHue. [1o mTaHHBIM
S. Pang u coaBt., y 5 u3 11 XeHIUH
¢ HOBAKH-med.-3p-I'C/1 nybapxe Ha6-
JII0AJI0Ch B Bo3pacte 5-8,5 roma, a'y 6 us
Hux — B 10,5-12 net. [Ipu aTOM He BbIsIBIIE-
HO HHM OIHOIO CJIy4yasl pa3BHTHs Tejapxe
npexnie mybapxe.

B ycnoBusx HOBJIKH B panHeM B03-
pacTe oTMeJaeTcs HeOOJIbIIIoe YBeIUIeHE
CKOPOCTU POCTa U KOCTHOTO CO3peBaHUs,
OJIHAKO B JaJIbHEHMIIEM POCT 3aMeIsieTcs],
TaK 9YTO KOHEYHBIN POCT 3TUX JACTEH COOT-
BETCTBYET TEHETUYCCKM OXHMIaeMOMY.
K paHHeil kinMHMYecKOll MaHUpecTauuu
runepadaporennu y nereit ¢ HOBJIKH
OTHOCHUTCSI TakXe IOSIBJIeHUE YrpeBoit
CBIIH.

Y 1eBOYECK-IOAPOCTKOB M B3POCIBIX
JKEHIIIMH Haubosee TUIMMMYHBIMU CUMIITO-
mamu HOBIAKH sgBnsiorcst THpCyTH3M,
aKHe, MEHCTpyaJibHasi OTUChYHKUUS, pe-
MPOAYKTUBHBIE HAPYLICHMSI.

IupcyTnsm, wiv U30BITOYHBIA POCT BO-
JIOC, B aHAPOTEH3aBUCUMBIX 30HaX (JIUIIO,
TPYIb, KUBOT U 1IP.) MOXET OBITH pa3ind-
HOI BBIPAXXEHHOCTU B 3aBUCHUMOCTH OT
MPUHAJIEXKHOCTU OOJbHOW K TOW WU
VHOW 3THUYECKOW TpymIe, ¢ BO3PaACTOM
HabJII0aeTCsl ero MPOTpecCUpoBaHUE.

Hapsiny ¢ rupcyTusmMoM HeEpeako
OTMEYaloTCcd Apyrue IMPU3HAKU KOXHOTO
BUPWJIM3Ma WJIM TUIEePaHIPOTeHHON
JePMOITaTUM — KUpHasi cebopesi, UCTOH-
YeHWe BOJIOC Ha TOJIOBE, OCOOEHHO
B 00JTaCTH BIUCKOB (MYXCKOI THIT OBOJIOCE-
HUg 10a).

XapakTepHOli OCOOEHHOCTbIO KIWHU-
YeCKUX MPOSIBICHUNM TUIEepaHAPOTeHUN
y 6onpHBIX ¢ HOB/AKH sBnseTcst To, 4To
YKa3aHHBIE CUMIITOMBI HE COYETaroTCs
¢ MOPGOTUINYECKUMM IPU3HAKAMM W3-
ObITKA aHIPOTEHOB 3a MCKJIIOUEHUEM He-
3HAYUTETbHON KITUTOPOMETAIM.

Kacasichb MCMX0OMOIOTUYECKHMX acTeK-
toB Tipobiembl HOBJIKH, Heobxomumo
OTMETUTH, YTO B HEKOTOPBIX MyOIMKALIASIX
yKa3aHO Ha YBEJIMYECHUE Y KSHIIWH C 3TUM
3a00JIeBAHMEM YACTOTHI OMCEKCYaTbHOM U
TOMOCEKCYaJIbHOI OpHeHTalMu. B mpyrux
K€ COOOIIEHUSIX TICUXOCEKCYalbHbIE OT-
KJIOHEHUST OT HOPMBI Y TaHHOM KaTeropuu
OOJTbHBIX HE YKa3aHHI.

K penknm mpossinenusm HOBIKH,
BBISIBJISIEMBIM OOBIUHO Y XKEHIIUH MOXKUIO-
TO BO3pacTa, OTHOCSTCS OITyXOJIM HamIIo-
YEUYHMKOB, INPEUMYIICCTBEHHO WHITUICH-
TaJIOMEI.
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V manpurikoB HOBJIKH mposBisioTcs
YCKOPEHHBIM POCTOM W YMEPEHHO BbIpa-
JKEHHBIMU MpPU3HAKAMU TPEXIeBPEMEH-
HOTO TOJIOBOTO CO3pEBaHUs, MPU 3TOM
POCT TOJIOBOTO WiIEHa HEe COMPOBOXIACTCS
yBelnueHueM sinuek. OTMeUaroTcsl Takxke
yrpeBasi Chillb M paHHee MOsIBJieHUe OOpo-
Ibl. Y B3pOC/IBIX MYXXYUMH HauboJiee TH-
MUYHBIMU MpPU3HAKaAMU 3a00JieBaHUs SIB-
JIA10TCSl 00JIbICEHUE (MHOTAAQ 9TO €IUHC-
TBEHHBIII CUMIITOM), OJUTOCIEPMUS WU
CHUXXEeHHasl (hepTUIBbHOCTb, UTO YCTpaHsI-
eTcs Ha (hoHe JieueHUsl TIIOKOKOPTUKOU-
namu. Penkumu mpusHakamun HOBJIKH
y JIML MYXXCKOTO T0JIa SIBJISTIOTCSI TUHEKO-
MacTusi, GopMupylolascs B myoepTaTHbIi
Mepuo, a TakXkKe OIMYXOJM KOpblI HaIIlo-
YEYHUKOB (MHIIUIECHTAJIOMBI).

[TomuMo rupcyTusMa, K TUITUYHBIM JJIs
xeHimH npogsieHnsM HOBIKH otHo-
CSTCSl MEHCTpyalibHast AMCHYHKLMS (0~
TOMeHOpes, MepBUYHAsA U BTOPUYHAsS aMe-
HOpes1) M PErNpONyKTUBHBIE HapyLIEeHUS,
HepelIKo TpeacTaBIeHHbIE OeCIIONueM,
y MOJIOBUHBI OOJIbHBIX B SIMYHUKAX OOHa-
PYXXUBAIOTCS UBMEHEHUsI, COOTBETCTBYIO-
M€ MOJMKUCTO3Y. YKa3aHHOE COYeTaHue
MPU3HAKOB YKJIAIAbIBAETCS B CUMMTOMO-
KOMILIEKC 3a00J1€BaHUsl, U3BECTHOTO KaK
CUHIPOM TIOJUKMCTO3HBIX SIMYHUKOB
(CIIKA), HeoOXoauMBbIM YCIOBUEM ua-
THOCTUKU KOTOPOTO SIBJSIETCS HMCKIIOYe-
HUE CaMOCTOSITENbHOIM dHIOKPUHHON Ma-
TOJIOTUU, C KOTOPOH MOTYT ObITb CBSI3aHbI
TUNEPAHAPOTEHUSI U XPOHMYECKasl aH-
OBYJISIINS.

Takum 006pa3om, BITOJTHE OOBSICHUMO TO,
YTO Y KEHIIUH PENMPOIYKTUBHOTO BO3pacTa
OJHOW M3 aKTyaJbHBIX 3aJay SIBJSETCS
nuddepeHIanIbHast JIMarTHOCTUKA
H®BJKH, conpoBoxaaiomeiicss BTopuy-
HeiM TIKS u CIIKS, Tto ecth 3abojeBa-
HUI, TPeOYIOIIMX Pa3IMYHbIX MOAXOMAO0B
K JIeueOHOI TaKTUKE.

Penienue aToil 3amaun mpenctaBisieTcs
JIOCTATOYHO CJOXHBIM, TOCKOJbKY KJIMHU-
yeckue kputepun HOBIKH, ocnoxHeH-
Hele [1KSI, He BbImeneHbl. DTO TMOATBEp-
xpaaor uccaenoBanust E.U. CoTHuKoBo
M COAaBT., B XOJI€ KOTOPBIX MpeacTaBIeH
CPaBHUTEJbHBI aHaIU3 pPe3yJabTaTOB
KJIMHUKO-T1a00paTOPHOTrO 00CIe10BaHUS
MalMEeHTOK-HOCUTENbHULL U HEHOCUTENb-
HMII MYTaHTHOTO aJulefisl TeHa 21-TUapoK-
cunasbl. B pesyabraTte TNpoOBEIEHHBIX
HUCCIeTOBAaHUI YCTAaHOBJIEHO OTCYTCTBUE
CYILIECTBEHHBIX DPA3IUYUii CpaBHMBAaEMbIX
Ipynn Mo TakuM IOKa3aTessiM, Kak BO3-
pacTt MeHapxe, BbIPaXX€HHOCTb THPCYTH3-
Ma, ypoBeHb TectoctepoHa, PCI u JIT
KpOBHU, 3XoTrpaduieckuie pa3Mepbl MAaTKU 1
SIMYHUKOB. ABTOpBI MCC/IeIOBaHUI clesa-
JIK BBIBOJL O TOM, 4YTO «...y KEHIIMH PENpO-
NyKTUBHOTO BoO3pacTa, oOpallalouimxcs
B KJIMHUKY OECIIJIONUS, TUarHOCTUKA ITOM
MaTOJIOTUM Ha OCHOBAaHUU OOIIETTPUHSITHIX
KJIMHUKO-JIA00PATOPHBIX TECTOB SIBJSETCS
KpaiiHe 3aTpyAHUTEIbHON BCJIEACTBUE
JUTUTEIBHOCTU 3a00JIeBaHUSI U TIPEAbILY-
LLIETro JIeUeHUsI».

AHanM3upysl NpencTaBieHHbIe JaHHbIE,
HeoOX0JAMMO OTMETUTb, 4YTO B pabore
E./. COTHUKOBOI U COaBT. UCIMOJIh30BaH
TpaAULMOHHBII 11 MHOTUX UCCIeI0BaTe-
Jielt moaxoJ — oObeIMHEHME Pa3TIMYHbIX
Mo naroreHe3dy sHaoKpuHonatuii ¢ KA
B OJIHY HO3oJiornuyeckyto popmy — CITKS.
B pamkax CIIK{ oOmenpuHSTBHIM I
OTEUECTBEHHOM JTUTEPATYPhl SIBISETCS BbI-
JeJICHUE SUYHUKOBOU, HAAMIOYEYHUKOBOM
U UeHTpaJdbHOl (opM 3a00jeBaHUS.
OO01Ien3BECTHO TaKXe, YTO HaAMOYeUHU-
koBas ¢opma CIIKS matoreHeTnuecku

cBsa3ana ¢ HOBAKH. HMcxons u3 atoro,
MOXHO OBbLTO Obl MPEANOJOXUTh, UTO K-
HUYEeCKHUe 0COOEHHOCTH 0OJIBbHBIX
¢ HOB/JIKH oTpaxkeHbI B MCCIETOBAHUSAX,
MocBsIIeHHbIX AaHHOW ¢dopme CITKA.
OnHako, o0pamasch K COOTBETCTBYIOIINM
JINTEPATYPHBIM MYOJIIMKAIIUSIM, CJIEAYeT OT-
METHUTb, YTO MO HEKOTOPHIM KIMHUYECKUM
napaMeTpaM JaHHOE IPeanoJoXeHue He
MTOATBepXXaaeTcs. B yacTHOCTH, XapakTep-
HBIMU IUISI HAATIOYEYHUKOBOU (HOPMBI
CIIK4 anTporoMeTprM4YeCKMMU MoKa3aTe-
JIIMUA TIPUHSITO CUMTATh YKOPOUEHHBIE HO-
I'M, YMEHbIIEHHYIO IIMPUHY Ta3a, YBEIu-
YEHHYI0O OKPYXXHOCTb TPYIM U LIUPUHY
IJIeY, YTO HE YKJIAIbIBacTCs B He3HAUH-
TEJbHYI0 KIMHUYECCKYI0O BBIPaKCHHOCTH
TUTICpaHIPOTeHUH, CBOWCTBEHHYIO OOJIb-
HbeiM ¢ HOBJIKH.

Ha orcyTcTBHE HOCTOBEPHO 3HAYMMBIX
KIMHNYecKux  MapkepoB HOBIKH
y KEeHIINH KaK BHE TecTallud, Tak 1 B |
TPUMECTpe OCPEeMEHHOCTH YKa3bIBaau
E.b. XpomoBa u ap. Kak orMmeueHo, Bce
MalMeHTKN UMEJN KeHCKUIT (heHoTUT Oe3
MPU3HAKOB MACKYJMHU3ALUMU U HEPEe3KO
BBIPAXXEHHBIN TUPCYTU3M. YCTaHOBJIEHO
TaKXe, YTO Y KCHIIMH TPYIIIbl PUCKa IT0
HAJIMYUIO BPOXICHHOW (hepMEHTOIIaTHHI
YacToTa pPENPONYKTUBHBIX HapyIIeHUN
B aHaAMHe3€e TIPeBbIIIajia YacTOTy MaToJIO-
MU B TIOMYJISILMKA, OAHAKO HE MUMesa JI0-
CTOBEPHOTO YPOBHSI 3HAUMMOCTH.

C 1enplo BBISIBICHUS CIEIUOUIECKUX
kamHndecknx mapkepos HOBJIKH cpenn
TIPYTUX SHIOKPUHOIATHUI, COMTPOBOXKIAIO-
muxcsa 1K, vHamu Obl1 McHoJib30BaH
TeHeTUYEeCKMI TTOAX0J — COMaTOTeHETH-
YecKoe MCCleqoBaHUe C CUHIPOMOJIOTU-
yeckuM aHaimm3zoM. Oo6cienoBaHo 349
0OJILHBIX, U3 YKCJIa KOTOPHIX Y 79 muarHoc-
tupoBansl H®BJAKH-ned.-21-OH n
H®BAKH-ned.-3p-I'CH, yto moarsep-
KIEHO pe3yabraTaMU OOJIBIIOTO KOMITIEK-
ca TrOpMOHAaJbHBIX MOKa3zaTejeil, omnpe-
JIEJISIEMBIX B 0a3aJIbHBIX YCJIOBUSIX U B IV~
HaMHKe IPOOBI ¢ KOPTUKOTPOIIMHOM.
Jnarno3 HOBJAKH moarBep:kaeH ToJo-
KUTEIBHBIMU 3(PheKTaMu IeUeHUST TeKca-
METa30HOM.

[To pesyabraTaM MpOBEAEHHBIX HUCCIIE-
JIOBaHUI YCTaHOBJIEHO, YTO crienubuyec-
KM KinHndeckuM Mapkepom HOBJIKH,
OTCYTCTBYIOIIIMM IIpU IPYIMX BapHaHTax
sHookpuHomnatuii ¢ [TKA, aeisercs Tpua-
la TIPU3HAKOB COCAMHMTEIbHOTKAHHOMI
NUCTUTa3UM — apaxXHOJAKTUJIUSI, TeHepasu-
30BaHHasl TMMEPMOOMIIBHOCTh CYCTaBOB U
TUIEPAJIACTUIHOCTD KOXH.

Kpowme Toro, heHOTUIIIMUECKIIT TTOPTPET
6onpHBIX ¢ HOBKH xapakTepusyioT de-
pernHoO-IulIeBble AUCMOPOUM, MUTMEHT-
HbIe MSITHA Ha KOXe, TIJI0OCKOCTOINEe U Ma-
JIble aHOMAJIMK Pa3BUTHUSI APYroii JOKaau-
3alUM, a Takxke AUG@Y3HbIIM TMPCYTHU3M
(BBIXOASIIUI 3a TIpeneIbl aHIPOTreH3aBHU-
CHMBIX 30H), OTCYTCTBHME OXUPECHUS, KCH-
CKUM TUT TEJIOCIOXEHMS, BBICOKUIA POCT.

AHalu3 JUTEpPATYpPHBIX NyOJUKaLUi
CBUJIETEJILCTBYET O CYILECTBOBAaHUM Oec-
cumntoMubx Gopm HOBJIKH. Coobia-
JIOCh TaKKe 00 M30BITOUHOM OBOJIOCCHUH
KaK eIMHCTBCHHOM KJIMHUYECKOM ITPOSIB-
JICHUW 3a00JIeBaHUS, YTO CIYXKUT TPUIH-
HOI OLIMOOYHOTO AMAarHo3a <«UAUOIATH-
YECKUI TUPCYTU3M».

llaGopamopnaq gua2Hocmuka

OCHOBHBIM METOJIOM JIabOpaTOpHOI
nuarHoctukun HOBJIKH sBasiercs omnpe-
NeJieHue YpPOBHEH KOPTUKOCTEPOUIOB

IIponosnkenue Ha cTp. 64.
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Heknaccuveckas fjlopMa BpoXK(eHHoil
(UCHUHKUUL Kopbl HAGNOUBYHUKDB

IIponomkenne. Havamo na crp. 62.

B KpoBu. McciaemoBaHue MX COIEpKaHMS
B CYTOYHOI MOUe — BCITOMOTATEIbHBIN Me-
TOI, WCTIOJb3YEeMBII TSI TTONTBEPKICHUS
IMarHo3a U I OLEeHKU 3((GEKTUBHOCTH
JICYCHMSI.

PedepeHTHBIE MHTEpBaibl FOPMOHAIb-
HBIX IIOKa3aTeJIeli MOTYT pa3IndaThCs B 3a-
BUCUMOCTH OT JIaOOPAaTOPHBIX TEXHOJO-
TWii, peakTUBOB, M3MEPUTEIBLHOTO 000pY-
nmoBaHUSI. B COOTBETCTBUU C TIpaBWJIAMU
GLP (Hamnexareit 1abopaTopHOii Mmpak-
TUKM) KaxXA0il J1abopaTopuu peKOMEHIY-
eTcsl pa3pabaThIBaTh M HaKaIlIMBaTh cOOC-
TBEHHBIC JaHHBIC O PeepPEHTHBIX MHTEP-
Bajax.

BazagbHbIe YPOBHU TOPMOHAIBHBIX TT0-
Kazarejiei, B 4aCTHOCTU TOPMOHOB-TIpE]I-
HIECTBEHHUKOB, 00pa3ymollnecs «IpoKCU-
MallbHee» (epMEeHTaTUBHOTO  0J0Ka,
y OONBHBIX C KJIACCHUYCCKUMU (opMaMu
BJIKH o00OBYHO MOBBIIIEHB HACTOJBLKO,
YTO TMAarHO3 He BHI3bIBACT COMHEHUIA.

OrnpenensieMble B 0a3aJbHBIX YCIOBUSIX
TOPMOHAaJIbHBIE T1OKAa3aTeIu, CBOMCTBEH-
Hble 60bHBIM ¢ HOBJIKH, cxomHbI ¢ Ta-
KOBBIMM ITPY KJTACCHICCKHX (popMax 3a00-
JIeBaHMSI, HO BEIpaxkeHH ciabdee. C yueToM
9TOr0, YTOObI M30€XaTh OLIMOOK B OLIEHKE
0a3aJIbHBIX YPOBHE TOPMOHAIBHBIX TTOKA-
3aresei, 1eaecoodpasHo ompeaeaeHre co-
OTHOILIECHMI MEXKIy TOPMOHAMU-TIPEIIIIeC-
TBEHHUKaMH ¥ TOPMOHAMH-IIPOTYKTaMU
(oOpasyomuMucsl JuUcTajlbHee 0J10Ka).
C 3Tolf Xe IIeNbI0 HCIIOIb3yeTcs Ipobda
¢ cuHtetTnuyeckumu aHanoramu AKTI ko-
POTKOTO IeWCTBUSI, KOT/Ia YPOBHU CTEPOU-
JIOB OMNpenensioT 10, a 3aTeM yepe3 30 u
60 MUH TIOCIIe BHYTPMBCHHOIO BBEICHHS
250 MKT mpenapara.

B cBs31M ¢ OTCYTCTBMEM Ha OTEYECTBCH-
HOM (hapMalleBTUUECKOM PHIHKE CTHTETHU-
yeckux aHasnoroB AKTI kopoTkoro neiic-
TBUS MPUMEHSETCSI Ipoda ¢ IpernapaTrom
AKTI pnmurenbHOro meiictBusi. DTOT Ipe-
ImapaT BBOAWMTCS BHYTPUMBIIIIEYHO B3pOC-
JIBIM B 103e 1 MT, getsam 1o 3 neT — 250 MKT,
ot 3 mo 7 nmer — 200-500 MkT, crapiie 7
getr — 500-1000 mkr. CTUMYyIUpPOBaHHBIE
YPOBHU TOPMOHOB OTNpPENEJSIOTCS depes
24 4 unu (B MoauduUKaluu Mpoodsl) yepe3
9 4. B nmepuoa GepeMeHHOCTH TPOOYy He
BBITIOJTHSIIOT.

HauGonpiee KoandecTBO HCCIemIOBa-
HUI TTOCBSILEHO Ja00paTOPHO ArMarHoc-
tuke HOBIAKH-ned.-21-OH, ocHoBaH-
HOW Ha OIICHKE KOHIICHTPAllMM B KPOBU
17-ruapokcunporecrepoHa (17-OHP),
SIBJISTIOIIETOCS] TTATOTEHETUIECKUM MapKe-
pOM TAaHHOTO BapuaHTa (PepPMEHTOIATHUHU.
CorjacHO  €BPOMEHCKUM  KPUTEPUSIM
0azanbHbIli  ypoBeHb 17-OHP  BrbIlIe
6 HMOJIIb/N paccMaTpUBaeTCsl KakK Iorpa-
HUYHBIA 1y auarHoctuku HOBIKH-
ned.-21-OH, a ypoBeHb BbIIIe 15 HMOMB/IT
— Kak auarHoctudyeckuid. Ilpm comHU-
TEJIbHOU OlEeHKe 0a3aJbHOr0 YpPOBHS
17-OHP mnpuMeHsieTcsi CTUMYISIIIUOHHAS
npoba ¢ cuHTeTnueckum aHaisorom AKI'T
KOpPOTKOTO AeiicTBUsI. CTUMYIUPOBAHHBII
ypoBeHb 17-OHP uyepes 1 u mocie BBe-
nmennst AKI'T Berre 50 HMOIB/JT paccMar-
puBaeTCsl KakK JAMArHOCTMYECKMil, 3Haye-
HMs B nuanazoHe 30-50 HMOJb/N yKa3bl-
BAaIOT Ha TeTEePO3MIOTHOE HOCUTEILCTBO
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MyTareHHoOro reHa aeduuurta 21-Tum-
pokcuiasbl, a KoHueHTpauust 17-OHP o
30 HMOJIb/T UCKITIOYAeT (hepPMEHTATUBHBIIM
neexT.

ITo nanubiM E.B. XpaMoBo#t u coaBT.,
M30JIMPOBAHHOE OTpeNeieHue 6a3aabHOTO
ypoBHs 17-OHP He sBnsiercs mocratou-
HBIM KPUTEPHEM IS IMATHOCTUKM Aehu-
unra 21-ruapokcuiassl B 92,6% ciiydaes.

Jisi oueHKM mnpoObl C NpenapaTrom
AKTT pnutenbHOro neiicTBUS UCIONIb3Y-
I0TCS pa3IMYHbIe MOAXOABI. Tak, MIMarHo3
H®BJIKH-ned.-21-OH ycTaHaBauBaior,
ecnm OasalbHBIE M CTUMYJIMPOBAHHBIC
AKTT ypoBnuu 17-OHP u angpocreHano-
Ha B KPOBHU TOBBIIIEHBI U CHUXKAIOTCS Ha
¢doHe JeyeHUs TIIOKOKOPTUKOUIAMU.
Boitee HameXXHBIM TSI TMATHOCTUKU 3TO-
ro 3a00JIeBaHUSI CUMTACTCS BBIYMCICHHE
BeJMYUHbBI oTHOWEeHUs 17-OHP k 11-me3-
OKCHKOPTH30JTy, OTIPEACISIEeMOTO TIOCTE
crumysisiuun AKTI, nockosibKy npu jie-
¢uuure 21-rUuapoKcuiiazbl OHO IPEBHI-
maet 12. I1poBeneHne CTUMYISLIMOHHOM
MpOOBI C CUHTETUYECKUM aHaJIOTOM
AKTT pekoMeHI0BaHO XeHIIIMHAM TpyII-
Bl pUcKa (TIpYU HAJIWYUKM PEIPOTYKTUB-
HBIX HapylIeHUN W KIMHUYECKUX TpU-
3HAKOB TMIIEPAHAPOreHUN) HE3aBUCHMO
ot 0OaszambHOoro ypoBHsI 17-OHP. Ilpu
stoM auarHo3 H®BIAKH-ped.-21-OH
C BBICOKOW CTETeHBbIO BEPOSITHOCTH
yCTaHABIMBACTCS MIPU CTUMYTMPOBAHHOM
YpPOBHE 17-OHP, MpeBbIIaeM
50 HMOIB/ 1.

Hnga muarHoctuku HOBIAKH-ged.-
21-OH npennoxeHa olleHKa AMHAMMKU
B ycaoBusix npoosl ¢ AKTI xoptusona
(ropmona-npoaykra) u 17-OHP (ropmona-
npeaniecTBeHHMKa). Ha maHHOM TpuH-
LIUIIe OCHOBAaHO TMpeIJOXeHUEe OIeHKHU
IUAarHOCTHYECKOM IIPOOBI C IpermapaToM
AKTT pnurensHoro neiictBus mo ¢popmyJie
TUCKPUMWHAHTHOM (DYHKIINM ¢ OTIpeesie-
Huem koadpduumenta 1: 1 = 0,052 (x;) +
0,005 (x,) — 0,018 (x3), Tme

X, — 3HaueHue 17-OHP uepe3 9 u nocnie
Havana ctumyasaiuu AKTT

X, — OTHOIlIEHWE O0a3aJlbHOU KOHIIEH-
Tpaluy KOpTHU30Jia K 6a3aIbHOMY YPOBHIO
17-OHP;

X3 — OTHOIIIEHNE YPOBHS KOPTU30JIa Ye-
pe3 9 u nmocsie Hayajga MpoObl K COOTBETC-
TBy1o1eMy ypoBHio 17-OHP.

Ipu O >0,069 craBUTCA OMarHos
HOBIAKH-ned.-21-OH. Kinunuueckas
TOYHOCTh NTAHHOTO METOHa, 10 MHEHUIO
aBTOpa, cocTapisieT 85%.

Jlabopatopnast quarnoctuka HOBJIKH-
aed.-3p-I'CJl ocHOBBIBaeTCS Ha OLIEHKE
0a3albHBIX YPOBHEl TOPMOHOBIIPEAIIEC-
TBEHHMKOB |7-TUAPOKCUIIPETHEHOIOHA U
ATDAC. HccaenyoT Takxke OTHOIIEHUE
17-rugpoxkcunperdeHonona Kk 17-OHP u
JAIDAC K aHAPOCTEHAUOHY, KOTOpPHIE
B HOpMe HaxomsTcs B mipenenax 7-11 n 5-8
COOTBETCTBEHHO. JlMarHo3 IaHHOTO ¢ep-
MEHTAaTUBHOTO 0JIOKa TOATBEPXKIaeTcs,
Korja mpupocT KoHueHTpauuu 17-OH-
MIPETHEHOJ0OHA U YBEJIUYEHUE OTHOIICHUS
storo crepouna K 17-OHP mocne mpoOsl
¢ AKTI mnpeBbllIaeT cpeaHue KOHTPOJIb-
HbBIC TToKa3aTeJM Ooyiee YeM Ha JiBa CTaH-
JMAPTHBIX OTKJIOHEHMS.

Bo3MoxHOCTH JTaGOPaTOPHBIX UCCIIEHO-
BaHUil, HaMpaBJIEHHBIX Ha JMArHOCTUKY

H®BAKH-ned.-33-I'C/, moBblmaoTcs
3a CYeT pACHIMPEHUs] CIEeKTpa TOpMO-
HaJIbHbIX MoOKa3aTeyneil. Tak, pekoMeHm0-
BaHO orlpenesaeHue 0a3albHbIX YPOBHEH
pasinuHbIX A4- 1 AS-CTEpOUIOB B KPOBHU,
a TakXe JIMHAaMUKU HSTUX CTEPOUIOB
B nipobe ¢ AKTI. K A4-crepougam oTHO-
CITCS TIporecTepoH, 11-1e30KCUKOPTU-
KocTepoH, Koptuzos, 17-OHP, kopTtuko-
cTepoH, 11-1€30KCUKOPTU30JI, albl0CTe-
POH, aHAPOCTEHINOH. A5-CTepOUIbI TIPeI-
CTaBJI€Hbl MPErHeHOJOHOM, |7-TUIpOK-
CUIIPETHEHOJIOHOM, JeTUIPO3NUAHIPO-
ctepoHoM (puc. la). Iuarao3 HOBJIKH-
ned.-3-T'CH ycraHaBnuBaloT, eciu Oa-
3ajbHble U cTUMyaupoBaHHble AKTI
YPOBHU AS5-CTEpOUIOB B KPOBU IMOBBIIIIE-
HBI ¥ OTHOIIIEHUE A5-CTepouaoB K A4-cTe-
pouaam yBeJIu4eHo.

TopmonanbabIMU MapkepamMu HOBIKH-
aed.-118-OH  aBistioTcss  MOBBILIEHHBIE
YPOBHU B CBhIBOPOTKE KpoBU 11-me30Kcu-
KOPTH30Jla M  Je30KCMKOPTHKOCTepOHa
(puc. 1B). B ycnoBusix nedunura pepmeHTa
11B-runpokcunasel 6a3aabHblE U CTUMY-
nmpoBaHHble AKTI ypoBHU 3THX TOPMOHOB,
a TakXe aHAPOCTEHAMOHA TOBBIIIEHbI W
CHIXKAIOTCSl Ha (hOHE JIEYEHMS TIIOKOKOpP-
TUKOUJAMMU. TopMoHanbHO-MeTA0OIU-
YyecKue CIBUTHU MpU JaHHOM BapuaHTe dep-
MEHTAaTUBHOIO 0JIOKa XapaKTepU3ylTCs
3HAUMTENbHON W3MEHUYMBOCThIO. B yac-
THOCTH, JaJeKo He Bcerga HabromaeTcs

OTHOBPEMEHHOE TOBBIIIEHUE YPOBHEH
11-ne30KCMKOPTU30Ja U J€30KCUKOPTUKO-
CTEpOHa.

OO01IeTPUHSTO CYUTATh, UYTO OLIEHKE pe-
3yJIbTaTOB JIaOOPATOPHBIX HMCCIIeN0BaHUI
MPUHAMJIEXKUT Beayl1ast poJjb B IMAaTHOCTH-
ke HOBJIKH. OgHako cyiiecTByeT MHe-
HUEe, YTO TPYAHOCTU JIUATHOCTUKU
H®JIKH o6ycioBieHb TeM, YTO TOPMO-
HaJIbHbIE MTOKa3aTe 1, CBOMCTBEHHbIE JaH-
HO# TMaToJIOrMu, MOTYT YaCTUYHO COBMa-
JIaThb C TaKOBBIMM Y 3A0POBBIX JIMII, a HX
MOBTOPSIEMOCTb  SIBJISIETCS HEBBICOKOIA.
JlaHHOE TIOJIOXKEHUWE PacTpOCTPaHSICTCS
TaKXXe Ha TaKue IMokKasaTesld, Kak comep-
kaHue B KpoBu AKTI u peakiius ritoxo-
KopTukougoB Ha crtumyiasuuio AKTI,
MOCKOJIBKY Y  HEKOTOPbIX  OOJbHBIX
¢ HOBJIKH oHM He BBIXOOIT 3a MpeaeTbl
HOPMBI.

Jduarnos HOBIAKH c¢ Bbicokoii TOY-
HOCTBbIO MOXET ObITb MOATBEPXKAEH MO-
JIEKYISIPHO-TE€HETUYECKUMU MCClieoBa-
HUSIMU, KOTOpbIEC €lle He MOJYYWJIU IIu-
POKOr0 BHEAPEHUSI B KIMHUYECKYIO
MPaKTUKY.

Kak uzBectHo, BIIKH sBisiercst enuHc-
TBEHHBIM BapuMaHTOM THUIEPaHAPOTeHUMU,
KOPPUTUPYEMOIT Ha3HAYEHUEM TJIIOKOKOP-
TUKOUJOB, KOTOpbIE 3a CUET MOJaBIEHUS
AKTT B nepenneit nosie runogusa mpuBo-
ST K CHUXXEHUIO YPOBHEW TOPMOHOB,
cekpeTtupyroluxcsi B u30biTKe. JlaHHOE
MOJIOKEHUE OMpenesssieT BO3MOXHOCTh
TOro, 4YTOOBI JJISI MOATBEPXIECHUS ua-
rHO3a HekJlaccuueckoit hopMbl 3a0oJeBa-
HMSI UCIOJIb30BaTh JEKCAMETa30H C I1O-
CJIeyIoIIei OLIEHKON JMHAMUKY KaK KJIn-
HUYECKUX, TaK W TOPMOHAJBHBIX ITOKa-
3aTesen.

NeveGnan makmuka

OCHOBHBIM  METOIOM  KOPPEKIIUU
TOPMOHAJTBHBIX HapYIICHWN y OOJIbHBIX
¢ HOBJIKH sBnseTcs cynpeccuBHast TIIO-
KOKOPTHUKOMIHAS Teparusl, HarpaBaecHHasI
Ha MojaBjieHWe W30BITOYHOTO CUHTEe3a
HaJMOYEYHUKOBBIX aHIPOTE€HOB.

[TokazaHueMm I MpPUMEHEHUs T[JI0-
KOKOPTUKOWMIOB  SIBIISICTCS ~ HaJIMUMe

KJIMHUYECKUX CHUMIITOMOB 3a0o0jieBaHus,
00YCJIOBJIEHHBIX TUIIEpaHIPOTEHUEH.

B TakoMm neueHrnn HyXIalTCs:

— JIETU C MPEXAECBPEMEHHBIM TTy0apxe u
YBEJIMYEHHBIM KOCTHBIM BO3PacTOM, YXY/I-
[IAIOLIUM POCTOBOM MPOrHO3, a TAKXKe MPU
HaJIMYMU aKHE;

— JKEHIIMHBI ¢ MEHCTPYaJbHBIMU U DeE-
MPOAYKTUBHBIMM HapYyLICHUSIMU, a TaKXe
C HIMYMEM MPU3HAKOB THUMEPAHIPOTEH-
HOI nepMoraTtuy (TUPCYTM3Ma, YTPeBOi
CBITIN, OOJIBICEHUST);

— MYXXUMHBI C OJTUTOCTIEPMUEN.

Hdng neyenuss 6onpHbix ¢ HOBAKH
Hau0oJiee YacTo MCIOIb3yeTCs AeKcameTa-
30H, 1032 KOTOPOTO ONpenessieTcss NHAU-
BUIYaJbHO B 3aBUCHMOCTH OT BBIpaXKeH-
HOCTU KJIMHUYECKUX CUMIITOMOB U CTelle-
HU MOBBIIIEHUsI YPOBHS aHAporeHoB. Pe-
KOMEHAYeTCs MCMOJIb30BaTh MUHUMAaJb-
Hble J03bl Mpernapara, oOecreyrBaroue
TepaneBTUYECKU 2GhdHEKT, MOCKOIbKY
MPU €ro Mepeo3MPOBKE BOZMOXHO pa3BU-
THE KYIIMHTOUAHON cumnTomaTtuku. [lo
JINTEPATypHbIM JaHHBIM, OINTUMaJbHas
cyTouHasi Jo03a JeKcameTa3oHa, ucC-
nojb3yeMas y 6ombHbIXx ¢ HOBAKH, co-
crasisier 0,25-0,75 Mr, a mpenHU30I0HA —
5-7,5 mMr.

Bormpoc o nuTe1bHOCTH JIeUeHUST TaKXKe
pelaeTcss MHAMBUAYaJbHO, MPU ITOM
MOXHO OTMETUTb TakKuhe pPEeKOMEHIALIUU.
HOng HopMaiu3alMM MEHCTpYaJbHOTO
LIMKJIA ¥ JIMKBUAALUMM aKHe JeKCaMeTa3oH
B nmo3ze 0,25 Mr JoCcTaroyHO TNMPUHUMATD
B TeueHMe 3 MeC, B TO BpeMsl KaK TUpCY-
TU3M TpeOyeT GoJiee ATUTETBLHOTO TprueMa
npenapara — He MeHee 30 Mec. KoHTpoJib
aJIeKBATHOCTU TJIIOKOKOPTUKOWIHOM Tepa-
MUY OCHOBAH Ha OlLIEHKE NMHAMMKU KIIM-
HUYECKUX TMoKa3aTesaeil U NaHHbIX TOPMO-
HaJIbHOTO 00CJIeIOBaHMSI, IIPU 3TOM YPOB-
HU TOPMOHOB-TIPEAIIECTBEHHUKOB CJIeIy-
eT MOoAJAepXKMBaTh Ha BEpXHEil TIpaHMLE
HOPMBI.

B 3aBucuMocTu OT mokazaHuit (BbIpa-
JKEHHbIE MPOSIBICHUS KOXHOTO BUPUJIN3-
Ma, COXpaHSIoUIascs aHOBYJISLIUSA W JIp.)
JiedyeHue TIIOKOKOPTUKOUAAMU COYETAIOT
¢ ApYTUMM TIpernapaTaMu — aHTUaHApOre-
HaMU, UHAYKTOpaMU OBYJISILIMU, OpaJIbHBI-
MM KOHTpalleNTUBAMM.

Bornpoc o nenecoodpa3HOCTM HazHaye-
HUS  TJIIOKOKOPTUKOWAOB KEHIIMHAM
¢ HOBJIKH Bo BpeMsi 6epeMeHHOCTH He
MMeeT OTHO3HAYHbIX OTBETOB. B mutepaty-
pe mpuBeleHbl TaHHbIE O HeOJIaronpusT-
HbBIX TTOCJIEACTBUSIX BO3ICMCTBUS OTUX TIpe-
MapaToB Ha IJIOM B MEPUOI BHYTPUYTPOO-
HOTO pa3BuTus. B Oosbllieit cTerneHu 3To
OTHOCHUTCSI K AeKCaMETa30HY, KOTOPbI He
MoJ1aeTCsl UHAKTUBUPYIOLIEMY NEWCTBUIO
(epMEHTHBIX CUCTEM ILJIALEHThl U OKa3bl-
BaeT MPOMOJIKUTEIbHOE BO3AEHCTBHE Ha
OpraHbl U TKaHU-MUIIEHU. B TO Xe Bpemsi
€O001IATIOCH O TOM, YTO TPUMEHEHUE TJII0-
KOKOPTUKOUIHON Tepanuu y 0epeMeHHbIX
XKEHILMH C BBICOKOW KOHLICHTpaLUen me-
TabOJIMTOB CTEPOUAOreHe3a He OKa3bIBaeT
3HAYMMOTO BJAMSIHUS HA MTPOLIECCHI paHHEM
ajganTaluuu HOBOPOXAEeHHbIX. 1o naHHbIM
E.b. XpamoBoii, «...B BO3pacTe 10 TpeX JIeT
JIETU, POIUBIIUECS OT MaTepei, MmojayJyan-
IMX B MEPUOJ TecTalluu CYMpPeCCUBHYIO
Teparuio 1eKcaMeTa30HOM, He UMEIOT OT-
KJIOHEHMI B TMapameTrpax (hU3MYecKoro u
HEPBHO-TICUXMYECKOTO pa3BuTus. JlaHHas
KaTeropus MaureHTOK COCTABJISIET TPYIITY
MOTEHIIMAJILHOTO pUCKa 10 (OpMUpOBa-
HUIO OTKJIOHEHU B COCTOSIHUU 310POBbSI
B TMOCJIENYIOlIMe Mepuoabl pa3BUTHS JeT-
CKOTO OpraHM3Ma».

Cnmcok nuTepaTypbl HOXOAUTCS B PEAAKLMM. @_
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