Il AKTYANbHbIE OB30PbI

TEPANMNA MIIIHEPAJ'IOKOPTII!'KOI/IAHOI‘I'I
HEAOCTATO4YHOCTM Y AETEM

M.A. KapeBa

VIHCTUTYT NETCKOM SHAOKPUHOMOMN

@Y “SHAOKPUHONOrNHECKMI HayYHbIV LeHTp”, MockBa
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€I0CTaTOYHOCTh MMHEpasIo-
KOPTUKOUIHBIX TOPMOHOB KO-
pbl HAAMOYESYHUKOB IPEACTa-
BJISIET HEMOCPEICTBEHHYIO Yrpo3y s
JKM3HU, 0co0eHHO y aeteil. CBoeBpe-
MeHHas IMarHOCTHKA M aleKBaTHOE Jie-
YeHMe TO3BOJISIOT He TOJIBKO COXPAaHUTh
KU3Hb, HO U CO3/aTh BCE YCIOBMsI st
HOPMAaJIbHOTO pa3BUTHs peOeHKa.

dusvonorus
MWHepanokKopTUKONL0B

OCHOBHBIM CTEPOKIOM, 00JIANAIOLINM
MUHEPaIOKOPTUKOUIHON aKTMBHOCThIO,
SIBIISICTCS AJIbAOCTEPOH, CEKPETUPYEMBbIii
B KJIyOOYKOBOM 30HE HAAMOYEYHMKOB.
Ero ponb 3akiiovaercss B MOAAEP:KaHUU
BOIHO-3JIEKTPOJIMTHOIO  T'OMEOCTa3a.
Bo3zneiicTBys Ha MUHEPATOKOPTUKOMI-
HBIil PELENTOop B AUCTAIbHBIX OTAEIaX
HedpoHa, aIbAOCTEPOH CTUMYJIUPYET pe-
a0COpOLIMI0O MOHOB HATPUSI, SKCKPEINIO
MOHOB Kayusi ¥ Bogopona. [loBbliieHue
peabcopOLMK HATPUSI BbI3bIBACT YBEJIHM-
yeHue o0beMa LMPKYJIUPYIOLIeH KPOBU
(OLIK) u, cnemoBaTtenbHO, MOBBILICHKE
apTepHabHOIO TABICHMS.

AJIbIOCTEPOH CUHTE3UPYETCS U3 XOJIe-
CTEepHHA ITyTeM IOC/IeI0BATEIbHOTO ITpe-
BpallleHWsl B IecTb 3TamoB. [Ipuuem
MepBbIe YEThIPe 3Tara SIBJISIOTCS OOIIU-
MU JIJIsl CUHTE3a aJibAOCTepOHA M CUHTE3a
KOPTU30j1a, U TOJBbKO JBe (pMHAIbHbIE
cTaguy cretu@uUHbl 1 KIyOOYKOBOMI
30HbI, IPOU3BOMASILEN aJbIOCTEPOH.
CneunduyeckuMm hepMeHTOM IS KITy-
0oukoBOil 30HBI sBasieTca P450cl8
(P450aldo), KOTOpbIil OCYILIECTBISIET TH-
JIPOKCUIMPOBaHKE B 18-M IMOJIOXEHUU U
JeruapupoBaHue B 18-M nojioxeHuu |1,
2]. Heduuut pepmenta P450c18 npuBo-
JIAT K M30JIMPOBAHHON MUHEPATOKOPTH-
KOMIHOI HEIOCTaTOYHOCTHM, TOLAa Kak
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neduuT hepMEHTOB HaYallbHbIX 3TAIOB
OMOCHHTE3a — K COYETAHHOMY Ae(DULIUTY
[JIIOKO- Y MMHEPAJIOKOPTUKOU/IOB.

CuHHTe3 1 CeKpeLMsl albI0CTEPOHA pe-
TYJIMPYIOTCS ABYMSI ITyTIMU. MeIeHHBbII
TUN peryasuuu 3aBucut or K+/Nat 6a-
JIaHca 1 obecrieynBaeT 0a3aabHY0 CEKpe-
LIMIO a/ibaocTepoHa. [ToBbIlIeHE YPOBHS
K* B CBIBOPOTKE KPOBU CTUMYJIUPYET
CHHTE3 aJIbI0CTEPOHA, HETIOCPEACTBEHHO
BO3IEICTBYS Ha CTEPOUICEKPETUPYIOLIIE
KJIETKM KIyOOYKOBOM 30HBI HAIIOYey-
HMKA. BBICTpBIA TUIT PEry/IsSILUU 3aBUCUT
OT CTENEHM BOJIEMUM Y KOHTPOIUPYETCS
PEHMH-aJbI0CTePOH-aHI€TeH3UMHOBOIA
cuctemoii (PAAC). daxropsl, ompene-
JISIIOILME CHIKEHHUE IIOYEYHOr0 KPOBOTO-
Ka (Takue Kak KpOBOIMOTEPsI, AeruapaTa-
LMsI, CY>KeHMe TIOYeYHBIX apTepHii, op-
TOCTATUYECKOE MOJIOXKEHNE), IPUBOIAT K
TOBBIILIEHUIO MPOAYKLIMU peHuHa. [lox
BIMSIHMEM PEHUHA MyTeM KacKaIHbIX pe-
aKLMi aHTMOTEH3MHOIeH MpeBpalaeTcst
B aHruoreH3uH II, koTopblii Hermocpea-
CTBEHHO CTUMYJIMPYET BhIPAOOTKY aJIbI0-
crepoHa |3, 4].

AJTbIOCTEPOH OCYILECTBISIET CBOM 2(h-
(eKT B opraHax-MHUIIEHSIX (IMCTaTbHbII
oTaen HedbpoHa, CIIOHHBIE, MOTOBBIE
JKeJIe3bl, SMUTENIUI TOJCTOM KUIIKN) Ye-
pe3 crneunduyecKuii MUHEPaJIOKOPTHU-
kounHbii perienitop (MP) [5]. MHTepec-
HO, YTO IJIIOKO- ¥ MUHEPaJTOKOPTUKOU -
JIbl UMEIOT OJMHAKOBOE CPOACTBO K MP.
B HOpMe KOHIIEHTpalusi KOPTHU30Ja Ha
MOPSIZIOK BBIIIE TAKOBOM ajIbI0CTEPOHA.
Knerku nucraapbHOro otnena HepoHa
3aLUILEHbI OT BBICOKUX KOHLIEHTPALIMii
[JIIOKOKOPTHKOIOB TKaHEBBIM (hepMeH-
ToM 11fB-ruapokcuctepouieruapore-
Hazoii Tumna 2 (11b-I'CJ12), koTopblii me-
PEBOIUT AKTMBHBIA KOPTHU30J B Heak-
TUBHBII KOPTU30H [6].

YpoBeHb peabcopOLMK HATPUS B TTOU-
Kax MakCHMaJieH Y HOBOPOXIEHHBIX M
IPYIHBIX AETEil K MPOrPeCCUBHO CHUXa-
etcst ¢ Bo3pacToM [7]. ITockoabKy pead-
COpOLIMST HATPYS B TIOYKAX PETYINPYSTCST
PAAC, B HOpMe YpOBEeHb PeHUHA y HO-
BOpOXIeHHBIX B 10—20 pa3 BbIllIE, UeM Yy
B3pPOCJIbIX, @ CPEIHUN YPOBEHb ajlbl0-
CTEepPOHA B CHIBOPOTKE KPOBH COCTABJISICT
80 mr/mi y HOBOPOXIEHHBIX M TOJbKO
OKOJI0 16 1r/MI1 y B3pOCIIBIX.

DTuonorns MnHepasno-
KOPTUKOUAHON HEeA0CTaTO4YHOCTU
JleuUT anbIocTepoHa B IEPBYIO
ouepeldb IPOSIBJISETCS BbIPAXEHHBIM
CePIACYHO-COCYAUCTHIM HapPYyLICHUEM.
CHuxeHue peadbcopounu Nat B moukax
npuBoauT K ymeHbeHuio OLK u xak
CNIEICTBUE — K TMIIOTEH3MM BIUIOTH 10O
moka. M3-3a CHUXEHUsT 9KCKPeLuu 10-
HOB KaJIusl ¥ BOAOPO/a Pa3BUBAIOTCS T~
MepKaJueMust 1 MeTabOIUYECKUA allu-
no3. IunepkanveMusi BbI3bIBaCT Hapy-
LIeHKEe CePAEYHOr0 PUTMA M CUMIITOMBI
muonatuu. CHuXeHue peadbcopOLUU
Na't B KuIlIeYHUKE BBI3BIBACT PsI AMC-
MEeNCUYECKUX SIBJICHUI, TAKUX KaK 0011
B XMBOTE, HapylleHWe BCAChIBAHUSI.
V nmeteil Mailero BO3pacra, y KOTOPhIX
MeTaboJMUecKre paccTpoiicTBa OoJiee
BBIPAXEHBI, TUI0AIbIOCTEPOHU3M IIPH-
BOIUT K 3aiep:KKe pOCTa U Pa3BUTHS.
MOXHO BBIICIUTh TPU OCHOBHBIE
IPYIIIbI TATOreHETUYECKUX (POPM I'MITO-
aJIbIOCTepOHU3MA: 1) CBA3aHHBIE C Mep-
BUYHBIM J1e(EKTOM HaIMOUYEYHUKOB; 2)
CBSI3aHHbIE C HapyLIEHUEM peryJsLun
CEKpelH albI0CTepOHa U 3) CBA3aHHbIC
C PE3UCTEHTHOCTDIO TKaHEH -MHUIIIEHEN K
JIEVCTBUIO alibIoCTepoOHa [7].
CocCTOosIHUS, CBSI3aHHBIE C MEPBUYHbI-
MU fedeKkTaMu Ki1y0OUYKOBOI 30HbI Hal-



MOYEYHUKOB, WIH T. H. THNIeppeHneMude-
CKHil TUNOAJIbAOCTEPOHH3M, TTPEACTABIISI-
0T €000i1 camMyld MHOTOYMCICHHYIO
TPYIIIY, BKJIIOYAIOIIYIO TPAKTUYECKH BCE
(opMbl TIEPBUYHOI HAAMOYEUHMKOBOIM
HEIOCTaTOYHOCTH, BbI3BAHHBIE TMICTEHE-
3Ueil HaIMoOYeYHUKOB (BPOXAECHHAs
Ha/AMOYEYHUKOBAs TUMOIUIA3Us), Hapy-
LIEHUEM CTepouJoreHe3a (BpOXAEHHas
Ha/MOYeYHNKOBAs TUMEpIia3usl U 130-
JIMPOBaHHAsl TIIOKOKOPTUKOMIHAS He-
NIOCTATOYHOCTb) M AECTPYKLMEI Haarmo-
YeYHUKOB (ayTOMMMYHHO#, WHbEK-
LIMOHHOM, MHMWIBTPaTUBHOW W JieKap-
cTBeHHOI1). Haunbonee wacto y neteit
BCTpevaeTcsl BPOXKICHHAsT HAAMOYeUHU -
KOBasl TUMepIia3us (BpoXIeHHas AuC-
(yHK1IMST KOPBI HANMOYEYHUKOB, aape-
HOTEHMTAIbHBIN cuHApoM). Tlpu nmaH-
HOIl HO30JIOTUM MMHEPaJTOKOPTUKOU-
Hasli HEIOCTaTOYHOCTh OOYCJIOBJIEeHA Jie-
¢uuToM omHOro M3 (HEPMEHTOB, ydya-
CTBYIOLIMX B OMOCHHTE3€ albA0CTEPOHA.
B kpoBM y manueHToB ¢ JaHHOH MaToI0-
rMeil HaKaruiMBaeTcst 00JbIloe Koluye-
CTBO COEIMHEHMUI (TTporecTepoH, 17-tu-
TPOKCUTIPOTECTEPOH), MPEeaLIeCcTBYIO-
uX (pepMeHTAaTUBHOMY OJIOKY. DTH CTe-
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pounbl uHrMOUpyT MP, uto yeyryoser
COJIBTEPSIIOIINI CUHIPOM Y MALIMEHTOB C
BPOXIEHHOM HAAMOYEYHUKOBOMN rUmep-
masueit [8—10].

BpokneHHbIIT MEepBUYHBIN TUIOATb-
JOCTEPOHU3M (M30JIMPOBAHHBIN nedu-
LUT MUHEPATOKOPTUKOUAOB) — perKast
ayTOCOMHO-PELMCCUMBHAS TATOJOTHS,
XapaKTepu3yoLlasicsi CHHAPOMOM TOTe-
U COMU U 3a1epKKOil pusmueckoro pa-
3BuTHs. JlaHHOE 3aboseBaHMe OO0YyCIIO-
BJIEHO HapyllIeHneM OMOCHUHTE3a albl0-
cTepoHa BeneactBue nedurmra P450c18
(abIOCTEPOHCUHTA3bl, KOPTUKOCTE-
poOHMeTUJIOKCcHIa3bl). B otinune ot ne-
¢uuuTta apyrux GhepMeHTOB CTEPOMIO-
TeHe3a B HaAMouyeyHUKax Ie@UInT aib-
JOCTEPOHCUHTA3bl HE TMPUBOAUT K THU-
MepIiasuy HaaMoYeYHUKOB, T. K. CHUH-
Te3 KOPTH30ja MpU JAAHHOM CUHAPOME
He HapyueH. M3BecTHO, 4TO CUHTE3
KopTuKocTepoHMmeTuiaokcunassl (KMO)
1 1 2 KOHTpOJIUPYETCSI OMHUM TEHOM —
CYP11B2, pacnoyioxxeHHbIM Ha 8-ii Xpo-
MocoMme (8g21). B 3aBuCMMOCTH OT KOH-
KPETHOI MyTalluu nopaxaertcs Jubo 18-
TUIPOKCUIIA3HAs aKTUBHOCTb (hepMeH-
Ta, MO0 aabAeruICUHTa3Hasl aKTUB-

dnynpokopTU3oHa aueTat
Tabaetku 0,1mr, 20 Lur.

HocTb. CrenoBaTe/IbHO, BBIICISIIOT 1BE
dopMmbl  gedpunura KMO: gedunur
KMO-1 u gepuur KMO-2. [IBe 31
¢dopmbl  3a00neBaHUST  pa3IUYAIOTCS
TOJIbKO TOPMOHAIbHBIM Tipoduiiem. [Tpu
neuuure KMO-1 onpenensiiorcst HU3-
KW YPOBHM U ajibIOCTepoHa, U 18-ru-
JIPOKCUKOPTUKOCTEPOHA, TOra Kak Mpu
neuuure KMO-2 3HaYUTENBHO MOBbI-
1IEH YPOBEHb 18-TUAPOKCUKOPTUKOCTE-
pOHa, a YPOBEHb aJIbIOCTEPOHA HUBKUIA
[11—13].

IunoanbaocTepoHU3M, BbI3BAaHHBIM
HapylIeHUEeM PETYJISLMU CEKPELIUU allb-
IOCTEPOHA, HA3bIBAIOT TaKXe “THIope-
HUHEMHYECKHId TUIOATbI0CTEPOHU3M” .
K a10ii rpynmne 3aboseBaHUii OTHOCSITCS
BPOXJIEHHbIE W MPUOOPETEHHbIC Hapy-
LIEHUsI CUHTe3a peHuHa. B pesynbrate
OTCYTCTBUSI CTUMYJIUPYIOLIETO ACHCTBUS
PAAC Ha k1y00UYKOBYIO 30HY HaJmo4yey-
HUKOB CHUXKAETCSl CMHTE3 aJlbI0CTePO-
Ha. [1prnoOpeTeHHbII BTOPUUHbINA Aehu-
LIMT albIOCTEPOHA MPOSIBISIETCS XPOHU-
YecKoil OeCCHMMIITOMHOM TUIepKaau-
eMHUeli 1 HEKOTOPbIM CHUXKeHUEeM (DyHK-
LMK MoYyeK (KIMpeHC KpeaTMHUHA > 15
MJI/MUH). OQHAKO Y YacTu TMalWEHTOB

AP dekTnBHOE CPEACTBO AN IeHEHUSI:

e Hagnoye4yHukoBoOi
HeAoCTaToOYHOCTH

o AApeHOreHNTasabHOro
cuHapomMma

DAPMATEKA Ne 17 — 2008 37



Il AKTYANbHbIE OB30PbI

MOTYT Pa3BUBAaThCs MbILIIEUHAs CIA0OCTh
U CepAeYHbIe aPUTMUU.

BTopuyHbIil IMIIOPEHUHOBBIN TUITIO-
aTbIOCTEPOHU3M BCTpEYaeTcs y Mallu-
€HTOB:

* C caXxapHbIM 11a0eToM;

* IIpU CUCTEMHOM KPaCHOM BOJYAHKE;
MUEJIOMHOM 00J1€3HU;

MOYEYHOM aMUJIOUI03E;

IMppO3E;

CEpIOBUIHO-KJIETOYHOM aHEMUU;
ABTOHOMHOM TIOJIMHEHPOTIaTHX;

» CI1W /e [14, 15].

BpoxaeHHbI TMIOpeHUHEMUYECKUIA
TUTI0ATbIOCTEPOHU3M MOXET ObITh CBSI-
3aH ¢ JedUUMTOM TMpocTarjaHAuHa
I, [16, 17].

[unoanbnocTepoHU3M, CBSI3aHHBIN C
HapylIeHUeM YYBCTBUTEJIbHOCTH TKa-
HEeW-MMILIEHEN K NEHCTBUIO aJIbAOCTEPO-
Ha, WIM T. H. TCEBIOTHNOAJIbIOCTEPO-
HH3M, — COCTOSIHUE, XapaKTepU3YIoIleecs
KIIMHAYECKON KapTUHOM CHUHApOMa
MOTEPU COJM, HO COIPOBOXIAIOIIEECs
BBICOKMMU YPOBHSIMM aJIbAOCTEpOHA U
peHuHa. [TpuuuHOil TaHHOI TaTOJOrMK
SIBJIIETCSl HapylIeHHe MeXaHu3Ma Jeii-
CTBMS aJIbIOCTEPOHA. BbImenstoT rneesno-
TUIOAJIOCTEPOHU3M C ayTOCOMHOpE-
LIECCUBHBIM TUIIOM HacJeIOBaHUSs, TIpHU-
YUHOIl KOTOPOTO SIBJISIETCS MaTOJIOTHS
aMUJIOPUIYYBCTBUTEIbHBIX HATPUEBBIX
KaHaJloB B JMCTAJbHBIX OTAeIax Hedpo-
Ha, 4YTO TIPUBOIMT K TOBBIIIEHHON 3K-
CKpEIMU HaTpusl U3 opraHusMa. Brisiie-
Hbl MyTallMM B TeHaX, KOAMPYIOIIUX
a- (SCNNI1A) - (SCNNI1B) u y-cyone-
nuHuiel (SCNN1G) aMuiopumIayBCTBU-
TenbHOro Na't kaHasa, pacrosioXXeHHbIe
Ha xpomocomax 12 (12p13) u 16 (16p13-
p12) [18]. [Tpu ayToOCOMHOTOMMHAHTHBIX
U cropaanyeckux dopmax 3aboJieBaHUs
MPUYMHON TICEBAOTUMOATbIOCTEPOHU3-
Ma sBJsieTcs rnarojiorust MP, ren kotopo-
IO pacroyioKeH Ha KOPOTKOM Tuieue 4-it
xpomocombl (4q31.1) [19]. Otauuutenn-
HOIl 0COOEGHHOCTbIO KJIMHMYECKOI Kap-
THHBI TICEBIOTUIOATBAOCTEPOHU3MA, BbI-
3BaHHOTrO narojiorueid Na®™ kaHaia, siBjis-
eTCSl OTCYTCTBUE IOPaXEHUS IPYTHUX,
KpOMe TOYKH, MUHEPATKOPTUKOUIUYB-
CTBUTEJIbHBIX TKaHei (TTOTOBbIE XKeJe3bl,
KUIIeyHUK). JlabopaTopHO-AMarHoCcTu-
YeCKMMM KPUTEpUSMU JaHHOM TaToJIo-
MM SIBJISIETCS] TMIIEPKATMEMUS B COUeTa-
HMM C BBICOKMM YPOBHEM aJIbIOCTEpOHA
U peHHHA KPoBU. MUHEPaTKOPTUKOMIbI
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B Te€paIny MCEBIOTUIOAIbIOCTEPOHU3MA
Hea((EKTUBHBI, T. K. HapylleH Mexa-
HM3M CaMOTO [EHCTBMsI albIOCTEPOHA.
JleueHue TakuX MALMEHTOB CBOAUTCS K
BO3MEIIEHUIO ITOTEPh COJIU 1 BOJIBI.

KnuHnyeckas kapTuHa
runoanbpocTepoHuUsMa

[lpn nucreHe3uum HaANOYEYHUKOB,
Bcex (opmax HapyllleHHUsI CTepOUIOre-
He3a W MpHU MCEBIOTUMOATbAOCTEPOHU3-
Me MPU3HAKU 3a00JIeBaHUS MTPOSIBIISIOT-
cs1 BCKOpE TOCJIe POXKIEHUS U B IIEPBYIO
ouepeb CBSI3aHbI ¢ MoTepeii conu (T. e.
¢ nehUIMTOM MUHEPaJIKOPTUKOUIOB).
Y nmanueHToB OTMeUYaeTcsl HEYKpOTUMast
pBota “doHTaHOM”, HapacTaeT TUIIO-
Tpodusi, MOSBISIOTCS MPU3HAKKU JIETH-
JpaTalliy BIUIOTh 10 Pa3BUTHUSI COCYIM-
CTOro KoJjuaarnca. B orcyrcTBue 3amectu-
TEeJIbHOI Tepamnuu Takue 00JbHbIE MOTH-
0aloT B HEOHATAJIbHBIN MTEPUO/I.

VY nereit crapiiero Bo3pacTa OCHOB-
HOI TPUUYMHOIN TMIIOKOPTULIM3MA SIBJISI-
€TCsl IeCTPYKTUBHBIM MTPOLIECC B HAATIO-
yeyHuKax. B aToM ciayyae KiMHUYeCKast
KapTHMHA pa3dBUBAETCS MOCTENIEHHO — IO
Mepe THOeN KJIETOK KOPbl HAATIOYeYHH -
KoB. [lepBble KIMHMYECKHE CUMITOMBI
MOSIBJISIIOTCS] TOJIBKO TOCIE AECTPYKLIMKI
6oee 90 % Bcex KieTok. BHauase mo-
SIBJITIOTCSL KaJoObl Ha TOBBIIICHHYIO
YTOMJISIEMOCTb, MBILIEYHYIO C1abO0CTbh,
YXYIIIEHWE armeTuTa, MOCTypalbHbIe
roJIOBOKpYXeHMs. bosnbHbIe TUI0XO0 Te-
peHocAT (U3MYECKUe Harpy3ku, HO MX
CaMOYYBCTBUE YJy4yllaeTcs TMpU IO-
cTeibHOM pexxuMme. [Tpu HecBoeBpeMeH-
HOM JIMarHo3e M OTCYTCTBUU JIEYEHUS Y
TaKMX TallMEHTOB MOXET pPa3BUTHCS
conbTepsitoninii Kpus. IlepBoIMU cHM-
MTOMaMU OCTPOI HAAMOYeYHUKOBOI He-
JMOCTAaTOYHOCTU SIBJISIIOTCSL  TOIIHOTA,
pBOTa, XWUAKWK CTyJ, OOJU B XUBOTE,
runoToHus. B mocnaenyroliem 10BOJbHO
OBICTPO Pa3BUBAIOTCS JeTUApATALUsS U
1LIOK.

Y MmaluMeHToB ¢ AMarHOCTMPOBAHHOM
HaJMOYeYHUKOBOM HEI0CTaTOUHOCTbIO,
MOJIyYaroIluX JIeYeHHe TII0KO- U MUHE-
pPaTKOPTUKOUAAMMU, COJIBTEPSIIOIINE
KpU3bl MOTYT pa3BUBAThLCS MPH MPUCOE-
JNUHEHUM MHQEKINA, OOIIUPHBIX TPaB-
Max WY TIpU MTPOBEAECHUU ONepaTUBHBIX
BMeIIaTeJbCTB 0€3 COOTBETCTBYIOIIECH
KOPPEeKLUU Tepanuu. Y HEKOTOPBIX Je-
Teil pa3BUTHE aJAPEHATOBOrO KpHU3a MO-

KET OBITb CIPOBOLMPOBAHO 3MOLIMO-
HaJIbHBIM CTPECCOM.

JlaGopaTopHbIM MOATBEPKICHUEM MM~
HEePaJOKOPTUKOUIHON HEIOCTaTOUHO-
CTU SIBJISIIOTCSI 3JIEKTPOJIUTHBIE Hapy-
LICHUS] — TUIIOHATPUEMHs], TUIEePKaIn-
eMUs U JTaHHbIe TOPMOHAIBHBIX UCCIIE-
JMOBaHUM (CHYKEHME YPOBHS aJlbIOCTe-
pOHA U MOBBIIIEHNE aKTUBHOCTH PEHIHA
T1a3Mbl).

JleyeHne MNHepPanoKoOpPTUKOUAHOMN
HepoCTaTOYHOCTU

Bce manueHTsI ¢ runmoaabaoCTepOHN3-
MOM HYXIAlOTCSI B 3aMECTUTEIbHOM Te-
panuu MUHepaJoKopTuKouaamu. EqnH-
CTBEHHBIM TpENapaToM ¢ MUHEPATOKOP-
TUKOMIHBIMM CBOMCTBAMU SIBJISIETCS Ce-
rogHst dayapokoptuszoH (Koptunedd,
TTonbda IMadbsuuue AO, ITonbiia).

“CraproBas” n03a GIayapoKOpTU30HA
(Koprunedda) cocrasnser 0,05—0,20 mr
B cytku [20]. ¥ HOBOPOXIEHHBIX Je-
Teil MOTPeOHOCTh B MUHEPAIOKOPTUKO-
naax camasi BbICOKass M COCTaBJsIeT
0,1—0,3 mr/cyT. [pyaHbIM AETSIM, TOJTY-
yarouuM KoptuHedd, oObiuHO Tpedy-
eTcsl no0aBlieHrWEe K THUIIEe XJIOPUCTOTO
HaTpusl WIM TOBapeHHOW COJIM B BUIE
coJieHOi Boabl (M3 pacueta 1—2 r/cyT).
B OonbimHCTBE ciiyyaeB HEOOXOAUM
NIBYKPaTHBIM MpUeM Tpernapara B yTpeH-
Hue yackl (7.00) 1 B AHEBHOE WJIM HET03-
nHee BedepHee Bpemst (15.00—18.00).
C BO3pacToM MOTPEOHOCTL B MUHEPAJIO-
KOPTUKOUIAX CHUXKAETCS.

Koppexius no3sl Koprunedda npo-
BOAMTCS HA OCHOBAaHUMW HAJIWYUS K-
HUYECKHUX CHMIMTOMOB Jaepuuura Mu-
HEepPaJoOKOPTUKOUIOB, K UNCITY KOTOPBIX
OTHOCSITCSl 4acTble CPbITMBaHUSI, OCO-
OeHHO “(oHTaHMUpYIOLIME”, TIIoXas
npubaBKka B Bece, CHMXKEHHBIH Typrop
KOXM Y MaJeHbKMX JeTeil, TOLIHOTa,
IJIOXOM ammeTUT, pBOTa, TMUMOTOHUS Y
nereil 0ojiee crapuiero Bospacra. s
JeTeil JOMOJHUTEIbHBIM KpUTEpUEM
aJeKBAaTHOCTU Tepanuu ciayxkaT HOp-
MaJibHble TeMIbl pocta. Jdehuuur mu-
HEpaJOKOPTUKOUIOB BbI3bIBAET 3a-
nepxkky pocta [11, 21, 22]. KoHeuHo, B
OoJibllIell CTEMeHU Ha POCT BIMSIOT
TJIIOKOKOPTUKOUIBI, TTOTOMY Y Tallv-
€HTOB C COUYETaHHBIM IeDUIIMTOM TJII0-
KO- U MMHEPAJTOKOPTUKOUAOB 3aEPK-
Ky pocTa MOXET BbI3BaTh MePEI03UPOB-
Ka TJIOKOKOPTUKOMAOB WMJIM HeaocTa-



TOYHas /1032 MUHEPAJTOKOPTUKOUIOB.
Y GOJIBHBIX € M30JMPOBAHHBIM Jedu-
LIUTOM aJIbAOCTEPOHA TEMIIbl POCTa SIB-
JISIIOTCSI XOPOLIUM KPUTEpUEM aaeKBaT-
HocTH 103bl Koptunedda. st oueHKU
aleKBaTHOCTU M HEOOXOAMMOCTU KOp-
pPEeKIIMU I03bl MpernapaTa CYLIeCTBYIOT
00BEKTUBHBIE J1a0OPAaTOPHBIE KpUTE-
pUU: TIOBBIILIEHUE YPOBHS KaJIUs U CHU-
JKEHME YPOBHSI HATpMsl KPOBU; TOBBI-
IIeHUWEe aKTMBHOCTU PEHWHA TJa3Mbl
CBUIIETEJIbCTBYET O HEOOXOAUMOCTH T10-
BollIeHUs1 103bl [23]. CrneayeT oTMme-
TUTb, YTO HauboJiee YYBCTBUTEIbHBIM
KpUTEpUEM HEAOCTATOYHOCTU O3Bl
KopTtunedda siBisieTcsi ypoBeHb peHU -
Ha m1a3Mbl. UMeHHO aKTUBHOCTh PeHU -
Ha IJ1a3Mbl TIOBBIIIAETCS B MIEPBYIO OYe-
penb Mpy HeI0CTaTKe MUHEPATOKOPTH -
KOUJIOB, TOJbKO MOCJIE 3TOTO MOSIBJISET-
csl TMUTepKaJIueMusl, BCael 3a KOTOPOii
MOXET CHMXaThCsl YPOBEHb CBIBOPO-
TOYHOTro HaTpus. KinHuyeckumu cum-
NMTOMaMM TePeT03MPOBKU MMHEpaso-
KOPTUKOMIOB SIBJSIOTCS OTEKH, OCO-
OeHHO B 00JacTu JIMlia, IOBBIIIEHUE
apTepuaJbHOTrO AaBjleHUsI, OeCTOKON-
HBIIi COH M TOJIOBHbIE 60sM. TeHaeHIUs
K TMIOKaJMEMUM U CHMXEHHBII ypo-
BEHb aKTMBHOCTM PEHMHA TUIa3Mbl IO-
BOPSIT O TMEPEeNo3UPOBKE M HEOOXOIM-
MOCTH CHUXEHUSI 103bl. OHAKO 1 K-
HUYECKHE CUMIITOMbI MepPeao3upPOBKU
KopTtunedda, u naboparopHbie u3Me-
HEHMsI, MX MOJATBEPXKAAIOIINE, [TOSBIs-
J0TCSl yXe Torga, Korma CyLIeCTBYeT
OIMAaCHOCTb OCJIOXKHEHHUI B BUJIE pa3Bu-
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TUSI CTOMKOI runepreHsuu [24, 25].
B cBs3u ¢ 3TUM TIpeIOXKEHO ompene-
JIEHWE YPOBHS TPEACEpAHOTO HaTpHUii-
ypetpuueckoro nentuna (HYII), koto-
pBIil MOBBIIIAETCS B OTBET HA YBEJIUYE-
Hue OUK M KOHLIEHTpaUui0 MOHOB
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maa3mbl [26]. Ho B KITMHWYeECKO# mpak-
TUKE UCCAeqOoBaHUE TMpeacepaIHOro
HVII He nanuto npumeHnenus. Leneco-
obpa3Ho TUTpoBaTh n03y KoptuHedda
JIO BEPXHEM rpaHULIbl HOPMbI aKTUBHO-
CTU PEHUHA I1JIa3MBbl.

[MoBbimienne no3bl Koprtunedda mo-
JKET MOTPeOOBATHCS JIETOM Y MallMEHTOB,
MPOXUBAIOLINX B )KapKOM KJIuMarTe, T. K.
HEIO0CTaTOK aJbJOCTepOHa MPUBOIUT K
MOBBIIIIEHHOMY BBIBEICHUIO HATPUS ye-
pe3 OTOBBIE KENE3bl.

MaxkcumanbHast no3a Koprunedda
TpeOyeTcsl JeTSM IMEpPBOro roja KU3HU
C BPOXIECHHON AUCHYHKLIUEH KOPbI
HaJMOYEYHUKOB. DTO OOBSICHSIETCS TO-
BBIIIIGHHBIM COJIEpKaHUEM B UX KPOBU
CTEPOMIHBIX COEIMHEHUIN C “aHTUMHU-
HEPaJOKOPTUKOUIHOM” aKTUBHOCTDIO.
CrenyeT OTMETUTb, YTO MalMEHTaM C
BPOXJIEHHOI TUCGhYHKIMENH KOpPbI Haj-
MOYEYHUKOB 0€3 KJIMHUYECKOW KapTu-
HbI CUHIpOMa MOTEPU COJU HEOOXOIMMO
B 00s13aTeJIbHOM TIOPSIAKE MCClE0BaTh
aKTMBHOCTb peHUHA Iaa3Mbl. [Tockosb-
Ky TIOBBIILIEHWE YPOBHSI PEHWHA TMpeN-
LIECTBYET Pa3BUTHIO KIMHUUYECKUX CUM-
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