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MDKAWCLUUNNIHAPHI MPOBNEMU « KOHCIMEKT JIIKAPA

H.B. 3enunckas, k.m.H., YHIML, 3HROKPUHHON XUPYPIUM, TPAHCNNAHTALMM SHAOKPUHHBIX OPraHoB 1 TkaHerd M3 YkpauHel

HagnoyeyHuKoBas apmepuancias 2unepmen3us y gemei

Mo AaHHBIM pa3HBIX ABTOPOR, apTepuanbHyio runepreHsuio (Al) perucrpupyior y 1-14% pereii pasHOro Bo3pacra, cpeam
wkonbHUKOB — Yy 12-18% [1]. Mpuuem Ha nepeOM roay XX1U3HU, d TUKXKE Y AieTeil PAHHEero U JoLKonbHOro Bo3pacra Al
BCTpeuaeTcs KpaiHe pefko 1 B 60NbLUMHCTBE CyYdeB MUMeeT BTOPUYHbBIN, CUMMTOMATUYECKUIA XapaKTep.

Ilepen obcyxnenuem npobiaemsl Al cremy-
€T 0003HAYUTDh TIOHSTHE HOPMAJIbHBIX TPAHMUII
CHCTOJIMYECKOTO U JIMACTOJIMUYECKOTO apTepu-
anbHOTO nasneHus (AJl). B otmuue ot B3poc-
JIBIX ypoBeHb AJl y neTeil 3aBUCHUT OT IToJja,
Bo3pacTa u pocta [2]. [ToaTomy mepBbIM I1a-
TOM SIBJISIETCS M3MepeHHe pPOcTa pebeHKa.
006 AI roBopsT B TOM Clly4ae, €cii CpenHee
CUCTOJIMYECKOe /MK auactoinyeckoe AJl
y pebeHKa >95-if MepUeHTWIN IS COOTBET-
CTBYIOILIETO TI0J1a, BO3pacTa W TMEPLIEHTUIN
pocra [3]. [TorpanuuHoii A cunraror Beu4u-
Hy AJl, KoTopas nonanaet mexay 90-it u 95-it
nepueHTIIIMEA. Harmpumep, y Mabumka 5 jier,
POCT KOTOPOTO COOTBETCTBYET 60-i1 meplLieHTH -
Jm (T.e. TOKa3aTeJM pocTa HaXOMSTCS MEXIY
50-it m 75-if TIepLEHTUISIMUA), HOPMaJIbHOE
cucronnyeckoe AJl He MOKHO TMPEeBbIIATH
107 MM pT. CcT., a AMacToanveckoe AJl He momK-
HO OBITh BbIIIE 65 MM PT. cT. (Tabn. 1). Ecamn
npu usmepeHun cpeanee AJl ompenenutcs,
Haripumep, Kak 115/70 MM pT. CT. — 3TO MOXHO
pacuieHuBaTh Kak Al JIJ1sT KOppeKTHOM OlieH-
k1 AJl ero ciemyeT U3MepsITh MaHXETKOM Co-
OTBETCTBYIOIIETO pa3Mepa B IMOJOXEHUM pe-
OeHKa Jiexka Ha CITMHE WIN CHJIS.

N3BecTHO, uTO ypoBeHb AJl peryaupyeTcs
B3aUMOJIEICTBUEM TpPEX OCHOBHBIX (DaKTO-
POB: BHYTPUCOCYIUCTOTO 00bEeMa KpOBH,
cepleyHoro BblOpoca M IepudepuyecKoro
COCYIUCTOTO COTpPOTHBIeHUsS. M3MeHeHue
JOOOTO M3 HUX MOXET MPUBECTH KakK K TI0-
BBIIICHUIO, TaK U CHUXeHU1o AJl.

BuisiBiienne y pebeHka moBbllieHUsT All
MperoiaraeT Ha HayaJbHOM 3Tare IMpoBe-
JieHWe o0caeNoBaHU, HamMpaBJeHHBIX Ha
HCKITIOUEHNE TIpeXae BCero (hyHKIMOHAb-
HBIX, a 3aTeM M OpPTaHWYECKUX MPUUMH AT,
cpenu MocjaeHUX Haubosiee YacToi SIBsieT-
sl TTaTOJIOTUSI TTOYEK.

OCHOBHYIO X€ JIOJII0 BCeX IHIOKPUHHBIX
AT cocraBnsger naTonorusi Halno4Ye4YHMKOB.

IIpuuunbl 3HAOKpUHHO# AT

1. Omyxonmu KOpbl HAANOYEYHUKOB (ame-
HOMBI, KapIIMHOMBI):

1.1. ®eoxpomoruToMa

1.2. AnprocrepomMa

1.3. Heiipob6aacroma

1.4. Cunapom KymmHra

2. MunepanokoptuxkougHas Al [1]:

2.1. [lepBUYHBII TUTIEPATTBAOCTEPOHU3M

— TIepBUYHASl TUTEPIIA3Usl HaAIovey-
HUKOB

— CEMEUHBII
(CTA)

« CIA 1 tuma (TumepaiabIOCTEPOHU3M,
MOIAIONINIICS JICYEHUIO TIIIOKOKOPTHKOM-
namu (I'K)

* CI'A 2 tuna (cunapom Topaona)

2.2. CoCTOSIHUSI, UMUTUPYIOILINE U30bITOK
anpaoctepoHa (AC)

— BpOXIeHHast TUCHYHKIMS KOPBI HA/ITO-
yeyHUKOB (medurut 11B-Tumporcuiassl
u peuuut 170-ruapoKcuiasbl)

— TepBUYHAasl pe3UcTeHTHOCTh K ['K

— CUHIPOM MHMMOTO U30bITKa MUHEPAJIO-
koptukouaoB (MK)

— M30BITOYHOE YIOTPeOJeHUE COJOIKHI
(JlakpuIIbl) WIK KapOEHOKCOIOHA

— cuHapoM Jlnmmia

— OIYXOJIM, CEKPeTUpylolue ae30KCH-
koptukoctepoH (JJOKC)

2.3. BTopuyHbIil TUIIepaJbaoCTEPOHN3M

— OTEYHBI CUHAPOM

— peHoBackysipHast Al

— PEHUHMPOLYLUPYIOIIUE OMYXOJIU

— OepeMeHHOCTh

3. bosie3HM IMTOBUIHOM XKeJe3bl:

3.1. TupeoTokcnko3

3.2. Tumotupeo3 (BO3MOXKHA IMACTOJIM-
yeckas Al

4. HapymeHne oOMeHa KaJIbIIvst

4.1. TunepnapaTtupeos

4.2. TunepBuramMmuHo3 D

TUIEPATbIOCTEPOHU3M

Ta6nuua 1. OueHka aprepuanbHoOro gasnenus y aerei (pparmenr) [2]

Cucronuueckoe Afl, Mm pr. cT.

] g

g g § MepuexTnnm pocra

. . 5 100 25 50 75 90
50 88 8 91 93 | 95 | 96
90 102 103 | 105 | 107 109 110

! 95 106 107 109 111 112 114
99 113 114 116 118 120 121

50 | 90 91 | 93 | 95 | 96 | 98

90 104 | 105 | 106 108 110 | 111
’ 95 108 109 109 112 114 115
99 115 116 | 118 120 121 123
50 91 92 94 96 98 99
90 105 106 | 108 110 111 113
° 95 109 110 112 114 115 117
99 116 117 | 119 121 123 124
50 92 94 95 97 99 | 100
90 106 107 | 109 111 113 114
’ 95 110 111 | 113 115 117 118
99 117 118 | 120 122 124 125
310pOB's aiHn

Manbuuku
Auacronnueckoe AL, MM pr. cT.
Mepuentunu pocra

95 5 10 25 50 75 90 95
97 | 47 | 48 | 49 | 50 | 51 51 52
1M1 | 62 63 64 65 66 | 66 @ 67
115 66 67 68 69 70 71 71
122 74 75 76 77 78 78 719
98 50 | 51 52 | 53 | 54 | 55 | 55
112 | 65 66 | 67 68 | 69 69 | 70
116 69 70 71 72 73 74 74
123 77 78 79 80 81 81 82
100 53 53 54 55 56 | 57 | 57
113 68 68 69 70 71 72 | 72
M7 72 72 73 74 75 76 76
125 80 80 81 82 8 84 84
101 55 55 5 @ 57 58 59 59
115 70 70 71 72 713 | 714 | 74
119 74 74 75 76 77 78 78

126 82 82 83 8 85 8 86

5. [Ipuem MenMKaMeHTOB:

—TI'K

— TabJIETUPOBAHHbIE OpaJbHbIe KOHTpa-
LIETITUBBI.

W3 Tpex rpyIinn ropMOHOB, KOTOPbIE CHHTE-
3UPYIOTCS B HAIITOYEYHUKAX, TIEPBbIE IBE UME-
10T HETMOCPEICTBEHHOE BIUSIHME Ha (hOPMUPO-
BaHne Al B Ki1yOOUKOBOI1 30He BhIpaOaThIBa-
totcst MK (ayibmocTepoH), B My4KOBOi 30HE —
KT (kopTu3zon) u B ceTyaToil 30He — aHapore-
HBI (IUTUIPOSNMUAHAPOCTEPOH, TUTHIPOITIA-
HIPOCTEPOH-CYIb(MAaT, aHAPOCTEHIOH).

Cunrte3 u cekpeuus: 'K B HagmoyeyHu-
Kax peryjimpyercsi TMIOTajaMo-Tunopu-
3apHOM CHUCTEMOM IO MPUHLIUIY ABOMHOM
obOpatHoii cBsi3u (puc. 1). [psimast perynsi-
usi obecrneunBaeTcsl Mo Henoyke «rurnoTa-
JaMyc — runodus — HaAMoOYeYHUKU». DTO
MPOUCXOAUT OJarofaps MooyepeaHon CTu-
MYJSIAM CUHTE3a TOPMOHOB Ha KaXKJIOM
arare: KOPTUKOTPOMUH-PUIN3UHT-TOPMOH
(KPT') runoranamyca CTUMYJIMpPYET BbIpa-
00TKY aJpeHOKOPTUKOTPOITHOIO TOPMOHA

H.B. 3enuHckas

AC nieiicTByeT Ha TKaHU-MUIIEHU (IUCTATb-
HbIE MOYCYHbIE KAHAJIBIIbI, TTIOTOBbIC XKEJIE3bl,
CJTIOHHBIE KeJIe3bI, SMUTEINIA TOJICTON KUIIIKI)
OMOCPEIOBaHHO Yepe3 crelubuyeckie MuHe-
PATOKOPTUKOUAHBIE pelenTopbl. TloBblliie-
HUE YPOBHSI KaJusl B KPOBM CTUMYJIUPYET
cekpenuio AC B HammodyeuyHukax. B cBoio
ouepenb AC yBenuumBaeT peadbcopOIInio
HATpUsl C TMOCIEAYIOIIUM OCMOTHUYECKUM
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Puc. 1. Tnnotranamo-runo¢usapHo-HOANOYEYHUKOBAS Perynsumus
KPT - koptukoTtponun-punnsmr-ropmon, AKTI — appeHoKopTHKOTpONHbIA ropmoH, (+) — cTumynsums, (=) - nogasnenue).
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Puc. 2. Perynsuus yposhs AC u peHuHa

(AKTT) B mepenneit nose runodusa, Ko-
TOpBIi, B CBOIO O4Yepedb, CTUMYJIHUPYET
cuHTe3 U cexpeuuto 'K B HaamoyeuyHuKax.
OOparHas peryasius IpOUCXOIUT B 3aBU-
cumoctu ot ypoBHsi ['K: npu cHuxeHuu
cofliepXaHusl KOPTU30Jia B KPOBU YCUJIMBA-
eTcsl TUMmoTajaMo-TUINo(u3apHasi CTUMY-
JISIUMST HAAMOYEeYHUKOB, TOTAAa KakK B CIly-
4yae ype3MEpHOTO MOBBILIEHUS] €ro YPOBHS
MIPOUCXOIUT MoaaBiaeHue BeipadoTku KPI
u/unu AKTT u, cnenosarenbHo, ociabe-
HUE CTUMYJIMPYIOLIETO BIUSIHUS Ha HAIO-
YEYHUKU.

OCHOBHBIMU (haKTOPaMU, MPOBOLIMPYIOII-
MU OpMHUpPOBaHUE SHAOKpUHHOI ALy neteit,
SIBIISIIOTCSL UpE3MEPHbIE YPOBHU B KPOBU KOP-
tuzona, AC, a Takke MX MpeIiecCTBEHHUKOB,
00pasyIolIMxcsl B TPOLIECCE CTEPOMIOTeHe3a
B HAJINOYEYHMKAX ¥ 00JIamaroluX MUHEpaIo-
KOPTUKOMIHOM aKTUBHOCTBIO.

[l1aBHBIMU perynsiTopaMu CUHTE3a U CeK-
peunu AC B KITyOOUKOBOI 30HE KOPHI HAITIIO-
YEUHMKOB SIBJISIIOTCS] YPOBEHB Kausl B KDOBU
U AKTUBHOCTb PEHUH-aHTUOTEH3MHOBOM
cucrembl. HekoTopoe cTumynupytoliee Biv-
sHue okasbiBaloT Takke AKTI rumodusza,
MPEICEePAHbIA HATPUAYPETUUYECKUIA TOPMOH
U 10(baMMH.

BCacbIBaHMEM BOJIbI Uepe3 HATPUATIPOHUIIAe-
MbIe KaHaJIbl MeMOpaH 3IUTEIUATbHBIX KJle-
TOK, BBICTWJIAIOIIMX TUCTAIbHbIE KaHAJbIIbI
U cobupaTenbHble KaHalblibl MouyeK. B pe-
3yJIBTAaTe 3TOTO YBEIMIMBAETCST 00BEM LIUPKY-
mupytomeit kposu (OLIK) u monasnsieTcst
cekpelusi peHnHa. Kpome Toro, yBeanueHue
ypoBHs1 AC MOBBIIIAET 3KCKPELUNIO Kaus,
YTO MPUBOIUT K CHIZKEHUIO €r0 COJePKaHUS
B KpoBH (puc. 2).

BTOpbIM MOIIIHBIM CTUMYJIITOPOM CEKpe-
uun AC sIBIsieTcs] peHMH-aHTUOTEH3MHOBAs
cuctema. Coxpamenue OILIK, cHukeHume
AJl, B TOM 41CJie B IOYKAX, a TAKKE CTUMYJISI-
st B-aapeHOPEIIENITOPOB BI3bIBAIOT MTOBHI-
IIeHWe aKTUBHOCTU peHuHa Iia3Mbl (APIT).
CrieicTBEM 3TOTO SIBJISIETCSI aKTUBALIUS 00-
pa3oBaHMs B TIeUeHU M3 aHTMOTEH3WHOTeHA
aHruoTeH3uHa I, a 3aTeM — anrnoteH3uHa II,
KOTOpBIi 00J1a1aeT COCYIOCYKMBAKOIIUM 3¢-
(bexToM u yBeamuuBaet cekpenuio AC.

Takum o6pazom, APII Oyner cHUKeHHOM
MpU TEPBUYHOM TUIEPATbIOCTEPOHU3ME
(Tax Ha3bIBaeMBINl TUTIOPEHUHEMUIECKUI
TUTIEPATTLIOCTEPOHU3M), OTHAKO TIPU UCXO/I-
HO BBICOKOM YpOBHE peHMHa (B OCHOBHOM

IIponomkenue Ha ctp. 62.
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npu BazopeHanbHoit Al') ypoBeHb AC Takke
OymeT TOBbIIIeH (TMMeppeHUHEMUYECKUI
TUIIepaIbI0CTePOHU3M) (puc. 2).

IlepBuunbnii rumepaasaocreponusm (I1TA)
SIBIISICTCSI CIIENICTBUEM UPE3MEPHON CeKpeIun
AC — afeHOMO# HaJIMoYeyHWKa W TUIep-
IJIa3UM HAJIIOYEUHUKOB, BO3MOXEH TakKXkKe
WAMONATUYECKUI TUTePATIbIOCTEPOHU3M.

BriepBbie KTMHUKY abI0CTEPOHIPOIYIIM-
pyloleii ajeHoOMbl HaATOYeYHUKa OIucal
Konu B 1954 ronmy. Y nmereit anmbmoctepoma
penko sBnsiercs:t npuunHoii [1TA, B ocHOB-
HOM 3TO JIBYCTOPOHHSISI TUTIePITIa31sl HA/Imo-
YEYHUKOB.

W.E Young BbIZensieT IIECTb OCHOBHBIX
noarurnos [1TA B 3aBUCMMOCTU OT €ro 3THO-
noruu [4]:

— JIbJOCTEPOHIIPOAYLIMpPYIOLIAs aleHOMa
(35% ciyqaes);

— JIBYCTOPOHHSISI MIMOTIAaTHYecKasi TUTep-
miasus (60% ciydaes);

— MepBUYHAs OMHOCTOPOHHSISI TUITEPILIa-
3UsT HAATIOYeUHUKOB (2% ciyuaes);

— IbJAOCTEPOHITPOAYLIUPYIOLIASl ANPEHO-
KapuuHoma (<1% ciydaes);

— CeMEIHbI TUTepaibI0CTEPOHU3M:

* CIA 1 tuna (rumepaiabIOCTEPOHU3M,
noppatoiuiics nederuio ['K) (<1% cnyuaes);

* CIA 2 Turma (abaoCTe pOHIIPOIY LI PYIO-
mas ageHoMa WM WAMONATUYECKUN TUIep-
QJIbJIOCTEPOHU3M) — YacTOTa HEM3BECTHA;

— 9KTOMMYecKas ajbIOCTEPOHMPOIYIIH-
pyloniasg ageHoMa miau KapuuHoma (<1%
CJIydJaeB).

OCHOBHBIMM TIPOSIBJICHUSIMU OOJIE3HU SIB-
asaotess A M1 cMMIOTOMBI  TUIOKAJIMEMUU
(yTOMJISIEMOCTD, MBILLIEYHAs CIA00CTD, KaX/a,
nonnypust 1 HUKTypust). OHaKo He Bceraa ru-
TOKATMEeMUST SIBIISIETCSI 00s13aTeIbHBIM CUMIT-
tomoMm [IIA, ypoBeHb Kanuss MOXET OBITh
1 HOpMaJibHbIM. Haumbosiee 4yBCTBUTETBHBIM
JMArHOCTUYECKUM TECTOM SIBJISIETCSI TTOBBIIIIC-
HUE COOTHOLIEHUS anbaoctepoH/APTI.

Bricokas 3aboseBaeMOCTb U CMEPTHOCTb
OT CepIeYHO-COCYAUCTBIX 3abosieBaHUi
y 6onbHbIX ¢ T1TA He3aBUCHMO OT TSKECTU
Al  oOycioBiieHbl  MPOBOCIATUTEIbHBIM
u npodubpornueckum neiicreueMm AC Ha
pasHble COCTABJSIONINE CEPAEYHO-COCYAUC-
Toi1 cucteMbl. Ha HauanbHbIX cTanusix 0osnes-
Hu IITA moxeT mporekaTb 0€CCUMITOMHO.
OCHOBHBIE X€ KIMHUYECKUE CUMITTOMBI
00ycIoBIEHBI TTpexjie Bcero Al v runokaim-
emueii. KanoOsbl, cBsizaHHbIe ¢ Al 3aBUCAT OT
€e TSDKECTU M BapbUPYIOT OT TOJIOBHOI 60H,
TUMEPEMUU JIMLIA 10 BbIPAXKEHHOI €1aboCcTH,
HapyLIeHWsI 3pEHNUsI, PACCTPONCTB CO3HAHUS,
Cymopor (CMMITTOMOB TMITEPTOHUYECKON 2H-
nedanonarun). [MnokanveMus MposIBISIETCS
3arnopamu, nojMypuen, nonuauncueit (scie-
JICTBUE HApyIIEHUsS KOHIEHTPALMOHHOM
(yHKLIMU MOYEK), CIa0OCThIO, B TSXKEJbIX
CIydasix — TapaJuyoM M HapylleHUeM cep-
JIeYHOTO puT™Ma. BO3MOXHO BO3HMKHOBEHUE
TMIEPIIIMKEMUU WIN J1aXe BTOPUYHOTO ca-
XapHOTO AMadeTa, MOCKOJbKY MPOLEeCC CeKpe-
LIMY MHCYJIMHA 3aBUCUT OT YPOBHSI KaJlusl.

JIMarHoCcTHKA TUNepasibI0CTePOHU3MA MPO-
XOJIUT HECKOJIbKO 3TaroB. [1pexae Bcero mpu
HaJIMYMM psifa IpU3HAKoB (puc. 3) ucciemy-
10T ypoBeHb AC B KpOBH, €CJIM K& OH HOp-
MaJIbHBI — HCKJIIOYAIOT Jpyrue 3aboseBa-
HUST WU COCTOSIHUSI, KOTOPbIE MOTYT MMETh
CXOJIHYIO KJIIMHUYECKYIO KapTHHY.

Ecnu ke mokazatenu AC 11a3mMbl KPOBU MO-
BBIIIEHBI, CJEMYIOIIUM 3TArloM JOJDKHO CTaTh
pa3rpaHuyYeHKE TIEPBUYHOTO ¥ BTOPUYHOTO T~
nepanbaoctepoHu3Ma. C 3TOH 11e/1bl0 MPOBO-
JISIT HECKOJIBKO TMarHOCTUYECKUX TECTOB.

— CootHomenne AC/APIT sBnsietcss Hau-
Oosiee MHGOPMATUBHBIM AM(depeHInATbHBIM
TecToM. bojiee moKa3aTeNbHBIM SIBISETCS
WCCNeNOBaHUEe KPOBM, B3ATOE Y TallMEHTa,
HaXOJISIIIErocs: Ha TPOTSDKEHUM 2 4 B BEPTH-
KaJIbHOM TTOJIOXXEHHMHU, YEM B TOPU30OHTAIBHOM.

Il 62

[Tepen 3a60poM KpoBM HEOOXOAMMO YOETUThH-
Ccsl, UTO YPOBEHb KajMsl B KPOBM HOPMAJIbHBIIA,
MOCKOJIbKY TP TUIOKATUEMUUM CHUXKAETCS
cexpernst AC. O IITA cBUOEeTeNbCTBYET COOT-
nHomenue AC (ar/mn)/APIT (ar/mn) B yac >20,
0 BBICOKOI BEpOSITHOCTH MATOJIOTMM — YPOBEHb
AC >15 Hr/nn (npu OTHOBPEMEHHO BBICOKOM
AIIP). Ilpn uHTepnpeTalvy MOJTyYEHHBIX pe-
3yJILTaTOB CJIEMYET yUecTh BOZMOXKHOE BIUSHUE
Ha HMX Dsfia TIperapaToB, a TaKXkKe MOYeYHOI
HemoctaTouHoctu. B cmygae XITH cooTHoMIE-
Hue AC/APIT okaxeTcst JTOXXHO 3aBbIIIEHHBIM
3a CYET CHIXKCHMS peHUHa (Ha (hoHE BHICOKOTO
OLK) u nossiienuss AC (npu rumnepkaiie-
mun). beta-agpeHobaokatopsl cHkaoT APII
n cootHolreHre AC/APTI Gynet 3aBbIIIIEHHBIM,
Hao0O0pOT, CIUPOHOJAKTOH ToBHIIaeT APII,
JIPYTMe MOYETOHHBIE — YBEJIMUMBAIOT YPOBEHb
AC, a IuruaponyvpuaMHOBBIC TMITOTEH3UBHBIC
npenapatbl (Hubenunux) cHxaoT AC, 1 na-
xe npu ITA coorHomenne AC/APII moxer
0Ka3aTbCsl HOpMaIbHBIM. B CBS3M ¢ 9TUM Tiepen
HcciIeoBaHNEM, KaK MUHUMYM 3a 5 THel, cle-
JIyeT OTMEHUTb YKazaHHbIE IMperaparbl, a mpu
HEOOXOAMMOCTH TUTIOTEH3MBHOMW Teparnuu 3a-
MEHUTb MX Ha albda-aapeHo0J0KaTOPbl JUO0
Ha JIUITUA3EM.

Tect ¢ coaeBoii un(y3ueir. DTOT TecT uc-
TTOJTB3YIOT JUISI TIOATBEPKACHUSI AaBTOHOMHOM
cexpeunn AC. B TeueHue 4 4 BHyTpUBEHHO Ka-
niesibHO BBOAT pacTBop NaCl 0,9% u3 pacuera

HaTpUsl, a TakKXKe B ciiyyae TOoYeYHOU Hemo-
CTaTOYHOCTU. W HAmpoTHB, JIOXXHOOTPHUIIA-
TeJTbHBIC PE3yIbTaThl MOXHO TIOJYYUTh
y 0O0JIbHOTO, TIPUHUMAIOIIETO CIHUPOHOJIAK-
TOH, BIUIEPEHOH, IPyrue IUypeTUKU, UHIU-
OUTOPBI AaHTMOTEH3UHITPEBpalIaoNIero (ep-
MeHTa, 0JI0KaTOPhl PEeLIENTOPOB AaHTMOTEH3U -
Ha II, OmoxaTtopsl KalbLMEBBIX KaHAlIOB,
IIpY HATMYUY TUTIOKAIMEMUN [5].

Xupypruueckoe Jie4ueHue SIBJISIETCSI METO-
JIOM BbIOOpA /ISl TALIMEHTOB C aJIbIOCTEPOH-
MPOAYUMPYIOIIMMU OnyXxoisiMu. B ocrtab-
HBIX CIydasix cleayeT moaoupaTb MHAMBUILY-
aJIbHYI0 MEIMKAMEHTO3HYIO TUTIOTEH3UBHYIO
Tepamnuio (Tabim. 2).

CeMeiiHblil TUNEPATbAOCTEPOHU3M TIPEI-
cTaByieH nByMs BapuaHTtamu: CIA 1 tuna (ru-
MepagbIOCTEPOHU3M, MOMAIOIINICS Jeue-
Huto I'K) u CI'A 2 tuna (cunapom lopnoHna).
Oba 3T COCTOSIHUS XapaKTEePU3YIOTCS paH-
HMM HavasoMm Al M, Kak CJIeNcTBUe, pAHHUM
TOBPEXIEHNEM OPTaHOB-MUIIICHEIA.

CTIA 1 Tuna (TunepajibIoCTepOHU3M, IO/~
narotuiics neyeHuto I'K), KoTopblii BriepBbie
onucan CasepieHa u ap. B 1966 romy, siBisieT-
Cs1 BAPMAHTOM TUTIEPATTbIOCTEPOHU3MA C HU3-
KOpeHUHOBOM Al' M ¢ ayTOCOMHO-TOMUHAHT-
HBIM HacjienoBaHueM. [lpu 3Toit GoJje3HU
cekperusi AC konrponupyercs AKTT, a He
aHrnoteHsuHoM II, u moatomy oTAMUUTEND-
HOl uepToii 0OJIe3HU SIBISIETCS IOJHOE
u ObicTpoe momaBiaeHue AC IprueMOM 3K30-
renaeix 'K (mexkcamerasona). IlpuumHoii
CTA 1 tuma gBsieTcsl HaTmIre XUMEPHOTO Te-
Ha, KOTOPBII KoaupyeT OeoK, o0nagaroimit
(bepMeHTHOI aKTUBHOCTBIO 7181 cuHTe3a AC,
Ho KoTtopbiii peryaupyetcss AKTT.

CIA 1 Tuna BO3HUKaeT B pe3yibTaTe He-
paBHoro kpoccunrosepa B CYP11B1 (rena
113-OH) u CYPI11B2 (reHa ambmocTepoH-
CHHTETa3bl) BO BpeMsI Melio3a ¢ 00pa3oBaHMU-
eM CTpPYKTypbl, KoTopas cBs3biBaeT AKTI-

Heononumo 06CHEAOBOHME Ha ﬂepBM‘lelﬁ rmnepasbpoCTepoOHU3M B Cilyuasx:

Al + PesucreHtHas WUHcupeHtanoma Hauano AT Tskenas
rmno- Ar HapnoYyeyHuka + B BO3pacTe Ar
Kanuemus Ar no 20 ner

3a60p KPOBM YTPOM Y NALMEHTA B MONOXKEHUM CUAS:
- AnbpocrepoH
- APl unu peHuH nnasmei

T AC>416 nmons/n; >15 ur/an
L AP (<1,0 un/mn/u) unu | PeHuH nnazmbi (HUKe MUHUMANBHOTO YPOBHS

AC/API >555 (nmonb/n)/(Hn/mn) B wac unun >20 (Hn/an)/(Hn/mn) B vac

Puc. 3. HauanbHas auarHoctuka MrA [4]

1140 m/m> noBepxHOCTH Tena. B KoHLE MH-
by3un uccnenyior AC U KOpTU30J B KPOBH.
B cyuae I1TA ypoBenb AC coxpaHsieTcs BbIlle
10 Hr/m1, npy BTOpuyHOM — Huke 10 Hr/m.
Takke WMCCIEMYIOT YpOBEHb KOPTHU30JA IS
nckmouenus BiusgHusg AKTID na poct AC.
[Tpu Ha3HAYeHUM TIPOOBI Y HEKOTOPBIX TALM-
€HTOB HEOOXOIUMO YUECTh PUCK YCYTyOJIeHus
TUITOKAJTMEMUU WJIW TUIIEPBOJIEMUMU.
IlepopanbHblii TeCT € C0JIEBOil HArpPY3KOid.
B xome Tecta mpuHUMAIOT TabJIETKU XJTOpUIa
HaTpus U3 pacueta 12 r Ha 1,7 M> HoBepXHOC-
TH Tejla Ha MPOTSDKEHUU TpeX MHeil Ha (oHe
0OBIYHOI aueTh, 3aTeM u3mepsitoT AC B cy-
TouHoii Moue. B cmydyae IITA yposeHr AC
B Moue npesbiiaet 10-14 MKr/cyT npu Bbije-
JIEHUUW HaTpusl ¢ MO4Yoit 6osee 250 HMOJb/CYT.
IIpo6a ¢ kanTonmpujaoM OCHOBaHa Ha TOM,
YTO MoJaBjeHe 00pa30BaHUsl aHTUOTEH3UHA
11 He 1OTKHO BIUSATH HA ABTOHOMHYIO CEKpe-
muio AC nipu IITIA. TlauyeHT npuHUMaeT per
0s 25 MT KamnTonpuia, u yepe3 60 MUH y HETO
uccaenywt cootHomeHue AC/APII.
[TpoBonst OLIeHKY pe3ybTaToB UCCIea0Ba-
Hust cootHowenus: AC/APII, Heobxomumo
y4ecTb BO3MOXHOE BJMSIHUE Ha HEro psna
dakropoB. Tak, JOXHOMOJOXUTEIbHbIE pPe-
3yJIBTaThl MOXKHO TOJIYYUTh B CITydae mpremMa
MAIMeHTOM OeTa-apeHOOIOKAaTOPOB, HeCTe-
POUIHBIX MPOTUBOBOCTIAJIUTEIBLHBIX ITperapa-
TOB, TIPU JTUETE C BBICOKUM COMACPXaHUEM

yyBcTBUTEIbHBIN TTpoMoTop CYPI11B1 ¢ re-
HoM CYP11B2 [7]. OTo mpuBOIUT K TOMY, UTO
perysiiyst cuHTe3a AC TTPOMCXOINT IO, BITU -
ssHueM AKTT myrem akcrpeccuu sKTonuyec-
Koro ¢epMeHTa B ITyYKOBOI 30HE KOpPbI Hajl-
TMOYEYHUKOB. Y TaKUX O0JbHBIX (POPMUPYETCST
JIBYCTOPOHHSISI TUTIEPILIA3HMsI TTyYKOBOI 30HbI.

Kmanueckue npossnenusa CIA 1 Tuma Ba-
pUabeNTbHBI, THITOKATMEMUsST ¥ MeTaboImuec-
KU1 aJIKajio3 MOTYT OTCYTCTBOBATh, HO MOCTO-
SSHHBIM cumnToMoM siisiercst AL 3aGoneBa-
HUE XapaKTepu3yeTcsl BOBHUKHOBEHUEM B paH-
HEM JIETCKOM BO3pacTe, C YMEPEHHOM WM Ts-
xkenoit Al a TakKe BBICOKOI YacTOTOM 1ieped-
POBACKYJIIPHBIX OCIIOXKHeHMit. PocT m pa3Bu-
THUE JIeTeil OOBIYHO HE HapyIIeHBDI.

Bniepsbie CT'A 2 Tumna 6bu1 onucax [opao-
HOM U COaBT. KaK CaMOCTOSITeJIbHOE 3a00J1e-
BaHue B 1980 rony (cemeiiHas runepkanue-
Mmudeckas runepreHsus). [Ipu sroii maTo-
JIOTUW TIOBBIIIEHWE CUHTE3a allbIOCTepOHa
MPOUCXOIUT BCJENCTBUE TUIEPILIA3UU KO-
pPbl HAATIOYEYHUKOB WJM albJIOCTEPOMBI,
n cekpeuust AC He 3aBucut ot AKTT u no-
3TOMY He pearupyeT Ha JeyeHue I'K. M3BecT-
Ho, uto CIA 2 Tmma HaciemyeTcs IO ayTo-
COMHO-JIOMUHAHTHOMY THUITy, HO OKOHYa-
TEJbHBI MEXaHU3M €ro pa3BUTUS HE SICEH,
XOT$I OMpeNeseHO, YTO JIOKYC aHOMAJIbHOTO
reHa pacrnoJjiaraercssi B peruoHe 7p22.
B otnuuue ot CI'A 1 tuna 3abosneBaHue He
TIPOSIBIISIETCS Y MJIQICHIIEB, U Yy OOJbHBIX
JIOCTATOYHO OBICTPO (PopMUpPYeTCs ameHOMa
HaJMOYeYHUKOB.

st 60J€3HM XapaKTepHbI TPU OCHOBHBIX
npu3Haka: runepkaiueMusi, AI' 1 HopMasb-
Hasl CKOPOCTb KJIYyOOUKOBOM (uiabTpaliuu.
JIpyrMHu TIPOSIBJIEHUSIMU SIBJISTIOTCSI CHUKE-
Hue APII, AC, moBblllleHHAs KaJbLIMYyPUsI
U TUTNEPXJIOPEeMUYECKUI allia03 pa3IuaHON
CTEeTICHU, Yy JIeTeil MOXeT pa3BUBaThCS 3a-
JiepXKa pocTa.

JleueOHas TakTrka CIA 2 TUMa 3aBUCUT OT
M3MEHEHU B HaJANOYeYHUKAX: MPU OIHO-
CTOpPOHHEN ameHOMe — OTEePaTUBHO KOPPEK-
LM, TIPY IBYCTOPOHHEH TUIIEPIUIa3uu Hajl-
MOYEYHUKOB — crnupoHosakToH, Al' u ru-
NepKaJMeMUs XOpOIlo OTBEYAIOT Ha JieueHue
TUA3UAHBIMU IUYPETUKAMM.

Cpenu pa3nuHbIX (HOPM BPOXKIEHHOM JHC-
dbynkuuu kopel Hagmoyeynukos (BIKH)
croiikoit AI' cormpoBoOXIat0TCsI BApUAHTHI 3a-
OosieBaHUsI, BO3HUKAIOIIME BCJIEACTBUE Jie-
durura  depmerToB  11B-rumpokcunasbi
u 170-ruapoKcunasspl.

BIAKH Bcnencrsue necdurmra 113-runpok-
cunazsl (113-OH) saBnsercss ayrocomHoO-
peLieCCUBHBIM 3a00JIeBaHMEM, KOTOPOE BbI3Ba-
Ho mytauueit B reHe CYP11B1, nokanuzo-
BaHHOro Ha xpoMocome 8.21. CeronHs u3Be-
CTHO Ooyiee 45 Takux MyTallMii, B OCHOB-
HOM — TOUEUHBIX. DTO 3a00JIeBaHNE BBISBIISI-
10Ty 1 pedbenka u3 100 ThIC. XKUBBIX HOBOPOXK-
JIEHHBIX, XOT$ YacTOTa 00JIE3HU 3HAUUTEIBHO
BBIIIE B €IMHOKPOBHBIX €BPEHCKHUX CEMbSX

Ta6nuua 2. Mpenaparbl, npumensiemble y 6onbHbix ¢ AT npyu runepanbpgocrepoHusme [6]

Mpenapar Knacc
CnMpoHONAKTOH AHTAroHMcT anbpoCTEPOHA
Amunopupn Kanmiic6eperaiowmii guypetuk
TpuamrepeH Kanwuiic6eperatowmii guypetuk
Hi et OvruaponupuaMHOBLINA 6nokarop
KanbLMEBbIX KAHAIOB

Fr e T AvruaponupuaMHOBLIA 6nokarop
KanbLMEBbIX KAHAJIOB

et HepurupponupuauHosbiii 6nokarop
KanbL1eBbIX KAHANOB

JoKca3o3uH Anbda-appeHobnokarop

Mpaso3uH Anbda-appeHobnokarop

Meanarpuyeckas gosa

1-3,3 Mr/Kr/cyT per os, ORHOKPATHO MNU
pasgenutb Ha 2 npuema kaxabie 12 y,
Ho He 6onee 100 mr/cyT

0,4-0,625 mr/kr/cyT per os, HO He 6onee
20 mr/cyt

1-2 mr/Kr/cyT per os, paspenutb Ha

2 npuema kaxxabie 12 4, MaKCUManbHas

no3a 3-4 mr/Kr/cyT per os, pasgenuTb Ha
2 npuema kaxabie 12 4 - o 300 mr/cyT

Hauunars ¢ 0,25-0,5 mr/kr/cyT ogHOKpaTHO
WNM paspenuTb Ha 2 npuema Kaxpapble 12 4,
Ho He 6onee 3 mr/kr/cyT (120 mr/cyr)
Hetam po 6 net: 6e30NACHOCTL

1 3¢ peKTUBHOCTb HE YCTAHOBNEHA

Letam po 6 net: 6e30NACHOCTbL
1 3¢ peKTUBHOCTb HE YCTAHOBNEHA
Hetam crapuie 6 ner: 2,5-5 mr/cyT per os

1,5-2 mr/Kr/cyT per os, 403y paspenutb
Ha npuembl Kaxable 6-8 u, Ho He Gonee
6 mr/kr/cyt unu 360 mr/cyt

[Ans peteii 6esonacHocTb U 3pHEKTUBHOCTL
He YCTAHOBNEHA

Hauunars ¢ 0,05-0,1 mr/kr/cyT per os,
paspenuTb 403y Ha KOXAbIE 8 4, TUTPOBATL
Ao 0,5 mr/kr/cyT, Ho He Bbiwe 20 mr/cyT
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u3 CesepHoii Adbpuxku (1:5-7 ThIC. KUBBIX
HOBOPOXIEHHBIX).

Pome depmenta 11-OH 3akmiovaercs
B TOM, YTO OH KaTaJU3MpYeT TpeBpallleHue
JOKC B KOPTMKOCTEPOH, J1€30KCUKOPTHU30-
Jla — B KOPTU30J1, & TAKXKe aHAPOCTEHAMOHA —
B ll-ruppoxkcuaHapocTeHaAMOH (puc. 4).
B cnyuae medunnra manHoro ¢dpepmMeHTa He
TPOUCXOAUT OOpPa30BaHUSI KOPTMKOCTEPOHA
U KOPTU30JIa, U B pe3yjibraTe HU3KUIA ypo-
BEHb KOPTHU30Jia MPUBOAUT K XPOHUUECKOMY
nosbieHuto cekperuu AKTI (o mexaHu3s-
My ABOMHON OOpaTHOM CBSI3U PEryIsuuu
CcTepoMIOreHe3a B HaAIlovYeuyHuKax). Bmecte
C TeM BCJIEICTBUE COXpaHstolierocs nedu-
uuta 11B-OH mocTaTouHBIN CUHTE3 KOPTH-
30J1a BCE e He MPOMCXOOUT, HECMOTpPS Ha
runepcekpennto AKTI. Bmecto storo B kpo-
BM HaKaruiMBaeTcs U30bITOYHOE KOJUYECTBO
MPOMEXYTOUHBIX TTPOAYKTOB CUHTE3a KOPTHU-
30/la U KOPTUKOCTEPOHA (COOTBETCTBEHHO
11-ne3okcukoptuzona u 11-JJOKC). Dtu
MPOTOPMOHBI 00JIaIAI0T 3HAYU-

(c xapuoTtunom 46, XY) eHoTHIIA C TIPU3HA-
KaM{ HeIOCTaTOYHON MAacKyJIMHM3ALNH,
a B JIaJIbHEMIIIeM YCYTYOJISIeTCSI OTCYTCTBHEM
nyoeprata. [1pu 3T0# marosorum Takxke Ha-
pYILIEH CHHTE3 3CTPOreHOB (00pasyloTcs 13
TecTocTepoHa) (puc. 4), 4To 00yCIOBIMBAET
HEIOCTAaTOYHOE Pa3BUTHE BTOPUYHBIX MOJIO-
BBIX IIPU3HAKOB Y IEBOYEK, a B yOePTaTHOM
BO3pacTe — MePBUYHYI0 aMEHOPEIO.

ITpu BJAKH ¢ nepuiiutom 170-OH roBbi-
meH B kpoBu ypoBeHb JJOKC u kopTukocTe-
poHa, nostomy Al u rumnoxaiuemMusi MOTyT
OLITh TEPBBIMU IIPOSIBICHUSIMU OO0JE3HU
B JIIOOOM BO3pacTe MM MOTYT COYETaThCs
C aHOMAaJIbHBIM CTPOEHUEM HAPYKHBIX TTOJI0-
BbIX opraHoB. Kak u mpu gedunure 113-OH
cHxeHue obpasoBaHusi AC sIBisieTcsl BTO-
PUYHBIM, BCJEICTBUE YMEHbBILEHUS YPOBHS
pEeHMHA B pe3y/IbTaTe 3HAYUTEIbHOTO HAKOII -
nenusa JOKC (puc. 5).

Cunapom MHuMOro u3dobitka MK — penkast
BpPOXIEHHAas MaToJIOrusi, KOTopasi onmucaHa

MDKANCLUMIIIHAPHI MPOBJIEMU « KOHCIEKT JIIKAPA

HE Pa3InyaioT KOPTU30J OT ero MpUpPOJHOTO
quranga AC, mosToMy B HOpME aKTUBUPY-
I0TCSl JIIIIb MUHUMAJIbHBIM KOJIMYECTBOM
AC, BbigensieMoro HaanovyeuHukamu. Cie-
IyeT Takke ydecTb, 4to 11B-OH-ATI-2 He
y4yacTBYeT B mpoliecce MeTadbonuzma AC
1 He TIPEMNsSTCTBYET €ro CBSA3bIBAHUIO C pe-
nenrtopamu MK.

B cnyuae nedunura 113-OH-/AT'-2 unak-
THBAIIMSI KOPTU30J1a HE TTPOUCXOAUT U Ype3-
MEPHOE KOJIMYECTBO 3TON aKTMBHOI (POPMBI
neiicTByeT uepes perentopbl MK, 4To BbI3bI-
BaeT rurnepHartpueMuio, yBeaudenue OLLK,
roBbilieHre AJl, CHUXKeHUEe Kalusl KpOBU U,
Kak CJIe[ICTBUE, MO/IaBJIcCHUE PEHWHA U CHU-
xeHue cexkpeuun AC B KIyOOYKOBOI 30HE
HaAMo4YeuyHUKoB. [103TOMYy OHUM M3 TJIaB-
HbIX JIMarHOCTUYECKMX KPUTEPUEB NaHHOM
MaTOJIOTUU SIBJISIETCSI HU3KOPEHMHOBas Ghop-
Mma AlL

[TockonbKy ypoBeHb LIMPKYIUPYIOLIETO KOP-
TU30J1a TIOBBILIEH, 0 MEXAHU3MY «IBOMHOMN

TeJbHBIM MUHEPaJTOKOPTUKOUI-
HBIM 3 (HEKTOM, YTO U 00YCI0B-

XonecTtepon

JIMBAeT XapaKTepHYIO KIMHUYEC-
KYIO KapTHHY OOJIE3HH.

STAR/ZO-ZZ-D.GCMOHaSa

Tak, W30OBITOYHBIN CHUHTE3 K \ o W I - AaporeHs \
HJOKC cmocobcTByeT 3amepkKe MUHEPANIOKCPIMECWAEN, (M 3
HaTpUsl ¢ TOCIEAYIOUIUM YBEIU- =z § =
yenrem OLIK u wimuukoi AT MperHeHonoH S 17-mapokcunper- < Aeruppoanuanapo-
B g HEeHOJ10H X CTEepoH

pe3yJibTate  yBEJIMYEHHOTO g T ~ |

OLIK camxaercsa APII, a B nanb- ‘ g 3-TMAPOKCHCTEPOMARET Ao aHasa | 17B-ruapokcuctepons-
HeiimeM — u AC (puc. 5). Ypo- s AcTvnaporeHasa
BEHb KaJlMsl CHUXKAETCS He [I0CTO- MporecTepoH =l 17mapokcunpo- AHAPOCTEHANOH
SHHO M pa3BUBAETCs OIHOBpE- _ recTepoH — . AHppocTerauon
MEHHO € 3a11CPXKKON KPOBH. [ 21-rngpokcunasa \ 11B-ruppokcunasa

CHUMITOMOB  IOTEPU  COJIH \—@—/
Yy HOBOPOXIEHHBIX OOBIYHO HET, 11-Ae30Kcukop- 11-nesokcukopTM3On 11-rapokem-
TMOCKOJIbKY HET TMIIOHATPUEMUU. TUKOCTEPOH aHAPOCTEHAMOH
AT BcTpeyaeTcs MpUOIM3UTETBHO 1
Yy 2/3 HeleUCHbIX MAIMEHTOB, | Mp-mpporounasa || ‘ [17B-rapoKkcHcTeponARernAporeHasa
peaKo — y MJIajieHIIeB U He Co-
TMPOBOXIAETCA MOBBLILLIEHUEM HU KopTukoctepoH KOPTW30M
peruHa, Hu AC. TECTOCTEPOH |«

Eute ogHuM nposiBIeHUEM Jie- . /
¢unmra 118-OH asnsercs mpe- PT— Apomarasa
HaTaJbHasl BUPWIM3ALIMS Y IE€BO-

o KOPTUKOCTEPOH

YeK pa3HOW CTeneHW BbIpaXKeH- OcTpoH
HOCTH €  MHTePCEKCYalbHbIM T AvrmpporectocTepon
CTPOCHMEM HapYKHBIX TOJOBBIX /
OpraHoB. DTO TPOUCXOIUT Kak ANbAOCTEPOH 3cTpon @
pe3yabTaT 4pe3MEepHOro HaKoOII-
JIEHUST TPeAleCTBEHHUKOB CHH-
te3a 'K 1 aHaporeHoB (B OCHOB- SCTPAAMOIN
HOM aHOpocTeHauoHa) (puc. 4).
IIpusHakym M30BITKA aHOPOTEHOB
MOTYT MpOSIBISATHCS Y JIEBOYEK Puc. 4. Cxema crepouporeHesa B HAANOYEUHUKAX
1 MaJbuYMKOB Ha JTI0OOM 3Tarie MoCTHATalb-
HOTO Pa3BUTHUS, C MPOTPECCUPOBAHUEM BU- M BOKC
pWIM3alMKM, B TOM YHUCIE TIPeXAEeBPeMEH-
HBIM ITy0apxe, omepexeHueM (pU3NIeCKOTro
pa3BUTHS, KOCTHOTO CO3peBaHUST (KOCTHBIM
BO3pacT orepexaeT IMacropTHHIN) U TO3Xe +
B JIETCTBE — LIEHTPAJbHBIM NpPEXIEBPEMEH- T Anbpocrepon ———> T?Te;zc::esul:l?l(’fu N Touk
HBIM TTOJIOBBIM Pa3BUTHEM.

JleyeHue Takux AeTell 3aKI0yaeTcsl B Ha-
3HaueHuu ['K ¢ 3amecTuTe bHON 11eJblo. LK
MenrkaMeHTO3HOe BOCCTAHOBJICHHWE WX -
HOPMAaJIbHOTO YPOBHSI YMEHBIIIAET TUTePCeK-
peunto AKTI co cHuXeHMEM CTUMYJISIUMU 1 AnrvorensmH | — TAnbAocrepou 1 Permmn

HAJIMOYEYHUKOB M, KaK CJIEACTBUE, YMEHb-
IeHueM 00pa3oBaHMsI TPEAIIeCTBEHHUKOB
cunte3a 'K u angporeHos. B mpouecce ne-
YEHUS CIIeTyeT MPOBOIUTD TIIATETLHBIN KN -
HUYECKUI MOHUTOPUHT JeTel BO u3bexaHue
nepeno3upoBku 'K 1 Kak ciencTBust moaaB-
JIEHUS IMHEHOTO pocTa JETeH.

Heduuut 17a-runpoxkcunassl (17a-OH)
BOBHUKAET KaK pe3yJbTaT MyTallMii B IIUTO-
xpome P450 C17 (CYP17Al1) — depmenTa,
KOTOpBI y4yacTByeT B crepounoreHese 17o.-
ruapokcuaassl u 17,20-nmuaspl. CTpyKTypHO
ren nuroxpoma CYP17Al pacnonoxeH Ha
xpomocome 10q24.3, u ceroaHs1 onvcaHbl 00-
nee 50 pa3nIMUYHBIX MyTalWdii B 3TOM TeHE.
Heduuur dpepmeHTa IMPUBOAUT K YMEHBIIIC-
HUIO CUHTEe3a KOPTU30JI1a U TIOJIOBBIX CTEPOU-
JIOB, TPOM3BOJCTBO KOTOPBIX TPEOYET MPUCYT-
ctBust 17,20-1ua3el u 170-TUAPOKCUIA3L.

ITpuHKMMast Bo BHUMaHUe TO, YTO (DEpMEHT
170-OH yuyacTByeT B CUHTE3€ aHAPOTEHOB
U B HAJIIMMOYEYHUKAX, U B IMUKaAX, ero nedu-
LIUT TIPUBOAUT K TOTAJIbHOMY CHUXCHUIO
OMOCHHTE3a aHJJPOTEHOB, YTO OOYCIOBINBAET
(opmMupoBaHue NPy POXKACHUM Y MATbUNKOB
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Puc. 5. Perynsaums AC u APy perteii ¢ aedpuuurom 11p-OH

MPUOIM3UTETbHO Y 60 MAIllMeHTOB Ha MPo-
TsikeHuu 20 JieT, BO3HMKAeT BCJIENCTBUE
myTaumii reHa HSD11B2, nokanu3oBaHHO-
ro Ha xpoMocome 16q22, U OOJBITMHCTBO
MalMeHTOB C 3TOI MaTOJOTUEl TOMO3UTOT-
HbI TT0 OJHOM M3 pa3JIMYHBIX MyTaluii. 3a-
0OosieBaHM€ BO3HUKAET BCJIEICTBUE IehU-
uuta depmenrta 11B-ruapokcucrepouie-
ruaporeHassl 2 tTumna (11B3-OH-AT-2), xo-
TOPBII  KOAMpPYETCS yKa3aHHBIM TeHOM
1 MMEET ayTOCOMHO-PELIECCMBHOE HACIE/10-
Banue. @epment 11B-OH-ATl-2 o6GbryHO
HaxOAMUTCS B AMCTAJbHBIX U3BUTHIX KaHAb-
11ax Moyek, Iie OH yJyacTBYeT B IpeBpalie-
HMU TMPKYJMPYIONIeTo KOPTU30J1a B €T0 He-
AKTUBHBI MeTabOJUT KOPTU30H, KOTOPbIii
B 3TOi (popMe He CITOCOOEH IPOSIBIATL CBOU
addexTh yepe3 penentopbl MK. D1i penen-
TOpbl HE SIBISIOTCS M30UpaTeIbHBIMU U

00paTHOI CBSI3U» CHMKAETCSI CEKPEeLs TUMO-
¢uzom AKTT, uro B manbHeiilieM NpUBOAUT
K COKpAIIIEHUIO CEKPelMM BCeX TOPMOHOB
nyukoBoii 30Hb (I'K). Takum o0Opasom,
IUIsE CMHIpOMa MHUMoTo 130biTka MK xapak-
TepHbI HU3KOpeHHOBast A" 1 TunokanuemMus,
cHKeHHbI ypoBeHb AKTI u xoptusona,
a TaKKe COXpaHeHHasi CIOCOOHOCTh K BBIKH-
BaHUIO B YCJTOBUSIX ISHCTBUS CTPECCOBBIX (hak-
TOopoB 0e3 3amectutenbHoit Teparuu 'K, He-
CMOTpsI Ha HU3KUIA YPOBEHb CTEPOUJIOB.
3abosieBaHre OOBIYHO TIPOSIBIISIETCSI B PaH-
HEM JEeTCKOM BO3pacTe HU3KUM BECOM TpHU
POXIEHUU, TTOCIEPOAOBON 3aAE€PXKKOM pa3BU-
tust, Al, cToliKO# Mmoanypueil 1 MOIUINIICH -
eit. B nerckom i 10HOIIeCKOM Bo3pacTte He-
PEIKO PeruCTPUPYIOT BTOPUYHBIEC TUTIEPTOHM -
YecKue MOpaXkKeHMsI OTHOTO MJIM HECKOJIbKUX
opraHos (ToyeK, cepaua, CeTYaTKu WIu

IIHC), BbICOK pHUCK CMEPTH OT TUIEPTOHU-
YeCKOTO MHCYJIBTa U CEpAEYHOTrO TMPUCTYyIA,
YacTO BCTPEUAIOTCSI TUTIEPKAIBLIMYPUSI C Hed-
POKaJbLIMHO30M  BCJIEACTBHE TMATOJOTUM
KaJbleBo-hochopHOro ooOMeHa.

XapakTepHbIMU TPU3HAKAMU SIBJISIIOTCS
TUIMOKAJIMEMUYECKUI aJiKajio3, CHUXKEHHBIN
noka3atenb APII, Huskuii nnm Heompenes-
eMblii ypoBeHb AC.

JleueHnue nereii 3aKII04YaETCsl B KOPPEKIIMU
runokanvemuu u Al C 3Toii 1ienbto mpera-
paTamMu BbIOOpa SBJISIIOTCS AaHTATOHUCTHI pe-
nenTopoB AC (cniupoHonakToH). Takxke pe-
KOMEH/IYIOT OTPaHUYUTh B TUTAHUU TTPOAYK-
THI, coaepkamue Hatpuii (rmoBeimaeT OLK),
a TalueHTaM ¢ He(pOKaJIbLIMHO30M JIOTOJI-
HUTEJbHO HA3HAYalOT THa3UIHbIE MOUYETOH-
Hele. I1py1 HEOOXOIMMOCTU YCUJIEHUST TUIIO-
TEH3UBHOTO0 3 heKTa K JIeUeHUIO J00aBISIOT
TUA3U/Ibl UM aMUJIOPU/L.

[Tpr3Haku 601€3HM MOTYT BOSHUKATh TaK-
K€ B cJIydae Ype3MepHOTO YITOTpeOIeHUs CO-
JIOJIKU (JTaKpUIIbI) ¥ KapOEHOKCOJIOHA, KOTO-
pbie ogasstioT hepment 113-OH-AT-2.

Cunapom JIugnia (rnceBaorumnepasibaocre-
POHM3M) SIBJISIETCS PEAKOIl TMaTojoTueit
C ayTOCOMHO-JIOMUHAHTHBIM HacJeq0BaHU-
€M, KOTOpasi BOBHMKAET BCJICACTBHE MyTallUU
Oera- ¥ raMMa-CcyObeAMHUL] aMUJIOPUIUYB-
CTBUTEJIbHOTO HATPUEBOTO KaHasa 3MUTEIUs
MOYEYHBIX KaHAIbLIEB. DTO MPUBOAUT K TO-
BBILIEHHOU peabcopOIMu HATPUsI U DKCKpe-
LMY KaJIsl B AUCTATbHBIX TIOYSUHbBIX KaHAIb-
1ax ¢ Tocjieayolleil TrurnepHaTprueMueit
u Al MI30bITOYHOE BBIIEIEHUE KaUs C MO-
YOii MPUBOAUT K TMIOKAIMEMUU U TUIIOKA-
JINEMUUYECKOMY aJIKajio3y, a TUIepHaTpue-
MUSI — K TIOJJaBJIEHUIO PEHUH-aHTUOTEH3UH-
aJbIIOCTEPOHOBOI OCHU M, KakK CJeICTBUE,
K cHkeHuto AC.

Manudecranusi 3a00eBaHUsT OTMEUYAETCs
B PaHHEM JIETCKOM BO3pacTe, yalle — OT 6 Mec
110 4-5 JIeT, B IepBbIe MECS1Ibl OTMEYAIOT TsKe-
JIYI0 IeTUAPATALINIO, TUTIOTJIMKEMUIO, C 2 JIET —
nporpeccupyer Tspkenas Al (cuctonnueckoe
AJl moxet npeBbiiath 200 MM pT. CT., a 1ua-
cronnueckoe — 100 mwm pt. ct.). Jletn moruoa-
0T OT OCJIOXKHEHMUI Ha (hoHe BbicoKoii Al ec-
JIA K€ TOXKUBAIOT 10 4-5 JIeT, TO 3HAYMTEIBHO
OTCTAIOT B TICUXWYECKOM U (DU3MUECKOM pa3-
Butuu. [Toatomy 3anono3puts curapom Jlna-
IUTa cJIeayeT y pebeHKa ¢ OTCTaBaHMeM B (DU3M-
YECKOM M TICUXMYECKOM DPa3BUTUU Ha (hOHE
TspKenoil Al HavaBIlelicss B paHHEM JETCKOM
BO3pacTe.

[Ipwu aToit maronoruu Al' 1 TtMmoKaneMust
MOAJAIOTCS KOPPEKIIMN aMUJIOPUIOM U TPH-
aMTEpEHOM, HO He CITUPOHOJAKTOHOM.

Cpeau J0CTaTOYHO WM3BECTHBIX MPUYMH
BTOPUYHOIO THUIMEPAIbAOCTEPOHMU3MA CTOUT
OTIEJbHO YIIOMSIHYTh O MOBBIIIEHHOU 3aBU-
cumoct ot MK neteii paHHero Bo3pacrta.
B nepuon mianeHuecTBa M A€TCTBA CYIIECT-
BYET BbIpakeHHasi 3aBUCUMOCTb peabcopO-
muuy HaTpust oT MK, MakcumasibHast — B Tie-
pUOI HOBOPOXIEHHOCTU, C MOCTENEHHBIM
ocJiabJieHEM TaKOi 3aBUCMMOCTHU C BO3pac-
TOM. OTO OOYCIOBIEHO HU3KON AaKTUB-
HOCTBIO B paHHEM BoO3pacTe peabcopOuumn
HaTpusi U BOJBI B MTPOKCUMAJIbHBIX KaHaJlb-
1ax, B pe3yJibTaTe 4Yero YyBEJIMUMBACTCS
Harpy3ka HaTpus W BOAbl Ha YPOBHE IHUC-
TaJIbHBIX MOYEYHBIX KaHalbleB. [TockoibKy
BcacblBaHWE HATPUs M BOJbI B OUCTAIbHBIX
KaHaJbllaX OMOCPEI0BaHO PEHUH-aHTMOTEH-
3UH-AJILJIOCTEPOHOBON CHUCTEMOM, Y HOBO-
poxnaeHHbix APIT B 10-20 pa3 Bblle, yem
Y B3POCJIBIX, C TIOCTEIEHHON HOpMaiu3aluuei
¢ Bo3pacToM. Takum o0Opa3oM, y HOBO-
POXIEHHBIX TPOUCXOAUT OTHOCHUTEIbHOE
yBeJqudyeHue ckopoctu cekpeuun AC
(>300 Mkr/M*/cyT mpotus 50 MKT/M’/cyT —
y B3pocibix) U ypoBHsi AC B I1azme
(80 Mxr/mt ipotuB 16 Mkr/mn) [6].

Ha pucyHke 6 mpeacTaBieH aJrOpuTM
nuddepenunanbHoi guarHoctuku Al, co-
MPOBOXIAIOLIEHCS TMITOKATUEMUEH.

Cunapom Kymmnra siBrisiercsl matojiorueit,
MpU KOTOPO#l TPOUCXOAUT U3OBITOUHBIMI
cuHre3 u cexpenus ['K B myuykoBoii 30He KO-
pbl HAJMOYEYHUKOB. DTa TUIEPCEKpPel s
MOXET HaXOAMTHCS MO HEMOCPEACTBEHHbBIM
koHTposeM AKTI (B ciyuae rureprpomyk-
v KPI, AKTI-niponyuupytolieit ageHoMbl

IIponomkenue Ha ctp. 64.

I 63 I




KAPAIONOrIA « NEKLIA

H.B. 3enunckas, k.m.H., YHIL, 3HAOKPUHHON XMPYPIrUM, TPAHCNAAHTALMMU SHAOKPUHHBIX OPraHOB

u tkaHen M3 YkpauHb

HagnoyeynuKoBas apmepuanbhan
2UNepmenauy | gemei

IIponomkenue. Havano na crp. 61.

rurtopusa nmt AKTT -sKTonmyeckoro cuHI-
poma (omyxonu, cekperupyomue KPI' wiun
AKTI), nu6o OwiTe AKTI-He3zaBUCHMOI
(ecnu MpUYMHON OOJIE3HU SIBJISIETCS OIMYyXOJIb
Haarmo4yeuyHuka, mpoayuupyomas ['K).

'K, neiicTBys1 uepe3 cOOCTBEHHBIE pelier-
TOPBI, HEMOCPEICTBEHHO YCUJIMBAIOT OTBET
TJIAKUX MBILILL COCYAI0B Ha JIeiCTBUE Mpec-
COPHBIX areHTOB, YTO MPUBOAUT K TMOBBIIIIE-
HMIO TOHYca 3THUX cocymoB. Kpome Toro,
Ype3MepHOe KOJMIECTBO KOPTU30JIa CBSI3bI-
Baetcs ¢ peuenropamu K MK ¢ mocnenyio-
XM TIOBBIIEHWEM peabcopOIyu HaTpusl,
3aJIeP>KKOI BOJIbI M YBETMYEHUEM BHYTPUCO-
CyAMCTOro 00bemMa. DTU U3MEHEHUS] TEMOIU-
HaMUKH BIUSIOT Ha Tieprdepuyeckoe corpo-
TUBJIEHUE W CEPACYHBIN BBHIOPOC, KOTOPBIE
B CBOIO ouepeib BiusitoT Ha A/l TToatomy st
cuHapoMa KylmMHra xapaktepHa TpeuMyllie-
CTBEHHO JAuactoanyeckas Al

Hpyrumu mposiBieHussMu cuHapoma Ky-
LIMHTA SIBIISTIOTCS 3a7epKKa pocTa U pruoaB-
Ka Beca C XapaKTepHBIM TYJOBUITHBIM OXMH-
peHueM, 3aliepxkKa nmydeprara, akHe, 60pIo-
BblE IIMPOKHUE CTPUHU (MPOSIBICHUST KaTabo-
Ju3Ma OeKOB KOXM), MOXET OBITb TMpPCY-
TU3M, pacCTpoiicTBa MOBeneHUs (BIUIOTH 0

00JIb B BMUTAaCTpUU M TPYAHOW KIETKE.
MHorue (GeoXpoMOLUTOMBI, OCOOEHHO
B coctae MOH 2 tuma u cungpoma ¢hoH
Iunnensa-JIungay, Moryr ObITh OECCHUMII-
TOMHBIMU.

Ha niepBoM 3Tane KaTexoJaMUHOBBIN Te-
He3 Al moaTBepXIaloT MpU OOHAPYKEHUM
MOBBILIEHUST COAEPXKAHUS KATeXOJAMUHOB
U UX META0OJIUTOB B MJ1a3Me KPOBU UJTU MO-
ye. BoicokocnenuduuHbIM 1151 TUarHOCTU -
K1 (DEOXpOMOIIMTOMBI SIBJISIETCSI TTOBBIIIE-
HUE CyMMapHBIX MeTaHe(PUHOB B CYTOY-
Hoii Moue. OgHAKO TIPeBbIIIEHUE HOPMaJlb-
HbIX TPaHULL TOKA3aTeJsi BO3MOXHO U B CIIy-
yasix (u3nuyecKkoil akTUBHOCTU, U TUIEP-
TEPMUU TOCJIe TTPUeMa HEKOTOPBIX MeIUKa-
MeHTOB. M Hao00poT, CyIIeCTBYIOT TaK Ha-
3bIBa€Mble HEMbIE (DEOXPOMOLIMTOMBI, KOTO-
pble HE BBIACISIOT KaTeXOJaMUHbI, JTU0O
cekpelusl MOoCAeIHUX HOCUT 3MU30AuYec-
KMUI XapakTep.

Crieiyol1M 3Tanom nocjie OuoxuMmuyiec-
KO NHUarHOCTUKU SIBJISIETCSl BU3yaau3allust
onyxosu ¢ nmomonisio MPT, KT, cumHTurpa-
uu ¢ 131-MeTaitonOeH3WITYaHUIMHOM.

IIpu oGHapyXKeHUM OIMYXOJU OCHOBHBIM
METO/JIOM €€ JIEYEHUS SIBISIETCS XUPYyp-

CTepOUIHOTO TICUX03a), OCTEOTNEHMUS. ruyeckoe yaajeHue. 37T0KauyeCTBEHHbIE
ArulK
Onpepnenenne APM u AC
TAC TAC lAc
TAPR LAPN lapn
AC/APM <10 AC/API >20 AC/APT <10
m | AC>15Hr/pn
BropuuHbliii Arc
rMnepanbaoCTEPOHU3M MepBuuHbii dk3oreHHbie MK
TMNepanbaoCTEPOHU3M Onyxonu, npoayuupyiowve
PeHoBackynspHas AT AOKC
Mpuem anypertnkos Cunapom Kywmura
PeHuH-cekpeTupyiowwue Aedunuur 1150H
onyxonu YcKopeHHbli MeTa6onusm
3nokauecrBeHHasa cragus Al anbAoOCTEPOHA
Koapkrauus aoptbi Cunppom Jinpana

Puc. 6. Anroputm guddepeHumanpHoi guardoctuku Al ¢ runokanuemuei

®eoXpoMONIUTOMA SBJISETCS TPUUUHOMN
AT y 1-2% neteit. M306bITOYHAS CeKpeLyst
KATeXOJaMUHOB MOXET TPOAYLUPOBATHCS
onyxoasiMu U3 XpoMadUHHBIX KIETOK,
13 MO3TOBOTO BEILIECTBA HAATIOUEYHUKOB JIM-
00 U3 CUMIATUYEeCKMX raHIIueB. XOTSI MUK
3a00J1eBaeMOCTH IIPUXOIUTCS Ha Bo3pacT 30-
40 net, B 10-20% ciyuaeB maToyoruio peru-
CTpUpYIOT y HeTeid B Bo3dpacte 9-12 et
B nerckom Bo3pacte yalie BCTpeyaloTcsl BHe-
HaJIMOYEYHUKOBBIE W JBYCTOPOHHHUE OITyXO-
M, a Takke (PeoxpoMormMroMa Kak KOMITO-
HeHT psiga cuHapoMoB (MBOH 2 tuna), Helipo-
¢dubpomartoza thna 1 u cuHApoMa GoH
[unnens-Jluuoay u ap.

XapaKTepHBIMU MPOSIBICHUSIMU (HEeOXpo-
MOIIUTOMBI SIBJISIIOTCSI CUMIITOMBI M30BITKA
KaTeXxoJIAaMUHOB. Y JeTell vaile BCeTo peru-
cTpupyoT Xkanoosl Ha Al (otmeuaroT y 70-
90% neteit, HO y 20% Ha ompeacieHHOM
aTane 00Je3HU MOXET OTCYTCTBOBATh), MOT-
JIMBOCTb, HapylleHWE 3PEHUs], TOLIHOTY,
PBOTY, IOTEPIO Macchl TeJsia, TOJUYPUIO
U TIOMUIUTICUIO, peXe HaONoaloT Takue
CHUMIITOMBI, KaK TOJIOBHAsT 60JIb, cepaieon-
eHMe, TpeMop, OJeMHOCTh KOXHBIX MOKPO-
BOB, 0€CIOKOMCTBO, MBIIICUHAsI CIa00CTh,
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(heoxpoMoIIUTOMBI TPEOYIOT NOTIOJTHUTEb-
HOI1 Tepanuu, B TOM YMcJie XMUMUOTEparuu
M JIy4eBOM Tepamuu. YUYUTBIBas BBICOKYIO
YacCTOTY HACJEICTBEHHOTO MPOMCXOXIe-
HUS (PEOXPOMOILIUTOMBI, IIPU €€ OOHapyxKe-
HWU Y OTHOTO U3 WIEHOB CEMbHM HEOOXOIN -
MO THIATEJILHO 00CIen0BaTh U APYTHUX.
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CraTbs HONEYATAHA B COKPALLEHMM.

Jl. Kosnoeckas, O.C. Bynkuna, 0.A. Kapnos

B ¢pokyce BHUMAHUS ceropHs HaAXOAUTCA PE3UCTEHTHAS, Unu pedppakTepHas,
aprepuanbHas runeproHus (Al) Kak ogHA U3 NPUYMH NISIOXOrO KOHTPOJIS
aprepuansHoro aasnenus (Afl). Mop pesucrentHoii AT, B cooTBeTCTBUM

¢ pexomeHpauusmu PMOAT /BHOK, Eeponeiickoro o6wecrea no Al'/EBponeiickoro
o6wecrea kapauonoros (ESH/ESC), a Takke AMepUKAHCKO# Konnerum
kapavonoros (ACC) u AMepukaHckoi accouuauum cepaua (AHA), noHumaior
npesBbilleHUe Lenesoro ypoeHs AJl, HECMOTpS HA Jie4YeHUe TPpeMs FrMNOTEH3UBHbIMU
npenaparamm, OgUH U3 KOTOPbIX — AUYPETUK.

PesucrentHas A" MoXeT ObITh KOHTpPO-
JIMpYeMOI B TOM cJiyyae, ecjiu KOHTpoJib AJl
JIOCTUTAeTCsl MPU Ha3HAYEHUU OOJIbIIETro
KoJIMyecTBa IpenapatoB. B mpoTuBHOM
ciyuae Al sBisieTcsl pe3UCTeHTHOM HEKOH-
TPOJIMPYEMOIA.

TakKe BBIICISIOT TICEBAOPE3UCTEHTHYIO
AT, 00yc/0BJIEHHYIO HEMPaBUJIbHBIM U3MeE-
penueM AJl, HU3KOI MPUBEPKEHHOCTHIO K
JICUEHUIO U «O(DUCHBIM» TIOBBIIIIeHUEM Al
B GosblIMHCTBE CilyyaeB pe3UCTEHTHOM SIB-
JigeTcsl Hepacro3HaHHasi BTopuuHas Al
CBSI3aHHAsl C CUHIPOMOM OOCTPYKTMBHOTO
arHo® BO BpeMs CHA, MEPBUYHBIM aJIbJ0-
CTEPOHU3MOM, (PEOXPOMOLIMTOMOI, TUMep-
KOPTULIU3MOM, MapeHXMMaTO3HBIMU 3a00-
JIEBaHUSIMU TIOYEK, CTEHO30M TMOYEYHBIX
apTepuii, 4acTo II0X0 KOHTpoaupyemast A’
BCTpeyaeTcs Mpu caxapHoMm auabdere. Kpo-
Me TOTO, K Pe3UCTEHTHOCTU MOTYT TMPUBO-
JIUTh YPE3MEPHOE MOTPEOJIEHUE COJU, all-
KOTOJISI U HEKOTOPBIE JIeKapcTBa (HECTepo-
WIHBIE TTPOTUBOBOCTIAJIUTEIBHBIC TIpeTapa-
o1 (HIIBII), cnaburenbHble, amdberamu-
HbI, TPOU3BOJHBIE deaprHa, SCTPOreHCo-
Jepxaliue opajbHble KOHTPAalLENTUBDI,
JJaKpUl1la, TJIIOKOKOPTUKOUIbI, 3PUTPOINO-
9TUHBI). BhIpaXkeHHOCTb TMMNEePTEH3UBHOTO
JENCTBUSI YKa3aHHBIX CPENCTB WHAMBUIY-
ajbHa, OJHAKO I0Ka3aHO, YTO €To MpOosiBie-
HUIO CITOCOOCTBYIOT MOXKWIION BO3pacT, ca-
XapHBI quadeT, CHUXKEeHUe MoYeyHOol (hyH-
KIWU.

Ocoboii ¢popmoit Al siBisieTcs 310Kauec-
TBEHHAsl TUMEPTOHHUS. 3J0KaYeCTBEHHasI
AT xapakTepusyeTcsi 3HAUUTEJIbHbIM MOBbI-
menuem AJl (6onee 180/120 MM pT. CT.) ¢
Pa3BUTUEM TSDKEJbIX U3MEHEHUI cocymuc-
TOM CTeHKU ((PUOPUHOUIHBINA HEKPO3), YTO
MPUBOANUT K KPOBOUBUSIHUSIM U/UIIN OTEKY
COCKa 3pUTeJbHOrO HepBa, UILIEMUM TKaHei
U HapylieHu1o GyHKIMU pa3IuvyHbIX Opra-
HoB. [lepexon Al B 310Ka4eCTBEHHYIO BO3-
MOXKEH TpU Bcex ee (popmax, OHAKO yalie
9TO TPOUCXOMUT Y TMAIMEHTOB CO BTOPHUY-
Hoit wu Tsexenoit ALL Tlpu orcyreTBUM 3-
(exruBHOrO JIeueHust 50% MalUeHTOB yMHU-
paloT B TeyeHue mnepBoro roga. Hammuue
3710KauecTBeHHOU Al olleHMBaeTCs Kak Tsi-
JKEJI0e HEOTJOXHOE COCTOSIHME U TpeOyeT
cHukeHust nuacroiamdeckoro AJl mo 100-
110 MM pr. cT. B TeueHue 24 4. BoabHBIM cO
3/10KauecTBeHHOW Al mokazaHa TpeXKOM-
TMOHEHTHasl TUTIOTeH3MBHAs Teparnusl.

[IpenukTopamMu HEMOCTATOUHOTO KOHTPO-
ns1 AJ1 SIBASIIOTCS TTOXKMJION BO3pacT (cTapiie
75 ner), TUMEPTPOoGdus JIEBOTO KeTymIouKa
(IJI2K), oxupeHue (MHIEKC Macchl Teaa 60-
nee 30 kr/M?), BeIcoKoe ucxonHoe AJl (cuc-
toimueckoe AJl 6oee 160 MM pT. CT.), Xpo-
HUYecKasl ToyeyHass HeIOCTAaTOYHOCTb C
KpeaTMHUHOM Oojiee 1,5 Mr/mi, caxapHblii
nuaberT, a TakKe, Mo pe3yJibTaTaM uccliienoBa-
Husg ALLHAT, npuHamiexxHocTh K Herpou -
HOM pace U XKeHCKUH TOJI.

Gnocobbl npeogonexus pesucmenmuoi AI,
PEKOMEH{OBAHHLIE QNY KNUHUYBCKDI
npaKmuku

HenpeMeHHBIMU YCIOBUSAMHU YCIIELIHOTO
nedyeHus Al aBISIOTCS CHUXEHUE Beca,
OorpaHuWYeHue MOTPedIEHUS COJIU, YITOTPED-
JIEHUS aJKOTOJIs, PETYJIIpHbIE PU3NYECKUE
HAarpy3kKM YMEpPEHHOW WHTEHCUBHOCTH,
JMeTa ¢ OTPAaHWYEHHUEM XWBOTHBIX XUPOB

1 ynotpebdjaeHreM OOJbIIOr0 KOJIUYecTBa
MOJIMHEHACHIILIEHHBIX XXUPOB, TPyOOH KJIeT-
yatku, oBouei, ¢pykroB (DASH-diet:
Dietary Approaches to Stop Hypertension),
MO0 BO3MOXHOCTHM, OTMEHa Ipernaparos,
CMoCOOCTBYIOUIMX MOBbIIeHUIO Al uUnu
YMEeHbIIAMUX 3(PGHEKTUBHOCTh TMITOTEH-
3UBHOM Teparuu, BBHISIBACHUE U JICUEHHE
BTOpUYHOI Al a TakXe HaOIt0IeHUE Y CITe-
uuanucta mno Al

OdyeHb BaXKHO, YTOOBI Bpay W IMaLIMEHT
MPOSIBJISIN  HACTOMUMBOCTh B CHUXEHUU
noBbIlIeHHOTO A/l U NTOCTUMKEHUHU €ro lie-
JieBoro ypoBHs. st moctukeHust adex-
TUBHOTO KOHTpoJist AJl oT GoJIbHOTO Tpebdy-
€TCsl MPUBEPXKEHHOCTD K JIEUEHUIO, & OHA BO
MHOTOM 3aBUCHUT OT TOTO, HACKOJbKO J100-
POCOBECTHO Bpay OyIeT MPOBOAUTH pasbsic-
HUTEJIbHYIO paboTy U CMOXET YOeauThb Ma-
I[UeHTa B HEOOXOMMMOCTH JISUUTHCS. 3ayac-
Tyio AT 6pBaeT hopManbHO MPU3HAHA pe-
3WCTEHTHOM, XOTSI CpencTBa (hapMakoTepa-
UM He BbIOPaHbI, 103bl IPENapaToB HE J0-
BEJCHbI 10 MaKCUMAaJIbHBIX TepaneBTUYeC-
KWX, HE MWCIOJIb30BaHbl pallMOHAJbHbIE
KOMOMHALIMU TUIOTEH3UBHBIX CPEICTB U
T.I.

Jns Hanbonee 3(POEKTUBHOrO JICUCHUS
pesucteHTHOI Al 11e1ecoo0pa3Ho Bosmeiic-
TBUE Ha pa3Hble 3BeHbs MaToreHe3a. Orpom-
HOE 3HaYeHUe TPUIAETCS Ha3HAYEHUIO OJ10-
KaToOpoB pPEHMH-aHTMOTEH3UH-AJIbI0CTEPO-
HoBoii cucteMbl (PAAC). JlokazaHa addek-
TUBHOCTb KoMOMHaiuu 6;1okatopoB PAAC ¢
aHtaroHuctamu Kanbuus (AK) kak npu ru-
10-, TaK 1 TIpU TUIIEpPeHUHOBOI hopme Al
3a CYeT MPSIMOTO U PEHUH-OMOCPEI0BAHHOTO
MexaHu3Mma Bazonuiartauuu. Ilpu KomOu-
HUPOBAHHOM TIPMMEHEHUU TpernaparoB
9TUX TPYyNN MOTEHLUPYIOTCS OPraHompo-
tekTopHbIe 3 dekThl (perpecc [TIK, mpo-
TEUHYPUHU, aHTUMIIEMUYECKOe, aHTHaTe-
POCKJIEPOTUYECKOE, HATPUIypeTUuecKoe
neiictBue). Kpome TOro, npu COBMeCTHOM
HazHaueHnu MAIID nubo Giokartopa pe-
uentopoB aHruoteHsuHa (bPA) ¢ AK Heii-
TPAIU3YIOTCSI KOHTPPETYJISTOPHbIE Mexa-
HM3MbI, CHUKatolre 3G (eKTUBHOCTD KaX-
JIOTO M3 TMpernapaToB B MOHOTEpanuu: B
npotuBoBec AK MATI® u BPA nogasistioT
aktuBHOCTh PAAC ¥ cuMnaTU4ecKoii HepB-
HOI cucTeMbl; B cBoto ouepeab AK ycunu-
BalOT BKCKPELMIO HATpHsl, YTO TMOBBILIAET
addextuBHocTs MATI®/BPA. Bbnaromaps
9TOMY YacToTa TaKMX HeXeaaTeIbHBIX 3¢-
(bexToB, KaK TaXMKapAMs U OTEKU TOJIEHEH,
3HAYUTETBHO CHIDKACTCS.

B GOJNBIIMHCTBO CXeM JIeUeHUST pe3UCTEHT-
Hoii A" BXOASIT MOUETOHHBIE CPEACTBA. YUn-
ThIBasi UMEIOIILYIOCS Y OOJIbHBIX C PE3UCTEH-
THOI A" CKpBITYIO (KaK IpaBUJIO, OTEKU OT-
CYTCTBYIOT) NEperpy3ky o0beMoM aaxe Mpu
JIeYeHUU MOYETOHHBIMU B CTAaHAAPTHBIX 10-
3aX, MOCJeIHUE JOKHBI Ha3HayaThCsl B
MaKCUMaJbHO TMepeHOoCUuMOi/3hdeKTUB-
Hoii 1o3e. J1o3a AuypeTrKa MmocTerneHHo yBe-
JINYUBAETCS 10 MAKCUMAJIbHO AOMYCTUMOINA.
B aroii cutyauuu HeoOXOAMMO MOMHMTH O
BO3MOXHOCTHU TIOSIBICHUST KJIMHUYECKUX
TIPU3HAKOB YpE3MEPHOIT JeTUApaTallim, Ta-
KUX Kak c/1abocTb, opTOCTaTUYECKasl TUIIO-
TOHMSI, CHUXeHUe repdy3umn TKaHeil (Io-
BbILIIEHUE KpeaTuHa, He OObSICHsIOLIeecs
JIpyTUMU TipuurHamu). UpesmepHas Tepa-
MUsI MOYETOHHBIMU MpernapaTaMyd MOXKET
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