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Abstract
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B pOXXIeHHas nMC(’pyHKuM;I KopbI HagnoueyHnkos (BIKH) —
9TO TPYIIIIA AyTOCOMHO-PEL|eCCUBHBIX 3a00/IEBAHMIT, XapaK-
TepUSYIOIINXCS AeeKTOM OFHOTO 13 (PepPMEHTOB MU TPAHC-
HOPTHBIX O€/IKOB, IPUHMUMAIOLINX YIaCTIE B CHHTe3e KOPTHU30-
Jla B KOpe HAAIIOYeYHVKOB. B HacTosllee BpeMs OIMCAHO
7 dopm BIKH (nedexr StAR-nporenna, gepunur 20,22-mec-
Mos1aspl, 170-rugpoxcunassl/17,20-nmmasel, 3B-rugpokcucre-
pouaernporeHassl, 21-rugpoxcuaassr, gepuiut 11p3-rugpo-
KCHTa3bl, OKCUIOPENYKTA3HI), 6 M3 KOTOPLIX IIPEICTaBIeHO Ha
PUCYHKe, a HOCTIefHNIT (PePMEHT SIB/ISETCSI JOHOPOM 3/IEKTPO-
HOB 1A Apyrux epmeHToB [1-4].

ITpu Bcex popmax BIKH otmevaercs medpuiut Koptusona,
YTO [0 MeXaHN3MY OTpPULATEIbHOI 00PAaTHOI CBA3MU MPIUBO-
INT K IOBBIIIEHUIO YPOBHA a[peHOKOPTUKOTPOIHOIO TOPMO-
Ha (AKTT) u runepriasuy HafIoO4YedyHUKOB. B pesymbrare
CTUMY/ISIUM HAJIOYETHNKOB IIPOUCXOUT U3OBITOYHOE Ha-
KOIUIEHUE CTEPON/IOB, IPELUIeCTBYOINX (epMEeHTaTUBHOMY
6noky. Knuunyeckas kapruna kaxpoi ¢popmer BIKH 06-
yc/IoB/IeHa Ae(UINTOM TOPMOHOB, CUHTE3 KOTOPBIX HEBO3MO-
JKEH NPy faHHOM (epMeHTATHBHOM 6/10Ke, 11 M30BITKOM Ha-
KaIUIMBAaeMbIX ITpeflIecTBeHHNKOB. Kak mpaBmo, 6rarogapst
ApKOIT KNMHNYecKoll kapTuHe fuarHo3 BIKH ycranasnmsaer-
51 B IeTCKOM Bo3pacre (Tab7. 1).

Hednnur 21-rugpoxcunasbl

JlanHast craThst HOCBsiIeHa Hanbosee vactoit popme BIKH,
orBevaroiei 3a 90% Bcex cIydaeB 9TOro 3ab0eBaHuA, — Jle-
¢unury 21-rupoKcnIaspl. YKasaHHasA MAaTONOTUA BOSHUKAET
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Ipy Hanuumu MyTauuii B rene CYP21, xogupylouiem pa60Ty
depmenra 21-ruppokcunassi [1, 2, 5]. B cyyae KpynHbIX My-
Tauuii (gemenuy, CIIaliCMHIOBOI MyTaluu), IPU KOTOPbIX aK-
TYBHOCTb epMeHTa CHIDKeHa 110 0-2%, pasBMBAIOTCS K/IacCH-
vyeckne ¢popmsl BIIKH (BupuinbHas u conbrepsmomas). [Ipu
TOYEYHBIX MYTaL[UAX U COXpaHeHMUM 10 50% axTuBHOCTHU (ep-
MeHTa pa3BUBaeTCs Hekmaccudeckas popma BIKH. B caygae
reTepO3UTOTHBIX MyTalMil KAMHUYECKas KapTUHA Ompeje-
nsteTcst 6oree «ierkor» Myrtareit (tabi. 2). PacpocrpaHeH-

Cxema cTepoungoreHesa B Kope Haano4e4HUMKOB U pacnosioXxeHue
OCHOBHbIX CbepMeHTOB, neq)eK'r B KOTOPbIX MOXXeT NpUuBOAUTb
K BOKH.
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Ta6nuua 1. OCHOBHble XapaKTepMCTUKM pa3nuyHbix hoopm BAKH

dopma

Onwucaxue

JlunonaHaA runepnnasna Kopbl
HaanoYeyYHNKOB (AepuumnT
StAR-npoTepuHa), neconunt
20,22-pecmonassl

CHWXEHWe CrHTe3a BCex CTeponaoB KOpbl HAAMOYe4YHNKOB, HaKoMnneHne nMnnuaoB B KOpe Haano4e4HMKoOB
KnunHnyeckas KapTuHa: TAXenaAa Hagno4yeyvyHnKoBaA He4oCTaTOYHOCTb, r’MNOroHaan3m, My)I(CKOVI nces,qorepmacbpo-
ANTU3M, ninnongHaaA runepnnasnAa Hagno4ye4yHMKoB

[Oednumt 170-rngpokcuna-

3bl/17,20-n1nasbl HaA rMnepTeHsnda, rmunokannemma

CHWXeHue cnHTesa KOpPTM30/1a 1 NONTIOBbLIX CTEPONO0B. MoBbiweHne YPOBHA anbocTepoHa 1 ero npeawecTsBeHHNKOB
KnunHnyeckas KapTtunHa: My)I(CKOVI nceB,u,orepmad)po,u.MTmsm, 3afep>KKa NoNnoBoro passBnUTnA y AeBo4eKk, apTepmalb-

/—OpMOHa.ﬂbele Mapkephbl! [e30KCUKOPTUKOCTEPOH, KOPTUKOCTEPOH

[OednumnT 3-ruapokencTepona-

aerngporeHasbl AeBpeMeHHOe agpeHapxe

CHVeHne cuHTe3a KopTU3ona 1 HapyLieHve npeBpalleHus AervapoanMaHapocTepoHa B aHAPOCTEHANOH
KnvHnyeckas kapTyHa: HaAno4Ye4YHMKOBaA HEAOCTATOUYHOCTb, MYXXCKOW U XXEHCKUIA NceBaorepmMapoanTam, npesx-

opMoHarbHble Mapkepbl: A5-CTeponapl: MPEerHeHoNoH, 17-ryapPOKCUNPErHeHOMOH, AervapoanaHapoCTEePOH

anbaocTepoHa
[ednumT 114-ruppokcnnasbl
pasBuTWe, apTepuanbHaA rmnepTeH3na

CHWXKeHWe CrHTEe3a KOPTU30/a, MOBbILLEHNE YPOBHA aHAPOreHOB 1 [E30KCUKOPTUKOCTEPOHA — NPe/LLecTBEHHUKA
KnuHn4eckasa KkapTuHa: Hano4YeYHKOBaA HEA0CTATOYHOCTb, BUPUIM3aLMA Y AeBOYEK, NPexAeBpeMeHHOe NooBoe

opmoHanbHbIv Mapkep : 11-0e30KCUKOPTUKOCTEPOH

[ednumT okengopenykTasbl
(myTauma reHa POR)

KapTuHa meHee cneumndmyHa, HYem npv apyrmx popmax. CHUKEH ypoBeHb NOOBbIX CTEPOMA0B, MAHEPaIoKOPTUKOM-
bl CHYXKEHbI UM B HOPME, Y AeBOYEK BO3MOXHA BUPWIM3ALMA HApY>HbIX MOMIOBbLIX OPraHoB, MOBLILIEHNE HECKOSIb-
KMX pasHbIX NpeALeCTBEHHNKOB KOPTM30a B KPOBU

opmoHanbHele mapkepsl: 170HP, nporectepoH, 17-ruapoKcunperHeHoNoH

[OednumT 21-rugpokcunassl Monopo6HO NpeacTaBneHo B cTaTbe

HOCTb KIaccuyecknx ¢popm geduiura 21-rufipoKcuiassl co-
craBnAer ot 1:10 000 go 1:20 000 HOBOpPOXAEHHBIX B MUpE, B
Poccniickoit epepanni, 10 faHHBIM HEOHATATBHOIO CKPU-
Hura, — 1:9500, Hekmaccudeckre GOPMBI BCTPEYAIOTCS dalle —
1:1000 [1-4].

Knunnueckas kaptuHa feduunra 21-ruipoKcunaspl cKia-
IBIBAETCS U3 2 OCHOBHBIX KOMIIOHEHTOB: HAlMOYeYHIKOBOIL
HEJOCTaTOYHOCTY, BO3HMKAIOIIIEH BCIeACTBIE epuiura CuH-
Te3a KOPTU30J1a U a/IbJOCTePOHA, 11 TUIIePAHIPOr€HIM, BO3HI-
Kalollel n3-3a 1306bITOYHOI IPOAYKIMY He3a6/I0KMPOBAHHBIX
IIOTIOBBIX CTepoujioB (cM. pucyHok). IIpm conmbrepsAromeit
¢dopme HanbOIEE OMACHBIM IIPOSIBIEHIEM SBJISIETCS HePUIINT
MUHEPATOKOPTUKOUOB: CHIDKAIOTCS peabcopOust HaTpsI B
KaHa/Ibl[aX MOYeK, 00beM LUPKyInupyIolleil KpOBM, apTepu-
aIbHOE JIABJIEHNE, YTO IPUBOAUT K BBIPAKEHHOMY 00€3BOXKI-
BaHuio. Hanboree TsKeno conbrepsioniye Kpyu3bl IPOTEKAIOT
B IETCKOM BO3pacTe, 3aTeM MX YacTOTa CHUYKAETCH, OJJHAKO B
CTPEeCCOBBIX CUTYallMAX, HAIpUMep IIPY OIepaluAX, TPaBMax,
MHTEPKYPPEHTHBIX 3a00/IeBaHMAX, OHUM MOTYT OCTOKHUTD
TedeHe 3a00/IeBaHNs U Y B3POC/IBIX.

Y B3pOCIBIX MALMEHTOB ¢ pasnuyHbiMu popmamy BIKH
OTMeYaeTcsl HU3KMIT KOHEUHBII POCT, YTO ABJIAETCA CIeNCTBI-
eM KaK He[oCTaTOYHOTO, TaK M M306BITOYHOTO JIEYEeHISI [TTIOKO-
KOPTUKOCTepOUZaMM B geTcTBe. [Ipu3Haky rumepanpgpore-
HUU Y )KEHIUH 0ObIYHO APKO BBIPAXKEHBI U IIPY OTCYTCTBUU
JieyeHNs MPOABIAITCA BUPUIM3Al el HAPY>KHBIX ITOTOBbIX
OpTaHOB, aMeHOpeel, BBIPA)KEHHOI aloNenyell ¥ TMpcyTus-
MOM. Y MY>KUMH KJIMHIYECKNX IIPU3HAKOB IMIIePAH/IPOTeHIN
He OTMevaeTcs.

Hexnaccuueckas ¢popma meduiura 21-rupoKcuIassl He
CONIPOBO>KJAETCs MPU3HAKAMY HaJJIIOYeIHNKOBOI HeJOCTa-
TOYHOCTI ¥ IIPOSIB/ISETCS TTO3/JHO — OOBIYHO ITOC/Ie Iybeprat-
HOTO BO3pacTa. Y My>UUH 9T0 3a00/IeBaHIe IPAKTUYECKI HII-
KOTZIa He IMaTHOCTUPYETCA U He TpeOyeT JTedeHUs B CBA3M C
OTCYTCTBMEM XapaKTEPHBIX NPU3HAKOB. Y SKEHIIUH OTMe-
YaI0TCA NPU3HAKN YMEPEHHOI TUIIePAaH/[pOTe NN, HapyIIeHe
MEHCTPYa/IbHOTO IIMK/Ia ¥ ITPo6/IeMbl C BhIHAIIMBaHMEM Oepe-
MeHHoCTH [5-7].

Huaznocmuxa xnaccuueckux dopm oepuyuma 21-2udpo-
Kcunasol
* B xayecTBe OCHOBHOTO MeTO/ja BbIABIEHNA KIaccuye-
cknx ¢popm pepunnuTa 21-TUAPOKCUIA3HI PEKOMEHAY-
eTCs MPOBOJUTH HEOHATATbHBIN CKPMHIIHT.
C cepenunbt 2006 . HEOHATAIBHBIN CKPMHMHT (1CCTEOBaHEe
17-ruppokcurnporecrepona — 17OHP y HOBOpO>kIeHHBIX Ha 4-11,

CONSILIUM MEDICUM 2017 | TOM 19 | Ne4

Ta6nuua 2. YactoTHoe pacnpepeneHue pa3HbiX reHOTUNOB
W reHeTUYECKMU-theHOoTUNMYECKNEe KOPPEeNnALUnN Y B3POCbIX
naumeHToB ¢ aAecduuutom 21-ruppokcunassl B PO [4]
MyTtauua BcTpeuaemocTb, % ®opma 3a?/:?"eaa”""’
ConbTepatowan — 85
12spl/I2spl 47 BupunibHan — 15
ConbTepatowan — 21
1172N/1172N 33 BupunsibHas — 78
E3del/E3del 5 ConbTepatowana — 100
R356W/R356 5 ConbTepatowan — 100
Q318X/Q318/X 2 ConbTepatowan
12spl/1172N 2 ConbTepAatowan
12spl/P30L 2 BupunbHaa
12spl/V281L 2 BupunbHaa
1172N/R356 W 2 BupwunbHaa

y HeJJOHOIIIEHHBIX — Ha 7—10-11 IeHb >KU3HNU) ObUI BHeAPeH B Poc-
CIU, 9TO MO3BOJIAET IOCTABUTh JIaTHO3 1 HAUaTh JiedeHMe ellie B
paHHeM JieTcKoM Bospacre. [IoaToMy iMarHocTuKa Kiaccude-
cKk1xX pOPM BO B3POCIIOM BO3pacTe OOBIYHO yKe He TpeOyeTcs.
OpHako MHOIA 3a0607IeBaHNe BOBpeMs He IUarHOCTUPYETCA, U
yCTaHOBJIEHNMe AuarHo3a Tpebyercs B crapiieM Bospacre. O6br-
HO 3Ta CUTyallMs BO3HMKAET Y B3POC/IbIX TPV COUETAHNM HeCo-
OTBETCTBNA ITACTIOPTHOTO VI TeHETMYECKOTO T0/Ia VIV IIPY JIJIN-
TEIbHO CYLIECTBYIOLIEN TAKEIO BUPUIU3ALIIA.

o B cryvasx Heo6XOAMMOCTY MOCTAHOBKY JUATHO32a B 60-
7lee MO3lHEM BO3pacTe PEeKOMEHJYeTCA MCIO/Ib30BaTh
KaK TIJaBHbIA JUMArHOCTUYECKUII MapKep YpOBeHb
170HP B cbIBOpOTKE KPOBI B paHHNE yTPEHHME YacChl.

JInarHoctuka pedunuta 21-rupoKcuIa3sl OCHOBaHA Ha

onpepnenenun yposua 170HP - npefiecTBeHHMKa KOPTU30-
JTa, HAXOJSI[ETOCs HEIIOCPEACTBEHHO Hajl (pepMeHTaTUBHBIM
6nmokom. ITpn kmaccudecknx GopMax ero ypoBeHb OOBIYHO
3HAYMTENbHO NpeBbllieH — 6omee 300 HMOMb/M Mnu 6onee
100 ur/mn [1-3]. Kpome Toro, oT™MedaeTcsi 3HaUNTe/IbHOE I10-
BBIIIEHE YPOBHEN TeCTOCTEPOHA, aH/IPOCTEH/IMOHA U APYTUX
NpefLIeCTBeHHNKOB IO/IOBBIX cTepousioB. IIpy Takux mokasa-
TeNAX JMAarHo3 He BbI3bIBAeT COMHEHMII U JJOTIOTHUTEIbHOTO
MOATBEPXKeHNs He Tpebyercs. [I/1s1 OKOHYaTeIbHOTO yTOYHe-
HMA [UArHO3a 1 C 11e/IbI0 TeHeTNYeCKOT0 KOHCY/IbTUPOBAHMA
MAIMeHTOB JICIIONb3YeTCsA FeHeTUYeCcKOoe MICCeloBaHMe Ha Ha-
nM4ye MyTauuit B reHe 21-rugpoxcunasel — CYP21.
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Ta6nuua 3. AuarHoctuka HBOKH Bcneactsue aedwmuuta 21-ruapokcunasbl

BasanbHbiil ypoBeHb 170HP

<6 HMONb/N (<2 Hr/Mn)

6—30 HMonb/n (2—10 Hr/mn)

>30 HMonb/n (>10 Hr/mn)

[ononHuTtenbHaA gmarHocTuka
He TpebyeTcA

MokasaHo npoBegeHmne nNpo6bl
C TeTPaKo3aKTMAOM

[ononHutenbHaA AuarHocTuka
He TpebyeTcA

<30 HMonb/n (<10 Hr/mn)

>30 HMonb/n (>10 Hr/mn)

MaTonoruu He BbIABNIEHO

HBOKH

Ta6nuua 4. NMpoTokon npoBeAeHUA NPo6bl ¢ CUHAKTEHOM Aeno

» Yepes 12 u/vnn 24 4 nccnepytotea yposHu 170HP 1 kopTusona

* NicxopHo necnepyetca 6a3anbHblii ypoBeHb 170HP yTpoM B paHHIo0 honnmkynApHyto asy umkna
- [Mocne 3a6opa KpoBwu rny6oKo BHYTPUMBILLEYHO BBOAUTCA 1 MI TeTpako3akTuaa Aeno

Huaznocmuxa nexnaccuueckoti popmot 21-2udpoxcunasot
o Inarnoctuky Heknmaccudeckoit BIKH (1BJJKH) pexo-
MEHJyeTcs IPOBOANTD Y >KEHIIVH ¢ MPU3HAKaMM TUPCY-
TH3Ma, 10NN, aKHe, HAPYIIeHNAMI MEHCTPYalIbHO-
IO IJUKIIa, OeCIIogeM ¥/ VI MPUBBIYHBIM HEeBbIHALIN -
BaHyeM OGepeMeHHOCTH.

Pexomenpgyercs nposoautb guarnocruxky HBJIKH mo pe-
3ynbTaTaM yrpeHHero yposHa 170HP B cbiBopoTKe Kpo-
B B PaHHIOIW (GOIMKYIApHYI0 ¢asy, galee IpH He-
00XOMMOCTY AMATHO3 MO>KHO HMOATBEPAUTH C IIOMO-
HIBI0 CTUMYTMPYIOIIET0 TeCTa C TeTPaKo3aKkTuaoM. B PO,
C Y4€TOM OTCYTCTBMA 3apernCcTpMpPOBaHHBIX NPeNapaToB
TeTpaK03aKTHU/a KOPOTKOTO AeliCTBIA, BO3MOXKHO IIPO-
BefleHMe MPOOBI C TETPAKO3aKTUAOM fero [1-4].

He pexomeHpgyeTca mucciegoBaTh I AUMATHOCTUKU
HBJIIKH ypoBHM UTIHApOTECTOCTEPOHA, AaHZPOCTEHINO-
a ITIOKOPOHMAA, 17-KeTocTepongos Mmoun [1-3].

IIpu monoXUTeNbHBIX MM COMHUTETbHBIX pe3yIbTaTax
onpepnenenua 17OHP mnu tecta ¢ TeTpaKo3aKkTUEOM, a
TaK)Ke B IeNAX reHeTU4eCKOro KOHCYTbTUPOBAaHUA fIa-
7ee peKOMEeHAYyeTcs NMPOBOAUTH FeHOTUNNMPOBaHNE B
cepTudUIIPOBaHHOIT TabopaTopuu.

3abop kposu Ha 17OHP npoBopAT paHo yTpoM B (HOIUKY-
NApHYI0 (Basy 1uKia (He 03AHee 5-7-T0 [H:A), IPU aMeHopee —
B 1100011 JieHb, cTporo BHe 6epemenHocT. HopMoil cuuraroTcst
ToKa3aTeau MeHee 6 HMOJIb// Ui MeHee 2 HI/MJI, HUXKe 9TUX
yposneit HBJIKH npakridecku He Bcrpedaercs (tab. 3). Cre-
AyeT IIOMHUTD, 9TO pedepeHCHbIe 3HaYeHIIsI, KOTOpPbIe IPUBO-
ISITCS pasHbIMM 1A60PaTOPUSIMM, OOBIYHO OT/INYAOTCS U MO-
IyT OBITb 3HAUUTE/IBHO HIKE YKa3aHHBIX «OTPE3HBIX TOUEK»
s puarsoctuky HBJIKH.

B cnydae sHayenuit 6asanpHoro 170OHP 6onee 30 HMOmb/1
w 10 ur/mn guarsos3 BIKH cunraercsa nmogTBep>XaeHHbIM 1
IOTIOTHUTE/IPHOI AMATHOCTYUKM He TpebyeTcsL.

ITpn nmorpannyHsix 3HadeHsx 170HP (6-30 umonb/n win
2-10 Hr/MI1, TaK HasbIBaeMasi cepasi 30HA), BBLAB/ICHHBIX MUHI-
MYM IIpU IBYKPAaTHOM OIIpefie/ieHNN, He0OX0AIMO IIPOBOJNTD
IOIIO/THNTE/IbHBII CTYUMY/IMPYIOLIIIL TECT C TETPAKO3AKTUIOM —
cuaretndecknm aHamorom AKTT, 4ro sBiseTcs «3010ThHIM
crangaptoM» pguarnoctuku BIKH Bo Bcem mupe [1, 2, 4, 8].
C yderom orcyrcTBuA B PD 3aperncrpupoBaHHbIX IIPEIapaToB
terpakosaktusa (CMHAKTeH) B HaCTOsLLee BPeMsl MCIIO/Ib3Y-
ercsi MopuduIMpoBaHHas mpoba ¢ npenaparoM CHHAKTeH fie-
110 — J/IUTE/IbHBIM aHAJIOTOM KOpOoTKoro CuHakTeHa (Tabt. 4).

ITpy mpoBeeHNY TeHETUYECKOTO MCCIeJOBaHN HEOOXOM-
MO OMHUTB, 4T0 BJIKH siB/IsieTCst ayTOCOMHO-PeLleCCHBHBIM
3ab0/1eBaHMeM, TI09TOMY /ISl IOATBEPIK/CHMS AMAarHO3a He-
06X0/1IMO, YTOOBI OBIIO BBIABIEHO OJHOBPEMEHHO 2 MyTalluu
B OIIpeie/isieMbIX [IOIOXKEHNUX TeHa (9TO MOXKET ObITh TOMO3M-
rOTHast MyTauus 1160 2 pasHble MyTallM B TeTEPO3UTOTHOM
ronoyxeHu). [Ipy BbIABIEHNN JIUIITb OJJHO T€T€PO3UTOTHOI
MYTaLWM YeJI0BEK CUUTACTCS 3T0POBBIM TeTePO3UTOTHBIM HO-
CHUTeNIeM U JledeHMs He Tpebyerca [1-4].
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Ta6nuua 5. MpenapaTbl rNIOKO- U MUHEPANIOKOPTUKOUAOB,
ucnosb3yemblie B ledeHumn Knaccuyeckux oopm BAKH

DnyapoKopTU30H * 50-150 mKr/cyT Ha 1-2 npuema
TMOpOKOpPTM30H™ 20—40 mr/cyT pasgenuTb Ha 2-3 npvema
MpepHn3onoH* 5-10 mr/cyT Ha 2 npnema
[ekcameTasoH* 0,75-1,0 Mr/cyT Ha HOYb
MeTunnpeoHn3onoH* 4—6 Mr Ha HOYb

*3pecb 1 ganee B Tabn. 7. MNpenapatbl BXoAAT B cnvcok XXHBJIM.

Jleuenue 63pOCcnbIX NAUUEHMOB C KAAccuecKumu dopma-

Mmu Oepuyuma 21-2udpoxcunasot

Jleuenne kmaccudyeckux popm BIKH cBoguTcs K moxmus-
HEHHOMY TIPMMEeHEHMIO IMI0KOKopTuKonnos — ['K 1 muuepa-
JIOKOPTHKOUJIOB (B c/ydae conbrepsouieii popmsrl). Benenne
TAaKMX IAIMIEHTOB CBOAMUTCA K 6aTaHCUPOBAHNIO MEX/y IIPH-
3HAKaMJ 'UMIIEPKOPTULM3MA U TUIIepAHPOTeHNN.

Y B3pOCIBIX MALMEHTOB BO3MOXXHO MCIIONb30BaHME KaK
[IpernapaToB KOPOTKOTo (I'MAPOKOPTU30H), TaK U AJIUTE/b-
HOTO fmelicTBMs (MpegHU30I0H, fekcameTa3oH). Hauboee
YaCcTO MICIIOIb3yeTCs CAeAyolas cXxeMa IepeBofia C OJJHOTO
I'K-npenapara Ha fpyroii, 20 MT TUAPOKOPTU30HA = 5 MI
NIPeJHN30I0Ha = 4 MT npegHn3oHa = 0,375-0,5 Mr rekcame-
tasoHa [1, 4, 8, 9]. B Poccuu gamie npuMeHsIeTCS PeXUM C
npumeHenyem 60mbpmnx 103 I'K Ha HOYb A1 MOfaBIeHNIA
HouHOTO BeiOpoca AKTT, ogHako aHHOE pelIeHe MOXKET
OCTaThCA 3a JIeYaluM BpayoM. JI/ig KOMIIeHCALMY MUHepa-
JIOKOPTUKOMIHOI GYHKLMM UCTIONb3yeTcA Qays[poKOpTH-
30H. CpeiHMEe O3MPOBKM U CXeMbl IIPUMEHEHN A Tepanyy
IIpefiCTaB/IeHbl B Ta0I. 5.

« Pexomenpgyercsa ysemndyenne go3bl I'K nnn nepexon na
napeHTepanbHoe BBefieHne I'K B ocTppIx cutyanusx, Ta-
KNX Kak (peGpunbnas remneparypa (>38,5°C), racrposs-
TEPUT C JeTugpaTaneil, onepannu moj obieit anecre-
3H1eil 1 MacCBHbIE TPaBMBbI.

Tak kak 3ab6o/eBaHue He 3HAKOMO MHOTUM CIIEIMa/TNCTaM
NIePBMYHOTO 3BEHA, IIPENJIOKEHO YKa3bIBaTh y TAKMX MallieH-
TOB Ha/IN4¥e XPOHNYECKON HAITIOYEYHNKOBO HEJOCTATOYHO-
CTU B MEAMIIHCKON JOKYMEHTAINN 1 MHVBUAYAIbHBIX Opac-
JleTax WIN KapTOYKax, 4YTO obrerdaer NpUHsITIE peLIeH s B
JAHHBIX CUTYyaIlMAX.

B cy4ae MHTEpKYypPEHTHBIX 3a00/IeBAHNIT, TP KOTOPBIX
COXpaHeHa BO3MOJXXHOCTb IPOJOJKEHMA IIepOpaabHOIO
npuema I'K, Heob6xonnmo yBenudennue go3el ['K B 2-3 pasa.
[Tpu HeapdeKTMBHOCTU BBOJUTCS TULPOKOPTU3OH (IMAPO-
KOPTU30H CYKIMHAT HaTpus) 50-100 MI BHyTPMMBILIEYHO,
Jajee NMpM HeOOXOAMMOCTY BBEJleHME MOBTOPAETCA IO
50 mr Kax/jple 4-6 4. B cmyyae oTCcyTCcTBUA yNIy4llleHNsA ca-
MOYYBCTBMA B TedeHue 24-48 4 peKOMeH/IyeTCs roCIuTa-
JM3anusA B CTallOHAP, I'/le IPOBOJAUTCA BHYTPUBEHHAA MH-
¢bysus rupoKopTU30HA Ha (OHE PErUAPATALIOHHOI Tepa-
muu (Tabn. 6).
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Ta6nuua 6. ANropuTm Tepanuu NnauueHToB ¢ aAANCOHUYECKUM KPU3OM

OuepeaHoOCTb

MeponpuaTtua

OTan | (NoAroToBUTENbHbIE M AUATHOCTUHECKUE MEePONPUATUA)

YcTaHOBNEHMe NOCTOAHHOrO BHYTPMBEHHOMO JOCTyNna

Oran Il (3kcTpeHHaA KoppeKLUMA BOAHO-3/1IEKTPOIMTHOro 6anaHca)

NHdy3ma He meHee 2-3 n 0,9% pacTBopa HaTpuA Xopuaa co CKOPOCTbIO
0,5-1 n/4, 0,5-1 1 5% rnoKo3bl (BeKCTPOo3bl) B 1-€ CYTKN CO CKOPOCTbLIO MH-
dy3mm 0,5-1 n/d4 (Npu Konnance — CTPynHO). BBeaeHune kanuncopepxa-
LUMX, TMNEPTOHNYECKMX U TMMOTOHNYECKMX PAaCTBOPOB, a TakXXe AnypeTu-
KOB MPOTUBOMOKa3aHO

Oran Ill (skcTpeHHaA koppeKkuma AeduumTa ropMOHOB HAANOYEYHNKOB)

'MapoKopTN30H BHYTPrBEHHO 100 Mr 60110CHO, 3aTeM He MeHee 200 mMr
rMApoKopTM3oHa B 1-e cyTkn (50—100 Mr kaxxable 6 4)

OT1an IV (cTabunuaauma coCTOAHNA NaumneHTa)

« MpoponxeHne BHyTpBEHHOrO BBeAeHNA 0,9% pacTBopa HaTpuA X10pu-
[a C yMeHbLUeHem o6bema 1 CKOPOCTU BBEAEHUA B TeYeHne 24—48 u.
Koppekumna runornukemum: rmokosa 0,5—1 r/kr [B cpeaHem 0,5 n 5% rnio-
KO3bl (AEKCTPO3bl)]

« MocTeneHHoe ymeHblueHre fo3bl [K B TeueHne 1-3 gHel B 3aBUCUMOCTH
OT KJIMHUYECKOM cuTyaumn. Ha 2—3-u cyTku, korga coctoAHne 60/1bHOro
cTabunmanpyeTca, A03Y r'MAPOKOPTU30HA NOCTENEHHO CHMKAIOT A0
100-150 mr/cyT

+ Hauano 3amectutenbHON MUHEPanoKopTUKONAHON Tepanun (dnyapo-
KOPTM30H 0,1 Mr/cyT BHYTpb) nocne npekpallieHna nHdyamm 0,9% pac-
TBOpa HaTPWA X/IopMAa 1 nepexoaa Ha nepopasbHble hopMbl FMaPOKOp-
TMU30Ha (NpW NapeHTepanbHOW A03€e rMApOKOPTU30OHA MeHee
100 mr/cyT)

Otan V (novck aTmnonornyeckoro gaktopa v npoBefeHne aTMOTPOMNHOM
Tepanun)

Mouck 1 neyeHne NPUYKH, Bbi3BaBLUUX a[MCOHNYECKNIA Kpus

Ta6nuua 7. Mpenapatbl K u KOK, ucnonb3yembie B ne4yeHun Heknaccuyeckoi BAKH

FMapoKopTU30H*

10-30 mr Ha 2-3 npuvema B AeHb

MpepHn3onon*

2,5—7,5 Mr Ha HO4Yb

[ekcameTa3oH* (ToNbKo BHE 6epeMeHHOCTH)

0,25-0,75 Mr Ha HO4Yb

MeTunnpenHn3onoH* 2—6 Mr Ha HOYb

LiunpoTepor* 10-50 mr/cyT ¢ 1 no 15-n ,u.erli(boqumna B BUAEe MOHOTepanuu, B KOMOGMHaLMN Un B COCTaBe
UMKNNYecku B pexxume 21/7

CnnpoHonakToH* 100-200 mr/cyT

®duHacTepna* 2,5-5 mr/cyT

dnyTamng, 50-150 mr/cyT

OTUHWIBCTPaAMOI/APOCMIYPEHOH

0,03/3 Mr no 1 TabneTke LUMKINYECKN B pexxume 21/7 nnu 24/4

STVIHI/U'IGCTpa,EI,VIOI'I/XﬂOpMa,ElI/IHOH

0,03/2 mr no 1 TabneTke UMKINYECKM B pexxume 21/7

o C 11e11b10 OLIEHKU CTeNeH KOMIeH Ay KIacCuIecKnX
¢opm BJIKH pexoMeHayeTcs MCIIONb30BATh IIOKa3aTeNN
170HP, TecTocTepoHa, aHEPOCTEHAMOHA, a TAK)Ke aK-
TUBHOCTU PeHIHA B IIa3Me KPOBU NPU CONbTepAIouIeit
dopme BOKH.

T'opMoHabHBIe ITOKa3aTe/ HEOOXOAMMO MCCTIE0BATh PAHO
yTPOM HaTOlIaK, [JO IpKXeMa npenaparos. JJonycTuMo Takxe
IIpOBefieHNe aHa/M3a Yepe3 2 4 IOoc/Ie UX npueMa. Vsmepenne
AKTT He ABIAeTCA HeOOXOIUMBIM /I ONIPefie/IeHU JMarHO-
CTMYECKOI My JiedebHOI TaKTUKN Y HanyenTos ¢ BIKH.

Y >KeHIMH C COXpPaHEHHBIM MEHCTPYaJTbHbIM IIUK/IOM JC-
CJIeloBaHIe JKeTaTe/IbHO IIPOBOANUTD B PAHHIOW (DOJUIMKYIAP-
HyIo (asy, pu nprueMe KOMOMHNPOBAHHBIX OPA/TbHBIX KOHT-
pauentuBoB (KOK) - Ha 3-4-11 geHp nukiia ([0 Havama HOBOI
ymaxoBku KOK jyis1 McKITI04eH st IepeKpecTHON pPeaKIui), Ha
¢done ameHopeu — B 106011 fenb [1-3, 10, 11]. My»X4nHbI ¢
[UINTENIBHOI [eKOMIIeH aLeil 1 06beMHBIMU 06pa3oBa-
HUAMY B SAMYKAX U3 OCTATOYHOI HAJNOYEYHVKOBON TKaHU
(TART) moryT MMeTb HU3KMII yPOBEHb TECTOCTEPOHA M3-32
cHIDKeHus pyHkuun Kietok Jleitanura. IToaToMy raBHBIMU
MapKepaMmiu cTaHOBATCA ypoBHM 170OHP u anzipocreninona
[12,13].

BonpIIMHCTBO ClIenannucToB B MUpe B HACTOAIIee BpeMs
NIpUJIepKUBAIOTCA 1le/IeBbIX 3HaUeHMIl, TpefioKeHHbIX D.Mer-
ke n coasT. B 2005 r.: 17OHP - 12-36 HMOIB/ 11, ypOBHM aHAPO-
CTEH/IMOHA 11 TECTOCTEPOHA — B IIpeJie/IaX HOPMBI [ JAHHOTO
mona 1 Bo3pacra. Cunraercs HelesiecooO0pasHbIM II0/THOE [0-
napyenne yposH:a 170OHP, Tak kak 11 aT0oro Tpebyercs mpuem
cynpadusuonorndeckux fo3 ['K-nmpenapaTos, KOTOpble BBI3bI-

CONSILIUM MEDICUM 2017 | TOM 19 | Ne4

BatoT nobounsle apdexrs [9]. ITo ganusim CPI'BY OHII, ontu-
Ma/IbHBIMM KpuTepysiMu afiekBatHocTu [K-Tepamyn y Myx4ns
sBystioTcst sHadeHust 170HP 12-36 umons/n (4-12 ur/min) npu
HOPMa/IbHOM YPOBHE aHPOCTEH/OHA, Y XXEHIIH PEIPORYK-
TUBHOTO BO3pacTa HeOOXO/[MMO TIOfIeP>KMUBATh O0/Iee HU3KIEe
uenesble 3HadeHns 170OHP — 6-16 umonb/n (2-5 Hr/Mi), B CO-
YeTaHUV C HOPMA/IIbHBIMY YPOBHSAMI aHAPOT€HOB U OTCYTCTBU-
eM KIMHUYEeCKUX MPU3HAKOB JeKOMITeHCalnn 3a60meBaHmsI
WIN TUIEePKOPTULIM3MA. B OTHeNbHBIX cay4yasx (Hampumep,
IIpY IUIAHUPOBAHUY O€PEeMEHHOCTY MIN B C/lydae HaIM4Ms
TART y My>kuuH) BbIOVMPAIOTCS MHAMBU/YaIbHbIE Lie/IeBble M0-
xasartesu [4]. IIpu He06XOAUMOCTY IPUMEHEHWSI MUHEPasIO-
KOPTUKOUJOB IpY COonbTepsiomeli Gpopme 3aboneBaHus He-
00X0/IIMO TOJIeP>KUBATD YPOBEHb aKTMBHOCTY PEHMHA B
ITa3Me KPOBY Ha BepXHell I'paHuIle HOPMBI WM IIOBBIIIEH-
HBIM, HO He 6oree yeM B 2 pasa [1-4, 14].

Jleuenue 6onvnvix ¢ Heknaccuueckumu dopmamu dedpuuu-

ma 21-zudpoxcunasvt (mabn. 7) [1, 14, 15]

Jleyenne maumentox ¢ HBJJKH ¢ nomompio I'K pexomenpy-
€TCsA IPOBOJIUTD IIPY BBIABIEHUN 3HAUMMOIL TUIIepaHipoTe-
HUM, OeCIUIOfS VIV HeBbIHANIMBAHSI OepEMEHHOCTI.

oV >KeHIIMH C yMepeHHOll IunepaHAporeHuei u puc-

dyHKIMell AMIHUKOB BHE INIAHMPOBAHU OepeMeHHO-
CTH peKoMeHfyeTcs npumeHeHue BMecto I'K cumnroma-
tideckoii Tepanuu: KOK u/mmm anTaniporeHml.

o Jleuntsb 6eccumnromusie popmbr HBIIKH y xxeHuuH He

peKoMeHayeTcs.

o JIeunts my>xunH ¢ HBJIKH He pekomeHpyercs.
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Jleuenue opm BIIKH u uB/IKH 60 épems 6epementocmu

B HacToOAIIee BpeMs He CyIIeCTBYeT OOLIePUHATEIX PEKO-
MeHpannit mo Koppekuuu 503 I'K Bo Bpemst 6epeMeHHOCTH.
OCHOBHasI CJIOXKHOCTD 3aK/II0YA€TCSI B TOM, YTO BO BpeMs Oe-
PEMEHHOCTY YPOBHMU aHJPOTE€HOB U KOPTN30/1a IIOCTENIEHHO
MOBBINIAIOTCA BCIEICTBIE YBEIMYEHNA YPOBHA CEKC-CTEPONTI-
CBSI3BIBAIOIIETO 11 KOPTMU30/I-CBA3BIBAOIIETO ITIOOY/INHA, 110-
9TOMY He CYIL[eCTBYeT KpUTepUeB OLleHK! afjleKBaTHOCTU Tepa-
myy. OOBIYHO HALMEHTKY HOMTy4YaioT Te ke 103l 'K, ¥ro u go
6epeMeHHOCTH, 032 MIHEPAIOKOPTUKOU/IOB MHOT/A TpebyeT
yBenmdenus Bo Il TpumecTpe 6epeMeHHOCTH B CTy4asix pasBiu-
TUA OPTOCTATUYECKON ITUITOTEH3MMN.

IIpn uBIKH, ecnu manmentka monydana tepanuio I'K,
HOCIIe HACTYIJIeHNA 6epeMEeHHOCTM UX 032 0OBIYHO He KOp-
pextupyercs. Ecin narnyenTka He nonyyana tepammio K 1 6e-
PEMEHHOCTb HACTyIMIA CaMOCTOATE/NbHO, pelleHMe O Ha-
sHaveHnu ['K MoxeT ObITh IPUHATO IPU PA3BUTUU YTPO3BI
HpepbIBaHus GepeMEeHHOCTH, eCTIN UCK/TIOYEHBI IPYTHe ee IPH-
YYHBL.

W3 Bcex npenapatos I'K He 10/1KeH IPUMEHATbCA BO BpeMs
6epeMeHHOCTI IeKCaMeTa30H, KOTOPBIT He MHAKTUBUPYETCS
(bepMeHTOM ITALleHTHI 3B -IMAPOKCUCTEPOUIIETUPOTeHa3011
U B HEVI3MEHHOM BHJIe IPOXOANT B KPOBb 1ofa. OcTanbHble
I'K gomycTumpl K MCIIONIb30BAHUIO.

JKenmmunrpt ¢ BIKH HaxopATca B rpyIne pucka o paspu-
THIO TeCTALMOHHOTO inabeTa, T0ITOMY BO BpeMsi bepeMeHHO-
CTy He0OXO/MIMO IIPOBONTD TIIATEIbHBII KOHTPO/Ib T/INKE-
MUU ¥ TPV HOPMA/IbHBIX ITOKA3aTe/sIX (I/IMKeMsi BEHO3HOI
I1a3Mbl MeHee 5,1 MMOJIb/I) — TeCT TO/IEPAHTHOCTI K ITTIOKO3€
Ha cpoke 24-28 Hefl.

Bo BpemsA poioB peKOMEH/[yeTCs BBOAUTD I'UAPOKOPTU30H
napeHTepaabHO. Ec/M >KeHIHe TpoBOAN/IACh IIJIACTMKA Ha-
PY’KHBIX IIOJIOBBIX OPTaHOB, PeKOMEH/IyeTCs poJiopaspelleHne
myTeM Kecapea cedeHus. Pogopaspemenne npu HBJIKH mpo-
BOZAMTCS 110 OOIIMM aKyIIepCKMUM [OKa3aHusAM. B jeHb posioB
JKEHIIVHAM, ¥ KOTOPBIX B pe3y/IbTaTe TeCTa C TeTPaKO3aKTH-
IOM BBIABIIANIOCH HeaJjleKBaTHOE MOBbILIIeHNe KOPTI3071a (Me-
Hee 500 HMOJIB/T), HEOOXOUMO BBeJeHNUE TUPOKOPTU30HA
napeHTepanbHO. [Toce ponoB B IITaHOBOM MOPSAKE SHAOKPH-
HOJIOTOM IIPUHVMAETCS PelIeHNe O HeOOXOAMMOCTH AalbHell-
LIIeTO JIeYeHM s HalMeHTKN ¢ moMoinbio I'K mam Bo3aMoKHOCTI
ITOCTENIEHHOI ero OTMeHbl [1, 2, 16-19].
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