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forms 21-hydroxylase deficiency. The techniques of diagnostic tests and parameters of hormonal indicators to assess the adequacy of replacement thera-

py glucocorticoids and mineralocorticoids are considered.

Key words: congenital adrenal hyperplasia, nonclassical congenital adrenal hyperplasia, 17-OH-progesterone, Sinakten.

“molashenko@mail.ru

For citation: Melnichenko G.A., Troshina E.A., Molashenko N.V. et al. Russian Association of Endocrinologists clinical practice guidelines for diagnosis,
treatment and preventive measures in congenital adrenal hyperplasia due to 21-hydroxylase deficiency patients in adulthood. Consilium Medicum. 2016;

18 (4): 8-19.

PaGouasq rpynna

Pykosogutenu:

Henos U.W., akapemuk PAH, npodeccop, Mocksa
MenbHuyeHko A, akanemuk PAH, npodeccop, Mocksa

ABTOpbBI TEKCTA:

MonaweHko H.B., k.M.H., Mocksa
TpowwHa E.A., A.M.H., npodeccop, Mocksa
CasoHoBa A.W., K.M.H., Mocksa

Yxerosa X.A., Bpay, Mocksa

3KcnepThbl, NPMHUMABLUME y4acTUe B 0GCYXXAEHMMN 1 0A06PEHNN KITMHUYECKUX
pekomeHpauunin:

Anppeesa E.H., a.m.H., npodeccop, Mocksa

AHumndepos M.B., a.m.H., npodeccop, Mocksa

Buptokosa E.B., a.M.H., npodeccop, Mocksa
KanuryeHko H.10., K.M.H., Mocksa

Kapesa M.A., k.M.H., MockBa

Kucenesa T.I., 4.M.H., npodeccop, EkatepuHbypr
Manuenkosa J1.A., O.M.H., npodeccop, Mockea
PomaHuoea T.U., a.M.H., npodeccop, Mocksa
Cepreesa-KongpayeHko M.10., o.m.H., npodeccop, MNeHsa
CocHoga E.A., A.M.H., npodeccop, Mocksa

CynnotoBa J1.A., a.M.H. npodeccop, TIoMeHb

YBapoga E.B., a.m.H. npodeccop, Mocksa

Xanumos tO.LL., a.M.H., npodeccop, CaHkT-leTepbypr

PeueH3eHTbI:
®dapees B.B., 4.M.H., npodeccop, Mocksa
puHesa E.H., a.M.H., npodeccop, CaHkT-MNeTepbypr

Cnucok cokpalleHui

17-OHP — 17-rugpokcunporecTepoH

HLA-komnnekc — Human Leucocyte Antigens (cuctema reHoB TKaHEBOW COBMECTU-
MOCTU HesioBeka)

TART - Testicular Adrenal Rest Tumors (06pa3oBaHusi B idkax N3 0CTaTOYHON Haf-
MOYE€YHNKOBOW TKaHM)

Al — apTepuanbHas runepTeH3ns

All - apTepuansHoe aasneHne

AKTI" — anpeHOKOPTUKOTPOMHbIA FOPMOH

APT1 — aKTMBHOCTb PEHUHA NNa3Mbl

BIKH - BpoxaeHHas AnchyHKLMS KOPbl HAAMOYE4YHUKOB

'K — rniokokopTuKOouab!

® - runeptoHnyeckas popma

JAOK — 0e30KCUKOPTUKOCTEPOH

KOK — KOMGUHMPOBaHHbIE OpasibHbIE KOHTPALENTUBbI

MK - MuHepanokopTukongb!

MK — MyuHepabHas NNoTHOCTbL KOCTU

HBAKH — Heknaccuyeckasa dopma BPOXAEHHON ANCHYHKLMN KOPbI HAAMo4Yey -
HNUKOB

HIMO — HapyXHble NooBbIe OpraHb!
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Topical documents

MeTtoponorusa ¢popmmpoBaHuns
KJIMHN4YECKUX peKoMeHaaummn

B OCHOBY KJIMHUYECKHUX PEKOMEH/IAIINI TTOJIOKEHBI CYIIiE-
CTBYIONIME KOHCEHCYCBhl U pekoMmeHjaanuu: «depepanbHble
KIMHUYECKUE PEKOMEH/IAITMH — IIPOTOKOJIBI ITO BEJICHUIO T1a-
ITUEHTOB C BPOXKAECHHOM JUCHYHKIIMEN KOPBI HAJIIOUYCYHUKOB
B JIETCKOM BoO3zpacrte», 2014 r; auccepraliioHHas padora
AMN.CazoHoBOM «COMATUYECKUH CTATYC U METAO0IMYECKUE
HapYyHIICHUSA Y B3POCIBIX MAIIMEHTOB C PA3TMYHBIMUA (POpMaMH
BPOK/IEHHOM IMC(PYHKIINH KOPBI HAJIIIOYEYHUKOB», 2013 1
Congenital adrenal hyperplasia due to steroid 21-hydroxylase
deficiency: an Endocrine Society clinical practice guideline [2];
CUCTEMATHYECKHUE OO30PBI, METAaHAINU3bI 1 OPUTHHAIbHBIC
CTAThH, 4 TAKKE HAyYHbIE PAOOTHI 11O JJAHHOM POOJIEMATHKE B
Poccurickon ®eepanyn v Jpyrux CrpaHax.

MeTOoaml, HCIIOJAB30BAHHBIE /I/IF1 OLIEHKH KAa4€eCTBAa

M CHJIBI JOKA3AaTEJIbCTB

* KoHceHcyc akcnepTon

° OL[CHKS. SHAYMMOCTHU IIPOBOJUTCA B COOTBETCTBHHU C YPOBHAMU
JIOKA32TEIbHOCTH U KJIACCAMH PEKOMEHJALIUH (IIPUIATAIOTCA).

KpaTtkoe nanoxeHve pekomeHaauumn

JUarHocruka

Auaznocmura karaccuueckux gpopm oegpuyuma 2 1-2uo-

poxrcuna3ot
Pexomenoauuu:

1.1. B kauecmee 0CHOB8H020 MeIMOOd BbIAGNCHUA KIACCUMECKUX
popm oepuruma 2 1 -210pOKUCNA3BL PEKOMENHIYeInca npo-
800UMb HEOHAMANLHbLL CKpuHuMe (1B).

1.2. B cnyuanax Heooxo0uUmocmit noCmarno8Ki OUazHo3a 6 60-
J1ee no30HeMm 603PAcme 2NaA6HbIM OUAZHOCIUYECKUM MA-
Kepom sensemces ypoeens 17-OHP 6 corgopomie Kpoeu 6
parnue ympertue uacos (1B).

Juaznocmurxa neknaccuueckotii gopmot 2 1-2udporcunasvt
Pexomenoauuu:

1.3. Jluaerocmura nB/AKH npoooumca y s#eHuju ¢ npusmda-

KaML 2upCymuma, anoneuuil, AkHe, HapyuleHUuImMu met-

CMPYansHo20 YUK, 0eCniOOUemM U/ Ui NPUBLILHBIM He-
sviHamusaruem oepemernocmu (2B).

14. Pexomeroyemcs npoeooums ouazrnocmux) wB/IKH no pe-
3ynemamam ympernnez2o ypoews 17-OHP 6 coigopomie
KPOBU 8 PanH1010 POMMUKYAAPHYIO Pa3), Odliee npu He-
00X00UMOCINUL OUARHO3 MOJNICHO NOOMBEPOUMD C NOMOULLIO
cmumyaupyrouwe2o mecma ¢ Curnaxmerom (1B). B PD, ¢
yHemom omcymcmeus 3apeucmpuposanolx npenapa-
moe Cunaxmena, B0IMONCHO nposeoeriue npoodb. ¢ CUHAK-
merom 0eno.

1.5.I1put nOSOACUIMEIHBLX UL COMHUMENLHBLX PE3YAbIMAMAX
onpeoenerus 17-OHP unu mecma ¢ CUHAKIMEHOM, a MAaK-
Jce 8 UCNAX 2eHeMUMecK020 KOHCYIbIMUPOSanus odlee
npeonazaemcs pPooOUMs 2eHOMunuposdarue (2B).

Auaznocmura oegpunyuma 1 1 B-2udporxcunasot
Pexomenoauus:
1.6. Tuazrocmura I'® BJAKH donicHa npo8ooumscs no yposHio
1 1-0e30KcuKopmu3ona 8 Col8OPOMIKe KPOBUL Y NAUUCHINOG
¢ HemunuuHoim meveruem B/AIKH unu noseneruem Al (2C).

Jleuenue

Jleuenue nauuenmos ¢ Kiaccuueckumu popmamu oegu-

uuma 2 1-2udpoxcunasvt

Pexomenoauuu:

2.1. Pexomernoyemcs 1euuniov 63POC/IbLX NAUUEHINOE C KAACCU-
veckumu popmamu B/AKH zudpoxopmu3onom unu onu-
menwvro oeticmeyrouumu 'K (1B).

2.2.1Ipu convmeparoweti popme oegpuriuma 2 1 -2udporxcuia-
36l pexomenoyemca oonoaHumensHo x I'K npumenams
MK — ¢pryopoxopmu3on (1B).

2.3. Pexxomenodyemcs yseauuenue 003ot I'K uniu nepexoo na na-
pernmepansroe 6seoerue I'K 6 OCmpPbix Cumyauusax, makux
Kax geopunvras memnepamypa (>38,5 °C), cacmposrme-
pum ¢ oezudpamarueti, onepavii 1oo ooueti anecmesuert
umaccusroie mpaemaol (1B).

24 TTpu aMOUUOHANIHOM U HEPEHOM HANPANCCHUL, TIPU JICZKUX
BUPDYCHBIX 3A00/ICBAHUAX U NPEOCINOAUL PUSUHECKOTL HA-
2pysxe yeemumueams 003y I'K ne pexomeroyemcs (2B).

YpOBHM A0Ka3aTENbHOCTU U KJTaCCbl PEKOMeHAaumnn

YpoeeHb

UcTOo4HMK AOKa3aTenbCcTB

MpocnekTuBHbIE PaHAOMU3VPOBaHHbLIE KOHTPOIMPYEMbIe UcciefoBaHns. ocTaTouHoe KONMYeCTBO UCCeA0BaHNI C LOCTATOMHOM MOLL -
HOCTbIO, C y4acTreM 60JbLIOro YMcna NaLMeHTOB U NoyYeHeM GOJbLLIOIO KOMYECTBA AaHHbIX. KpynHble MeTaaHanmabl. Kak MUHUMYM 1
XOPOLLO OpraHM30BaHHOE PaHOOMU3MPOBAHHOE KOHTPOIMpyeMoe uccnegosaHmne. PenpeseHTatnBHas Boibopka NaumeHToB

YaN—KOHTPOJIb»

[MpocnekTnBHbIE C paHaoMU3aunen nnm 6e3 nccnenoBaHus ¢ OrpaHNyYeHHbIM KOIMYECTBOM AaHHbIX. HECKOIbKO nccnenoBaHui ¢ He6osb-
UMM YMCNIOM NaLMEHTOB. XOPOLLO OPraHn30BaHHOE NPOCMNEKTUBHOE NCCef0BaHMe KOropTel. MeTaaHannabl OrpaHnyeHbl, HO MPOBEAEHbI
Ha XxopoLleM ypoBHe. Pe3ynbTaTbl HENPEe3eHTaTUBHbI B OTHOLLEHUM LLeIeBON Nonynaummn. XopoLuo OpraHM30BaHHbIE NCCNEeA0BaHUSA «Ciy-

I (3)

poBaTb OKOHYaTEJIbHYIO peKoMeHaauuio

HepaH,D,OMMSVIpOBaHHbIe KOHTPOIMpPyeMble UccrnenoBaHus. ViccnenoBaHus ¢ HeAOCTaTOYHbIM KOHTpONEM. PaHJJ,OMI/IBI/IDOBaHHbIe KNnHn4ye-
CKue nccnegosaHns ¢ Kak MUHUMYM 1 3HaUUTENBHOM MK Kak MWUHNMYM 3 He3HaunTEeNbHLIMU METOA0NOMMYECKUMU owmbkamum. PETDOCI'IeK-
TUBHbIE UKW HabnooaTeNbHbIE NCCNef0BaHMS. Cepvm KJIMHUYECKMX HabMoaeHNIA. npOTI/IBOpe'—WIBbIe AaHHble, HEe Mo3BoNdloLme CdDOpMI/I-

IV (4)

MHeHuve 3KCI'IepTa/,EI,aHHbIe n3 oT4yeTa 3KCI'IepTHOI7I KOMUCCUN, IKCNMEPUMEHTASIbHO NMOATBEPXAEHHbIE N TEOPETUYECKN 060CHOBaHHbIE

Knacc OnucaHune

Pacwudppoeka

PekomeHpaumsa 0CHOBaHa Ha BbICOKOM YPOBHE J0Ka3aTeNbHOCTH
(kak MuHUMYM 1 yBeauTenbHasa nybnmukaums | ypoBHS fokasaTenb-
HOCTW, NOKas3sblBalOLLAs 3HAYNTENIbHOE MPEBOCXOACTBO NOJb3bl HAL,
PUCKOM)

MeTopa/Tepanus nepBoi IMHUK; MO0 B COYETaHUN CO CTaHAAPTHOMN
MeTOoAMKOW/Tepannein

PekoMeHpauma ocHoBaHa Ha cpeHeM YpoBHe [oKa3aTenbHOCTH
(kak MuHUMYM 1 y6eauTenbHaa nybnukaums || ypoBHSA nokasaTenb-
HOCTM, NOKa3bIBAIOLLAS 3HAYMTESIbHOE NPEBOCXOACTBO NOMb3bl HAA,
PUCKOM)

MeTon/Tepanms BTOPOW MHWUK; Nnbo Npu oTkase, NpoT1Bonokasa-
HUW, NN HEAPPEKTUBHOCTU CTAHAAPTHON MeToAMKM/Tepanuun. Pe-
KOMEHAYeTCS MOHUTOPUPOBaHVE NOBOYHbIX ABEHUI

PekomeHpaumsa ocHoBaHa Ha claboM ypoBHe AoKasaTenbHOCTH (HO
Kak MUHUMYM 1 ybeauTtensHas nyénukaums |l ypoBHs nokasartesb-
HOCTW, NOKa3sblBaloLLAs 3HAYNTENIbHOE MPEBOCXOACTBO NOJb3bl HAL,
PUCKOM) Unn HeT yoeanTenbHbIX AaHHbIX HW O NONb3€e, HU O pUCKe

HeT BO3paxeHuii NpoTUB AaHHOI0 MeToaa/Tepanum Uan HET Bo3pa-
KEHWUI MPOTMB NPOAOIKEHNS [AHHOro MeToAa/Tepanuun. PekoMeH-
[0BaHO Npv 0TKase, NPOTMBOMOKa3aHNN NN HeapDEKTUBHOCTU
CTaHAAPTHOM METOAUKM/TEPANK NPU YCIOBUKN OTCYTCTBUSI NOOOY-
HbIX 3P PEKTOB

OtcyTcTBre yoeantenbHbix nyonukaumia I, [ unm 1l ypoBHs fokasa-
TENIbHOCTM, MOKa3bIBAKLLMX 3HAYNTENIbHOE NPEBOCXOACTBO MOJb3bl
Haz, pUCKOM,

mbo

y6enuTenbHble nyénukauum |, Il unu Il ypoBHSA fokasaTenbHOCTH,
nokasblBaloLLMe 3HaYUTENbHOE MPEBOCXOACTBO PMUCKa Ha, NOb30M

He pekomeHaoBaHo
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AKTyaJ'IbeIe OOKYMEHTbI

JleueHHE MAIUEHTOB C HEKJIACCHIECKHUMH (hop-
Mamu gedunura 21-ruapoKCHIa3bl
Pexomenoavuu:

2.5./Ieuenue navuenmor ¢ HB/JIKH ¢ nomouwsio I'K perxomenoy-
emcs nPoBOOUINTL NPU BbIAGNCHUL SHAMUMOLL 2unepanopoze-
HUL, OECHN0OUA UL HeBbIHAUUEaNU Oepemerocmiu (2B).

2.6.Y HCCHUGUM C YMEPEHHOUL 2UNePaAHOPO2eHUell U OUCPHYHIK-
yuetl AUMHUKOE 61e NIAHUDOBANUA OepeMeHHOCU 603-
MONCHO npumererue emecmo I'K cummmomamuueckotl me-
panuu: KOK u/unu anmuanopozeros (2C).

2.7.Jleuums 6eccumnmommoie popmor HBAKH 'y sceriuyun He
perxomenoyemcs (2C).

2.8. Myorcuunnt ¢ HBAKH 6 neveruu ne wyxrcoaromes (2C).

Jleuenue I'® BIKH
Pexomenoavuuu:
2.9./Ieuenue I'D B/IKH npo6ooumcs no mem e nPuHyundam,
UIMo U 1eHeHue BUPUILHOLL PopmbL, 0OYCI06NeHIHOL OeiL-
yumom 21-2uoporcunaset. B mepanuu mo2ym npume-
HAMBCA 2MOKOKOPMUKOUOHBLE NPenapantvl KOPOMmxozo u
onumensiriozo oeticmaus (2C).
2.10.11avuernmam ¢ I'® B/IKH 8 kxauecmee 00NOAHUMENbHOLL
mepanuu c1edyent Ha3Hauams aHMuUUNePmen3ueHbLe
npenapameot, NPeONOUMUIMENbHbIMU CHUMAIOMCA Kd-
auticoepezarouue Ouypemuri 1 OUUOPONUPUOUHOBbLLE
OnoKAMOopbL KaNbLuesslx Kanaio6 (2C).

JuHaMHUYECKOE HAOIIOICHHUE

Aunamuuecroe nadniooenue 63POCIbLX NAUYUEHMOE

¢ Knaccuueckumu gopmanu oepuruma 2 1-2udporxcu-

a3l

Pexomenoauuu:

3.1. Pexomenoyemcs ne peixce 1 pasa 6 200 6cem navuerimam
1POBOOUMDL 0OCNCO08AMUE 0I5 YIMOUHEHUA CINeNEeHU KOM-
nencayuu 3abonesarius (1B).

3.2.C uenvio OueHKu cmeneri KOMNeHCauu Pexomeroyemcs
ucnonwv3oeams noxasamenu 17-OHP, mecmocmepond,
anopocmenouona, a maxice APII npu convmepsioweri
popme B/IKH (2B).

33.11pu sviasieruu 0eKomneHcayul ui nepeoosuposxu I'K no-

MUMO KOPPeKUuLL mepantil HeOOX00UMO Mardice npoeecimi
0000¢/1e008dHILe HA NPEOMEM OCTIONCHEHULL, XaAPAKIMEPHbIX
ona euneparopoerun unu unepropmuyuzma (2C).

HaoGarogeHnune 3a 6epeMEeHHBIMH C KJIACCHYECKH-
mu popmamu neduirmra 21-ruapOKCHIA3HI
Pexomenoavuu:
34. Pexomenoyemcsa npu Hacmynieruu 6epemeHocmu npo-
oonocums mepanuro I'K u MK 6 mex dce 003ax, umo npume-
HAUCH 00 bepemenrnocmu (1C). Yeenuuernue 0o3ot I'K noxa-

3410 MONBKO NPU PASEUMUL NPUSHAKOE HAONOUCUHIUKO-
8011 HEOOCMAMOUHOCINIL.

3.5.I1pu 6epemerHOCmIU He PeKOMEHO)YeMmca NPUMEHEHUE 2110~
KOKODMUKOUOHBLX NPEnapanos, Komopaule 1npoxooan ue-
pes naavyenmy, maxux xax oexcamemasor (1C).

Hunamuuecrkoe nadniooenue 63POCAbLX NAUUEHMOE

¢ Hexnaccuueckumu popmamnu oedpuruma 2 1-2uopo-

Kcunasvt

o YV 6onvnox ¢ maxncenoil euneparnopozenueri npu 6b.00pe 6
NO0NB3Y ONIUMENLHOLL 2/IH0KOKOPMUKOUOHOL mepanui Ha-
6rr00enie 00NAHCHO NPOBOOUMBCL AHANOUUHO KAACCUYe-
cxum gpopmam BAKH.

o [Ipu naanuposamu 6epemeHHoOCL i Nepesooe NAauUeHMKLU
¢ KOK Ha I'K OCHOBHbIM Kpumepuem KOMNeHCauul A6/11emcs
B80CCMANOB/ICHUE CROHIMAHHOLL O8YIAUUL U HACTYNIeHUE
bepemennocmu. Ilocne ee nacmynienus 003a I'K 00biurHo He
KOppexmupyemcs, Huxaxie 1a60pamopHuie NoKa3amenti
AHOPOCHOB He UCCIICOVIOMICAL.

Aunamuuecrkoe nabooenue 63POCIblX NAUUEeHmMo6

c oepuyumonm 1 1 B-zudporxcunasot

* Konmpons aoexeantnocmi 003 3amecmuimensHotl mepanuu
HEeo0X00UMO NPOBOOUML 11O YPOBHIO 1 1-0e30KCUKOpmu3oada.

e [Ipu neeoamoxcHocmu onpeoenerus 1 1-0e30Kcuxopmu3ond:
NPUSHAKU HeOOCMamouHoll 003b. I K — nogouuenue ypoers
anopoCcmenouoHa U Mmecmocmepond (Y MyICuur OueHKa
1POBOOUMCA MOJILKO 1O YPOBHIO AHOPOCMEHOUOHC), CHUICA -
emca yposero API, kanuA.

o [Havuernmam ¢ I'D B/IKH Kax Munumym exnce2o0Ho HeoOXo0UMO
1POBOOUML OOCICO08AHIUE ) KAPOUON02a (1IPOBOOUMND dNEK-
mpoxapouozpagpuro, 1o NOKAIAHUAM — IXOKAPOUOZDAPUIO,
CYMOoUHoe MOHUMOPUPosarue A/l u ANeKmpoKapouoZPammot).

JJOIMOTHUTEIBbHBIE H 3KCIIEPUMEHTAIbHEIE METO-

a6l B iaedeHuu BAKH

18yCcmoponnAn aopenandKxmomusi

Pexomenoauus:

4.1. B peoxux cyanx y nauueHmos ¢ HeKOHMpPOAUPYeMOl 2u-
nepamnopozenueil npu Ycrosuu 0oCmamounoll npuseep-
HCEHHOCIU JIeHeHUIO MONCEM Oblmb NPosedeta 06)Ccmo-
ponnsan aopenandkmomus (2D).

IIpenamanvhas mepanus
Pexomenoauus:

4.2. IIpenamanvran mepanus OONNCHA PACCMAMPUBATNGCA
KaK IKCNEPUMEHMAIbHAL MeMOOUKA, NPOBOOUMASA UC-
KAIOUUMEIbHO 8 CREUUANUSUPOBAHHBLY UYCHIMPAX, UMEIO-
ULUX COOMBEMCMBYIOUULL NPOIMOKON UCCILO0BAHUA U KO-
mumem no amure (2C).

Snupemuonorusa

BAKH — 210 rpymnmna ayrocCOMHO-PEIECCUBHBIX 32001€Ba-
HHUH, XapPaKTEPUIYIOIUXCA 1E(PEKTOM OJTHOTO U3 (DEPMEHTOB
WIN TPAHCIIOPTHBIX GEJIKOB, IPUHUMAIOINUX YIACTUE B CUHTE-
3€ KOPTU30J1ad B KOPE HAJIIOYEYHHUKOB. B HacTOAIIEE BpEMs
onucano 7 ¢popm BJIKH:

* JIMIIOM/IHAS TUIIEPIVIA3HS KOPBI HAATIOUYEYHHUKOB (JIEPUITUT

StAR-npoTeprHa);

e nepunmt 20,22-16CMOIIA3bI;

e nepunuT 170-ruipokcunassl/17,20-nm1assr,

e 1eULUT 3B-TUIPOKCUCTEPOUIIETU/IPOT€HASBDI;
e nepunnt 2 1-ruIpOKCHIa3h;

o nepunut 11B-ruIpoKCHIa3HI;

e 1e(PULNT OKCU/IOPEYKTA3BIL.

Hawunbonee yacras ¢popma BAKH, BcTpeuaromiasics 6osee
ueM B 90% ciryuaes, o6yciosieHa AepuuuToM hpepMeHTa
21-rugpoxcunassl. B csoro ouepenn, BAKH BcaeacTsue je-
punuTa 21-ruipoOKCHUIA3bl TOAPA3/EIAETCS HA HEKIACCH-
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YECKYIO M KJIACCUYECKUE (BUPHJIbHAA WU COJIBIEPAIOILAL)
(dOpMBIL.

PacnpocTpaHeHHOCTh KiIaccudeckux ¢GHopMm aeduimuTa
21-rugpokcuiasnl cocrasiger ot 1:10 000 go 1:20 000 nHoso-
POXKIEHHBIX B MUPE. I10 JaHHBIM HEOHATAIbHOI'O CKPUHUHI'A,
B P® pacnpocrpaneHHocts cocrasisier 1:9500. HBJIKH BcTpe-
yaercs daie — 0,1-0,2%, a B HEKOTOPBIX U30JMPOBAHHBIX 3T-
HHUYCCKUX I'PYIIAX, XaPAKTCPUSYIOINXCSI BBICOKUM IIPOLICH-
TOM OJIM3KOPOJCTBEHHBIX OPAKOB (HAIIPUMEDP, €BPEU AIIKEHA-
3M), PACIPOCTPAHEHHOCTDb MOXKET JTJOXOAUTD 1O 1-2% [3].

Ha Bropom mecte Haxoautcs I'd BIKH — nedpunyr 11p-ruj-
POKCHJIA3bI, KOTOPASl BCTPEYAETCS, 110 IAHHBIM JINTCPATYPHL,
npumMepHO y 1 Ha 100 TbIC. HOBOPOXKAECHHBIX, 4 CPEJU €BPEEB
Mapoxkko — 1 Ha 5—7 TbIC. HOBOPOX/AeHHBIX. B Poccum pac-
npocrpaneHHocTb ' B/IKH ne nsyuyena.

OcrabHble (POPMBI OIIMCAHBL JIIIb B BU/IC OT/IC/IBHbBIX KIIH-
HHUYCCKUX HAOMIONEHUI 1 HE NTOUICKAT CUCTEMATU3ALNY IS
BBIPAOOTKU KJIMHUYECKUX PEKOMEHAALAM.
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ATmnonorusa

[TpuunHOM pa3BuTUs 110601 (popmel BIIKH asstioTcs MmyTa-
ITUM T€HOB, OTBEYAIONINX 32 CUHTE3 (DEPMEHTOB WIN TPAHC-
IOPTHBIX 6EIKOB, YIACTBYIONINX B GMOCUHTE3E KOPTHU30/IA.

BIKH Bcneacrsue gedunpnra 21-ruipoKcuaasbl O0yCIoBIIe-
Ha MyTauuen B reue CYP21 (CYP21A2, CYP2 1B), HAXO/ISIIEMCS
B CUCTEME I'€HOB TKAHEBOM COBMECTUMOCTH YenoBeka — Hu-
man Leucocyte Antigens (HLA)-KOMILIEKCE HA KODOTKOM ILjI€-
ue XpOMOCOMBI 6 (6p21.3). BonbmuHCTBO (75—80%) MyTariuit
IIPUXOAUTCA HA TOYECUHBIE MUKPOKOHBEPCHUU MEXKIY I'€HOM
CYP21 ¥ TOMOJIOI'MYHBIM €My HcepjgoreHom CYP2IP
(CYP21AIP, CYP21A), B TO BpeMs Kak Bcero 20—25% npuxo-
JIATCS HA KPYIHBIE MYTALMK — JEJICIIUU U KOHBEPCUU, IIPHUBO-
aamue K 6onee TsprensiM popmam B/IKH. Kpome Toro, cymie-
CTBYIOT OOJIEE PEJIKHE CITOPAJUIECKUE MYTAIIUH.

B 6onpmuncTBE citydaes gepunura 21-ruipoKCUIassl OT-
MEYAETCA HAUIMYHUE (PEHOTUII-TCHOTUIINYECKON KOPPEIALIMHI.
Tax, MyTaIiuy, COIIPOBOKIAIOIINECS COXpPAaHEHUEM boee 5%
AKTUBHOCTH (DEPMEHTA, IPUBOJAT K HEKIACCUYECKOH (popMe
3200JIEBAHUS; KPYIIHBIC ACJICIIUHN U CIUIAMCUHT-MYTAIIUU, IIDU
KOTOPBIX aKTUBHOCTDb (pepMeHTA CHIKEHA JO 0—2% — K KIaC-
cruecknM popmam. OJTHAKO HEOOXOAMMO IIOMHHTD, YTO O/THHA
U T€ K€ MyTALUX MOI'YT IPUBOJUTE K PA3HBIM (PEHOTHUIIMYE-
CKHM MPOSIBIICHUAM (TA0I. 1).

B ciyyae KOMIAayHZ-T€TEPO3UTOTHBIX MyTAalUMHY KIMHUYC-
CKast KAPTHUHA OIPEJIEACTCS OOIEE «JIETKOM» MyTaluen. B or-
JIMYUE OT JIETCKOI'O BO3PACTA, Y B3POCJIBIX HECKOIBKO 60s1€ee
BBICOKA YyBCTBUTE/IBHOCTb MUHEPAIOKOPTUKOUIHBIX PEIICII-
TOPOB, IO3TOMY T€ MyTAaLlUH, YTO B ICTCTBE YaIIE JABAIN KIU-
HHUYECKYIO KADTUHY, XaPAKTEPHYIO /I COJIBTEPAIoel (pop-
MBI, Y B3POCJIBIX MOTYT HNPOSIBJIATBCS B BUJIE IPOCTON BUPHJIb-
HOM (popMmBI (TAbIL 2).

I'® BAKH pasBuBaeTcs BCIEACTBUE MyTalluy rena CYP1 1B,
JIOKQJIM30BAHHOT'O Ha XpomocoMme 8 (8q21-q22). B opranuazme
4JeJIoBEKA (DYHKIIMOHUPYIOT 2 U30(POPMBI (pepmeHTa, 0614~
paommue 93% UAeHTUYHOCTIO. 113-TupoKcuiasa 1-ro Tumna
(CYP11B1) BplpabaTbIBACTCA B IIyYKOBOU 30HE KOPBI HAAIIO-
YEYHHKOB, OTBEYAET 32 OMOCUHTE3 KOPTHU30JI4 U PETYJIUPYETCH
AKTT 1o MeXaHu3My OTPUIIATEILHON OOPATHOM CBA3U. FIMeH-
HO jgepunut pepmenTa 113-ruipokcuiasel 1-ro TUIa IpruBo-
aut K pazsuruio 'S BIAKH. Haubosiee yacras MyTanus B reHe
CYP11B1 — R448H.

M30mmupoBaHHbIN 1€PEKT BTOPOU N30POpMHI 113-rugpo-
KCWIa3bl (AIbJOCTEPOH-CUHTETA3bl) K B/IKH He oTHOCHTCSL.

MatoreHes
Hapymenue cuHTe3a KOPTU30JI1d BCJIEJACTBUE HEJJOCTATOY-
HOCTH (pepMeHTA 2 1-TUIPOKCHU/IA3BI BEAET K TOMY, YTO 110 M€-

Ta6nuua 1. @eHoTUNUYecKas Koppensaumsa Hambosnee 4YacTbiX
MyTaumii reia CYP21 npu pa3nuyHbix popmax BOAKH

S)z::;r:pmomaﬂ Bupunbnas bopma Hekngc:::)u;aecxaﬂ
+ E3del - V281L

- 12spl « P30L

< 1172N - P453S - P453S

« R356W « P30L - P105L

- Q318X < 1172N + R339H

- knactep E6 - V304M

- V237E + G375S

Ta6nuua 2. deHoTUNUYECKUE NPOSABIIEHUS PA3/INYHbIX FTEHOTUMOB
Y B3pOC/bIX NauneHToB ¢ agedpuumntom 21-ruapokcunassl B PO [4]

MyTtauua KnuHuyeckue npuaHakm 3aboneBaHus (%)
Conbrepstowas (85)
12spl/I12spl
BupunbHas (15)
Conbtepsiowas (21)
1172N/1172N
BupunbHas (78)
E3del/E3del Conbrepsitowas (100)
R356W/R356W Conbtepsiiowas (100)
Q318X/Q318X ConbTepsiowas (100)
12spl/1172N Conbtepsiowas (100)
12spl/P30L BupunbHas (100)
12spl/V281L BupunbHas (100)
1172N/R356W BupunbHas (100)

XAHU3MY OTPHIIATEIBHON OOpPaTHOM CBA3U U30bITOK AKTT
CTUMYJIUPYET KOPKOBBIH CJION HAAIIOUCUHHUKOB, YTO BBI3BIBACT
€€ runepIuiasuio. IIpu 3Tom u3-3a CymeCcTBYIOmEro (pepmen-
TATUBHOI'O 6JIOKA HA IIyTU CTEPOUIOTEHE3A HAKAIUIMBAIOTCA
NPEAIIECTBEHHUKH KOPTHU30/1a U AH/POI'€HOB, ITyTH 0OPa30Ba-
HHs KOTOPBIX HE 326/I0KMPOBAHLI (pUc. 1).

ITpu I'd BJKH narorenes anaaoruyeH gepuuunty 2 1-rugpo-
KCWIA3bL. [JIAaBHBIM OTJIIMYUEM SIBJBIETCS TO, YTO NpU I'D 610K pac-
MOJIATAET HDKE, IIPU 9TOM Hapymaercs Kousepcrst JJOK B KopTu-
KocTepoH. IMeHHO n36b1ToK JIOK, 06/1371a10111eT0 MUHEPAJIOKOP-
THUKOWJTHOM aKTHBHOCTBIO, CYUTAETC OCHOBHOU NMPUYMHOI ITO-
sbieHust A/l npu BJIKH (puc. 2). Taxoke 06CyKa€TCst BO3MOKHAS
poib 18-rusipokcu- u 19-okcomeradonmuTos JJOK, KOTopble TOXE
0071/1210T MUHEPAIOKOPTUKOW/IHBIMU CBOMCTBAMU.

Puc. 1. NatoreHe3a BAKH Bcnepcteue pedpuuyura 21-rugpokcu-
nasbl.
XonecTtepuH
17-OH-npe- Jernapoanvang-
MperHeHonox > [HeHONoH POCTEPOH
17-OH-npo-
MporectepoH — 3 rectepon? —>» AHOPOCTEHANOH
AKTI? |
4
J1e30KCUKOPTUKO- 11-pesokcu- TecTocTepon?
CTEPOH KOpPTN30n
KopTukoctepoH
AnbpoCTEpPOH Koptuson)

Puc. 2. NaroreHe3 BAKH Bcnepcteue aedpuumnra 11p4-ruppokcu-
nasbl.

XonectepuH
17-OH-nperxe- Hernopoann-

Mperreronox > HONOH aHApPOCTEPOH
17-OH-npore- AHOPOCTEH-

MporectepoH — 3 >

AKTF? CTEpPOH JJ,VIIOH
A [Le30KCUKOPTUKO- 11-pesokcu-
crepont KopTM3ON? TectocTepoH?
11p3-rugpokcunasa
KopTukoctepoH
AnboocTepoH KopTtuson|
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AKTyaJ'IbeIe OOKYMEHTbI

KnuHunyeckas kaptuHa

KnnHunueckas kapTtuHa jgedunnta 2 1-ru/ipoKCcuiIasdpl CKiIa-
JIBIBAETCS U3 JIByX OCHOBHBIX COCTABJISIIONINX: HA/IIIOYEUYHHUKO-
BOI HEZOCTATOYHOCTH, BO3HUKAIOIIEN BCJIEACTBUE JEePULIITA
CHHTE3d KOPTU30JId U AJIBJOCTEPOHA, U TUIIEPAHAPOICHUH,
BO3HUKAIONIEH M3-32 U30BITOYHON HPOJYKIIMN HE3A0IOKUPO-
BAHHBIX I10JIOBBIX CTEPOX/IOB. B 3aBUCUMOCTHU OT CTENEHU CO-
XPAaHHOCTH AKTUBHOCTU (pepMeHTa 21-THIPOKCUIA3BI BbIJIE-
JIIOT JBE K1accudeckue popmbl BIKH: consrepsAionyio 1 Bu-
PHWIbHYIO.

ITpu consrepsoment popme umeerca Jedpunnr kak MK, Tak
u I'K. TTpuueM JeUIdT IOCAEAHNUX IIPU OTCYTCTBUM KOMIICH-
CalMU NPUBOJUT K PA3BUTHIO CMEPTEIBLHO OIIACHOI'O COCTOSA-
HHA — COJBTEPAIOMErO KPU3a, OOYCIOBJIEHHOIO CHUKEHUEM
peabcopOIKM HATPUS B KAHAIBIAX TTIOYEK, CHUIKEHUEM OO'bE-
Ma HUPKYJIUPYIOWEA KPOBH, Al, PA3BUTUEM BBIPAKEHHOTO
o6e3BoKUBaHUA. Hanbosee TSKENIO CONBTEPAIONINE KPU3bI
MPOTEKAIOT B AETCKOM BO3PACTE, C BO3PACTOM UX YACTOTA CHU-
JKAETCsl, OJIHAKO B CTPECCOBBIX CHUTYAIMUAX, HAIIPUMED MPU
Oonepalusax, TPABMaX, MHTEPKYPPEHTHDBIX 3a001€BAHUAX, OHU
MOT'YT OCJIO’KHHUTB TCUCHHUE 3200JICBAHUA U Y B3POCIIBIX.

[1pu BUPHIBHOM (POPME OTMEUAETCS TOJIBKO JE(PUITUT KOP-
THU30J14, 9TO IIPU OTCYTCTBUHN JICYHCHUSA ITPOABJIACTCA MbIIIICY -
HOM CJ1a60CTBIO, YTOMJIIEMOCTDIO, IOTEMHEHUEM KOKHBIX I10-
KPOBOB Ha (POHE CUMIITOMOB I'MIIEPAHAPOICHUH.

Hepeako y maneHTOB OTMEYACTCA HU3KUI KOHEYHBINA POCT,
YTO MOXKET SIBJIATBCS CJIEJCTBUEM KAK HEJJOCTATOUYHOT'O (U3-3a
U36BITKA AHJJPOI'CHOB), TAK U U36BITOYHOI'O (U3-34 U30BITKA
I'K) neuenus B 1€TCTBE.

ITpU3HAKK T'UNEPAHAPOTICHNUU Y JKEHIIUH C KIIACCUYECKUMHA
dopmamu gedunura 21-rupoKCUIa3bl O6bIYHO APKO BbIPA-
JKEHBI U IIPH OTCYTCTBUM JIEUEHUS IIPOSBIIAIOTCA BUPWIM3ALIM-
et HITO, ameHopeen, BRIPa)KEHHOM JIONEHUEN U TUPCYyTU3-
MOM. B HEmarHoCTupoBaHHbIX Ccaydasx BJIKH nmarmenTku ¢
JKEHCKMM KaPUOTHUIIOM UMEIOT MYKCKOH (DEHOTHIL Y MYKYUH
NPU3HAKK HAIOYEYHUKOBOM I'MIIEPAH/IPOI€HUH TIPOSBIIAIOT-
Cd B MEHbIIEH CTEIIEHU, YEM B IETCKOM BO3PACTE, K HUM MOX-
HO OTHECTH AKHE M OECIUIOIHE.

HB/IKH He conpoBOX/1a€TCs IPU3HAKAMHA HAJIIOYEYHUKO-
BOU HEJIOCTATOYHOCTU U HPOSABIAETCA JOBOJbHO MO3JHO —
OOBIYHO OCJIE IIyOEPTATHOI'O BO3PACTA. Y MY’KUYUH 3TO 3260~
JIEBAHUE NPAKTUYECKH HUKOIAA HE JUATHOCTUPYETCA M HE
TPEOYET JIEUEHHUS B CBA3U C OTCYTCTBUEM XAPAKTEPHBIX IIPU-
3HAKOB. Y JKEHIIUH OTMEYAIOTCS IPU3HAKH YMEPEHHOM TUIIEP-
AHJIPOI€HUU: AKHE, THPCYTHU3M, AJIONCLIUS; YACTO HAOIIOLAIOT-
€ HAPYIIEHUE MEHCTPYAIbHOI'O LIMK/IA, 6ECIUIOANE U HEBbIHA-
HIMBAaHKE 6€EPEMEHHOCTH.

VY nanueHTos ¢ gepunutoM 11p-ruipoKCcunasel, Kak U Ipu
BUPWIBHOH (popMe 21-TUAPOKCUIA3DI, PA3BUBAIOTCS KIMHU-
YECKHE IIPU3HAKH, CBA3AHHBIE C ICHCTBUEM U30BITKA aHIpOre-
HOB U Zie(puIrTa KOPTH30J14. [TI03TOMY B IETCKOM BO3PACTE HE-
PEAKO MAIUEHTAM OMIMOOYHO YCTAHABIUBACTCS AUATHO3 JIc-
dunuTa 21-ruIpOKCUIA3EL, TeM 60JIe€ YTO ypoBeHb 17-OHP y
HUX OOBIYHO MOBBIIIEH, KAK U IIPU BUPWIBHON (hopMme. 3a110-
103puTh ['D MOXKHO B C/Ty4asiX HOBBIIIEHMS A/l y TAIIMEHTOB HA
ITIIOKOKOPTUKOW/IHOM TEPAITHMU B OTCYTCTBHE IIPU3HAKOB I1€-
PEAO3NPOBKU Tepanuu. Al, KOTOpas BCTpedaeTcs y 2 /3 manu-
eHTOB C jaepunurom 11B-TUApOKCUIA3bl, HAYHUHAET IIPO-
ABIATHCA B PA3HOM BO3PACTE, Yallle B JIETCTBE, MOXKET HOCUTD
KAaK YMEPEHHBI, TAK U BBIPAXKCHHDBIN XapPaKTep C Pa3BUTUCM
OCJIOKHEHUH: THIIEPTPOMUA JIEBOI'O JKEJIYyLOUYKA, PETUHOIA-
THS1, MAKPOBACKYJIAPHBIE OCJIOKHEHHSA.

AuarHocTtuka
JuarHocruka xkiaaccudeckux dopm medumura
21-THAPOKCHUIAZBI
Pexomenoavuu:
1.1. B kauecmee 0CHOBMH020 MeMOOa BbLABNCHUA KAACCUHCCKUX
popm depurjuma 2 1 -2u0POKUCIAZbL PEKOMEHO)emcs Po-
B800UMb HEOHAMANLHBIL CKputune (1B).

12

1.2. B cayuasax 1eobxo0umocmi noCmano8Ki Ouazino3a 6 60-
J1ee N030HeM B03PACIe 2IABHbIM OUARHOCINIUYCCKUM MAD-
Kepom sensemcs ypogens 17-OHP 6 coleopomice xposu 6
parnue ympennue uaco. (1B).

Bnarogaps Tomy uto BJIKH sABIg€TCA TEHETUYECKUM, TOTCH-
LIMAJIbHO JIETAJIbHBIM 1 UMEIOIUM YETKUH JUATHOCTUYECKUI
MapKep 3200JIEBAHUEM, OIITUMAJIBHBIM METO/IOM BbISIBJIEHUS
BIKH BO BCEM MHPE B HACTOSIIEE BPEMSI CHHUTACTCS IIPOBE/IC-
HUE HEOHATATBHOTO CKpUHUHTA. C cepearabl 20006 T. OH GbUT
BHEJIPEH U B Poccuu, 94TO MO3BOMAET MOCTABUTD JUATHO3 U Ha-
4aTh JIEYEHHE €IIIE€ B PAHHEM JIETCKOM BO3pacre. [loaromy 1u-
ArHOCTUKA KJIACCUYECKUX (POPM BO B3POCIOM BO3PACTE OObIU-
HO yKe He TpebyeTrcsa. OJHAKO HHOI/IA 3200I€BAHNE HE JUAr-
HOCTHPYETCSA BOBPEMSA, U YCTAHOBJIEHUE IMATHO34 TPEOYETCA B
crapmeM Bo3pacre. OObIYHO 3T4 CUTyallis BOZHHUKAET Y B3POC-
JIBIX IIPU HECOOTBETCTBUM ITACIIOPTHOI'O U F€HETUYECKOI'O MO-
JId WA IIPU JUIMTEIbHO CYIIECTBYIOMEHN TAKEIOU BUPUIN3A-
LIMH.

Juarsocruka jgedpunura 21-ruipoOKCHIa3bl OCHOBAHA HA
onpeaeneHuu yposHs 17-OHP — npeamecTBeHHUKA KOPTU30-
JI4, HAXOZAIIETOCS HEIIOCPEACTBEHHO HAJl (DEPMEHTATUBHBIM
o6s0KkoM. I[Tpu K1accuyeckux (popMax ero ypoBeHb OOBIYHO
3HAYUTEJIbHO NIPEBBIIIEH — 60see 300 HMOb /1 uiu 60o1ee 100
HI'/MJL. KpOMe TOro, 0OTMEUaeTCs 3HAYUTE/IbHOC ITOBBIIICHUE
YPOBHEH TECTOCTEPOHA, AHAPOCTEHIUOHA U IPYTUX HIPELIE-
CTBEHHHMKOB IIOJIOBBIX CTEPOUAOB. IIpH TAKUX MOKA3ATEIAX
JIMATHO3 HE BBI3BIBAET COMHEHMMU, JIONOJIHUTENBHOIO MO/~
TBEPXKJCHUS HE TPEOYETCSL.

JI11 OKOHYATEIBHOI'O YTOYHEHHUA AUATHO34d U C LIEJIbIO I'€HE-
THUUYECKOTI'O KOHCYJIBTUPOBAHUSA HALMEHTOB HCIIONb3YETCA I'e-
HETHYECKOE UCCAEJOBAHUE HA HAJIMYNUE MyTAIUi B reHe 21-
I'UJIpOKCHIA3bl — CYP21. Tenorunuposanue BIAKH g0/pxkHO
IPOBOJAUTLCA B CEPTU(ULIUPOBAHHBIX JIAO0OPATOPHSX, B KOTO-
PBIX UMEETCA aIEKBATHBIA KOHTPOJIb KA4ECTBA IIPOBOJIUMBIX
AHAJIM30B U TJ€ MOXKHO IPOBECTU CEKBEHHPOBAHMUE I'€HA
CYP21, ec/ii CKDUHUHI Ha HAUOO0JIEE YACTBIE MYTAIIUN OKA3aJI-
Cs1 HEUH(POPMATUBHBIM.

JHUarHoCTUKa HEKJIACCHIECKOH popmsbr 21-ruja-

POKCHIIA3BI

Pexomenoavuuu:

13. /luazrocmura nB/AKH npo6ooumcs y sceHujur ¢ npusa-
Kamue 2UPCYmuma, anonevuiL, aKme, HapyueHusMu meH-
CMPYansHo2o yurad, 6ecnaoouem u,/ Ui NPUBLIYHbIM He-
sunauueanuem obepemernocmu (2B).

14. Pexomenoyemcs npoeooums oudznocmuxy nB/IKH no pe-
3yaemamam ympernnezo ypoens 17-OHP 6 coleopomie
KDOBU 8 PAHHION0 PONMUKYAAPHYIO Pa3), Odlee npu He-
00X00UMOCMIUL OUARHO3 MONCHO NOOMEEPOUND C NOMOULBIO
cmumynupyroujezo mecma ¢ Curnaxmerom (1B). B PD, ¢
yuemom omcymcmeus 3apeucmpuposantuLx npenapda-
mo6 CuHarKmeHd, B0IMONCHO nposedeHue npoodol ¢ CUHAK-
meHom 0eno.

1.5.IIpu nOROACUMETILHBIX UL COMHUMEILLIHBLX Pe3)IbMAMax
onpeoenenus 17-OHP uau mecma ¢ CUHAKIMEHOM, a MaK-
xce 8 UeNAX 2eHeMUHeCK020 KOHCYbMUPOBAHUL Od/lee
npeondazaemcs npoeoOUNL 2eHOmunuposarue (2B).

Nuarnocrrka HB/JKH siBiisieTcst 6onee 4acTom 33/JaUei U py-
THHHO BCTPEYAETCS B MPAKTHUKE SHJOKPHUHOJIOTOB U AKYIIIE-
POB-THHEKOJIOTOB, TaK KaK 10 KIMHHUYECCKUM IPOSIBICHUAM
3TO 3260JIEBAHUE CXOXKE C CHHPOMOM NOJIUKHUCTO3HBIX SNY-
HHUKOB. IMEHHO € 3THUM 326071€BAHUEM 1 IPOBOAUTCA Yalle
BCETO M PEPEHITNAIBHAS AUATHOCTHKA HB/IKH.

JJ1s1 TMarHOCTUKY HEKJIACCUYECKOM (POPMBI 360D KPOBU HA
17-OHP npoBOAAT PaHO yTPOM B (DOJLTUKYJIIPHYIO (PA3Y LIUKIA
(He mosaHee 5—7-10 AHA), IPU AMEHOPEE — B JIIOOOM I€HbD,
CTPOro BHE 6epeMeHHOCTH. HOPMOM CUNTAIOTCS TOKA3ATENIN
MeHee 6 HMOJIb/JI WU MEHEE 2 HI'/MJI, HI)KE 9THX YPOBHEH
nB/IKH npaxkrudecky He Bcrpedaercs. CiielyeT HIOMHUTD, YTO
pedepencHble 3HaYEHMA, KOTOPBIE IIPHUBOJATCA PA3TUYHBIMUA
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J1A00PATOPUSIMHU, OOBIYHO OTAUYAIOTCS ¥ MOTYT ObITh 3HAYM-
TEJIbHO HWJKE YKA3AHHBIX «OTPE3HBIX TOYEK> I JUATHOCTUKHU
HBJIKH.

B ciryuae 3navenunit 6azansHoro 17-OHP 6osee 30 HMOIb /71
nnn 10 ur/mi guarnos BAKH cunTaeTcsa NOATBEPKACHHBIM U
JIOIOJIHUTEJIBHOW IMArHOCTUKU He TpedyeTcst. [Tpu norpanuy-
HbIX 3HaYeHUstX 17-OHP (6—30 uMomb /1 win 2—10 Hr /Mt —
TAaK Ha3bIBACMAsl «CEPAsl 30HA»), BBISIBJICHHBIX MUHUMYM IIpU
JIBYKPATHOM OIIPEJEICHUH, HECOOXOANUMO IPOBOJUTD JOIOJI-
HUTEIBHBIN CTUMYJIMPYIOMNI TECT ¢ CUHAKTEHOM (KOCUHTPO-
IIMHOM, TETPAKO3AKTHIOM — CUHTETHYECKUM aHasorom AKTT),
4TO SIBJISICTCA «30JI0TBIM CTaHAAPpTOM» quarHoctuku BJJKH Bo
BCEM MMPE.

MpoTokon npoBeaeHus NPo6bl C KOPOTKUM CUHAKTEHOM:

* UICXOJHO uccneayetcs 6asanbHblli ypoBeHb 17-OHP yTpoMm B paHHIOI0
donnukynapHyto dasy umkna

- nocne 3a6opa KPOBW BHYTPUBEHHO WY BHYTPUMBILLEYHO BBOAUTCS
250 mkr CuHakTeHa

« yepea 30 1 60 MuH nccnenytoTcs ypoH 17-OHP 1 kopTudona

B nopme yposens 17-OHP Ha cTuMy/aiuuy HE JOJDKCH IIpe-
BBICUTDH 30 HMOJIb/JI, yPOBEHb KOPTU30J14 JIOJLKEH CTATh OOJIEE
500 umob/i1. IIpeBblinieHue yposHs 17-OHP>30 HMOJIb /11 CBU-
JIETENBCTBYET B 1O/Ib3y HBJIKH.

K coxanenuro, B HacTodmee Bpema B PO OTCYyTCTBYIOT 3ape-
TUCTPUPOBAHHBIE IPENAPATHI KOPOTKOIO CUHAKTEHA, ITOJTO-
My IIPOBEJICHUE IIPOOHL B €€ OOMICIIPUHATOM BAPUAHTE CTAHO-
BUTCsI HEBO3MOKHBIM. MIMeeTCs 3aperucTpupoOBaHHbIN IIPEIa-
paT IPOJIOHI'MPOBAHHON (POPpMBI — CHUHAKTEH JIETIO, HIKE
HPEACTABIEH AJAIITUPOBAHHBIN BAPUAHT IIPOBEJICHHUS IIPOOHL

MpoTokon npoeeaeHus Npo6bl ¢ CUHAKTEHOM Aeno:

* CXOJHO nccnenyetcsa 6asanbHblil ypoBeHb 17-OHP yTpom B paHHIo0
donnukynspHyio gasy uumkna

- nocne 3a6opa KPoBW rMy6oKo BHYTPUMbILLEYHO BBOAUTCSA 1 MIr CrHaK-
TeHa geno

* yepesd 12 u/vnn 24 4 nccnepytotes yposruu 17-OHP n kopTsona

Tax KaK JaHHBIN BAPHUAHT IIPOOBL HE UCIIOIb3YCTCS B MUPC,
JIJISL HET'O HE Pa3padOTaHbl COOCTBEHHBIE KDUTEPUH, IIO KOTO-
PBIM MOKHO OLICHUBATD PE3YIBTATHI, 4 JAHHBIC ABTOPOB B PO
3HAYUTEIBHO Pa3HATCA. [109TOMY IPEIAraeTCst IKCTPATION-
pOBaTh KPUTCPUU AUATHOCTUKU C KOPOTKOI ITPOOLI U OLICHU-
BATb UX AHAJIOI'MYHO TECTY C KOPOTKUM CUHAKTEHOM.

Anroputm auarHoctrky HB/IKH nipepcrasieH B Tabi. 3.

B ciyuasx, Korja npoBeIEHUE CTUMYJIMPYIONIETO TECTA C
CHUHAKTEHOM HEBO3MOKHO, JIMOO IIPH €0 COMHUTEIBHBIX Pe-
3YJIBIaTaX OKOHYATE/IbHBIM TAIIOM JUATHOCTUKHU ABJIACTCSA I'e-
HETUYECKOE MCCIECJOBAHHUE HA HAJIMYUE MYTALUHU B I'€HE
21-ruppoxcuiasel — CYP21.

TIpu UHTEPIPETALMHU IIOJTYYCHHBIX PE3Y/IBIATOB HEOOXO/IU-
MO YYHUTBIBATb HECKOJIBKO (PAKTOPOB. BO-11€pBBIX, HEKOTOPBIE
snaboparopuu B PO npoBOAAT TMATHOCTUKY JIUIIb 2—3 HauOO-
JIEE KPYIHBIX MyTAIIUH, XaPAKTEPHBIX JIJIS1 KJIACCUYECKUX (DOPM
21-rugpoxcunaspl [1oaTomy niepes; HalpaBJIeHUEM HA UCCIIE-
JIOBAaHUE HEOOXOAUMO YTOYHATD, IIPOBOAUTCS JIU UCCIICL0BA-
HHE TOYEYHBIX MYTAIIUH, CHEIN(PUIHBIX JIJI HEKITACCUYECKOH
dopmbl (cM. Ta0:. 1). Bo-BrOopbix, BAKH sBIsSIETCS ayTOCOMHO-

PELECCUBHBIM 3200JIEBAHUEM, TTOITOMY IS TTOJITBEPK/ICHHUS
JINArHO32 HEOOXOIUMO, YTOOBI OBIJIO BBISIBJIEHO OJJHOBPEMEH-
HO 2 MyTallUH B OIIPEE/ISIEMBIX ITOJIOKCHHAX I'€HA (9TO MOXKET
OBbITb FOMO3UT'OTHASL MyTALHs JIMOO 2 pa3HbIC MyTALIUU B I'€TE-
PO3UIOTHOM ITOJIOKEHUH). [TpU BBIABICHHU JIMIIb OJHOM reTe-
PO3HUI'OTHOM MYTAIIUH YEJTOBEK CUMTAETCS 3/I0POBBIM I'€TEPO-
3UI'OTHBIM HOCHUTEJIEM U JICYCHUS HE TPEOYETCS.

Oduarnocruka gedumura 118-rugpoKCHIa3bl

Pexomenoauus:
1.6.fuazrocmura I'® B/IKH 004CHA 1POBOOUMBCSL 1O YPOBHIO

1 1-0e30KcuKopmu3ona 6 Coi8OpoOmKe KposiL Y NauueHmos
¢ nemunuyvroim meveruem B/AKH unu noseneruem Al (2C).

OCHOBHBIM MapkepoM auarHoctTuku I'd BJIKH asisgerca
onpezeneHue 11-1€30KCUKOPTU30/1a — OCHOBHOTI'O IIPE/IIIe-
CTBCHHMKA KOPTH30JI14, HAXOAMIEIOC HaJl (DEPMCHTATHBHBIM
67I0KOM, KOTOPBIH IIPU KJIACCUYECKOM BAPUAHTE 3200JICBAHUA
MIPEBBIIIAET HOPMY Oos1ee yeM B 5—10 pa3. OJlHAKO B DYTUH-
HOW IIPAKTUKE ITO BO3MOKHO CJIEJIATH TOJIBKO B XO/I€ IIPOBE/IE-
HUS MYJIBTUCTEPOUJHOIO aHAIN34. [I03TOMY IIpU IIOA03PCHUN
Ha I'® BJIKH (HanpuMmep, IpU HU3KOM YPOBHE Kanusa 1 APIT)
BHE IIPUEMA MUHEPAIOKOPTUKOMAHBIX IPENAPATOB WM IIEpe-
JIO3UPOBKU ITIIOKOKOPTHUKOWIHBIX IIPEIAPATOB, IIPU ITOBBIIIC-
HUU A/l y TAIIMEHTOB C PAHEE BBIABJIEHHON BUPUIBHOU (POP-
MO 3260JICBAHUS, 4 TAKKE IIPU OTCYTCTBUM THIIMYHBIX MyTa-
1y B rede CYP2 1 nanyeHTa HEOOX0/IMMO HAIIPABUTD B CIIE-
TUAIN3UPOBAHHBIC [ICHTPHI /I YTOYHEHUS IMArHO34 U IO/ -
60pa Tepannu.

Hccnegosanue Myranuii B reue CYPI 181 npOBOAUTCS KPaK-
HE pEeAKo, O3TOMY B PoccuMM IreHETUYECKYIO UATHOCTHKY
MOKHO IIPOBECTU TOJIBKO C IIOMOIIIBIO CEKBEHMPOBAHUS I'€HA.
B nekoTopeIxX cTpanax (HanpuMmep, B M3pauie) ucciaegoBanmue
OJHOI 13 HAaUbO0JIEE YACTBIX MyTauui — His R448H — npume-
HACTCA B PyTUHHOU IIPAKTUKE.

B nmureparype onucaHbl CJydau HEKIACCUYECKOU (POPMBI
pedpunmura 11p-rupoKcunaspl. B KIMHUYECKON KapTHHE J10-
MMHHPYIOT IPU3HAKU TUIIEPAHAPOI€HUN U HAPYIICHUS MEH-
CTPYaJIbHOT'O IIMKJIA Y )KEHIIIUH, IIPH 9TOM Al 11pu a10# (hbopme
3a00J1€BAHMSA HET, IN6O OHA HOCUT HE3HAYMUTEIbHBIA XapaK-
TEP. JNarHoCTUPOBATL HEKIACCUYECKYIO (popMy Jedunmra
11B-TUAPOKCHUIA3Bl MOXHO Ha OCHOBAHWUU IOBBIIICHUSA
11-AE€30KCUKOPTU30Ia IPU NPOBEACHUN TAHJIECMHON MACC-
CIIEKTPOMETPHL.

Jleuenwue

JleueHHE MAITHEHTOB C KJIACCHYECKUMH popma-

mu gedpunura 21-ruIpPOKCHIA3HI

Pexomenoauuu:

2.1. Pexomeroyemcs 1euums 63POCIbLX NAUUEeHINoe ¢ KAaccu-
weckumu popmamu BIAKH 2u0poxopmu3onom ua Onu-
menwsHo oeticmeyrouumu I'K (1B).

2.2.11pu convmeparoweti popme oepuvuma 2 1 -2u0porxcuia-
36l perxomenoyemcs 0onoanumenvro x I'K npumensmeo
MK — ¢pryoporxopmusor (1B)

23. Pexomenoyemcsa yeenuuerue 003o. I'K unu nepexoo Ha na-
pernmepansroe 6sedenue I'K 6 OCMPbix CUMY AUUAX, MAKUX
Kax gpeopunsvras memnepamypa (>38,5 °C), cacmposrme-
pum c oecuopamauuett, onepavui 1oo oouell arecmesuert
umaccusroie mpaemuot (1B).

Ta6nuua 3. AuarHoctuka BAKH Bcnepcteue aedpuuuta 21-ruapokcunasbl

BasanbHbiii ypoBeHb 17-OHP

<6 HMONb/Nn (<2 Hr/mn)

6-30 HMonb/n (2-10 Hr/mn)

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

JononHuTenbHas ANarHoCTuKa He
TpebyeTtcsa

MokasaHo npoBeaeHune NpPoobl
¢ CMHakTeHOM

[lononHuTenbHas AMarHocTnKa
He TpebyeTcs

<80 Hmonb/n (<10 Hr/Mmn)

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

MaTonorum He BbISBNEHO

HBOKH
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AKTyaJ'IbeIe OOKYMEHTbI

24. 11pu oMOUUOHANLHOM U HEPBHOM HANPANCCHULL, NPU J1e2-
KUX BUPYCHBIX 3A001e6aMHUAX U npedcmoueli pusuye-
CKOUL Hazpy3Ke yeeauuusams 003y I'K He pexomernoyemcs
(2B).

Jleuenue knaccudeckux popm BJIKH cBOAMTCA K MOXKU3-
HeHHoMmy npumeHenuio 'K u MK (nipu consrepstomeit pop-
Me). OCHOBHAs1 CJIOKHOCTD JieueHus1 B/IKH 3akitouaercs B ToM,
4TO B HACTOSIIIEE BPEMS HE Pa3padOTaHbl IPENAPaThL, 1O~
HOCTbBIO UMUTHUPYIOIIUE COOCTBEHHYIO CEKPELIUIO KOPTU30Ia
M CITOCOOHBIE B (PU3NOJOTUUECKUX /103AX ITOJTHOCTBIO ITO/1a-
BUTb U30BITOYHBINM CUHTE3 HAJIIOYEYHUKOBBIX dH/IPOTEHOB,
IIO3TOMY BEJCHUE ALIMCHTOB CBOJUTCS K 6ATAHCUPOBAHUIO
MEXIy IPU3HAKAMU I'MIIEPKOPTULIU3MA U IMIIEPAHIPOICHUH.

B ornmyne OT JETCKOro BO3PACTd, KOIZld PEKOMEHYETCH BE-
CTH NAIUEHTOB TOJIBKO HA ITIIOKOKOPTHUKOW/IHBIX IIPENapaTax
KOPOTKOTI'O IEUCTBHS, Y B3POCJIBIX ITAIIMEHTOB BO3MOXKHO HC-
MOJb30BAHUE PENAPATOB KAK KOPOTKOI'O (I'MAPOKOPTHU3OH),
TaK U JUINTEIBHOI'O JEUCTBUA (IPEAHNU3ONOH, IEKCAMETA30H,
METWIIIPEHU3O0IOH). DTO B PsJIE CIyYA€B IPUBOJUT K YIyd-
IIEHUIO KOMIUIAEHTHOCTU. Hanbosee 4acTo MCIOIb3yeTCs
CJIEYIONIAS CXEMA IIEPEBOJA C OJHOI'O ITTIOKOKOPTUKOHJHOI'O
npenapara Ha Apyrou: 20 Mr rifIpOKOPTU30OHA = 5 MI' IIPE/THU-
30JI0HA ~ 4 MI' MeTWIIPeAHN3010Ha # 0,375—0,5 Mr IcKcame-
TA30H4.

Bpemsa HazHa4YEeHUS NIIOKOKOPTHUKOUIHBIX IIPEAPATOB IIPU
BJIKH ocraercsa B MUpE JUCKYTHPYEMBIM BOITIPOCOM. ECTB CTO-
POHHMKHM Ha3HA4eHHs OOJIbIIMUX JIO3 YIPOM, KOTOPbIE CYU-
TAIOT TAKOM PEKUM 60j1e€ (PUBUOJIOIMYHBIM, TAK KAK OH JIy4IlIe
UMUTUPYET LUUPKAJUAHHBIA PUTM BBIPAOOTKU KOPTHU3OJIA.
Jpyrue K€ OTMEYAIOT JOCTUKECHME JIydIIe KOMIICHCAITUN
IIPYU IPUMEHEHNUH OOJBIINX JJ03 HA HOYb 34 CUET O/IABIEHHS
Ho4HOTro Bei6poca AKTT. B Poccuu yaiie npuMeHsieTcst BTo-
PO¥ BAPUAHT, OAHAKO CTPOTUX PEKOMEHIAIUN 110 JAHHOMY
BONPOCY HET U PEMIEHUE MOXKET OCTATHCA 34 JIEYALIHM BPAYOM.

Jl11 KOMIIEHCAIIUKM MUHEPAJIOKOPTUKOUIHOM (DYHKIIUH MC-
nonbdyercs uayapoxkoptuson (Koprunedd). Cpepnue jo3u-
POBKU U CXEMBI IPUMCHEHMS IIPENAPATOB AJIs JICUCHUS KIAC-
cnueckux popm B/IKH nipesncrasneHs! B 1261 4.

VY nmanueHToB ¢ Kiaccudeckumu popmamu BJIKH B opra-
HHU3ME HE IIPOUCXOJUT AJCKBATHON BBIPA6OTKU KOPTHU30/1a B
OoTBET Ha (PU3HUYECKUI CTPECC, HATIpUMEpP, IpHU 32001€Ba-
HHUAX, CONPOBOXIAIOMMNXCA BBICOKOM TEMIIEPATYPOU, ra-
CTPOIHTEPUTE C JETUPATAIIUEH, ONEPALUAX U TPABMAX.
HMmenno nosromy scem nanuenTaMm ¢ BIKH pexomenayercs
HOCHUTDb IIpHU cebe UACHTUPUKALUOHHBIE JOKYMEHTBI MU
Opac/1eThl, yKa3bIBAIONINE, UTO Y HUX UMEETCS JITAHHOE 3260-
JIEBAHHE, U B CJIy4dA€ YPIEHTHBIX CUTYAIIMI UM HEOOXOIUMO
HE3aMEUINTEIbHOC BBEACHUE I'NIPOKOPTU30HA. TaK KaK 3a-
OOJIEBAHUE ABJIACTCSI PEAKUM U HE3HAKOMO MHOTHUM CIIELIMA-
JIMCTAM IIEPBUYHOTO 3BE€HA, IIPEAJIOKEHO YKA3BIBATD Y TAKHX
NAIUEHTOB HAIUYNE XPOHUYECKON HAJAIIOYEYHUKOBON HE-
JIOCTATOYHOCTH, YTO O6JIErYacT IPUHATHUE PCIICHUS B JaH-
HBIX CUTYALUSX.

B ciiygae MHTEPKYPPEHTHBIX 3206071€BAHUIM, IPU KOTOPBIX
COXPAaHEHA BO3MOKHOCTb IPOJOJ/LKEHUS MEPOPATBHOTO
npuema 'K, Heo6xoaumo ysenudenue o3l 'K B 2—-3 pasa.
IIpu HE3(PEKTUBHOCTH BBOAUTCI TUAPOKOPTU3OH (TUIPO-
KOPTU30H CyKIuHaT Hatpus — Cony-Kopred) 50-100 mr
BHYTPHUMBIIIIEYHO, [JAJIEE IIPU HEOOXOMMOCTH BBEJJIEHUE T10-
BTOPSIETCs 110 50 MI Kask/ipie 4—6 4. B ciygae OTCyTCTBUS YiIyd-

Ta6nuua 4. NMpenapatbl FK 1 MK, ucnonbayemsble B fie4eHnn knac-
cuyeckux popm BAKH

'MapoKopTU30H 20-40 mr/cyT pa3pgenvTb Ha 2-3 npuema
MpeaHn30n0H 5-10 Mr/cyT Ha 2 npuema
HexkcameTasoH 0,75-1,0 Mr/cyT Ha HOYb
MeTunnpenHn3onoH 4—-6 Mr/cyT Ha HOYb
®nynpokopTN30oH 50-150 mkr/cyT Ha 1-2 npuema

HIEHHSI CAMOYYBCTBUS B TEUEHUE 24—48 4 pEKOMEH/IYETCS T'OC-
OUTAIN3ALUA B CTALUOHAD, II€ IIPOBOJUTCS BHYTPUBCHHAS
nH@Y3Us THIPOKOPTHU30HA HA (POHE pEruApaTalMOHHON Te-
panuu. [Ipy TpUMEHEHUH TAPEHTEPATTBHOTO THIPOKOPTU30-
Ha /1032 (PIIyJPOKOPTU30OHA HE MEHAETCs TNO0 faxe MK orme-
HSIOTCS ITOJTHOCTBIO. KaK TOIBKO COCTOSIHUE ITALIUEHTA CTA0U-
JIMBUPYETCH, CJIELYET IIOCTEIIEHHO BEPHYTHCA K OOBIYHBIM J1O-
3aM npenaparos. I1py (pU3n4ecKux Harpy3kax U IICUXOJI0IU-
YECKOM CTPECCE HEOOXOAMMOCTH B yBEIMYEHNHU 103kl 'K HET.

JleuyeHHE MAITHEHTOB C HEKJIACCHIECKUMH (hop-

Mamu gedumura 21-ruapoKCHIa3bl

Pexomenoavuuu:
2.5./Iewenue navuenmor ¢ HB/IKH ¢ nomouybro I'K pexomeroy-

emcs nPoBOOUNb NPUL BbIAGACHUL SHAMUMOLL 2uneparopo-
2enuU, 0ecno0UA UL HeBbIHAUUEANHUA DepemMenHoCmnu
(2B).

2.6.Y HCeHUUM C YMePEHHOLL uneparopozeHuetl u OUCHyHK-
yuell AUMHUKO8 8He NNAHUDOBAHUL bepemMeHHOCmL 603-
MOIUCHO npumererue 6mecmo I’ K Cumnmomamu1eckotl me-
panuu: KOK u/unu anmuanopozeros (2C).

2.7.Jlevums beccumnmommoie popmor HBAKH Yy sceriyur He
pexomenoyemes (2C).

2.8. Myocuunot ¢ nB/IKH 6 ieveruu ne wyxrcoaromes (2C).

HecMmoTps HA TO, 4TO NATOreHETHYECKOE iedenue HB/IKH
JIO/DKHO IIPOBOAMNTHCS 110 TEM JK€ IIPUHITAIIAM, YTO U IIPU KJIAC-
cu4ecKkux (popMax (IyTeM BO3MELIECHUA AC(HUIIUTA KOPTU3O-
J1a), HEOOXOAMMOCTb HA3HAYEHMSA ITIIOKOKOPTUKOMHON Tepa-
1Y A6COMIOTHO BCEM KEHITMHAM ¢ HB/IKH BBI3BIBAET 60JIb-
IIHE CIIOPHI Y CICLIUAIUCTOB IO BCEMY MUPY. JI€I0 B TOM, 9TO
1103bl 'K, HeOOXOJUMBIE [1JIs TO1ABJIEHUS U30BITOYHOM IIPO-
JYKIMU aHIPOTE€HOB, HEPEAKO ABJIAIOTCA CYIPaU3UOIOTrHYe-
CKHMH, YTO C YI4ETOM MSTKOI'O TEUEHMS JJAHHOHN (POPMBI 3200-
JIEBAHUS BBI3BIBACT OIPE/ICICHHBIC OIIACCHUS B IVIAHE ITOKU3-
HEHHOT'O npueMa. IToaroMy Bce 60bIIE CHELUATIUCTOB BO
BCEM MHPE NPUXOJAT K MHEHHIO, YTO BHE IVIAHUPOBAHUA O€-
PEMECHHOCTH U BBIPAKEHHOM T'UIIEPAH/POICHUU IIPUMCHEHHE
I'K HE AB/IACTCS 065134TC/IBHBIM U MOXKET ObITh 3aMEHCHO CHMII-
TOMATHUYECKOU Tepanuei B uae KOK 1/mnimm anTuaHgporeHoB
(Tadm. 5).

v JKEHIIVH C BprZDKCHH})IMI/I CHUMIITOMAMU I'IICPpAHAPOIc-
HUH BO3MOKHO HazHadeHwue [K (Tabi. 6). [locie Havaia repa-
[IMH BOCCTAHOBJICHUA MEHCTPYAJIBHOI'O LIUK/IA U YMEHbIICHUSA
AKHE MOKHO OKHJATDb YePe3 3 MEC, 4 YMEHBIIEHHUS TUPCYTU3-
Ma — B TeyeHue 30 mec. [IoMUMO 3TOTO TEPANIUIO MOKHO IIPO-
BOJUTb KOMOMHUPOBAHHO ¢ KOK 1/Win aHTHAHAPOrCHAMU, 4
TAKKE PEKOMEHIOBATD )KCHITUHAM PA3JIMYHbIC MCTOBI D11~
JIALAN.

HecmoTrpst Ha TO uTO 'y 68% sxeHinuH ¢ HBJIKH camonpous-
BOJIbHBIE 6EPEMEHHOCTH MOI'YT HACTYIIUTD U 6€3 IIPUMEHCHUS

Ta6nuua 5. Mpenapatbl aHTuaHaporeHoe n KOK, ucnons3ayowumecs B Tepanun HBAKH

10-50 Mr/cyT ¢ 1 no 15-i1 AeHb uMKna B BUAE MOHOTEpanuu, B kKoMGuHaumm nnm B coctase KOK

Lvnpotepor LMKANYeckn B pexume 21/7
CnnpoHONakToH 100-200 mr/cyT
duHacTepug, 2,5-5 mr/cyt
dnytamng, 50-150 mr/cyT

OTUHUNSCTPaaNON/APOCIMPEHOH

0,03/3 mr no 1 TabneTke umMknnyeckun B pexunme 21/7 unn 24/4

OTMHUNACTPAAMNON/XNOPMAONHOH

0,03/2 mr no 1 TabneTke umMkAnyeckun B pexume 21/7
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Topical documents

Ta6nuua 6. Npenaparsl MK, ucnonb3ayemsbie B nevyeHnn HBAKH

MapoKopTU30H 10-30 mr Ha 2-3 npvema B AeHb

MpenHn3onoH 2,5-7,5 Mr Ha Ho4Yb

JekcameTa3oH (Tonbko BHe Gepe-

0,25-0,75 Mr Ha HOYb
MEHHOCTN)

MeTnnnpeaHn3onoH 2—-6 MI Ha HO4Yb

I'K, CHOHTaHHBIC BBIKW/IBIIIN HAd PAHHUX CPOKAX IIPU OTCYT-
CTBUM JIEYEHUA BCTPEUAIOTCA JOCTATOYHO 4acTO. [Toaromy
paccMaTpUBATL BOIIPOC O TJIIOKOKOPHUKOUJHON TEPAITUU HE-
06XOIMMO MIPEXKE BCETO HA ATAIE IVTAHUPOBAHUS GEPEMEH-
HOCTH, OCOOEHHO Y )KEHIIUH C OECIUIOIMEM WIH IIPHUBBIYHBIM
HEBBIHAIIUBAHHUEM 6EPEMEHHOCTU. JIeueHnE MOKET IIPOBO-
JIUTBCSL C IIOMOIIIBIO JIIOOOT'O ITIIOKOKOPTUKOUIHOI'O IIpErapa-
T4, 32 UCKJIIOYEHHEM JEKCAMETA30HA. JJO3BI IPENapaToB C Ha-
CTYyIUIEHHMEM O€PEMEHHOCTU OOBIYHO HE MEHAIOTCH, JI€YEHHE
IIPOBOJAUTCH 10 POJIOB.

Kak npasuno, npu HBAKH OTCyTCTBYIOT JE(PUIIUT KOPTU3O-
JI4 ¥ CONBIEPAIONIINE KPU3DL, IO3TOMY HET HEOOXOAUMOCTH I10-
BBIIATD 1,03y 'K BO Bpemsa CTpeCCOPHBIX COCTOAHUIM, Oepa-
THUBHBIX BMCIIATE/IbCTB WIX OCTPBIX BUPYCHBIX 3200 ICBAHUM.
HcximouenueM ABJISETCs BbIABACHUE HEJOCTATOYHOM BbIPA-
OOTKU KOPTU30/1a BO BPEMS CTUMY/IHPYIOLETO TECTA (MEHEE
500 HMOJIb/JT), UIMEHHO IIO3TOMY B CJIy4a€ MO TBEPKIEHUS TN~
4arHO34a C IIOMOIIBLIO IPOBEAEHH NPOOL ¢ CHHAKTEHOM He-
06XOIMMO HUCCIEA0BATDh 3TOT HOKA3ATE/Ib U YYUTBIBATD €TI0,
HaIIpUMED, IPH POJOPA3PEIMICHUN.

JIeuenue I'® BAKH
Pexomenoauuu:
2.9./leuenue I'P BIIKH 1npo6ooumcsa no mem xe npuHyunam,
UIMO U IeHUeHUe BUPUNLHOLL (POPMBL, 00YCNIO0BNeHHOLL Oedu-
yumom 21-2u0poxcurasel. B mepanuu mo2ym npume-
HAMBCA 2MOKOKOPMUKOUOHbLE NPENnapamol KOPOMKo20 u
onumensrozo oeticmeus (2C).
2.10.Iavuenmam c I'@ B/IKH 8 kauecmee 00NOJHUMENbHOLL
mepanuu credyem Ha3HAams AHMU2UNePMeH3UBHbLe
npenapamot, nPeonoOUIMUMEenNbHboMIU CUUMAIOMC Kd-
auticoepezaroujue Ouypemuri u Ou2uoPoOnUPUOUHOBbLE
OOKAMOPbL KANLUUEBLIX KAHAL08 (2C).

TTareHTsI ¢ K1accudeckou (popMmoit gedpuiura 11p-ruapo-
KCHJIA3BlL, KAK U IPHU Apyrux (popmax BAKH, IOXKU3HEHHO MO-
ay4daroT npenapatel ['K ¢ 11e/1p10 KOpPEKIUNU CUMIITOMOB HA/I-
ITIOYEYHUKOBOMU HEJOCTATOYHOCTH, r'UIIepaliporenuu u Al
Eciin npenapaToMm BeIOOPA Y JETEN ABJIAETCS ' POKOPTU3OH,
Y B3POC/IBIX MOKHO UCIIOIb30BATb U NIPENAPaThl JINTECILHOTO
aericTeus. Heo6xoamnmMocTu B Ha3HayeHuu MK y Takux rmaru-
€HTOB HET, TaK Kak nosplmeHue JOK NpuBOANUT K OTCYTCTBUIO
MHHEPAIOKOPTUKOUJHON HEJOCTATOYHOCTH.

Ecnu na ¢pone monorepanuu I'K He yaeTcss CKOppUTHUPO-
BaTb Al, MOXXHO JOTIOJIHUTEILHO UCIIOIb30BATH AHTHUTUIICP-
TCH3HWBHBIC ITPCITAPATDI, U3 KOTOPBIX IIPCAIIOYTUTC/IBHBIMU B~
JISIIOTCSL KATUHCHEPEraronue AUyPEeTUKN B COYCTAHUU C AH-
THJPONUPUANHOBBIMU GJIOKATOPAMU KAJIbLIUEBLIX KAHAIOB
(Huenunun); Tadn. 7.

AnHamMunyeckoe HabnoaeHne

JuHAMHYECKOE HAOIIOZEHHUE B3POCIBIX AIHEH-

TOB ¢ KI1accuueckumu popmamu gedbumura 21-

THAPOKCHIA3BI

Pexomenoauuu:

3.1. Pexomenoyemcsa ne pexce 1 pasa 6 200 6Cem nauuermam
nPOBOOUML OOCICO08AHIUE I YIMOUHEHUA CINeNEeHLL KOM-
nemncavuu 3adonesaniis (1B).

3.2. C yensvio oyenxu cmenenu KOMnNeHcauul DeKomenoyemcs
ucnonw3oeams noxasamenu 17-OHP, mecmocmepond,
anopocmenouona, a maxxce APl npu conemepsaroueti
popme BJIKH (2B).

3.3.I1pu sviaererun 0exomnencayuy uiu nepeoo3uposxu I'K
NOMUMO KOPPeKrL L mepaniii HeoOX00UMO Marxdice 1pose-
cmu 0006C1e008aHIUe Ha NPEOMeM OCIONCHEHULL, XapaK-
mepHoLX 011 2UNEPAHOPOEHUL UL 2UNEPKODIMULUIMA

(20).

Ouenkxa Komnencauuu

s oneHKU 3(PPEKTUBHOCTH ITIIOKOKOPTUKOUIHOM TE€PA-
nuu BAKH B Hacrosiiee BpeMst HauOOJIe€ 4aCTO B MUPE HUC-
MHOJB3YIOTCA TPU noKaszartess: 17-OHP, recrocTepoH U aHgpo-
CTEH/IMOH, KOTOPbIE HEOOXOAMMO UCCIIEIOBATH PAHO yTPOM
HATOUIAK, /10 IPUEMA IIPENAPATOB. JOIIyCTHMO TAKXKeE IIPOBE-
JIEHHE AHAIM3A Yepe3 2 4 II0C/IE IpUeMa penaparos. Mamepe-
nue AKTT He ABIseTCs: HEOOXOIUMBIM JUIS1 OIIPEEIEHMS INar'-
HOCTUYECKOW WJIN JIEYEOHOM TAKTUKU y ITAIIUEHTOB ¢ BJIKH.

V JKEHIIMH C COXPAHEHHBIM MEHCTPYAJIbHBIM [JUKJIOM MC-
CJIEJOBAHUE JKEJIATEIBHO IPOBOAUTD B PAHHIOIO (DOJUIUKYIIAP-
Hy10 (pazy, npu npueme KOK — Ha 3—4-11 1eHb IMKIA (JIO Ha4a-
J1a HOBOM ynakoBku KOK 1151 MCKIIOUEHUS IEPEKPECTHOM pe-
AKIIUHN), HA (POHE AMEHOPEU — B JIIOOOI JIEHD.

V My’K4MH JUHAMHUYCCKOC HAOIIOAECHUE OCIOXKHACTCA TEM,
YTO YPOBEHb TECTOCTEPOHA B OCHOBHOM OTPAKAE€T F'OHAJHYIO,
4 HE HA/INOYEYHHKOBYIO IIPOAYKIIHIO U IIOTOMY HE IO3BOJISIET
a/ICKBATHO OLICHUTD KOMIICHCALIUIO 32001€BaHU. MY)XUUHBI C
JUINTEIBHOM JJEKOMIIEHCAITUEN WIH OO'bEMHBIMU O6PA30BA-
HUSAMHU B AMYKAX M3 OCTATOYHOMN HAAIIOYCYHHUKOBOMN TKAHU
(TART) Moryr uMeTh HU3KMI YPOBEHb TECTOCTEPOHA M3-34
CHWKEHM (PYHKUMM KIETOK Jlenaura. [Toaromy I1aBHBIMUA
MapKepaMH CTAaHOBATCA ypoBHU 17-OHP 1 angpocreHanoHa.

BONBPIIMHCTBO CIIENUAIUCTOB B MUPE B HACTOSIIEE BPEMS
NPUJEPKUBAIOTCA  1IEJEBBIX 3HAYEHUHN, IPEIOKEHHBIX
D.Merke u coaBr. B 2005 1:: 17-OHP — 12—36 HMOJIb/J1, YDOBHHU
AHJPOCTEHAMOHA U TECTOCTEPOHA — B IIPEJEIAX HOPMBI 1
JAHHOI'O IIOJAa U BO3pacTa. CUUTAETCA HELEIECOOOPA3HBIM
MOJIHOE noziaBeHue yposHs 17-OHP, Tak Kax /11 9T0ro Tpedy-
€TCs IPUEM CYIIPAPUZUOTIOIHUYECKUX JJO3 TJIIOKOKOPTUKOU/I-
HBIX [IPENAPATOB, KOTOPBIEC BBI3BIBAIOT ITIOOOYHDBIC 3(D(EKTHL.
ITo panHbBIM PIBY «OHAPOKPUHOJOTMYECCKUU HAYIHBIA
HeHTp» Munsjapasa Poccun ONTUMAJIBHBIMU KPUTEPUAMU
AJIEKBATHOCTHU ITIIOKOKOPTUKOW/HON TEPAIINH Y MYKUUH 5B-
JSIOTCs 3HaYeHus 17-OHP 12—36 uMoinb/i (4—12 Hr/min) npu
HOPMaJIbHOM YPOBHE aHAPOCTEHAMOHA. OAHAKO Y *KEHIINH
PENPOAYKTUBHOI'O BO3PACTA HEOOXOJUMO IOJIEPKUBATD 60-
Jiee HU3KHUE LiesieBble 3HadeHus 17-OHP — 6—-16 uMonb/1 (2-5
HI'/MJI) B COYETAHUN C HOPMAJIbHBIMHM YPOBHAMU AHJPOT€HOB
U OTCYTCTBUEM KIMHUYECKUX IIPU3HAKOB JCKOMIICHCAINU 3a-

Ta6nuua 7. Npenapartsl, Ucnonb3yembie B neveHun e BOAKH

MApoOKOPTU30H 20-40 mr/cyT pa3nenuTb Ha 2-3 npuema
MpenHn3onoH 5-10 Mr/cyT Ha 2 npuema
JekcameTasoH 0,75-1,0 Mr/cyT Ha HOYb
MeTunnpeaHn3onoH 4—6 Mr Ha HOYb
AHTUrMNEepTeH3VBHbIE npenaparsi
Hudegnnux 30-90 mr — peTtapaHas dpopma, 10-20 mr 2-3 pasa B AeHb — HepeTapaHas dopma
CnnpoHONaKkToH 25-200 mMr B oeHb
OnnepeHoH 25-50 Mr B AieHb
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AKTyaJ'IbeIe OOKYMEHTbI

Puc. 3. AuHamuyeckoe HaGnioaeHue 3a B3pOCbiMU NaLMeHTa-
MM ¢ knaccuuyeckoin BOKH.

Mepeposupoeka 'k KomneHncauus AekomMmneHcauuns

+ MeTtabonumyeckre HapyLleHus
« PenpoayktmBHas GyHKUNS

Y XKEHLLMH
+ PeHTreHogeHCcUTOMETPUSA

+ O6beMHble o6pa3oBa-
HWSA B HAANOYEYHMKaxX

+ PenpoayktneHas yHk-
LSty MYXYUH

0OJIEBAHMA WA TMIEPKOPTUIIU3MA. B OTAENIbHBIX CIIydasax
(HanpuMep, IIPH IUIAHUPOBAHUN GEPEMEHHOCTH WIN B C/Iy4ac
Hammuus TART y My>K4UH) BBIOUPAIOTCSI UHAMBU/IYAIbHBIC 1€~
JIEBBIE ITOKA3ATCIIN.

[Ipu HEOO6XOUMOCTH IpUMeHeHMs1 MK 11pu consrepsioniei
dopme 3a601€BAHUA HEOOXOJUMO IIOJJEPKUBATL YPOBEHD
APTI Ha BEpXHEH I'PAHULIE HOPMBI WIH IIOBBIIICHHBIM, HO HE
oosiee yeM B 2 paza. CiielyeT IOMHUTbD, YTO C BO3PACTOM I1O-
TPEOHOCTb B MK CHIDKAETCA U 1034 IIPENapaTa MOXKET KOPPEK-
TUPOBATHCS.

Adunamuuecrxoe nadarooenue u MOHUMOPUHZ OCIONHC-
HeHuil

Benenune nanmenTos ¢ jepuinTom 2 1-ru/ipoKCUIasel Tpe-
OyeT HENPEPBIBHOI'O MOJAJEPKAHUA PABHOBECHUS MEXK/Y W3-
OBITKOM aH/JIPOI'€HOB U U30OBITKOM 'K, 1OGUTHCS YETro B KJIH-
HUYECKOH NPAKTHUKE OBIBAET JIOBOJIBHO HEIPOCTO. [ToaToMy
HEOOXOAMM TIIATEIbHBI MOHUTOPHUHI OCJIOKHEHHUI U 110-
CJIEACTBUN KAK CAMOI'O 3200JI€EBAHUS, TAK U €ro jjeyenus. Ha
pHC. 3 IPE/ICTABICH CXEMATUYHBIN TUTAaH OOCJIEIOBAHUS U TU-
HAMHWYECKOT'O HAOJIOZEHUS B3POC/IBIX NAIMEHTOB C KIACCH-
yeckumu popmamu BJIKH B 3aBUCMMOCTU OT CTENIEHU KOM-
neHcauuu. Kak BUHO U3 YKa3aHHOM CXEMBI, PsAJl UCCIIENOBA-
HUM (KOMITBIOTEPHAs WM MATHUTHO-PE30HAHCHASA TOMOI'Pa-
(ust HAIMTOYEUYHUKOB, YIBTPA3BYKOBOE HCCIIE/JOBAHUE SIMUECK)
HEOOXOMMO NPOBOAUTH TOJIBKO IIPU JEKOMIIEHCAIIUU 3200-
JIEBAHMS, B TO BPEMS KAK AKTUBHOE BBISIBJIEHHUE META00IMYE-
CKMX HapymeHuH, oneHka MIIK, a Takke penpoayKTuBHOMN
(PYHKIIMHU Y )KEHIITMH HEOOXOMMBI ITPU JIIOO60 CTENEHU KOM-
nencanuu BJIKH.

KoMILIeke MeTabonmyeckux Hapymenuii npu BJJKH secbMa
MUPOK. [TOMHMO OCHOBHBIX ITOOOYHBIX SBJICHUI, BO3HUKAIO-
IMUX IIPH JUINTEIBbHOM nTpreMe 'K, TAaKNX KaK HAKOTUICHUE K-
POBO¥ KIETUYATKHU, AL, AMCIMIINEMUS, THCYJIMHOPE3UCTEHT -
HOCTb U HAPYHICHUS YITIEBOJHOI'O 06MeHa, npu BJIKH Ha op-

raHU3M HALUEHTA BIUAIOT TAKKE U JIOIIOJIHUTENIbHBIE (DAKTO-
PBL: TUIIEPAHAPOICHISA, TUIIOTOHAIU3M, 4 TAKOKE AIPEHOMEYJI-
JIAPHAA HEJOCTATOYHOCTD (pUC. 4). [Io3TOMY B paMKaX €XKe-
IOJJHOI'O 0OO6C/IeI0BaHus BceM narueHTaM ¢ BIKH, a oco6eHHO
B CJIy4asX JUIMTEIbHOU nepefo3upoBku I'K, He06X0auMO uc-
CIEI0OBATD JTUITUIHBIA CIIEKTD, BBIABIATD HAPYIICHHA YITIEBO/-
HOTr'0 OOMEHA, KOHTPOIUPOBATH A/l U IPOBOANTH PA3bsICHU-
TEJIbHYIO O€Ce/ly 110 KOHTPOJIIO MACCHI TENA.

Bornpoc gacTtorel npoBeAeHNA PEHTTEHOACHCUTOMETPHUH 11a-
nuenTam ¢ BJIKH no-npexHeMy oCTaeTcsa OTKPBITBIM. B mupe
UMEETCSI MHOKECTBO UCCIEA0BAHNUI, KOTOPBIE ITOKA3AIH 1a-
METPAJIBHO POTUBOIIOIOKHBIE PEZYJIBTATHL, II09TOMY CIIEIHA-
JIUCTBL I10 BCEMY MUPY HE NPUILIN K CAUHOMY MHEHHIO: HYKHO
JIM MOHUTOPHPOBATH A0COIMIOTHO BCeX NanueHTos ¢ BJIKH ¢ yue-
ToM rpuema I'K Kak He3aBHCUMOTO (PAKTOPA PUCKA OCTEOTIOPO-
3a.I1o ganaeiM OI'BY «OHJOKPUHONOTMYECKUI HAYYHbIA LIEHTP>
Munszapasa Poccuu 6pU10 ITOKA34HO, YTO PA3BUTHE OCTECOIICHU-
YECKOI'O CUHPOMA HE 3aBHCEIO OT CTEIIEHHU KOMITICHCALIUH 34~
OOoneBaHMs U JJO3 IPUHUMAEMBIX I[VIIOKOKOPTUKOW/IHBIX IIPEIa-
PaToB, IO3TOMY PEHTIEHO/IEHCUTOMETPHIO JKEIATEIBHO IIPOBO-
IUTh BCeM nanuenTam ¢ BJIKH BHE 3aBUCMMOCTH OT CTEIICHU
KOMITCHCALUH ITPU TIEPBUYHOM OOPAIEHNH, €CJIA PAHEE OHA HE
HPOBO/IWIACH, A JAJIEE PELIATH BOIIPOC O YACTOTE MOHUTOPHUHI'A
KOCTHOM IVIOTHOCTH B 3dBUCMMOCTH OT IIOJTyYEHHBIX PE3YJIBIA-
TOB (He pexe 1 paza B 5—7 JIeT IPU OTCYTCTBUU CHIDKEHNA MITK
1 Yalle — IIPU BBIABIECHUH OCTEONIEHUYECKOIO CUHIPOMA).

V¥ B3pocabix nanueHTos ¢ BAKH 110 JaHHBIM KOMIIBIOTEP-
HOH TOMOT'PA(pUH JJOCTATOYHO YACTO BBIABIAIOTCA OJJHO- WIH
JIBYCTOPOHHUE JOOPOKAYECCTBECHHBIC OOPA30BAHUA HAIIIOUCY-
HUKOB. llesieHanpaBaeHHbIN CKPUHUHI ITOJIOOHBIX 00Pa30Ba-
HMIT OOBIYHO TPEOYETCA TOIBKO IIPU HAIMYNUH JJIATEILHOM Jie-
KOMIIEHCALIUH, TAK KAK OHU MOT'YT JJOCTUI'ATh 3HAYUTE/IbHBIX
pasmepos. [1py HazHAYEHNH aJICKBATHBIX 103 ['K oTmMegaeTcs
YMEHBIIEHHE PA3MEPOB OIYXOJIEH, XUPYPIUUECKOE JICUEHUE
OOBIYHO HE NPOBOANTCA. [IpH yIOBIETBOPUTENBHOIN KOMIIEH-
Calluy B IPOBEJACHUU CKPUHHHIA HET HCOOXOAUMOCTH, TAK
KaK O6pa30BaHMs HEOOIBIINX PA3MEPOB HE UMEIOT KIMHUYC-
CKOT'O 3HAYEHHUS.

TART BCTpEdaroTcs y HEGOJBIIOIO MPOLIEHTA MYXYHUH C
BAKH B P® B OomMumMe OT APYrUux HOOY/IALMMA, OAHAKO IIPH
JUTUTEIbHOU ACKOMIICHCAMHU 3200JICBAHNA OHU MOT'YT JOCTH-
raTh 60OJIBIINUX PA3MEPOB, CAABINBATD TKAHb AMYEK U IIPUBO-
JIUTb K TUIIOTOHA/IM3MY U 6ECIUIOANIO. B KIIMHUYECKO ITPaK-
THUKC BO3MOKHA OMIMOOYHAS IMOCTAHOBKA JUAIHO32 pPaKa
SIMYEK U [IPOBEICHUE HEOOOCHOBAHHBIX OIIEPALMI y TAKUX M-
nueHToB. Breusinsiorcs TART nn60 manbnaTopHoO IIpHU
OCMOTpPE, IMOO HA YIBTPA3BYKOBOM UCCIEAOBAHNHN. OII€HKA
PEIPOAYKTUBHOM (DYHKITUU Y My>KYHMH HCOOXOHUMA B CIIYIasIx

Puc. 4. NMatoreHe3 meTabonnyecknx HapyLueHuii Nnpu knaccuyecknx popmax aedpuumurta 21-ruapokcunassol.

A,u,peHome,u,ynnﬂpHaﬂ HEeOO0CTaTO4YHOCTb

MnoroHaguam MMnepkopTULN3M M'vnepaHgporenns
CVHAPOM NONNKUCTO3HBIX AUYHUKOB
o o Ar Y
OxvpeHne — MMnepuHCYNMHEMUSI/HCYIMHOPE3N -
= - CTEHTHOCTb
>
runepaunuaemMmus HapyLueHHas mukemusi HaToLak,/Hapy-
HOOTenManbHas ou HKLMS
LLIEHMe TONEePaHTHOCTY K [I0KO3€e/caxap- SHpoTenanbHas AMChYHKL,

HbIl AnabeT Tmuna 2
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Topical documents

0b6panieHus 1o NOBO/Y 6ECIUIONUS JIMOO TIPU JUTUTEIBHOH Jie-
KoMmrieHcaru B/IKH.

VxkenmuH ¢ B/IKH npu 0601 CTENEHN KOMIIEHCAIIUU Ha-
GIIIOIATOTCST HAPYIICHUSI MEHCTPYAJIBHOTO IIUKIA — Y 64—68%
JKEHIUH — IIPU COJNBTEPAIOMEN Uy 55-75% — IPU BUPUIIb-
HOI popme. Hepeako npu o6Cae/I0BAHUN TAKUX JKEHITUH
BBISIBJIIIOTCS YJIBTPA3BYKOBBIC IIPU3HAKHU ITOJHUKUCTO3HBIX
AndHUKOB. [1pu BJKH B narorenese (popMupOBAHUS IOJIU-
KHUCTO3HBIX SUYHHUKOB Y4aCTBYIOT HHCYJIMHOPE3UCTCHT-
HOCTbB, OKUPEHHUE, 4 TAKKE BBICOKASA CEKPELIUA aHJIPOI'E€HOB.
B psze cnygaes yj1aercs JOCTUTHYTh HOPMAIU3AIIMU 1IUKIIA C
IIOMONIBIO UHTEHCU(DUKAIUU ITIIOKOKOPTUKOUJHON Tepa-
MM, OJHAKO IIPpU e€¢ HEIPDEKTUBHOCTU HIU HOABICHUU
IIPU3HAKOB ATPOTE€HHOI'O I'MIIEPKOPTULIM3MA K TEPATINH Pe-
KoMmeHyercs 06asuTs KOK.

Oco60e BHUMAHHUE JOJIKHO OBITh YIEIECHO (PEMUHU3HUPYIO-
e IUIACTUKE HAPYXHBIX I'€HUTANUN y )KenmuH ¢ BJAKH,
CBOEBPEMEHHOCTU €€ IIPOBEICHHUA, OLIEHKE COCTOATEIbHOCTH
ONEPATUBHOI'O BMEMIATE/IBCTBA X OTCYTCTBUSA PA3BUTHS I1O-
CTONEPALMOHHBIX OCJIOKHEHUN (PYOLbl, CTPUKTYPBL U T.J1.).
Bupwnuzanus reHuTannit HaoI0/1a€TCs y MalUEHTOK C POXK-
JieHus. [Ipyu BBICOKOH CTENEHN BUPHWIN3ALMN (DEMUHUBHPYIO-
11as1 TUIACTUKA IIPOBOJUTCS B /1B TAIA: IEPBBIN 3TAIl, BKIIIO-
YAIOMUH KINTOPOIUIACTHUKY U PACCEYCHUE YPOICHUTAIBHOIO
CHUHYC4, IPOBOJUTCS B IIEPBBIE I'O/IbI JKU3HU PEOCHKA, BTOPOX
3TAll — MHTPOUTOIIACTUKY — PEKOMEHIYETCS MPOBOAUTD
I10CJIE HACTYIUICHUS MEHAPXE U JIOCTIDKEHUS IOCTATOYHON
3CTPOICHU3ALIUU IFeHUTATNN. K COXKAICHHUIO, B IPAKTHKE YACTO
BCTPEYAIOTCS CJIy49au, KOIJa BTOPOU 3TAIl IVTACTUKU HE IIPOBO-
JIUTCA BIUIOTB IO B3POCJIOrO BO3pacTa. TAKUX JKEHIIUH HeE-
06XO/IMMO HAIIPABJIATH B (PE/IEPaIbHBIE CIIEIUAIU3UPOBAH-
HBIE LICHTPBl TMHEKOJIOIHYECKOIO NMPOMUI, IJI€ UMEIOTCI
OIIBIT TAKUX OIIEPALN, 4 TAKKE CIICLIUATN3UPOBAHHA KOMAH-
J1a XUPYPIOB, aHECTE3UOJIOIOB U 9HAOKPUHOIOT'OB.

HaGarogeHHne 3a 6€peMEeHHBIMH C KJIACCHYECKH-

mu popmamu geduuTa 21-ruAPOKCHIA3HI

Pexomenoauuu:

34. Pexcomeroyemcsa npu HacmynieHu 6epemernocmu npo-
oonucums mepanuro I'K u MK 6 mex jce 003ax, wimo npume-
HAMUCH 00 6epemernocmu (1C). Yeenuverue 003vt K nora-
3aH0 MONLKO NPU PA3BUMUL NPUSHAKOE HAONOUeUHUKO-
B0LL HEOOCMAIMOUHOCIILL.

3.5.I1pu 6epemerHocmit He PeKoMeHO)emcs NPUMEHEeHIe 27110~
KOKODMUKOUOHBLX NPenapanos, Komopale npoxoosm ue-
pes naavyenmy, maxux xax oexcamemason (1C).

K coxxasieHH10, 4acToTa 6€PEMEHHOCTEIN U POJIOB HU3KA Y
skeHIrH ¢ BIKH, ocO6eHHO 1pu CoNBrepsionien (popme, He-
CMOTpPs Ha IPOBOJUMOE JICYECHHUE, HAIIPABICHHOE HA BOCCTA-
HOBIEHUE (PEPTIIBHOCTU. OCHOBHYIO POJIb IIPHU 3TOM UMEIOT
IICUXOCOIHUAJIbHBIE (DAKTOPBHI, IVIOXAs1 KOMIIEHCAIIHA 3200171€-
BAHUS, 4 TAKKE [TOCJICACTBUS HEA/JICKBATHO IIPOBECHHO ILIa-
cruku HITO. B psazge ciyuyaes gake 1py aICKBATHOM TEPAIIUN
BAKH HEO6XOIMMO UCHOIb30BAHNUE BCIIOMOI'ATENBHBIX pe-
HPOAYKTUBHBIX TEXHOJIOTUH JUIs1 JOCTYKEHUS OEPEMEHHOCTH.

OCHOBHAs CJIOKHOCTD BEICHUs 6CPEMEHHBIX C KJIACCUYe-
ckuMu (popmamu BIIKH 3aKI1I09a€TCA B TOM, YTO BO BpeMs 6¢-
PEMEHHOCTH YPOBHU aHIPOI'€HOB ITIOCTENIEHHO ITOBBIIAIOTCH
BCJIC/ICTBHC YBEJIMYCHUS YPOBHS CEKC-CBI3BIBAIONICTO U KOP-
THU30JI-CBA3BIBAIONICIO ITIOOYJINHA, II0O9TOMY HE CyLIECTBYET
KPUTEPUEB OLCHKHU a/CKBATHOCTU TEPANUHU. Pax aBTOPOB
NpeIaraloT UCIIOIb30BaTh NoKasarenu 17-OHP, recrocrepo-
HA ¥ aH/[POCTEH/IMOHA C 9aCTOTO¥ 1 pa3 B 6—8 HeJl U OlICHHU-
BATh HE UX a6COIIOTHBIC 3HAUCHUS, 4 IMHAMUKY U3MCHCHUSL.
Jpyrue npemiaraioT OpUEHTHPOBATHCA TOJBKO HA KIMHUYC-
CKHE MNPU3HAKU: IIPU3HAKH yIPO3bl HEBBIHAIIUBAHUSA, TUIIO-
WJIM TUNEPKOPTULIM3MA WX M3MecHeHMs A/l

OO6BIYHO MALUEHTKH IIOJIy4aIOT Te K€ 103bl I'K, uTo 1 10 6€e-
pemeHHocTy, 1032 MK nnoraa rpebyer yseaudeHus Bo 11 Tpu-
MeCTpe 6EPEMEHHOCTU IIPH PA3BUTHHU OPTOCTATHYECKOH I'i-
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noreHsuu. M3 scex npenaparos I'K He O/DKEH IPUMEHATHCA
BO BpeMsA OEPEMEHHOCTH JEKCAMETA30H, KOTOPBIA HE MHAKTU-
BUPYETCSL (PEPMEHTOM ILUIALIEHTBI 3b-TUIPOKCUCTEPOUIIET UL
POreHa30M U B HEU3MEHHOM BHUJIE IIPOXOJUT B KPOBb IJIO/JA.
Ocranpueie 'K OITyCTUMBI K UCITOJI30BAHUIO.

JKenmunel ¢ BIKH HaxXoaaTCA B IPyINIIE pUCKaA IO Pa3BUTHUIO
IreCTAIIMOHHOIO AUA0ETa, I0O3TOMY BO BPEMS OEPEMEHHOCTH
HEOOXOMMO POBOJUTH TIIATEIBHBIN KOHTPOJIb ITTMKEMUH U
IPY HOPMAJIbHBIX ITOKA3ATE/AX (IVIMKEMUA BEHO3HOM IUIA3Mbl
MeHee 5,1 MMOJIb/JT) — TECT TOJIEPAHTHOCTHU K IVIIOKO3€ Ha CPO-
Ke 24—28 Hep,

Bo BpeMs poJ1oB pEKOMEHAYETCS BBOAUTD T'MIPOKOPTU3OH
(rugpPOKOPTU3OH CyKUMHAT HaTpust — Cony-Kopred) napen-
TEPAJbHO 50 MI' BHYTPUMBIIICYHO MJIU BHYTPUBCHHO, JdjIce
IIPU HEOOXOJUMOCTH BBEJIEHUE ITOBTOPSIETCA 11O 50 MI' KaXK-
Jble 4—06 9 C TOCAEAYIONMM BO3BPAICHHUEM HA IIEPOPATIb-
HBIM IIPUEM IIPENAPATOB B TedeHUE 1-2 cyT. Ec/in KeHImHe
nposoaunack mnactuka HITO, pekomenayercsa pogopaspe-
IIEHUE MIYTEM KECAPEBA CEYEHMUS JIJIsI YMEHBIIIEHUS TPABMa-
THU3ALIUU B POJAX.

JuHAMHYECKOE HAOIIOZEHHUE B3POCIBIX AIHEH-
TOB ¢ HeKIaccuueckumu dopmamu gedummura
21-rTUAPOKCIIA3BL

B ornnuune ot kiaccudeckux popm gepunmra 21-rugpo-
KCHJIA3BL, IPU HEKJIACCUYECKOU (POPME HE CYIIECTBYET OOIIIe-
IPUHATBIX PEKOMEH/AIINN 110 JIMHAMUYECKOMY HAO/IIO/IEHUIO
U OLICHKE CTEIICHU KOMIICHCAIIUU 3260JICBAHU.

BHe manupoBaHus 6EPEMEHHOCTH U IIPU YMEPEHHOU I'i-
MEPAHAPOTEHUH, KOI/Id B KAYECTBE OCHOBHOI'O METO/A JIeUe-
Hud Bpi6upaercs KOK n/win aHTuaHporeHHas Tepanus, Ta-
KHE TTAITUEHTKH OOBIMHO HE HAOIIOAAIOTCS SHAOKPHUHOIOTI'AMH,
a JabHelee HabIIOLEHUE U KOPPEKLIUIO TEPAITUU IPOBOJUT
THHEKOJIOT.

YV GOIBHBIX C TSDKEJION I'MIIEPAH/IPOTEHHEN IIPU BBIOOPE B
I10JIB3Y JUITUTEIbHOH ITTIOKOKOPTUKONIHON TEPanuu HabIoe-
HHE JOJDKHO HPOBOAUTHCA aHAJIOTMYHO KIACCUYECKUM POp-
maMm B/IKH. O11eHKa KOMITIEHCAIUU 32607€BAHUS TIPOBOJIUTCS
KJIMHUYECKU (11€JI€EBBIE 3HAUEHHS JIAOOPATOPHBIX I1OKA3aTeE-
JIeH, TaKuX Kak 17-OHP, TecToCcTepOH U aHIPOCTEH/JUOH, 10
CUX IIOp HE pa3paboTansl). ITpy NOABIECHUU KIMHUYECKUX
MIPU3HAKOB ATPOT€HHOI'O I'MIEPKOPTUIIU3MA HEOOXOAUMO
IIPOBEJIEHHUE JJOOOCIENOBAHNS /111 BBISIBJIEHUS META0OIMYE-
CKUX HApyHIeHUN U cHrkeHus MITK.

ITpu MI1aHUPOBAHUN GEPEMEHHOCTU U IEPEBOJIE NAILIUCHT-
k1 ¢ KOK #Ha 'K OCHOBHBIM KPUTEPHUEM KOMIICHCAIIUHN AB-
JISIFOTCSI BOCCTAHOBJIEHME CIIOHTAHHOM OBYJISILIUUA U HACTYIUIE-
Hue 6epemeHHOCTH. ITocse ee HacTyruieHus 1o3a 'K 06b19HO
HE KOPPEKTUPYETCS, HUKAKUE JTA00PATOPHBIC TIOKA3ATEIN HE
uccaeayiorcs. Tak ke, Kak U IIPU KIACCUYECKUX (hpopmax
BAKH, HexxenaTeneH K IPUMEHEHUIO JJEKCAMETA30H, TAK KaK
OH CBOOO/IHO IPOHMKAET Yepe3 IJIALCHTY B KPOBb 110714, He-
06X0/IMMO IOMHHUTB O OBBIIIEHHOM PHUCKE Pa3BUTHS Y Hepe-
MEHHBIX C HEKIACCUYECKMMH (POPMAMU I'€CTALIMOHHOTO Ca-
XAPHOTO IMAa0€Ta U IPOBO/IUTH OOCIIENOBAHUE COIVIACHO IIPU-
HATBIM B PO pexoMenaasam.

PopopaspenieHue NpOBOAUTCS IO OOLIIUM AKYILIEPCKUM I10-
Ka3aHUAM. B IeHb pOJIOB J)KEHIIMHAM, Y KOTOPBIX B PE3YJIBIATE
TecTa ¢ CUHAKTEHOM BBIB/ISIZIOCh HEQ/IEKBATHOE IOBBIIIEHHE
KopTuzona (MmeHee 500 HMOJIb/J1), HEOOXOAUMO BBE/ICHUE I'H]I-
POKOPTU30HA MTAPEHTEPAIbHO. ITocIe poOB B IUNTAHOBOM I10-
PpAIKE SHAOKPUHOIOIOM NPHUHUMAETCA PEMIEHHUE O HEOOXOU-
MOCTH JAJTbHEUIIETO JIEYEHUS MAalTUEHTKU C rTomonibio 'K min
BO3MOXXHOCTHU IIOCTCIICHHON €I'0 OTMCHBL

JuHAMHYECKOE HAOIIOZEHHUE B3POCIBIX AIHEH-
TOB ¢ HeduuTom 113-rTHAPOKCHIA3HI

Tak Xe, KaK U IIpU KIACCUYECKUX (popmax nedunura
21-ruapOoKCuIa3pl, HAOMIOJEHUE NALUEHTOB C AEe(PULUTOM
11B-ruipOKCUIA3bl HAIPABJICHO HA MO/I00P 4/IEKBATHOM JI03bI
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AKTyaJ'IbeIe OOKYMEHTbI

T'K, O11€HKy KOMITIEHCAIIUU U BBIABJICHUE ITOKU3HECHHOU 3aMe-
CTUTETBHON INMTIOKOKOPTUKOUTHOM Tepanun. OJTHAKO B CBA3HU C
peakon BcrpeuaemocTbio '@ BJIKH quHamuueckoe Habio/ie-
HHUE U OLIEHKA KOMIIEHCAIIUHU NIPEACTABIIAIOT CJI0XKHYIO 33/1a4y.
J1en0 B TOM, 4TO COITIACHO MEXKAYHAPOJHBIM PEKOMEHALUAM
KOHTPOJIb HEOOXOJUMO IPOBOJIUTH I10 YPOBHIO 11-/1€30KCH-
KOPTH30J14, B TO BPEMSI KAK 3TOT MAPKEP HE HUCCIIEIYETCS B PY-
THHHOM IIPAKTHUKE HA IEPBUYHOM aMOyJIaTOPHOM 3BeHE. ITo-
3TOMY IIPH HEOOXOJUMOCTH KOPPEKLUMU TEPAINU U yTOYHE-
HUS CTENEHN KOMIICHCAITUH PEKOMEH/IyETCSI HATIPABJIATD Ta-
KHX [AIIUEHTOB B (PE/IEPaIbHBIE IIEHTPI 9HJOKPUHOJIOIUYE-
CKOT'O IPO(WIA, I'71€ BO3MOKHO IIPOBEJEHHUE 3TOI'O AHAJIU3A.

B pyrunnon npakruke cyauTb o Komnencauuu I'd BJIKH
MO’KHO I10 KOCBEHHBIM JIAHHBIM. [1p1 Ha3HAYEHNH HEJJOCTA-
TOYHOM 103kl 'K OTMEYaeTCa NOBBIIIEHNE YPOBHA AHAPOCTECH-
JIMOHA U TECTOCTEPOHA (Y MY>KUYHH OLIEHKA IIPOBOJUTCS TOJIb-
KO I10 YPOBHIO aHAPOCTEHINOHA), CHUXKAETCA ypOBEHDb APII,
KA. B KIMHUYECKON KapTUHE NIEPCUCTUPYIOT MOBBIIICHUE
AJl, pa3BUTHE MAKPOCOCYAUCTBIX OCIOKHEHHUH, 4 TAKXKE IIPO-
SIBJIAAIOTCS. IPU3HAKH TUIIEPAHPOTE€HHUU U TUITOKOPTHUIIU3MA.

[Ipu3HakaMy U30BITOYHOI TEPAIINUU SABJIAIOTCS KIACCUYC-
CKME NIPU3HAKU THIIEPKOPTHUIIU3MA: YBEIMUEHUE MACCHI TENA,
A0/IOMMHAJIBHBINA THIT OKMPEHMA, TIOABIEHHUE CTPUH, «KITMMaK-
TEPUYECKOI'O rTOpOUKa». JTAGOPATOPHO YPOBHU TECTOCTEPOHA
M aHJPOCTEHMOHA CHMXKEHBI, OTMEYAIOTCA IPU3HAKU JUC/IA-
MHJIEMUH, HAPYIIEHUS YITIEBOJJHOTO OOMEHA. I10 TaHHBIM JIeH-
CHUTOMCTPUU HOSABIAIOTCH NPU3HAKK CHIDKeHMs MITK. IToBbI-
meHus A/l Ipy 3TOM MOKET M HE OBITb, OJIHAKO y Psijia 60JIb-
HBIX A" MOXKET COXPAHATBHCA B PAMKAX ATPOI€HHOTO I'MIIEP-
KOPTHIINU3MA.

IMarnenTam ¢ '@ BAKH Kak MUHUMYM €KETOJJHO HEOOXO/IM -
MO IIPOBOJUTD OOCICJOBAHUE Y KAPJAUOJIOTd, 10 NOKA3AHUAM
MIPOBOJUTH JIEKTPOKAPIUOTrPAPHUIO, HXOKAPAUOTrpaAPUIO, CY-
TOYHOE MOHUTOPUPOBAHHUE AJl 11 3JIEKTPOKAP/IMOTPAMMBI 11
CBOEBPEMEHHOI JJUATHOCTUKHN U KOPPEKIIUU MAKPOCOCY -
CTBIX OCJIOKHEHUI Al

AononHutenbHble N 9KCNEePUMEHTasIbHbie MeTOoAbI

B nedyeHnn BOAKH

JABYCTOPOHHAA AXAPEHATIKTOMHS

Pexomenoauus:

4.1. B peoxux cyanx )y nauuenimos ¢ HeKoHmpoaupyemort 2u-
nepanopozenuetl npu Ycaosuu 00CmamovHoll npusep-
JHCCHHOCINU IeHUCHUIO MONCem Oblinb nposeoerda 08)YCmo-
ponns aopenandxmomus (2D).

He60bIIoN NPOIEHT MAITUEHTOB C TSKEION CONBTEPSIO-
mert popmort BAKH ¢ MpakTHYECKU MOJIHBIM OTCYTCTBUEM AK-
THUBHOCTH 2 1-r'UIpOKCHIIA3bl HE OAAAI0TCs eueHuio ['K: jaxe
[IPU UCIIOJb30BAHUY BBICOKHX JIO3 IIPENAPATOB HE CHUKACTCS
BBIPA0OTKA AHJPOI'€HOB M OCTAIOTCA IPU3HAKHA BUPHUIM3ALIAU.
OCOBGEHHO 3TO AKTYAJBbHO IIPU PEMIEHHUH BOIIPOCA O BOCCTA-
HOBJIECHUU (PEPTUWILHOCTU. B TAKUX CIy4dasx psajoM aBTOPOB
NPEIIAraeTCsA alBTEPHATUBHBIA MeTO/ iedyeHnus BIAKH — nBy-
CTOPOHHSAA AAPEHAIIKTOMHUSA. OJHAKO ITOT METO/, JICYEHHA
BBI3bIBAET MHOI'O BOIIPOCOB. C OJIHOM CTOPOHBL, €€ IIPOBEJIE-
HUE YMEHDBIIAET BUPWIN3ALUIO M IIO3BOJIAET IIPUMEHATH
menbinmre 1o3bl 'K, C apyroit — uMeoTcs MHTPAOIIEPALIMOH-
HBIE€ PUCKH, PUCK aIPEHAJIOBBIX KPU30B ITOCTOIEPALIUOHHO.
TIpOTUBOIIOKA3AHO NPOBOAUTD JBYCTOPOHHIOIO 4/JPEHAIIKTO-
MUIO HEKOMILIACHTHBIM ITALMEHTAM, TAK KAK B IIOCI€0nepa-
LUOHHOM IEPUO/IC HEPETY/IAPHBINA IIPUEM IIPEIIAPATOB 3aMe-
crutenbHON Tepannu ['K MoxkeT okazarbcest (paTaabHbIM. IMeH-
HO IIO3TOMY peHIeHHEe O IIPOBEJEHUN CTOJIb PA/JIMKAIBLHOIO
JIEYEHNS HE JIOJZKHO MPOBOJUTHCS PYTUHHO B 06111eit ambyiia-
TOPHOU NpPaKTUKE. [TpU BOZHUKHOBEHHUU OJAOOHBIX CUTYA-
MM, KOTAA NAIUEHTHI HE JOCTUIAIOT KOMIICHCALUU Ja’Ke IIPU
NPUMEHEHUH Cynpadu3noaorudeckux 103 'K u pazsurun ar-
POTEHHOTO I'MIIEPKOPTUIIN3MA, OHH JIOJKHEI ObITh HallpaBJie-
HBI B (DeIEPATIbHBII LIEHTP SHAOKPUHOIOTUYECKOIO NPOMUIIL
JUIA PEMIEHUA BOIIPOCA OO ONITUMAIbBHOM METO/IE JICUEHUS.
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IIpeHaTaIbHAA TEPATIHS

Pexomenoauus:

4.2. Ilpenamansras mepanus OONNCHA PACCMAMPUBAINLCA
KAK IKCNePUMEHMANbIHASL MEIMOOUKA, NPOBOOUMASL UC-
KMOUUME/IGHO 8 CReUUAIUSUPOBAHHBLX UEHINPAX, UMEIO-
UGUX COOMBEMCIMEBYIOUULL TIPOMNOKOJL UCCTLEO0BAHUA U KO-
mumem no amure (2C).

[IpenaranbHasg TEPANUs — 3TO JIEYUEHHUE JEKCAMETA30HOM
OEPEMEHHBIX JKCHIINH, Y KOTOPBIX 10 PE3Y/IBIaTaM I'€HETUYC-
CKOI'O KOHCYJIBTUPOBAHHA HMEETCA BBICOKUI PUCK POXKICHUA
pebeHKa C KI1aCCUYECKOH (POPMOII iepuiinTa 21-ruipoKCcuia-
3bl (HAIIPUMED, B CJIydae yxKe uMeromuxcs gerei ¢ BAKH B ce-
MbE U IIOJTBEPKACHHBIM HOCUTEILCTBOM MyTALIMU Y OOOUX
poauTenei, Korga pucK poskIeHus IOCIEAYIOMEro 60JIbHOIO
pebeHKa cocTaBisaeT 25%). Tak Kak JJEKCAMETA30H — €JJUH-
CTBEHHBIN INIIOKOKOPTUKOW/IHBIN IIPENAPAT, IPOHUKAIONIUI
yepes IIIANEHTY U CITOCOOHBII TO/IABUTH MPOJYKIIUIO aH/IPO-
I'€HOB HAAIIOYEYHHUKAMH TUIOJA, IIPH €I'O HA3HAYEHUH C CAMBIX
PaHHUX CPOKOB I'€CTAIMH CYIIECTBYET BO3MOKHOCTb CHU3UTD
crenenb BUpuan3anuu HITO y HOBOPOKIEHHBIX JIEBOYEK C
BIKH.

OcHoBHAaA NPO6JIEMA 3AKIIOYAECTCA B TOM, YTO [ JOCTHKE-
Hud 3 @deKTa HAYUHATH TEPANNUIO HEOOXOAMMO KaK MOKHO
paHbIle — HE [o3/1Hee G-I HeIeIU I'ecTaluu. B To e Bpemst
MPOBEACHUE NPEHATAILHON JIMATHOCTUKH JIJIS1 yTOYHEHUS 11O~
a v Hammuna BIKH y rmoga BO3MOXKHO TONBKO HA 9—10-11 He-
jesie 6epeMeHHOCTH. I103TOMY JIedeHHE BHICOKMMHU JJO3AMH
JIEKCAMETA30HA HA TAIAX 3AK/IAJKU OPraHOB HAIIPACHO OyayT
OMy4aTh 7 U3 8 AeTe. B HacTosIee Bpemsa Ha KOMMEPYECKON
OCHOBE JJOCTYIIEH METO/] OIIPEIC/IEHUSA B KDOBU O€PEMEHHOM
JKEHIIMHBI Y-XPOMOCOMBI IVIO/IA C PAHHMX CPOKOB I'eCTAI1H,
HO II0K4 T4 METO/JJMKA HE BBE/ICHA B IIOBCEMECTHYIO IPAKTUKY.

Bnuanue gekcaMeTasona Ha BHYTPUYTPOOHOE U JaIbHEH -
niee pasBUTHE PEOEHKA 1O CUX MOP O KOHIIA HE U3yYE€HO, HO
IIPE/IIIOIAIAIOTCS €TI0 HEraTUBHBIE 3(PMEKTHI HA LIEHTPATIbHYIO
HEPBHYIO CHUCTEMY, PACHPEJEICHUE KUPOBOM KIETUYATKH,
(PYHKLIMIO HAIIOUCUYHUKOB U IODKEIYJOYHO! JKEIE3bl B PAM-
KaX (PETAIbHOI'O IPOrPaMMUPOBAHUA. KpOMe TOrO, OUE€BU/IHBI
HeraTusHble 3PMEKTH HA OPraHMU3M MATEPU 110 TUILY ATPO-
TE€HHOTI'O 'MIIEPKOPTUIIM3MA.

Heo6X0aMMO OTMETUTD, UTO B POCCHH CyIIIECTBYET MHECHHE,
YTO JEKCAMETA30H CIOCOOEH NIPEJOTBPATUTD BUPWIM3ALIHIO
HITO y geBOYEK B pe3ynsrare JeUCTBUA MATEPUHCKUX aH/IPO-
I'€HOB, [I03TOMY HEPEAKO JEKCAMETA30H HA3HAYAeTC s Oepe-
MEHHBIM >K€HIITUHaM ¢ HBJIKH. OHaKO JaHHBIC UCCIIEIOBA-
HHUI HE NOATBEPKAAIOT BO3MOXKXHOCTD IPOXOXKIECHHA MaTe-
PHHCKHX aH/IPOTE€HOB Ye€PE3 IVIALEHTY M UX HEI'ATUBHOE BJIUA-
Hue Ha wi1oj. IToaromy JeKcaMeTa3oH JOIyCTUM K IIPUMEHE-
HHIO y 6€PEMEHHBIX JKCHITHUH JIUIIb JJI1 TEX PEIKUX CJIyddEB,
KOI7ZIA IIO03PEBACTCA HAUIMYME TAKEBIX KIACCUYECKUX (pOpM
BJIKH y camoro pe6eHka.

VMIMEHHO IO3TOMY B HACTOALIEE BPEMSA HE PEKOMEH/YETCs
IIPOBOAUTD IIPEHATAIBHYIO TEPAIIUIO JEKCAMETA30HOM B Y-
TUHHOI IIPAKTHKE, 4 JEKCAMETA30H OTHOCUTCS K HEXKEIATEIb-
HBIM IIpEnaparam Jiis gedeHus 10601 ¢popmel B/IKH BO Bpe-
Ms1 OEPEMEHHOCTU.
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