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1. BBEAEHUE

Bpoxxnennass nucyHKIMS KOpbl HAAMOYEYHUKOB (aIpeHOTCHUTATbHBIN
CHHIIPOM, BpOXKIIEHHasi HaarmodedyHukoBas rumepruiasus, kogx MKb: E25.0) —
rpy1na 3ab0JieBaHUN ¢ ayTOCOMHO-PEIICCCUBHBIM THUIIOM HAaCJEI0BaHUsI, B OC-
HOBE KOTOPBIX JICKHUT JIePEKT OJHOr0 M3 (HEPMEHTOB WJIM TPAHCHOPTHBHIX OeJ-
KOB, TPUHUMAIOIINX Y4aCTHE B OMOCHHTE3€ KOPTH30JIa B KOPE HAATIOUYCIHUKOB.

Ha cerogusiminuii IeHb U3BECTHO 7 (POpM BPOXKIESHHOU TUCHYHKIIUU KO-

pbl HaanoueunukoB (BJIKH):

— JHedextr STAR

— Hedunur 20,22-necmomnassl (11o-ruapokcusnassl)
— Jedunur 17a-ruapoxcunasbl/17,20-mua3bt

— Jedunur 3B-rugpoKCUCTEPONIICTHAPOTCHAZBI

— Hedunur 21-ruapokcusniasbl

— Hedunur 11B-ruapoxcumnasbl

— Jlepuuut oxcuaopeyKTa3bl

Cawmoit vactoii popmoii BJIKH siBnsiercst nedunut 2 1-ruapokcuiiasel, Ha
koTopbii puxoautcs 6onee 90% Bcex nanuentoB ¢ BJIKH. Yactora ganHoro
3a00JIeBaHUsl B MUPOBOM MOMYJIALIMU, PACCUUTAHHAS 110 TaHHBIM HEOHATAJIBHOTO
CKpUHHUHIa, coctapiseT 1 ciaydait Ha 14000 KUBBIX HOBOPOXKIACHHBIX. Y UUTHI-
Basi ayTOCOMHO-PELIECCUBHBIN THUI HACJIEJOBAaHUS IJAHHOW IATOJOTUH, CYIe-
CTBYIOT MOMYJISIIIUU ¢ 00Jiee BBICOKOM YaCTOTOM JIaHHOM MATOJOTUH, HAllpUMED,
HEKOTOpbIE dTHUYEeCKHE rpynnsl Ha CeBepHoM KaBkasze, rie pacrmpoCTpaHEHBI
OJIU3KOPOJCTBEHHBIE Opaku. PacrpocTpaHeHHOCTh HEKJIaCCUYeCKo (popMmbI Je-
¢unuta 21-rugpokcunassl cocrasiuser 0,1-0,2% B MUpOBOIM MOMyYJSALNU, 3HAUH-

TEJIBHO Yale JanHasi opmMa BcTpedaeTcs cpeau eBpeeB Anrkenasu — 1-2%.



Bropoit mo wuactore d¢opmoit BJIKH sBnsercs nedunur 11pB-
TUAPOKCHIIa3bl. B MUPOBOI MOMy SAIIMU 4acTOTa BCTPEUaeMOCTH JaHHOU (hOPMBI

BJIKH B 10 pa3 Huxe, yeM kitaccudeckux popm aedurura 2 1-rupoKcuasbl.

2. 9TNOJIOT'USA U ITATOTEHE3

[TpuunHoit pazButusa moboit Gopmsl BJIKH sBisitoTCsS MyTanuu T'€HOB,
OTBEUAIOIIUX 33 CHHTE3 (DEPMEHTOB WJIM TPAHCIOPTHBIX OEJIKOB, YYaCTBYIOIIUX
B OuocunTese koptuzosa. BJIKH Bcnencteue neduinmra 21-ruapokcumnasbl 00y-
ciosinena mytauuet B rene CYP21 (CYP21A2, CYP21B), naxoasmemcs B
HLA-koMmIuIekce Ha KOPOTKOM Iuiede 6-ii xpoMocomsl (6p21.3). bosbmmHCTBO
(75-80%) myTanuii MPUXOJUTCS HA TOYCUHBIC MUKPOKOHBEPCHUU MEXKIY FCHOM
CYP21 u romonoruunabim emy micesporenom CYP21P (CYP21A1P, CYP21A),
Bcero 20-25% npuxoauTcs Ha KPYNHBbIE MyTalMU — JEJIEUUU U KOHBEPCHH,
npuBoasiue kK 6omnee TsxenasiM hopmam BJIKH. Kpome Toro, cymiectBytot 0o-
Jee pefKue cropamudeckue mMytanuu. B OombmuHCTBE ciydaeB aeduiuta 21
TUAPOKCUTIA3bl OTMEYAeTCsl Haluuue (PEeHOTUNTEHOTUITMYECKON KOppessiuu.
Tak myTanuu, COMpOBOXAAIONTUECS cCoXpaHeHneM Oosiee 5% akTuBHOCTH (ep-
MEHTAa, MPUBOJAT K HEKJIACCUYECKON GopMme 3a00JieBaHMs; KPYITHbBIE JIETCHUN U
CIUTAMCUHT-MYTaIluK, TP KOTOPBIX aKTUBHOCThH (pepMeHTa CHUkeHa 10 0-2% —
K KiaccuueckuM 8§ dopmam. OgHako HEOOXOAMMO TTOMHUTH, YTO OJHHU M T XKe
MYTAaIM1 MOTYT MPUBOJIUTH K Pa3HbIM (DEHOTUITUYECKUM MTPOSIBICHUSIM.

B ciywyae KoMmayHI-T€TEpO3WTOTHBIX MyTallMil KIMHHYECKas KapTHUHA
omnpeaensieTcs: 0oyee «JIerko» myTamueil. B otnuyne ot neTckoro Bo3pacta, y
B3pPOCJIBIX HECKOJIBKO 00Jiee BbICOKA UYBCTBUTEIBHOCTH MHUHEPATOKOPTUKOMU/I-
HBIX PELENTOPOB, IOATOMY T€ MYTallUH, YTO B AETCTBE Yalle JaBaJId KIMHHUYE-
CKYIO KapTHHY, XapaKTepHYIO JJI CONbTEPSIONIEH (POPMBI, Y B3pOCIBIX KIUHU-

YECKU MOTYT IIPOSBIIATHCS B BUJIE IPOCTON BUPHIBHON (DOPMBI.



['unepronnyeckas Gopma BJIKH pa3BuBaercs BcieacTBre MyTaluil reHa
CYPI11B, nokaimnzoBanHoro Ha 8 xpoMocome (8q21-q22). B opranusme ueno-
Beka QYHKIMOHUPYIOT 2 n3odopMel pepmenta, odnagaroniue 93% uaeHTUIHO-
ctbto. 11B-runpokcunasa 1 tuna (CYP11B1) BeipaGaThiBaeTcs B My4YKOBOM 30HE
KOpbl HAJIIOYEYHUKOB, OTBEYAECT 3a OMOCHMHTE3 KOPTH30JIa U PETyJIHUPYyeTCs
AKTI o MmexaHu3My oTpuliaTeIbHOW 00paTHOM cBsi3u. MiMeHHo nedunut dep-
meHTa 11B-rugpokcunassl 1 Tuma OPUBOIUT K Pa3BUTUIO THIEPTOHHYECKOM
dbopmel BJIKH. Hanbonee yactas mytanus B rene CYP11B1 — R448H.

[TaTorenetnueckoit cymuoctoto BJIKH sBnsiercss yruerenue BboIpaOOTKH
OJTHUX KOPTUKOCTEPOHUJOB MPU OJHOBPEMEHHOM YBEJIMUYEHUHU BBIPAOOTKHU JpY-
IUX BCIEACTBUE JePUIIUTA TOTO UM UHOTO pepMeHTa, 00ECIeUnBAIOIIETO OJIUH
U3 JTanoB crepougoreHeza. B pesynprate nepunura P450c21 napymaercs
npouecc nepexona 17-rugpokcunporectepona B 11-1€30KCUKOPTH30I U MPOre-
CTEpOHA B J€30KCUKOPTUKOCTEPOH.

Takum 00pa3omM, B 3aBUCUMOCTH OT BBIpQXXEHHOCTH Aeduiiuta ¢hepmMeHTa
pa3BuBaeTcsa AePUIMT KOPTU30Ja U anbaocTepoHa. Jlepuuut KopTru3oia o Me-
XaHU3My OTpPHULATENBbHON 00paTHOM cBsi3u crumynupyer npoaykuuio AKTL,
BO3JIECTBHE KOTOPOTO HAa KOPY HAJANOYEYHUKA MPUBOIUT K €€ TUIEPIUIa3uu U
CTUMYJISILIMM CHUHTE3a KOPTUKOCTEPOUJIOB «BBIIIE OJIOKa», T.€. CTEPOMAOrEHE3
CMeIllaeTcsi B CTOpPOHY CHHTe3a H30bITKa aHAporeHoB. Pa3BuBaercs rure-
paHApPOreHus] HAAMOYEYHUKOBOTO reHe3a. KnuHnueckuii peHoTun onpeaenser-
Csl CTENEHbI0 aKTUBHOCTH MyTupoBaBiiero reHa CYP21A2. Ilpu ee monHoi
yTpare pa3BUBAETCA COIBTEPSIONINI BapUaHT CUHAPOMA, TP KOTOPOM Hapyuia-
€TCsl CUHTE3 KaK TJIIOKOKOPTUKOUIOB, TaK M MHUHEPAJIOKOPTUKOUIOB. [Ipu co-
XpaHEHUU YMEPEHHON aKTHMBHOCTH (PEpMEHTa MHUHEPAJIOKOPTUKOWIHAS HEI0-
CTaTOYHOCTh HE Pa3BUBAETCA B CBSI3U C TEM, YTO (PU3HOJIOTHYECKas MOTpeo-
HOCTb B aJIbJIOCTEPOHE MTpUMEpPHO B 200 pa3 HUKE, YeM B KOPTU30J€. BBIAEHAIOT
3 BapuanTa nedurura P450c21:

— nepunut P450c21 ¢ conbTepsronuM CHHIPOMOM;

— npocTasi BupuibHast popma (Hemonnblil nepunut P450c21);
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— HeKJlaccuueckas opma (rmocrimyoepTraTHas).

Hedbunut 11B-ruapokcunassl BbI3BIBAET HAPYILIEHUE CUHTE3a KOPTHU30JI1a
U MPUBOJUT K M3OBITOYHOM MpoayKuuu 11-1€30KCUKOPTUKOCTEPOHA, KOTOPHIA
CIOCOOCTBYET 3a/iepKKE HATpUsi M BOJIbI B OpraHu3Me. ApTepuaibHasl THIep-
TEH3Us U BUPUJIN3ALUS HAPYKHBIX MOJIOBBIX OPTaHOB XapaKTepHask KapTUHA JJIs
stoit popmbl BJIKH.

®epment 3B-I'CJI ygacTByeT B OHMOCHMHTE3¢ MHHEPAJIOKOPTHUKOUIIOB,

TIIIOKOKOPTUKOUAOB, aHAporeHoB. [lpu aeguiure sToro gpepmMenta paHo pas3Bu-
BAIOTCS CUMIITOMBI 00€3BOXKMBaHUsI, pBOTa. HapyskHbIe OJIOBBIE OpraHbl, KaK y
JIEBOYCK, TaK U Y MAJIbYUKOB UMEIOT YepPThl repMadpOJUTHOTO CTPOEHUS U3-3a
neduIUTa aKTUBHBIX aHIPOT€HOB.
Hedunut 17a-ruapokcuiasbl BbI3bIBACT HAPYIIEHWE CUHTE3a MOJOBBIX TOPMO-
HOB (aHAPOTEHOB U 3CTPOT€HOB) U KOPTU30J1a, YTO MPUBOJIUT K MOJOBOMY HEJIO-
Pa3BUTHIO, TUIIEPTEH3UH, THIOKATMEMUYECKOMY ankano3y. [Ipu 3Toil marono-
TMU  CEKpeTUpyeTcs  OOJBIIOE  KOJMYECTBO  KOPTHKOCTEpoHa ©  11-
J€30KCUKOPTUKOCTEPOHA, YTO BBI3bIBAET TMIIEPTOHUIO U TUIOKAIMEMHYECKHIA
aJIKano3.

IIpu nedexre depmenta 18-okcuaasbl, KOTOPbIH HEOOXOAUM TOJIBKO JUJIS
CUHTE3a aJbJ0CTEPOHA, PA3BUBAETCS COJIBTEPSIOIINNA CUHAPOM. [TockonbKy cHuH-
T€3 KOPTU30Ja HE HAapyLIEH, HET CTUMYJIa U JUI YBEJIIMYEHUs MPOIYKLIHUN IIpore-
crepoHa u cootBeTcTBeHHO cuHTe3a JJOK. ITpu aToM He Habmomaercs runepuia-
3UM PETUKYJISIPHOM 30HBI KOPBI HAJAIOYEYHUKOB U COOTBETCTBEHHO IMOBBIIICHHUS
NPOAYKIMU AAPEHATIOBBIX aHAPOreHOB. TakuMm o0pa3om, OTCYTCTBHE (PEepMEHTa
18-okcuaa3bl MOKET MIPUBECTU TOJBKO K Aeduuuty ampaoctepona. Knnnunyecku
3TO MPOSIBISAETCS TSKEIBIM COJIBTEPSIOIINM CHHIPOMOM, TP KOTOPOM HaI[UEHTHI

YMUPAIOT B pAHHEM JETCTBE



Puc. 1. Matorenes BOKH ecnencteue neduumrta 21-rugpokcu- Puc. 2. Natorexnez BOKH ecnepcrene peduumra 11f-rugpokcu-

nasl. nassl.
XonecTepus XonecTepuH
+ 17-0H-npe- Nervaposnmaqg- 17-OH-nperne- _  Jleruapoanu-
MpEerHeHONOH — 3= —_—
P FHeHonow pOCTEpOH lpernetionon HONOH AHOPOCTEROH
17-0H-npo- * 1?-0!—npore- AHppocTek-
MporecTepoH — g ' — AHOpOCTEHOMOH lporecTepoH —m=
AKTT recTepoH AKTTY CT; pOH AMOH
A A [lezokcukopTHKo- 11-pezokcn- e i epont
cTepoH! kopTuzont
LleaokcHkopTrKo- 11-pe3sokcu- Tecroctepont 11p-rugpokcunasa
CTEPOH KOPTW3ON
KoptukocTepoH KoptukocTtepoH
AnbpocTtepon) Koptuzon) AnbpocTepon Koptuson)
3. KIMHUKA

Bcerpeuatoress Tpu ocHOBHBIE (DOpPMBI 0OJIE3HU: BUPHIIbHAS, COJIBTEPSIO-
1ast ¥ pexe TUIepPTOHNYECKas.

Bupunvnaa ¢popma BJIKH paszBuBaeTcs mpu yMepeHHOM aeduiure
dbepmenTa 21-ruapoKCUIIa3kl U CBsI3aHa C IEHCTBHEM HAAMOYECYHHUKOBBIX aHJIPO-
TE€HOB, 0€3 BBIPAYXKEHHBIX CUMIITOMOB TJTFOKO- U MUHEPAIIOKOPTUKOUIHOU HEII0-
CTaTOYHOCTH.

AKTUBHAs BUpHWIM3AIMS TUI0ja HauyumHaeTcs ¢ 20-25 Hemenu recraimd,

KOIJla 3alycKaeTcs TIHMIOoTalaMO-TUIO(PHU3apHO-HAAIIOYeUHUKOBass ocbk. [lpu
POKJIEHUN HApYXHBIE IOJOBBIE OPraHbl JE€BOYEK MMEIOT IETEPOCEKCYaJbHOE
CTpOCHHE: pa3jnyHasi CTENEHb TUNepTpoPUM KIUTOpa; CpallleHHbIe OObIINe
II0JIOBBIE I'yOBbl HaIIOMUHAIOT MOILIOHKY, YTO (POPMHUPYET €IMHOE MOYENOIOBOE
OTBEPCTHE Y OCHOBAHMS KJIMTOpPA — YPOT€HUTAIbHBIA CUHYC. Y HEKOTOPBIX Ila-
LUEHTOB BHYTPUYTPOOHAsI aHIPOreHMU3AIMsI HACTOJIBKO BBIPAYKEHA, YTO HapYXK-

HBIC ITOJIOBBIC OPI'aHbI I-IpeSBIJI‘-IaI\/'IHO CXOOHBI C MY’KCKMMH, U HCPCJIKO ICBOYKAM
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IpU POKIECHUM NPUCBAUBACTCA MYKCKOM rpaxkaaHckuil mous. ['mmeptpodupo-
BAHHBIM KJIUTOP HAIIOMUHAET HOPMAJIbHBIM NIOJIOBOU YJIEH, MOYEIIOJIOBOE OTBEP-
CTHE OTKPBIBAETCS Yallle CHU3Y CTBOJA HA Pa3HOM YPOBHE €ro MPOTSKEHHOCTH,
JaBasi TOBOJ IS IOCTAHOBKH IUArHO3a «TUITOCIIAINSD.

@opMHPOBaHNE HAPYKHBIX ITOJIOBBIX OPTaHOB Y MAJIBUYUKOB IPOUCXOIUT
10 U30CEKCYaJlbHOMY THUIly — IPU POKIACHUM PEOEHKAa MOYHO 3aMETUTh He-
00JBIIOE YBEIUYEHHE MOJIOBOTO wieHa. ClelyeT OTMETUTh, YTO B IIEPUOJ HO-
BOPOXKJIEHHOCTH NOCTAaBUTh AMArHo3 BupuiabHOW ¢opmbl BJIKH y manpunkos
BECbMA 3aTPYIHUTENBHO, T.K. SIBHBIX HAPYIIECHUN B PA3BUTUHU IOJIOBBIX OPTaHOB
He onpenensercsa. OQHAKO y HEKOTOPBIX MAIlMEHTOB MYKCKOrO I0JIa ¢ POXKIe-
HUS MOXHO 3aMETUTh YBEJIIMYEHHUE [TOJIOBOTO YWICHA, MOPIIMHUCTOCTh MOIIOHKH,
IIATMEHTALMIO CPEAMHHOIO IIBAa IIEHHWCA, KOXXM MOILIOHKH, CPEAUHHOM JIMHHUH
’KUBOTA, APEOJIBI COCKOB.

B nocranTeHaTtaabHOM nepuoac MnpoaoJLKACTCA M30BITOYHAS CCKpCLus

aHJIPOT€HOB, YCWJIMBAOTCS CUMNTOMBI Bupuiausauuu. Ecou nuarno3 BJAKH ne
MIOCTAaBWJIM CBOEBPEMEHHO, HE HA4aTO COOTBETCTBYIOUIEE JIEUYEHHUE, TO BCIEH-
CTBUE aHAOOJWYECKOTO JCHCTBUS aHAPOTCHOB B TEPBBIE TOABI JETH OBICTPO
pacTyT, y HUX aKTHUBHO Pa3BUBAETCS CKEJIETHAsI MYCKyJaTypa, MOSABISIETCS TPY-
OBl TOJIOC, TUPCYTHU3M (OBOJIOCEHUE O MYXCKOMY THIy Ha JIMLIE, TPYIH, KU-
BOTE€, KOHEYHOCTSX), T.€. IPU3HAKU MACKYJIUHU3ALKNU. Y JIEBOUEK YBEINYMBACT-
Cs pa3Mep KIMTOpa, OTMEYAETCS €ro HaIpsyKEHHE. Y MaJbYUMKOB YCKOPSETCS
POCT IOJIOBOT'O YWICHA, PAHO MOSBISIOTCS SPEKIIHH.

VY neBouek B mpe- U MyOepTaTHOM MEpHOJaX OTCYTCTBYIOT BTOPHYHBIC

IIOJIOBBIE MPU3HAKU U MEHCTpyauuu. lIoBbIIIEHHAs cekpeuus aHIPOTrEeHOB
HAAMOYEUYHUKAMU 10 MPUHLUITY OOpaTHOM CBSI3U OJOKHUPYET BBIJECIEHUE TOHA-
JOTPOIIMHOB B aicHOruno¢use. ¥ aeBoYEK MO 3TOM NMPUYMHE SUYHUKU YMEHb-
LICHbI B pa3Mepax, ¢ MHOXXECTBCHHBIMU KHUCTaMM, MaTKa HEAOpAa3BUTA, a Y
MaJIbYUKOB YTHETAeTCS Pa3BUTHE TECTUKYJ — OHU OCTAIOTCS JOMyOepTaTHBIMHU.

vy B3POCJIbIX, HC JICHCHHBIX ITAIUCHTOB, HCPCIAKO Ha6JI}O,HaeTCSI OJIMTOCIICPMHMUSL.



VY nui 060ero mosa 3HaYUTENBHO YCKOpsieTcs nuddepeHIpoBKa CKeneTa
(«koCcTHBIN» Bo3pacT onepexaeT nacnopTHbii). K 10—12 rogam npoucxoaur 3a-
KpBITHE SMU(PU3APHBIX 30H POCTa KOCTEM, YTO OMpEAENseT KOHEUHYI HU3KO-
pocnocTs nanueHToB. [Iponopiuu Tena y HUX HApyLIEHbI: IIMPOKUH IIJIEYEBOU
HOsIC, Y3KMM Ta3, XOpOILO pa3BUTasi MyCKyJaTypa. ¥ J€BOUYEK HE pa3BUBAIOTCS

MOJOYHBIC KCIIC3HI.

AfpeHoreHUTanbHbIW CUHOPOM
(BpoXOeHHaa runepnnasus Kopbl
Haano4ye4HUKoOB)

Convmepsarowan ¢popma odycnoBieHa 6oee BBIPAKCHHBIM JePHUITUTOM
dbepmenTa 21-ruapokcuiiaspl. bosie3Hb MPOSIBISETCS ¢ TMEPBBIX HENETh IMOCHE
POXKJIEHUS U TIPENICTABIIAECT CEPbE3HYIO YTPO3y KU3HU O0IbHOMY pebeHky. Kiun-
HUYECKH 3Ta (hopMa XapaKTepU3yeTcsi pBOTON, pacCTPOIICTBOM CTyIa, IerHapa-
Taluen, CHIDKEHHEM apTepualibHoro AaieHus (AJl). Y Takux nered ciemyet
00paTuTh BHUMAHUE HA TOTEMHEHUE KOXKH, PeXKe — CIU3UCThIX o0onouek. [Ipo-
UCXOJUT OBICTpasi OTEePsI MACChl Tesia peOCHKA, YTO MOYKHO OXapaKTepU30BaTh

KaK aJaucoHudeckuil kpu3. KnuHudeckue nposBieHUss OOJIE3HU CBSI3aHBI CO
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CHIDKEHHEM OMOCHHTE3a ajbJ0CTEpOHA, YTO MPUBOJAUT K MOTEPE HATPUS UYepe3
IIOYKH, KUIIEYHUK, IIOTOBBIE XKEIE3bI.

OTU CUMIITOMBI OOJIE3HU SIBISIOTCA BEIYIIMMHU U YacTO MPUBOMAAT K JIha-
THO3Y OCTPOTO KHIIEYHOTO0 TOKCHMKO3a M IK3MK03a, KaK MH(PEKIHOHHOTrO, TaK U
(dbepMEeHTaTUBHOTO XapakTepa (J1aKkTa3Hasi HeJIOCTATOYHOCTh ).

Oco0eHHOCTH B HapyUIEHUU CTPOCHMSI HAPYKHBIX MOJOBBIX OPraHOB Yy
JIEBOYEK OBICTPO YKa3bIBAIOT HA BO3MOxkHOCTh BJIKH.

VY ManpyuMKOB JHMAarHo3 BBI3BIBAECT OMNpEAENEHHbIE 3aTpyAHeHus. OaHaKo
UMEHHO 3Ta (popma OOJIE3HUW MPUBOAUT BIEPBBIC K MPABHWIBHOMY IHArHo3y y
HUX IIPU COOTBETCTBYIOLIUX IEKTPOJIMTHBIX HAPYUICHUAX U pe3yJbTaTax JIpy-
TUX JaOOPAaTOPHBIX HHCTPYMEHTAIBHBIX METOJIOB 00CIEA0BaHUS.

[Tpu BJAKH y neteit 0601x MOJ0B HCTUHHBIN MyOepTaT HACTYMHAET MO3XKe.
VY neBouek HOpPMabHBI MEHCTPYaIbHBINH LMK MOXET ObITh TOJILKO MPH IPH-
MEHEHUU CcOalaHCHPOBAaHHOW TropMoHanbHOW Tepanuu. Ho y nerel, nedeHue
KOTOPBIX HA4aToO MO3JHO, MOCJE MOSBICHUS CECaMOBHUIHON KOCTOYKH (pEHTIe-
Horpadus KUCTU PYK), BO3MOXKHO IPEXIEBPEMEHHOE N0JI0BOE pa3Butue. [Ipu-
YiHA 3TOro (peHoMeHa OOBSACHSAETCS aKTUBALMEW TUIoTajaMyca IOcCjie YMEHb-
LIEHWS BBIICIICHHUS HAAIIOYEYHUKOBBIX aHIPOT€HOB B PE3YJIbTATE IIIIOKOKOPTH-
KOMJHOM Tepalnuu. B 3Tux citydasx poCTOBOM IPOTHO3 YXYALIAETCS.

VY neBouek ¢ aepuuuToM 21-ruapoKcuiia3bl B paHHEM BO3pacTe mpeodiia-
JAIOT MACKYJIMHHBIN THUII TEJOCIOKEHNUSA, a TAK)KE MAJIbUNKOBBIE YEPTHI TOBEIE-
HUS — NIPEANOYTEHNE MEXaHUUECKUX UTPYLIEeK, O0see )KeCTKUN THUM OOIIEHUs CO
CBEpCTHUKAaMU. MHTEIeKTyanbHOE pa3BUTHE TAKUX IETEU HE CTPATACT.

HoBopoxaeHHbIN, nMeronuii OuceKCcyaabHOe CTPOSHUE HAPYKHBIX MOJIO-
BBIX OPraHOB, JIOJDKEH OBITh 0053aTEbHO OCMOTPEH BPAauOM-3HIOKPHUHOJIOTOM
U BpadyoM-yposioroM. HeoO6Xxoanumo MpoBECTH Malibaluio B 00JacTH pacuien-
JIEHHOM MOILIIOHKHM Ha HAJIMYKE TECTUKYJ. [Ipy OTCYyTCTBUM MX HAa3HAYAETCS yIlb-
Tpa3ByKoBoe uccliienoBanue (Y3M1) opraHoB Majioro taza U HaJAMOYEYHUKOB. Y
NAlMEHTOB C >KEHCKMM OMOJOTMYECKMM IOJIOM BHUIHBI THUIOIJIA3MPOBAHHAS

MaTKa, HAAIIOYCYHUKHU YBCIIMYCHBI B pasMepe, OAHOPOAHbI, C YCTKUMU POBHBIMU
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KOHTYpaMHU. HpI/I JIUTCIBbHOM TCUYUCHHNU 3a001€BaHM HaAIIOYCYHUKHN CTAHOBIAT-

Cs aICHOMATO3HBIMHA C HCPOBHBIMHU KpasiMHU.

TMNOAABAOCTEPOHU3IM

»Tanep-K-emus
»Ivno - Na - emus
»bpaaukapams

»ApTep1aAbHAs TMNOTeH3MA

»MbiweyHasa caabocThb
CecTpbl B., 1,51 2,5 AerT,

C ((COAbTEpSIoLLEN) U (BUPHUABHOM) hopMaMM

BPOXAEHHOM AUCYHKLIMM KOPbl HOAMOYEYHUKOR

T'unepmonuueckasn ¢popma (I'®@) B/IKH BcTpeuaercs B nonysisinuu B 10
pa3 pexe, 4eMm mpeasiayire GopMbl, B 00yciioBlieHa AeEeKTOM IeHa, KOHTPO-
mupytomero 11B-ruapokcunaszy. Jlepuur storo dhepmeHTa NpUBOIUT K HENO-
CTaTOYHOMY O0pa30BaHUIO KOPTU30Ja, YTO cTUMYJupyeT BbipaboTky AKTI.
[ToBbITIIaeTCSI KOMUYECTBO CTEPOUJIOB, MPEAIICCTBYIOMHX (HEPMEHTATUBHOMY
osoky: 11-ne30kcukoptrzonia U 11-1€30KCUKOPTUKOCTEPOHA, HAAMOYEYHUKO-
BBIX aHJIPOTE€HOB. B KinHMYecKoi kapTHUHE O0JIE3HU, KpOME CUMIITOMOB BUPH-
mu3anuu, noBeieHue AJl 3a cuet 11-1€30KCUKOPTUKOCTEPOHA, 00IaIar0IIero
MUHEPATOKOPTUKOUTHON aKTUBHOCTBIO. DTO CIIOCOOCTBYET 3aJ€p>KKEe HATPUS U
XKUAKOCTH B opranusme. [locneanue nBa ¢pakropa mMpuUBOIAT K MOBHITIIEHUIO A/,
KOTOpOE€ OOHApY>KUBAETCS B CBSI3H C TPYJHOCTBIO €r0 MU3MEPEHHUs Yy JeTei paH-
Hero Bo3pacta B 3—4 roja, BCJICACTBUE JJUTEIBHO TEKYIIEH TUIEPTOHUA MOTYT
OBITH BBIPAKCHBI U3MEHEHHS CO CTOPOHBI TJIa3, cepira u modyek. Mimeercs kop-

peNsIus MEXY CTETIEHbIO BUPWIIM3AIMU HAPY>KHBIX MOJOBBIX OPTAaHOB U apTe-
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puanbHoil runeprensue. Ilpu sroit popme BJIKH otcyrcTByer rumepruiasus
IOKCTarjaoMepyJIsIpHOTO amnrapara U ypoOBEHb aKTMBHOCTH PEHMHA B ILIa3ME HE
IIOBBIIIICH.

Hexnaccuueckaa ¢popma BpOXIECHHON TUCHYHKIIMM KOPHI HAAMOYECUHU-
KOB CUMTAETCS caMOU MPOCTOM U JIerkoi (popMoi nmpoTeKkaHus TaHHOU O0JIe3HHU.
B sTom ciywae 21-ruppokcuiiasa BbelpaOaThIBaeTcs B 00beMe, HEMHOI'O MEHb-
IeM OT HOpMajbHOro. B 3TOM ciyyae 0OBIYHO MOJIOBBIE OpraHbl, KaK y MyXkK-
YMH, TaK U y >KCHIIWH Pa3BUBAIOTCS NPABWIBHO, a MEPBbIC IIPU3HAKU HEIyra
MOTYT OBITh 3aMETHBI TOJIBKO IOCJIE MOJIPOCTKOBOTO Meprojaa. Yaine Bcero He-
KJ1accuueckasi popma BpOKICHHON TUCHYHKIIMH KOPbI HAAOYEYHUKOB 3aMeya-
€TCsl y JKEHIIUH, KOTOPBIX OECHOKOST Takue MpoOJIeMbl: MOCTOSIHHBIE Hapyllle-
HUS B IUKJIE MEHCTpYyalluil; CpeHss WK Tsbkenas (popma akHe; He ToJTydyaeTcs
3a0€pEeMEHETh; HEKOTOPbIE YYaCTKU Ha Tejle MPUOOPETaIOT BOJOCSHON MOKPOB
MY>KCKOT0 TUIIa. Yamnie BCEro OTKIOHEHUS! HE3HAUNTEIbHbBIE, [I09TOMY HUKAKOTO
BJIMSIHUS Ha (DYHKIIMIO JE€TOPOKICHHS HE OKa3bIBaIOT. JKEeHIIMHBI 00OHApYXUBa-
I0T MPU TMOMNBITKaX 3a0epeMeHeTh Hanyue 3a00JIeBaHUSl «BPOXKIEHHAs JuC-
GyHKIMS KOpbl HaamouedyHUKoB». Heknmaccuueckast gopma, JiedeHHe KOTOPOi
MPOBOJUTCS TOJBKO Yy SKEHIIHMH, Y MPEACTABUTENECH MY>KCKOTO M0Jia OOBIYHO HE

BBI3BIBACT CECPHLC3HBIX BOJIHCHMH.

4. IMATHOCTUKA

Jluaznocmuxa knaccuveckux gpopm oepuyuma 2 1-2uopoxcunazot

PexomMmenganum:

1. B xadecTBe OCHOBHOTO METO/A BBISBICHHS KJIACCHYECKUX (PopM neduiurta
21-runpokucia3bl PEeKOMEHAYeTCs MPOBOJUTh HEOHATAJbHBIM CKPUHUHT
(1B).

['eHoTunupoBaHue XoTs Obl OJIHOTO POAUTENS MMOMOTAET B MHTEPIpETalUU

pe3yJIbTaTOB FT€HETUYECKUX TECTOB M3-3a CJIOKHOCTH Jlokyca CYP21A2.
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2. B ciaydasx He0oOX0IMMOCTH IMOCTAaHOBKH JIMAarHo3a B 0oJiee Mo3AHEM BO3pacTe
IJIaBHBIM JTMAarHOCTUYECKUM MapkepoM sBisieTcst ypoBeHb 170HP B cobiBo-

POTKE KPOBH B PaHHUE YTPEHHUE YaChl.

bnaronaps tomy, uro BJIKH siBnsiercsi reHeTU4ECKUM, TOTEHIIMAIBHO JIe-
TaJbHBIM U UMEIOIIMM YEeTKUN TUAarHOCTHYECKUN MapKep 3a00JIeBaHUEM, OTTH-
MaJIbHBIM MeToz1oM BhIsiBiieHUa BJIKH Bo BceM Mupe B Hacrosinee BpeMsi CUU-
TaeTcs MPOBEJACHUE HEOHATAIBHOTO CKpUHUHTA. [103TOMYy AMarHocTuka Kiaccu-
yeckux (popM BO B3pOCIOM BO3pacTe OOBIYHO yxke He TpeOyercsa. OnHako UHO-
raa 3a0oJjieBaHME HE JAMArHOCTUPYETCS BOBPEMS, W YCTAaHOBJIEHHUE IUArHo3a
TpebyeTcs B cTapiieM Bo3pacTe. OOBIUHO 3Ta CUTYaIHsl BO3HUKAET Y B3POCIBIX
[P COYETAHUU HECOOTBETCTBUSA MACHOPTHOTO M T€HETUYECKOTO MOJIA WIH MPH
JUIATEIBHO CYIIECTBYIOLIEH TSKEION BUPUIIA3ALUN.

HNuarnoctuka aeduimura 21-rUApOKCHUIIA3bl OCHOBAaHA HA OMpPEIENICHUU
ypoBHsi 170HP — mpenmecTBeHHMKAa KOPTH30ia, HAXOIAILIETOCS HEMOCpEN-
CTBEHHO Haj (hepMeHTaTUBHBIM OsiokoM. [Ipu kmaccuueckux dopmax ero ypo-
BEHb OOBIYHO 3HAYUTENBHO MpeBbilieH — Oosiee 300 HMonb/n unu 6omee 100
Hr/min. Kpome Toro, ormedaercs BhIpaXKEHHOE MOBBIIICHUE YPOBHEH TECTOCTE-
pOHa, AHAPOCTEHIMWOHA W JAPYTUX MPEIUIECTBEHHUKOB IOJOBBIX CTEPOUIOB.
[Ipy Takux mokaszaTesisiX JUarHo3 HE BBI3bIBAET COMHEHUM, JOMOJHUTEIBHOTO
MOATBEPKICHUS HE TpeOyeTcs.

JIsi OKOHYATENbHOTO YTOYHEHHMS JMAarHo3a M C ILEJIbl0 T€HETUYECKOTO
KOHCYJIbTUPOBAHUS MAallMEHTOB UCIOJIb3yeTCs] T€HETUYECKOE HMCCIIEJOBAaHUE Ha
Hanuuue MmyTtanuii B reHe 21-ruapokcunasel — CYP21. I'enotunupoBanue
BJIKH nomkHO MpOBOAUTHCS B CEPTUPHUIIMPOBAHHBIX J1aOOpATOPUSIX, B KOTO-
pBIX UMeEETCsl aJeKBAaTHBIM KOHTPOJIb KayecTBa MPOBOAUMBIX aHAJIU30B U TJE
MO>XHO TpoBecTH cekBeHupoBanue rena CYP21, ecnu ckpuHuHT Ha Haunbosee

YaCTbIC MyTalluU OKa3aJICs HCI/IH(l)OpMaTI/IBHBIM.
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Huacnocmuka nexknaccuueckoii popmut 21-2uopokcunazot

Pexomenganumu:

1. Muarnoctuka HBJIKH npoBoauTtcst y KEHIIMH ¢ MPU3HAKAMH THUPCYTHU3MA,
aJIoNelny, akHe, HapYIIEHUAMH MEHCTPYalbHOTO LHMKJIa, OECIJIOUEM W/Uiu

IIPUBBIYHBIM HCBbIHAIIMBAHUEM 6€p€M€HHOCTI/I.

2. PexoMmennyercs npoBoauTh auarHoctuky HBJIKH mo pesynbraram yrpeHHe-
ro ypoBHsi 17OHP B cbiBOpoTKE KpOBH B paHHIOW (OJLTUKYISIpHYIO a3y, aa-
Jee Ipu HEOOXOIUMOCTH JAMArHO3 MOYKHO TOJTBEPAUTH C MOMOIIBIO CTHMY-

JUPYIOOICTO TECTAa C CHHAKTCHOM, C CHHAKTCHOM-/ICTIO.

3. [Ipu NoJI0KUTEIBHBIX WJIM COMHUTEIBHBIX pe3yibTaTax onpenenenus 170HP
WJIM T€CTa C CUHAKTEHOM, a TaK K€ B ILIEJISIX T€HETUYECKOTO0 KOHCYJIbTHUPOBA-

HUA gaJice nmpeajraracrcsa NpoBOAUTb TCHOTUIIMPOBAHHC.

Huarnoctuka Heksaccuueckoi ¢opmbel BJIKH sBnsercs Gonee wactoit
3alauyeil ¥ PyTUHHO BCTPEYAETCSl B MPAKTUKE Bpauel->HAOKPUHOJIOTOB M Bpa-
Yyel-aKylepoB-THHEKOJIOTOB, TaK KakK MO KIMHUYECKUM MPOSBICHUSIM 3TO 3a00-
JIEBAHUE CXO0KE C CUHAPOMOM ITOJIMKUCTO3HBIX SIMYHUKOB. FIMEHHO € 3TUM 3a-
OoJeBaHMEM W TNPOBOAMUTCS dHaie Bcero AuddepeHuuanbHas JAUarHoCTHKA
uBJIKH.

JIyist TMarHoCTUKY HekJiaccudeckor ¢opmbl 3a00p kposu Ha 170HP mpo-
BOJISIT PaHO YTPOM B (POJTUKYJIsIpHYIO a3y Hukia (He mo3gaHee S5-7 aHs), OpH
ameHopee — B JII000# JeHb, CTporo BHE bepeMeHHOCcTH. HopMoii cunTtarores mo-
Ka3aTequ MeHee 6 HMOJIb/I UM MEHee 2 HI/MII, HUKe dTUX YPOBHEH Mmokaszare-
nert HBJIKH mpakTtuuecku He BcTpeuaercs. CreayeT MOMHUTH, 4TO pedepeHc-
HbI€ 3HAYCHHsI, KOTOPBIE MPUBOJATCS PA3IUYHBIMHU J1TAOOPATOPUSIMH, OOBIYHO
OTJIMYAIOTCS ¥ MOTYT OBITh 3HAYUTENHHO HIKE YKA3aHHBIX «OTPE3HBIX TOUEK»

st nuarHoctuku Heknmaccuueckoir BJIKH. B crmydae 3madenwit 6a3anbHOTO
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170HP 6omnee 30 amons/n wm 10 ar/mi, quardo3 HBJIKH cuurtaercs moarsep-
XKICHHBIM, U JOTIOJTHUTEIHHONW TUATHOCTUKHN HE Tpedyercs. [Ipyn morpaHnIHBIX
3HayeHusx 170HP (6-30 amons/n unu 2-10 HI/MI — Tak Ha3bIBaemasi «cepas
30HAa»), BBISBJICHHBIX MUHUMYM TIPU JABYKPAaTHOM OIPEACICHUH, HEOOXOIUMO
POBOJUTH JIOMOJIHUTEIBHBIN CTUMYJIUPYIOUIUN TECT C CHHAKTEHOM (KOCHUHTPO-
MIUHOM, TETPAKO3aKTUJIOM — cuHTeThudeckuMm aHanorom AKTI), yTto sBisiercs

30JI0TBIM cTangapTom nuarHoctuku HBJIKH Bo Bcem mupe.

IIpomoxon nposedenus npoovl ¢ KOPOMKUM CUHAKMEHOM:

— Ucxo0Ho uccredyemcs bazanvuuli ypogenov 170HP ympom 6 pauHioro
Gonnuxynapuyro gazy yuxkia,

— nocne 3a60pa Kpou 6HYMPUBEHHO UNU GHYMPUMbBIUEYHO 6800UMCS
250 mke cunakmena,

— yepe3 30 u 60 munym uccaeoyromes yposnu 170HP u kopmuszona.

B Hopme yposenb 170HP Ha ctumynsiquu He OOJDKEH npeBblcuTh 30
HMOJIB/JI, YPOBEHb KOPTHU30J1a JOJDKEH cTath Oosee 500 Hmoub/n. [IpeBbliieHue
ypoBHsi 170HP 6osiee 30 HMOJIB/JT CBUAECTEIBCTBYET B MOJIb3y HEKJIACCUUECKOM
dbopmst BJIKH.

Nmeercs 3aperucTpupoOBaHHOE JIEKAPCTBEHHOE CPEJICTBO MPOJIOHTUPO-
BaHHOW (POPMBI — CHHAKTEH-JIENI0, HUKE TIPEICTABIICH aIallTUPOBAHHBIN Bapu-

aHT MPOBEICHUS TTPOOHI.

Ilpomoxon npoeedenus npoodvl ¢ CUHAKMEHOM-0€Nno:

— UCx00HO uccaedyemcs b6asanvHuill yposenv 170HP ympom 6 pannior
Qonnuxynapuyro gazy yuxkia,

— nocre 3a60pa Kposu 21y60K0 GHYMPUMbIUEYHO 6600umcs I me cunak-
meHa-o0eno;

— uepe3 12 u/unu 24 yaca uccreoyromes yposuu 170HP u xopmu3zona.
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Juaznocmuxa B/IKH ecneocmeue oegpuyuma 21-2udpoxcunazol

Bba3zanbHnbiii yposens 170HP

< 6 HMOJIB/J1 6-30 aMob/a (2-10 HIr/Mi) > 30 HMOJIB/J1

(< 2 Hr/mJa) (> 10 Hr/ma)

JonosnurtenbHas | [llokazano nposegenne mnpodnl c | JlonosHuTeIbHAS

AMATHOCTUKA He | CHHAKTEHOM AMATHOCTHUKA He
TpedyercsH TpedyercsH

<30 HMOJB/J >30 HMOJIB/J1

(< 10 ar/min) (>10 ur/min)
ITaTo/ioruu He BBISIBJIEHO Hexkanaccuueckas B/JIKH

B Cily4dadx, Korga mnmpoBCACHUC CTHUMYJIHUPYIOIICTO TECTa C CHMHAKTCHOM
HEBO3MOXKHO, 1100 IIpru €ro COMHUTCIIBHBIX PE3YyJIbTaTaX OKOHYATCJIbHbIM 3Ta-
IIOM JUAIrHOCTUKHN ABJBICTCA I'CHCTUYCCKOC MCCIICJOBAHUC HA HAJIMINC MYyTallun

B rene 2 1-ruapokcunazsl — CYP21.

BJIKH sBiisieTcsi ayTOCOMHO-PEIECCUBHBIM 3200JI€BaHUEM, TTOATOMY IS
MOATBEPKICHUS TMarH03a He0OXO0AMMO, YTOOBI OBLIO BEISIBIEHO OJTHOBPEMEHHO
2 MyTallu¥ B OTPEILISIEMBIX MTOJIOKEHUSIX TeHA (3TO MOXKET OBITh TOMO3UTOTHAS
MyTanus 00 2 pa3HbIe MYTallUd B T€TEPO3UTOTHOM IOJIOKEeHUHU). [IpH BBISB-
JICHUU JIMIIh OJHOW TE€TePO3UTOTHON MYTAIlUU YEJIOBEK CUHUTACTCS 370POBBIM

reTCpoO3UroTHbBIM HOCHUTCIICEM, U JICUCHHA HC TpC6yCTC}I.

Jluaznocmuxa oegpuyuma 11f-2udpoxcunaszo

PexoMenganun:

1. lnarnoctuka I'® BJKH pgomxHa mnpoBOAMTBCS 1O ypoBHIO 11-
J€30KCUKOPTH30JIa B CBIBOPOTKE KPOBH y MALIUEHTOB C HETUIIMYHBIM TCUCHU-

eMm BJIKH unu nosinenunem Al (2C).
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OcHoBHbIM MapkepoMm auarHoctuku ['®@ BJIKH sBasercs onpeneneHue
11- ne30KCMKOPTH30JIa — OCHOBHOTO IPEIIIECTBEHHUKA KOPTHU30J1a, HaXOs11Ie-
rocst HaJ (hepMEHTATUBHBIM OJIOKOM, KOTOPBII MPH KJIACCUYECKOM BapHUaHTE 3a-
OoneBaHMs TpeBbIIACT HOpMY Oosiee yeM B 5-10 pa3. OnHako B PYTHHHOM
MIPAKTUKE 3TO BO3MOYKHO CIEJaTh TOJBKO B XOJA€E MPOBEACHUS MYJIbTUCTEPOUI-
Horo ananuza. [lostomy, npu nogo3penuun Ha ['®@ BJIKH, nanpumep, npu Hu3-
KOM YPOBHE KaJlisl U aKTUBHOCTH peHuHa 1ia3mel (APII) BHe npuema muHepa-
JokopTukouHbIX cpeactB (MK) unu mepeno3upoBKH TNIHOKOKOPTHUKOUAHBIX
cpenct (I'K), mpu nmoBelieHMU apTEpUAIBHOTO JIaBJICHUS Y MTALIMEHTOB C PaHee
BBISIBJICHHON BUpUIIbHOU (opMoil 3a00seBaHMs, a TakKe NMPU OTCYTCTBHM TH-
nuuHbIX MyTanuii B rene CYP21, marmenta HeoOX0uMO HanmpaBUTh B CIIEIHa-
JU3UPOBAaHHBIE EHTPHI JUIsl YTOYHEHUS AUarHo3a U noadopa tepanuu. B Heko-
TOpbIX cTpaHax (Hamp., B M3paunse) cekBeHUpOBaHUE Ha BBISIBICHUE MYTallUH —
His R448H — npumensieTcss B pyTHHHOM MIPAKTHKE.

B nuteparype onucanbl ciydan Hekiaccudeckoin gopmbl nedummra 113-
TUAPOKCUIIA3bl. B KIMHUYECKOW KapTUHE JOMUHUPYIOT MTPU3HAKHU THIIEPAHIPO-
TeHUHM U HapyLIEHUs] MEHCTPYaJbHOTO IMKIA Yy sKeHIIuH, Al' ipu 310t popme
3a00s€BaHusl HET, JIMOO OHA HOCUT HE3HAUMUTENbHBIN xapaktep. Juarnoctupo-
BaTh HekJaccuyeckyro ¢opmy 11B-ruapokcunaazbl MOXKHO Ha OCHOBAHUM IMOBBI-
meHus | 1-ne30kcukopTr30ia Mpy NPOBEICHUH TAHIEMHON MaCCIIEKTPOMETPHUH.
B psine ciyyaeB npoBOJIUTCS TECT C CHHAKTEHOM, JUISl TOATBEPKAECHUS THArHO3a
nokasaresib 11-1€30KCHKOpTH301a JOJDKEH B 5 pa3 NpPEBBIIATH HOPMAJIbHBIE

3HA4YCHHA.

5. JEYEHHUE

Jleuenue nayuenmog c Kaaccuveckumu gopmamu oepuyuma 21- 2uo-
POKcUnasvl
1. B neTckoMm Bo3pacTe MpUMEHHMBI TOJbKO 'K KOpoTKOTrO ACHCTBUS (2udpo-

KOpmMu3oH, kopmeq).
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2. Y HOBOPOXKJICHHBIX U B PAaHHEM MJIQJICHUECTBE PEKOMEHIYETCS MCIOJIb30Ba-
HUEe QIIyApOKOPTH30HA U XJIOpHUA HATPHUS B KaueCTBE TI0OABKH K JieueHuto, 1
MMOJIB/KT B JI€Hb.

3. PexomenayeTcss JIeunTh B3POCHBIX MAlUEHTOB C KJIACCHYECKUMHU (PopMaMu
BJIKH rugpokopTH30HOM WJIK JJUTENIbHO AeicTByromumu ['K.

4. Tlpu conberepsromnieit dhopme aedunura 21-rUApoKcUIazbl PEKOMEHIYETCS
nononautenabHo K ['K npumensats MK (dayapokoptrson).

5. Pexomenayercs yBenuuenue 1036l ['K unum nepexoj1 Ha napeHTepaabHOE BBe-
nenne 'K B ocTphix cuTyamusx, Takux Kak (eOpuibHas TeMIeparypa
(>38,5°C), racTpodHTEpUT C IeTUApaTalieid, onepauu mnoja oOiel aHecte-
3Uel U MaCCUBHBIC TPABMBI.

6. [Ipu sMoIIMOHATHFHOM Y HEPBHOM HAIPSKEHUU, MPHU JIETKUX BUPYCHBIX 3200-
JIEBaHUAX W TpesacTosiiel hu3ndeckoi Harpyske yBenunuuBaTh 03y ['K He
PEKOMEHIyeTCsl.

7. Bcem munam ¢ knaccuyeckuM BJIKH pekomeHayeTcss MOHUTOPUHT TMpU3HA-

koB n30bIiTKa [ 'K.

B omauuue om demckozo éo3pacma, Kko20a peKkomenoyemcsa eecmu na-

yuenmoe moJjibKo _Ha 2IIIOKOKOPMUKOUOHBLX J1eKAPCHI8EHHBIX CPEOCmEax Ko-

DOMmMKoO20 0eﬁcm3uﬂ, Y 63pocCjtblX nAUUECHN 06 603MOJICHO UCROJIb306AHUE KAK

cpeocmeé KOpomkoz2o (2uOpOKOpmu30H), MaK u OJUmMENIbHO20 Oelicmeus
(npeonuszonon, dexcamemaszon, memunped). Hanbonee 4acto MCHOJb3yeTCS
CJIeyIOIIasl CXeMa MEePEBOJIA ¢ OJHOrO TIIFOKOKOPTUKOMAHOIO CPEICTBA HA APY-
roi: 20 Mr ruJpOKOPTU30HA =~ 5 MT OpeAHU30JI0Ha ~ 4 Mr metunpena ~ 0,375-

0,5 Mr nekcamMeTa3oHa.

JICKapCTBEHHBIEC CPEJICTBA INIFOKO- M MHUHEPATOKOPTUKOMIOB, MCIIOJIb3YEMBIC B

sedennu kiaccuueckux hopm BJIKH:
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Iloooepsrcusarowan mepanus y oemeii ¢ B/IKH:

JlekapcTBeHHOE cpel-

Oo6mas cyrouHnas 103a

KpaTHocts npuéma

CTBO
TUIPOKOPTH30H 10-15 me/m?/0 3 p/o
by IpOKOPTHU30H 0.05-0.2 me/o 1-2 p/o
XJIOpUJ HATPUS 1-2 2/cym Y HOBOPOJNCOEHHLIX PaA3-
oenums HA  HECKOIbKO
no00xX0008

Iloooepicusarowana mepanusa y e3pocavix ¢ B/IKH:

JlekapcTrBenHoe cpen-

OO0mas cyrouHas 103a

KpatHocTs npuéma

CTBO Mr/n
TUAPOKOPTU30H 15-25 2-3
MPETHU30H 5-7.5 2
MIPEHU30JI0H 4-6 2
METUJINPETHU30JIOH 4-6 2
JIeKCaMeTa30H 0.25-0.5 1
by IpOKOPTHU30H 0.05-0.2 1-2

B cinydyae uHTEpKyppeHTHBIX 3a00J€BaHUM, NPH KOTOPBHIX COXpaHEHA

BO3MOYHOCTb MPOJIOJIKEHHS nepopaibHoro npuema 'K, HeoOxonumo yBennye-

HUE JI03bl TIIIOKOKOPTHUKOUAOB B 2-3 paza. [lpu HespPexkTuBHOCTH BBOAMUTCS

TUAPOKOPTU30H (THAPOKOPTU30H CYKIIMHAT HaTpus (cony-kopred)) 100-50 mr

BHYTPUMBIILICYHO, Jajee Ipyu HEOOXOAMMOCTH BBeIE€HUE MOBTOpsAeTcs no 50 Mr

KaXXabIC 4-6 yacos. B CiIydac OTCYTCTBHUA YIIYUIICHHUA CAMOYYBCTBUSA B TCUCHHC
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24-48 4yacoB PEKOMEHIYETCsl TOCMUTAIM3aIUs B OOJbHUYHYIO OpPraHH3aIHIo,
r7ie IPOBOAUTCS BHYTpUBEHHAs MH(DY3Us TUIPOKOPTU30HA Ha (HhOHE peruapara-

LIMOHHOM TCpalInu.

[Tpu mpyuMeHeHNH NapeHTEPATBHOTO0 THAPOKOPTU30HA, 103a KOpTHHEPDa
He MeHsercs, 1uoo naxe MK otmenstorcst nonHocThio. Kak Tonbko cocTosiHuE
NaeHTa CTaOUIN3upyeTCs, CIeIyeT MOCTENIEHHO BEPHYTHCSA K OOBIYHBIM JI0-
3aM JIEKapCTBEHHBIX cpelcTB. [Ipu (pu3nuecknx Harpys3kax u NCUXOJIOTMUECKOM
cTpecce He0OXOAUMOCTH B yBennueHuu A103bl ['K Her.

JI1s1 THIEpaHAPOreHHBIX CUMITOMOB Y MOJIOJBIX JKEHIIIMH MOXKET IOTpe-
OoBatTbcsl JeueHue aHThaHgporeHamu B jononHeHue k 'K u MK. Opaibhble
KOHTPALICNITUBBI, COAEpKAIUE APOCIUPEHOH, 3((EKTUBHO YMEHBIIAIOT U ajl-
PEHAJIOBBIM, U OBAPHUAJIBHBIM CUHTE3 aHAPOI€HA, HO HE BIMSIOT Ha KOPTHU3OJ,
KPOBSIHOE JaBJICHUE, YPOBHHU KaJMs ChIBOPOTKH KpOBH. OpallbHbIE KOHTpaLen-
TUBbI HE cMoryt 3aMmeHuTh BbIpaboTKy 'K m MK B kmaccuyeckoit dopme
BJIKH, xotst HekoTOpble cuMnTomatruueckue >xeHuusl ¢ HBJIKH moryt npu-
MEHSITh TaKOE JICUEHNE.

Cnupononakxmon OmHoCUmMenIbHO NPOMUEONOKA3AH KAK AHMALOHUC aH-
opozenos convmepsiowjen gopmul B/IKH, max kak on sAeisiemcs anmaconu-

cmom MK u eco npuém moarcem gvizeams ucmoujetue.

VY namuenToB ¢ knaccuyeckumu popmamu BJIKH B opranusme e mpowuc-
XOJIUT aJIeKBAaTHOM BHIPAOOTKH KOPTH30JIa B OTBET Ha (DU3UYECKUU CTpecc,
HarpuMep, Mpu 3a00JIEeBaHUAX, COMPOBOXKIAIOIIMXCS BBICOKON TEeMIIEpaTypou,
TaCTPO3HTEPUTE C JIETUpATALMEH, ONepalusix U TpaBMax. MIMEHHO mo3TOMY
BceM naruentam ¢ BJIKH pexomenayeTcs HOCUTh Tipu cebe WaeHTU(PUKAITUOH-
HbIE JIOKYMEHTHI UM OpaciieThl, YKa3bIBAIOIIUE, UTO Y HUX UMEETCs TaHHOE 3a-
OomneBaHue, ¥ B CIy4ae YPTeHTHBIX CUTyaIluil UM HEOOXOAMMO HE3aMeITUTehb-

HOE BBEJICHUE THAPOKOPTHU30HA.
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Tak xak 3a0o0jieBaHHE SBIISIETCS pPE€AKUM U HC 3HAKOMO MHOI'MM CIiClHha-
JIMCTaM IICPBUYIHOI'O 3BCHA, B I/IILCHTI/I(I)I/IKEIHI/IOHHBIX AOKYMCHTAX IIpeiaracTtcsa
YKa3bIBATh Y TAKUX IMATUCHTOB HAJIMYUC XpOHPI‘ICCKOﬁ H&,HHO‘IG‘IHHKOBOﬁ HCIOO-

CTAaTOYHOCTH, YTO obneryaer IMPHUHATUC PCUHICHUA B OCTPBIX CUTYyallUAX.

Monumopunz mepanuu:

— nanuentam 1o 18 wmecsaneB ¢ BJKH pekomengyeTcss mpucTaibHOE
HaOI0/IeHUE B TepBble 3 Mecsla KU3HM M Kaxable 3 Mecslla IMOCie 3TOTO.
[Tocne 18 Mecs1ieB peKOMEHYETCSI OIIEHKA COCTOSAHUSA KaXKIble 4 Mecsa;

— y JIE€TEH IMPOBEICHUE PETrYJSIPHOM OLIEHKM CKOPOCTH pOCTa, Beca,
KPOBSIHOTO JaBJICHUS, a TaKkke (Pu3MuecKue OOCIeNOBaHMS B JIOMOJHEHHUE K
MOJTYYEHUI0 OMOXUMHUYECKUX U3MEpEHUi J71s orieHku agaekBaTHOCTH 'K 1 MK;

— y nereid ¢ BJIKH B Bo3pacTe 10 2 JieT NPOBOAUTH €XKETOIHYIO OLIEHKY
KOCTHOT'O BO3pacTa, Ioka peOCHOK HEe JOCTHTHET IIOYTH B3POCIIOT0 POCTa,;

— y B3pocibix ¢ BJAKH npoBoauth exerogHsie (pu3nMueCKUe OCMOTPHI,
BKJTIOYAOIIME OLIEHKY KPOBSHOTO JaBJICHNUs, HHIEKca Macchl Tena u Cushingoid
0COOEHHOCTEH B JIOMOJHEHUE K MOJTYYEHUI0 OMOXMMUYECKUX TOKa3aTenen s

OLICHKH aJICKBaTHOCTH 3amectutenbHor Tepanuu ['K u MK.

Jleuenue nayuenmoe c nexknaccuueckumu gopmamu oepuyuma 21-

2UOPOKCUIA3bl

1. Jleuenue nanuentok ¢ HBJIKH ¢ nmomompsio ['K pexoMeHyeTcs npoBOIUTH
OpyU  BBISIBJIGHUM  3HAYUMOW  TUNEPAHAPOTEHHMM,  OECIUIONust WM
HEBBIHAIIMBAHUS OEPEMEHHOCTH.

2. Y XEHIIMH C YMEPEHHOU runepaHaporeHnen u JUCPYHKINEeH SHYHUKOB BHE
IUIAaHUPOBAHMUSI OEPEMEHHOCTM BO3MOXKHO mpuMeHeHue Bmecto ['K
cumnTomarudeckoi Tepanuu: KOK u/unu anTHanaporeHos.

3. Jleunth 6eccumntomubie hopmbel HB/IKH y jxeHIIMH HE peKOMeH1yeTcs.

4. Myxuunsl ¢ HBJIKH B nedenun He HyXJIaroTcs (MCKIIOYEHHE: Oecruioaue,
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TART, onyxonu HaANOYEYHUKOB; (EHOTHUIIBI, MPOMEKYTOUHBIE MEXKIY
KJIACCMYECKUMHU U HEKJIACCUYECKUMHU (PEHOTUIIAMU ).

5. Jleuenue nereit m noxapoctkoB 'K pekoMeHayercs mpu paHHEM Hadaie U
OBICTPBIM MPOrPECCUPOBAHUU IOJIOBOIO CO3PEBAHMS, SIBHOM BHPUIIU3ALMH
(puck u mnpeumymectBo JedeHuss 'K oOcyxknaroTcss ¢ poaCTBEHHUKaMU
pebeHka).

6. YV panee neueHHBIX MAIMEHTOB PEKOMEHYETCS MpEpBaTh TEPAIUIO B CIyyae,
KOI'JIa pOCT B3POCJIOrO 4Y€JOBEKa JOCTUTHYT WIH APYTH€ CUMITOMBI OTCYT-

CTBYIOT.

Bce 6onpbiie CIICOUAIIMCTOB BO BCCM MHPC IIPUXOAAT K MHCHHUIO, YTO BHE
IJIaHUPOBAHUA 6epeMeHHOCTI/I )51 BBIpEl)KGHHOfI TUIICPAHAPOIrCHHUU IIPUMCHCHUC
I'K He sBasgeTcs o0s3aTEIBbHBIM M MOXET OBITh 3aMEHCHO CHMIITOMATHYSCKON

tepanueit B Buge KOK u/unm aHTHaHIPOTEHOB.

Jlexapcmeennvie cpeocmea anmuanopozenosé u KOK, ucnonwv3yroujuecs 6

mepanuu nB/IKH.

Lunpomepon 10-50 me 6 cymxu ¢ 1 no 15 denv yukna 6 sude monomepanuu, 8
komounayuu unu 6 cocmagse KOK yuxnuuecku 6 pescume 21/7

Cnupononaxmon 100-200 me 6 cymku

Dunacmepuo 2,5-5 me 6 cymxu

Dnymamuo 50-150 me 6 cymku

Omununscmpaouon/opocnuperon 0,03/3 me no 1 m. yuxnuuecxu 6 pexcume 21/7
unu 24/4

Imunundscmpaouon/xnopmaounon 0,03/2 me no 1 m. yuxnuuecku 6 pexcume 21/7

Jlexapcmeennvie cpeocmea I'K, ucnonvzyemoie 6 j1eueHuu HeKIACCUYECKOU

BJ/IKH:
T'uopoxopmuszon 10-30 me na 2-3 npuema 6 oerv

23



IIpeonuzonon 2,5-7,5 me Ha HOUYb
Hexcamemason (monwvko éne bepemennocmu) 0,25-0,75 me Ha Houw

Memunpeo 2-6 me na Houb

Jleuenue I'D B/IKH

1. Jleyuenue I'® BJIKH npoBoauTcs 1Mo TeM K€ MPUHIIMIIAM, YTO U JICUCHHUE BU-
prIIbHOM (OopMBI, 00ycIOBIEHHOM AeuimToM 2 1-rHapokcunassl. B Tepanuu
MoryT npuMmeHsaTbes 'K cpenctBa KOpOTKOro v ITMTENBHOTO IEUCTBUS.

2. [Manmentam ¢ 'K BJ/IKH B kadecTBe MOMOMHUTENHHOW TEpamuu CIEIyeT

Ha3HAa4yaTb AHTUTMIIEPTEH3UBHBIC JIEKAPCTBEHHBIE CPEACTBA, NPEATIOYTHUTEIb-

HBIMM CUMTAIOTCSl KaluicOeperawime IUypeTUKd M JAUTHAPONUPUINHOBBIC

onmokatopsl Ca-kananos. I[lamuenTs! ¢ knaccuyeckoit popmoit neduumra 1103-

TUAPOKCHUIA3bl, Kak u npu Apyrux ¢opmax BJIKH, nmoxusznenno nomydarot 'K

C LIEJIBI0 KOPPEKUMHA CUMIITOMOB HAJIIOYEUYHHUKOBOW HEAOCTATOYHOCTH, THIIE-

PAaHIPOTreHNU U APTEPUAIIBHOW TMIIEPTEH3UU. ECIM JIEKapCTBEHHBIM CPEICTBOM

BbIOOpA y A€Tel ABIAETCS THUIPOKOPTU30H, Y B3POCIBIX MOKHO MCIIOJIB30BATh U

JIEKapCTBEHHBIE CPEACTBA JUIUTENbHOTO neiicTBus. HeobxoauMocT B Ha3Haue-

Huu MK y Takux nmanueHToB HeT, Tak Kak noseiienue JIOK npuBoaut k oTcyT-

CTBUIO MUHEPATIOKOPTUKOMAHON HenocTaroyHocTu. Ecnu Ha goHe MOHOTEpa-

nuu 'K He ynaercs ckopperupoBatb Al', MOKHO JOMOJHUTENBHO UCIIOIb30BAThH

AHTUTUIIEPTEH3UBHBIE JIEKAPCTBEHHBIE CPENICTBA, U3 KOTOPBIX MPEANOYTUTEIb-

HBIMU SIBJISIIOTCSl KaJIMi-cOeperaoiire IMypeTUKd B COYETaHWU C AUTHUAPONH-

puanHOBEIMU OiokaTopamu Ca-kaHajoB (HUGDEIUIHH).

Jlexapcmeennwie cpeocmea, ucnovzyemole 6 1evenuu I'® B/IKH-:

Kopred 20-40 mr/cyT paznenuth Ha 2-3 npuema
[Ipenuuzoinon 5-10 Mr/cyT Ha 2 npuema
Jlexcamerason 0,75-1,0 mr/cyT. HAa HOUYB

Metunpen 4-6 Mr Ha HOYb
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Anmuzunepmen3usnvie 1eKapcmeeHuble Cpeocmaa.

Hudeaunun 30-90 mr perapanas dopma, 10-20 mr 2-3 pasza BaeHb (HepeTap/-
Has ¢popMma)

Bepommnupon 25-200 Mr B 1eHb

Awmunopup 5-20 Mr B IeHb

Haobnrwoenue 3a d6epemennsimu ¢ Kiaccudyeckumu gpopmamu oepuyuma

21-2udpokcunaszol

Pexomenganumu:

— IIpu nactynnenun 6epemeHHocty npoaoxuTh Tepanuio 'K u MK B
TEX ke J103aX, YTO MPUMEHSUINCHh 0 OepeMeHHocTH. YBenuueHue no3el ['K
IIOKAa3aHO  TOJILKO  IIPU  PA3BUTHUM  IPU3HAKOB  HAAINOYECYHUKOBOU
HEJIOCTaTOYHOCTH.

— Ilpu OepemeHHOCTH He pekoMmeHayercs mnpumeHenue ['K cpencrs,

KOTOPBIC MMPOXOAAT YCPE3 INIALCHTY, TAKMX KaK ACKCAMCTA30H.

Bo Bpems 6epeMEeHHOCTH YPOBHH aHJIPOTCHOB MOCTENIEHHO MOBBIIIAKOTCS
Benencteue yBenudeHus ypoBHsa CCCI™ u KopTH30JI1-CBSA3bIBAIOIETO TJI00YIHMHA,
MOATOMY HE CYIIECTBYET KPUTEPHUEB OLIEHKHU aJIeKBaTHOCTH Tepanuu. [Ipennara-
€TCsl UCTOJIb30BaTh Nokazatenu 170HP, TectocTepoHa u aHapoCcTeHANMOHA C Ya-
cTotoii 1 pa3 B 6-8 Henenb U OIICHUBATH HE WX a0COJIIOTHBIC 3HAYCHUS, a JUHA-
MUKY HM3MEHEHUS, OPUEHTUPOBATHCS HA KIMHUYECKUE MPU3HAKU: NPU3HAKU
yIpO3bl HEBBIHAIIMBAHUS, THUIO- WM TUMEPKOPTHUIIM3MA WU U3MeHeHus: AJl.
OOBIYHO MAIMEHTKHU MOJIYYaIOT T€ K€ J03bl TNIFOKOKOPTUKOUIOB, YTO U 10 Oe-
PEMEHHOCTH, /1032 MUHEPAJIOKOPTUKOMIOB MHOT/Ia TpeOyeT yBEIUYeHUS BO 2
TpUMecTpe OEpEeMEHHOCTH TPHU Pa3BUTUU OPTOCTATUYECKOM rumoteHsuu. M3

BCCX TJIIOKOKOPTHUKOWAOB HC JOJDKCH IPHUMCHATHBCA BO BpPEMA 6epeMeHHOCTI/I
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JIEKCaMeTa30H, KOTOpPbIi HE WHAKTUBHpPYETCd (PepMeHTOM IManeHTs 3[3-
TUAPOKCUCTEPOUIACTUIPOTEHA30 U B HEM3MEHHOM BHJE INMPOXOIUT B KPOBH

jioaa. OcranbHbIe TIIOKOKOPTHKOUABI AOITYCTUMBI K MUCITIOJIb30BAHHIO.

XKenmmnusl ¢ BJIKH HaxonsaTcst B rpymnme pucka Mo pa3BUTHIO TeCTAIlMOH-
HOTO JnabeTa, MOATOMY BO BpeMsi OepeMEeHHOCTH HEOOXOAMMO MTPOBOAMTH TIIIA-
TEJIbHBIM KOHTPOJIb TIMKEMUH U TIPU HOPMAJBHBIX MOKa3aTeNsIX (TIIMKEMUST Be-
HO3HOM TJ1a3MbI MeHee 5,1 MMOJIB/JT) — TECT TOJEPAHTHOCTH K TIIFOKO3€ Ha CPOKE
24-28 nenenb.

Bo BpeMs poioB peKOMEHIyeTCsl BBOAUTH TUIPOKOPTHU30H (THAPOKOPTH-
30H CyKIIMHATHaTpus (coiy-koprted)) mapeHtepasbHo 50 MI BHYTPHUMBIIIEYHO
WM BHYTPUBEHHO, Jajiee MpU HEOOXOJAMMOCTH, BBEJECHUE TOBTOpseTcs mo S50
MT KaKJbie 4-6 4acoB, C MOCIEIYIONIMM BO3BpAIICHHEM Ha TMEepOpaIbHBIA TPHU-
€M JICKapCTBEHHBIX CPEJCTB B TeueHHE 1-2 cyTok. Ecim sKeHIIMHE TPOBOIMIACH
miactuka HITO, pekoMmenmyeTcsi polopaspeiieHue MyTeM KecapeBa CEUCHHS

AJIs1 YMCHBIICHUA TpaBMaTU3allu B poJdax.

ﬂuuamuuec:coe Hab100eHue 63pOCIIblX nauuernmos ¢ HeKmaccuuecKku-

mu hopmamu oepuyuma 21-2udpoxcunazol

[Ipu HEekIaccu4eckoil GopMe He CYIIECTBYET OOIMICTIPUHSTHIX PEKOMEH-
Jalui Mo AMHAMUYECKOMY HaOJIOJICHUIO U OLICHKE CTENEHU KOMIICHCAIIUU 3a-
OoneBanus. BHe TutanupoBaHus OEPEMEHHOCTH M TIPU YMEPEHHOU TUTIepaHapo-
TeHUH, KOTJla B Ka4eCTBE OCHOBHOTO MeTona jeueHus BeiOupaetcs KOK w/umm
aHTUAHJIPOTCHHAsl Teparvs, TaKue MalMeHTKU OOBIYHO HE HAaOJI0IaroTCsA Bpa-
YaMU-IHIOKPUHOJIOTaMH, a JaibHeiInee HaOMI0IeHHe U KOPPEKINIO Tepanuu
MPOBOAUT BPAY-aKyLIEP-TUHEKOJIOT. Y MAMEHTOB C TSHKEJIOU TMIIEPAHAPOTEHU-
el 1 BrIOOpE B MoJb3y anutenbHor 'K Tepanuu HaOmoeHUE AOJKHO MPOBO-

JTUTHCS aHAJIOTUYHO KiaccuaeckuM Gopmam BJIKH.
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Onenka KOMIeHCAUU 3a00JIeBaHUSI TMPOBOJUTCS KIMHHYECKU (IIeJIeBbIC
3HaueHUs J1ab0opaTOpHBIX MoKasarelnel, Takux kak 170HP, Tectoctepon u ann-
POCTEHJIMOH, 10 CUX TTOp HE pa3paboTaHbl).

[Ipu mosiBNEHUN NPU3HAKOB SATPOTCHHOTO THIIEPKOPTULIM3MA HEOOXOIUMO
[POBEICHHE A000CIEeI0OBaHUS /JI BbISBICHUS METAa00IMYECKUX HAPYLIEHUN U
cHkennss MIIK.

[Tpu nnanupoBanun 6epemMenHoctu u nepesoje nanueHTku ¢ KOK na 'K
OCHOBHBIM KPHUTEPHEM KOMIIEHCALIUU SBJSETCS BOCCTAHOBJIEHUE CIIOHTAHHOU
OBYJSIIMM M HacTyruieHue OepeMenHoctu. Ilocnme ee Hactymienus ngoza 'K
0OBIYHO HE KOPPEKTUPYETCs, HUKaKHe JabopaToOpHbIe MOKa3aTesu He HCCIeay-
forcs. Tak ke, kak U npu kinaccudeckux ¢popmax BJIKH, nHexxenarenen k npu-
MEHEHHIO JIEKCAMETa30H, TaK KaK OH CBOOOJHO MPOHHUKAET uepe3 IJIAICHTY B
KpOBb IUIOJA.

Ponopaspenienue npoBoauTcs Mo OOUIMM aKyHMIEPCKUM MOKa3zaHusM. B
JI€Hb POJOB KEHIIIMHAM, Y KOTOPBIX B pPE3YyJbTaTE TECTA C CHHAKTEHOM BBISBIIS-
JIOCh HEaJIeKBaTHOE MOBbIIIEHUE KOopTH3oJa (MeHee S00 HMOJIb/1T), HEOOXOAUMO
BBEJICHHE THJIPOKOPTHU30HA NapeHTepaipHO. [locie pogoB B MIIaHOBOM MOPSIKE
BPAYOM-3HJOKPUHOJOTOM NMPUHUMAETCS PEIIEHHE O HEOOXOIUMOCTH JaibHEH-
HIEro JICYeHUs NaueHTKH ¢ moMolbio 'K niam BO3MOXKHOCTH OCTENIEHHOW €ro
OTMEHBL.

Jlunamuueckoe Haodn100€eHUEe 63POCTBIX RAUUEHMOE C Oehuyumom

11f-2uopokcuna3zot

Kax u npu knmaccuueckux dopmax nedunmra 21-ruaporcunassl, HaOIO-
JeHue MaiueHToB ¢ AehunuToMm 11B-Tuapokcuiazel HampaBieHO Ha TOA00D
aznekBaTHOM 11036l 'K, OIlEHKY KOMIIEHCALlMU U BBISIBJIICHHUE TOKU3HEHHOU 3aMe-
crurenbHoM 'K Tepanun. OnHako B CBSI3M C pEeAKOW BCTpedyaeMocTbhio ['D
BJIKH nunamMuueckoe HaOMIOJEHUE M OIIEHKA KOMIICHCAIUU TMPEICTABISET
clnoxHytro 3amady. KoHTpomb HEOO0XOAUMO MPOBOAWTH MO YypoBHIO 11-

JI€30KCUKOPTH30J1a, B TO BpEeMsI KaK 3TOT MapKep He UCCIEAYyEeTCs B PYTUHHOMN
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IOpaKkTHKE Ha MepBUYHOM amOynaTtopHoM 3BeHe. Cyauth o kommeHcanuu 'O
BJIKH MO0XHO 110 KOCBEHHBIM JaHHBIM. [I[py Ha3HauYeHNM HETOCTATOYHOU O3Bl
I'K oTmedaeTcst mOBBIIIEHNE YPOBHSI aHAPOCTEHIMOHA U TECTOCTEPOHA (Y MyXK-
YUH OLEHKA IPOBOJUTCSA TOJBKO IO YPOBHIO AHJIPOCTEHIMOHA), CHUXKACTCS
ypoBenb APII, kanus. B ximHu4Yeckoil kapTuHe oTMedaeTcsi noBbilieHue A/l
Pa3BUTHE MaAKPOCOCYAMCTBIX OCIOKHEHUH, a TAaKXKe MNPOSABIAIOTCA MPU3HAKU
TUMNEepaHAPOTeHUU U rUnokopTunmusma. Ilpusnakamu u3zosiTounoit tepanuu ['K
SBIIIIOTCSA KJIACCUYECKUE NMPU3HAKM THIEPKOPTHIM3MA: yBEJIWYEHHE Beca, ad-
JOMHUHAJIBHBIA TUI 0XKUPEHMUS, ITOSIBJIEHUE CTPUN, «KIMMAKTEPUUYECKOTO ropOu-
ka». JlabopaTopHO YpOBHHM TECTOCTEpOHA M aHIPOCTEHAMOHA CHUXKEHBI, OTME-
YaloTCA NMPU3HAKU TUCIUIUACMUH, HApylIeHus: yriaeBogHoro ooMena. [lo nan-
HbIM JleHcuToMeTpun BbisiBiieTcs: cHkeHust MIIK. TloBeimennss A/l npu 3tom
MOJKET U HE OBITh, OIHAKO y psiia MauueHToB Al' MOXKET COXpaHATHCS B paMKax
arporeHHoro runepkoprunuima. [Tanmentam ¢ '@ BJAKH, kak Munumywm, exe-
rOJTHO HEOOXOAMMO MPOBOJUTH 00CIIeI0OBaHUE y Bpaua-KapAHoJIora, 1o rnokasa-
HusM nipoBoauTh DKI', sxokapauorpaduio, cyrouHoe MoHUTOprpoBanue AJl u
OKI' nnsg cBOEBpEMEHHOM JUMArHOCTUKH M KOPPEKIMU MaKpOCOCYAUCTHIX

ocinoxHeHut Al'.

Xupypeuueckoe neuenue

PexoMeHtyeTcss TPOBOAMUTH MEPBBIM ATan (PEMUHHM3UPYIOUIECH TIACTUKU
HapY>KHBIX TIOJIOBBIX OPTaHOB B TIEPBBIC TOJIBI KU3HU PeOCHKA U 3aBEpIIATh BCE
ATambl XUpyprudeckoro yiedeHus y mnarueHTok ¢ BJIKH B myGepratHOM BO3-
pacte. Ocoboe BHUMaHUE JOJKHO ObITH yAEICHO (PEMUHU3UPYIOMIEH MIACTUKE
HapyXHbIX reHutanui y xeHmmH ¢ BJAKH, cBoeBpemeHHOCTH €€ mpoBeaeHus,
OIIEHKE COCTOSITEJIbHOCTH ONEPATUBHOTO BMEIIATEIHCTBA U OTCYTCTBHUS Pa3BU-
THSI TIOCTONEPAIMOHHBIX OCJOXKHEHUHN (pyOIlbl, CTPUKTYPHI U T.A.). Bupuiuza-
IS TEHUTAINI HAOII01aeTCsl Y MAIMEHTOK ¢ poxkaeHus. [Ipu BICOKOM cTeneHn

BUpWIM3alUU (PEMUHU3UPYIOIIAs MJIACTUKA MPOBOJIUTCS B JiBa 3Tara: MEpBBIM
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JTall, BKJIKOYAKIUNA KIMTOPOIUIACTUKY U PACCEYEHHUE YPOT€HUTAJIBHOTO CUHYCA,
MIPOBOJIUTCS B TIEPBBIC TOJIBI )KU3HU PEOCHKA, BTOPO 3TAIl — MHTPOUTOIUIACTUKY
— PEKOMEHAYETCSl MPOBOJAUTH MOCJIE HACTYIUICHUS MEHAPXE U JOCTHKEHUS J10-
CTaTOYHOW ICTPOTCHU3AUUM TeHUTAHMK. K coxameHuto, B MPAKTUKE YACTO
BCTPEYAIOTCS CIIy4yau, KOTJla BTOPOM ATAll IJIACTUKU HE MPOBOJUTCS BIUIOTH 10
B3POCJIOro Bo3pacTa. Takux >KEHIIUH HEOOXO0IUMO HaIpaBJIsITh B (efiepaibHbIe
CHEIUATM3UPOBAHHBIC IIEHTPHl THHEKOJOTUYECKOTO TpOodmiisa, Tae HMeeTcs
ONBIT TAaKUX ONEpaluii, a TakXKe CHEHUAIN3UPOBAHHAsI KOMaH/Aa Bpaydecii-
XUPYPIOB, Bpayer-aHEeCTE3U0JIOTOB-PEAHNMATOJIOT OB 51 Bpayen-

9HAOKPHUHOJIOTOB.

6. IPAKTUYECKUIHA MATEPHAJI

Kannnueckas curyanus 1

[TammmenT A., 23 roja, mocTynuia ¢ kajlo0aMu Ha 3MU30/IbI PE3KOM clia-
0ocTH, TOIMHOTHI Ha (OHE TICUXOAMOIIMOHATILHON HAarpy3KH, OTCYTCTBHE MEH-
cTpyauuii B TeueHue 2 jet. M3 anaMHe3a U3BECTHO, UTO CoJibTepsitoias Gopma
BJIKH nuarHoctupoBaHa Ha IepBOM rojty *u3HH. HaOmromanack mo MecTy u-
TenbcTBa. HavuaTa Tepamnus npeIHu30J10HOM U (GIyIpOKOPTH30HOM (KOpTHHED-
dbom). B 3,5 rona npoBeseHa peMUHU3UPYIOIIAs TIACTUKA HAPY>KHBIX MOJOBBIX
opranoB. Menctpyanus ¢ 12 aet. Jlo 20 jeT monyyajia NpeaHu30JI0H U Gy apo-
KOPTHU30H, 3aTE€M IO MECTY JKHUTEJIhCTBAa ObLIa MEpeBefcHa Ha THAPOKOPTHU30H
(xopted) mo 20 mr yrpom u 10 mMr Beuepom, ayapokoptuzon mno 0,05 mr
yTpOM, KOTOpbIE MpUHHMMAaJIa MO HacTosiee BpeMs. Ha stom doHe ormeuana
AMU30/Ibl TOIIHOTHI, PBOTHI , PE3KOUM CIA00OCTH, KOTOPhIE KyMUPOBAIUCH MPUE-
MOM OOJIBIIIOTO KOJMYECTBa (710 5 J1) COIEHOM BOABI WM B/M BBEIACHUEM THAPO-
KOpTH30Ha. B mociiennue aBa roaa pa3puiack ameHopes. HaciaeacTBEHHOCTh 110
JTAaHHOMY 3a00JIEBAaHUIO HE OTATOIICHA.

OO6muit ocmotp: Bec 72 xr, Poct 150 cm, UMT 32 KT/M°.
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Pe3ynbraThl mpenBapuTeIbHOTO 00CIeI0BaHMSI MPECTABICHBI B TA0IHIIE 1:

Tabnuya 1. Pe3ynomamol npedsapumebHo20 00C1e008anus

Tect 3HaueHue Pedepencusiii unTepBan
UMT 32 18.5-24.9
17 OHII 295 0.3-2.3 amonb/a
TecrocTepoH 40.7 0.1-2.7 umonb/n
AxktuBHOCT, peHHHa B |11.2 0.5-6.5 ur/mn /gac
iasme

[Mpu JHK-amarnoctrke oOHapykeHa romo3uroTHas mytamws [12spl B
onpenaensiembix no3unusax rena CYP 21 rugpokcunaszel. B BAK mokazarenu B
npejenax HopMaTHBHBIX 3HaueHuH (B T.4. 1 K, Na).

[Tpu Y3U v/n matosioruu He BBISABIICHO.

B B3 ¢ QuTENBHOW amMEHOpEEH, CBSI3aHHOM C JEKOMIICHCALUEN
BJIKH, nposeneno Y3U, OMT-maHHbIX O THNEPIUIA3UHA SHIOMETPUS HET, 00b-
€M STMYHUKOB: TIpPaBoro — 3.7 mil, JieBoro — 2.9 My, 6e3 J10NoIHUTEIbLHBIX 00pa-
30BaHUM.

KoncynbTupoBaHa BpauoM-aKylIepOM-THHEKOJIOTOM — BBISBICHO PE3KOE
CY’KE€HHE XO0Jla BO BJIarajuiie, peKOMEHJA0BAHO MPOBEICHUE UHTPOUTOILIIACTUKH
nocsie komreHcarnuu B/IKH.

IIpoBenaeHa EHCUTOMETPHUS, MO PE3yJIbTaTaM KOTOPOM CHMXKEHHUS KOCT-
HOM IIJIOTHOCTH B MOSICHUYHOM OT/IEJI€ NTO3BOHOYHUKA U MTPOKCUMAJIBHOM OT/Ie-
je 6eIpeHHOM KOCTH HE BhIsBIEHO. [Ipu nccneoBaHUM MapKepOB KOCTHOTO Me-
TaboJIM3Ma IMOKA3aTeIM OCTCOKAaNbIIMHA M B-Cr0SS-laps — B mpepenax HOPMEL,
onHako BeisiBIeHO cHUkeHue 25(OH)D 1o 9.9 ur/mn (Hopma 15-80 Hr/min).

[TokazaTemu pochopHO-KanbIIEBOTO 0OOMEHA — 6€3 U3MEHEHHIA.

B cBs3u ¢ gexkommeHcaner 3a0osieBaHusl Oblila M3MEHEHa CXeMa 3aMe-
CTUTENIbHOW Tepanuu: Ha3HAauYeH NpeaHU30J0H B no3e 12.5 mr (1 T mocne 3aB-

Tpaka, 1.5 T B 23.00), Ha poHE Uero y mauueHTKH NPEKPaTHUIIUCh MPUCTYIIBI Clla-
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6octr 1 TOmHOTHL. J[03a (QuIyapoKOpPTH30HA HE MEHSIACh B CBSI3M C HOPMAJIb-

HBIMU ITOKAa3aTCIIAIMU PCHHUHA WU 3JICKTPOJIIMTOB KPOBH. B cBs3u ¢ u3MeHeHUsIMU

TOKa3aTeneli KOCTHOIO MeTaboau3Ma K TCpalnu I[O63BJ'ICH aJ'II)(baKaHLHI/II[OJI

(aranmeda) B noze 05 Mkr/cyt. B nanpHeimem 103a IpeIHU30J0Ha CHIDKEHA 10

7.5 mr/ cyT. (V2 Tabnetku ytpom, 1 T B 23.00).

Tabnuya 2. Pe3ynomamvl nocie KOppekyuu jledeHus

Tect 3HaueHUE PedepencHelii nHTEpBaI
17 OHII 1.2 0.2-1.2 amonb/n
TecrocTepon 0.1 0.1-2.7 amons/n

[IpoBenena uHTpouTOoIUIacTHKa. Yepes 2 Mecsia IMOCie JOCTHKEHUS

HOpMaJIbHBIX noka3zateneit 17 OHII camocTosaTensHo BoccTaHoBriics M1,

Bomnpocsr:

1. Kakue cumnTomsl, xapaktepHbie A conbrepstomnieit popmsr BJIKH,

MO>KHO BBIJIEJIUTH, HCXOS U3 K00 IallHEHTKH ?

2. Tlouemy koHeuHbIii pocT manueHTKH (150 cm) oka3ancs MeHbIe

MPEIOIaraeMoro ¢ y4éToM pocTa poauTeNei?

3. ITlouemy mocine 20 JeT ¢ nepeBoAOM MAlMEHTKH Ha TUAPOKOPTU3OH B

J03¢€

o 20 mr

yTpoM,

10 Mr  BedyepoM,  NpoM3OILIA

HEYIOBJIETBOPUTENIbHASI KOMIIEHCAIUs 3a00J1eBaHuUs?

4. TloueMy y MallMEeHTKH BBISBICHO CHUKEHHE YPOBHS BuTamuHa D?

OT1BeTHhI:

1. Ilpaktuuecku  Bce

KAIT00bI

conpTepsitomet  ¢opmer  BJIKH

IHanucHTKHU XapaKTCPHBI JJIA

— SMM304bI PE3KOM ciaabocTw,

TONIHOTHI HAa (JOHE TICUXOIMOITMOHAIBHON HATPY3KH, PBOTHI, KOTOPHIC

KyIUPOBAIUCH MPUEMOM OOJBIIOrO KOJUYecTBa (10 S 1) ConEéHOM

BOJIbI MJIM B/M BBEJACHHEM THJIPOKOPTHU30HA, OTCYTCTBHE MEHCTpYyaIui
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B T€UEHHUE 2 JIET.

2. B nmerckom Bo3pacTe peKOMEHAYEeTCsl BECTU MalueHTOB Tojbko Ha ['K
KOPOTKOI'O JEHCTBUS, TAK KaK 30HBI pocTa OTKpBITHI. [larmeHnTtka 1o
20 yer moayvana MPEAHU30JIOH, YTO M MOBIUSJIO Ha €€ KOHEYHBIN
poCT.

3. JByxkparssiii npuém 'K xopoTtkoro nedctBusi (rMaApOKOPTHU30H) HE

npuBén k komneHcaumn BJIKH, Tak kak IpOmOIKUTEIBHOCTH
JNEUCTBUS JIEKAPCTBEHHOIO CPEJICTBA HEAOCTATOYHA JIJIS MMOAAEPKAHUS
aZeKBaTHOTO YypoBHS kopTu3oina u nojasienuss AKTI B Teuenue
CYTOK, a TpPEXKPATHBIM NPUEM JIEKAPCTBEHHOIO CPEICTBA 4YacTo
MPUBOJUT K HU3KOW KOMIUTAEHTHOCTH IMAIIUEHTOB.
[locne 3akpwITHs 30H pOCTa ONTUMAJIEH MEPEBOJ MALMEHTOB HA Jie-
KApCTBEHHBIE CPEICTBA CPEIHEN U JUIMTENBHON MPOIOIHKUTENBHOCTH
JIEUCTBUSL.

4, Xponmueckass 'K Tepammsi — u3BeCTHBIN (aKTOp pHICKA pPa3BUTHUS

OCTCOIIOpO3a.

Kannnueckas curyauus 2

[Tauuent M., 49 ner, oOpaTuiics MO MOBOJYy BTOPUYHOTO Oecryionust s
nposeaenus IKO.

OO6mmit ocMOTp: (PEHOTUIT MY>KCKOM, HU3KUN KOHEUHBIH POCT, MY>KCKHE
MOJIOBBIE OpraHbl C()OPMUPOBAHBI MPABUIIBLHO, IO MYyXCKomy Tumy. Poct 159
cM, Bec 82 kr, UMT-32 kr/m?.

HacneactBeHHOCTB: /iBa CTapiinMx Opara U cecTpa NOoruOJId B paHHEM JIET-
cKoM Bo3pacte (10 1 roga) nmo HesiICHOM npUYHUHE (CO CJIOB, OTMEUAJach BSIIOCTD,
MOTEMHEHUE KOKHOTO MOKpOBa). J[Ba Miiaammx OpaTta U poAUTENTU 30POBHI.

C paHHero neTcTBa oTMevas MOBBIIMICHHYIO TATY K COJIEHOM MUIE, B BO3-
pacte 1 roga u 1.5 ner ObuTO NBa mpucTyna ciaaboCTH, BSUIOCTH, 00€3BOXKUBA-
HU$1, HAIOMUHAIOIIUX KIMHUYECKHUE MPOSBICHUS Y MOTUOIINX CTapIIUX CUOCOB.

I[anee OBLIIO OTMEUEHO MPCIKACBPEMCHHOC I1I0JIOBOC PA3BUTHC, ITOABJIICHHUC I10-
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JIOBOTO OBOJIOCceHUs ¢ 6-7 seT. OOcnenoBaH y JETCKOro Bpada-3HJIOKPHUHOJIOra,
TOUHBIM AMarHo3 He noctasieH. [Jo 11 net omepexan cBEpCTHUKOB MO POCTY, B
Bo3pacte 11 et ormeTnn 3aBepiieHue pocta. ECTh ChIH (Ha MOMEHT POKICHHUS
nauenty obuto 19 ner). B Hacrosiiee Bpemsi 6€CIIOKOST MPUCTYIIBI CIaboCTH,

BTOpUYHOE Oecruioiue B TeueHue 1.5 jer.

Tabauya 3 — Pesynemamul npedgapumenbHo2o 00c1e008aHus

Tect 3HaueHUE PedepencHelii nHTEpBaI
UMT 32 18.5-24.9
17 OHII 198.8 MeHee 2 HMOJIb/JI
AKTHUBHOCTh peHMHa B |34.5 2.8-39.9 ur/mn /gac
nia3zme

[Ipu renerndeckoM aHanu3e Ha Hamuuue myTtanuii B reHe CYP21 oOHa-
pykeHa roMo3uroTHast mytarus 12spl.

[Tpu obcnenoBannu oOpaiano Ha ce0s BHUMaHHE CHUKEHHE YPOBHS TO-
HAJIOTPOIMHOB U MOBBIIIEHUE YpoBHsA mporectepona: JII' — 0.07 MME/n (Hopma
1.14-8.75 mME/n), ®CI" — 0.05 MME/n (Hopma 0.95-11.95MME/n), nporecte-
pon — 16.87 ur/mn (Hopma 0.3-22 Hr/mi), TecToCcTepoH o0t 4.7 Hr/miu (HOpMa
1.66-8.11 ur/mu). IlanenatopHo u jajnee nmo JaHHBIM Y3 TECTHUKYJ BBISBIICHBI
JIBYCTOPOHHUE 00BEMHBIC OoOpa3zoBaHus pazMepom cieBa 3.3x4.3 cM, crmpasa
2.8x3.0 cMm, IOTHBIE, cMelaemMble, 6e30oie3neHnbie. [IpoBenena ouorncus 06-
pa30BaHUM, LUTOJIOTUYECKH OIYXOJIM COCTOAT M3 KieTok Jlewaura. Bpauom-
ypOJIOTOM TMPEAJIOKEHO OINEpaTHUBHOE JICUCHHE IO yAaJeHUI0 00pa3oBaHUM U
nekomnpeccuu TkaHu simdek. [Ipu MCKT /i BeISIBIIEHBI TBYCTOPOHHUE 00BEM-
HbIe 00pa30BaHUs OKPYIJIONW (OPMBI, C YETKUMH, POBHBIMU KOHTYpamH, OJIHO-
POIHOM CTPYKTYpHI, pazmepoM cieBa 5.8x6.7 cm, cipaBa 3.8x2.2, BBICOKOH Ha-
TUBHOM TIOTHOCTH — 35-42 HU. IlpemioxkeHa KOHCyJbTallMsl Bpada-xupypra

1 IPOBCACHUA OIICPATHUBHOI'O JICUCHUA. HaznaueHo jeuenue JACKCaMCTa30HOM
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B 03¢ 0.5 Mr no 2 T BeuepoM. CriycTs 2 mecsina npuéma oTMe4eHa KOMIIEHCa-

uus BJIKH:

Tabauya 4 — Pesynemamot 06ciedosanutl nocie ieyeHus

Tect 3HaueHue Pedepencusiii unTepBan
17 OHII 2.4 nenesble 3HaueHus 2-10
HMOJIB/JT
aHJIPOCTEHIUOH 0.669 0.3-3.3 umounb/n
TE€CTOCTEPOH 2.98 12-30 umonb/n

Bonpocer:

1. Kakoii quarno3 MoxeT ObITh CHOpMYITHUPOBaH?

2. Kakue o0cnenoBaHus HEOOXOJMMO TMPOBECTH Yepe3 6 MecsleB
TEepanuu JIeKCaMeTa30HOM JIsl pElIeHUs] BOMpoca O HEOOXOIUMOCTH
JOTIOJIHUTEIHLHOTO JICYEHHUS B LIEJISIX BOCCTAHOBIICHHS PENPOTYKTUBHOM
byHKIUN?

3. [louemy Kpu3bl OCTPONl HAAMOYCYHHUKOBOW HEIOCTATOUYHOCTH Y

JAHHOTO MallMeHTa MPOSBISUINCH TOJIBKO B Bo3pacte 1 roga u 1.5 net?

OTBeThI:
1. BIIKH, BupwibHas popma.
2. Kontpoub yposus JII', ®CI', Y3U tectukym.
3. Kpussr ocTpoif HaAMMOYEeYHUKOBOM HEJOCTATOYHOCTHA WHOT/Ia OBIBAIOT U
py BUPUIILHOU (hopMe, HO MPOSBISIOTCS JUIIb B JIETCTBE, TaK KakK C
BO3PACTOM UYBCTBUTEIBHOCTh MHHEPATOKOPTUKOUIHBIX PELENTOPOB

YIIy4IIaeTCsl.
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Kannnuyeckas cutyauus JJisi CAMOCTOSITEILHOTO pa3dopa

[Maruent I1., 22 roga, o6patusics ¢ xanobamu Ha 00JI B MOSICHUYHOM 00-
JIaCTH CHpaBa, HETPABUIIbLHOE CTPOEHUE HAPYKHBIX MOJIOBBIX OPTaHOB.

W3 anaMHe3a U3BECTHO, YTO C POXKACHUS OBLJIO OTMEUEHO HEMpPAaBHIIbHOE
CTPOCHHE HAPYXKHBIX MOJIOBBIX OPraHOB, OJHAKO O0O0CJIEOBAaHUSA HE MPOBOIU-
JIOCh, ¥ TIALIMEHT ObLT 3aperucTpUpOBaH B MykckoMm mone. B 10 jet npu obcie-
JIOBAaHUU BPAUYOM-YPOJIOTOM TOJTBEPKACHO HAIMYUE KPUNTOPXU3MA, TIPOMEK-
HOCTHOU (DOpMBI TUTIOCTIANH, OAHAKO JAJIbHEUIIEro 00ClIeIOBaHUS U JICUCHUS
He npoBoauiock. B 2010 roaxy B Bo3pacte 21 roja, maiueHT caMOCTOSITEIBHO
oOpaTWiICs K Bpady-ypoJory Mo MECTy JKUTEIbCTBA MO MOBOAY 3aTPyIHEHHOTO
MOYEHUCTTyCKaHUs, OTCYTCTBUSA sinuek. [Ipu Y3U sudyek B MOIIOHKE, MajOM Ta3y
U MaxoBbIX KaHanax He ompenessuiock. [Ipy MCKT OpromHoit obiactu u 3a-
OpIOIIMHHOTO TPOCTPAHCTBA BBISBICHO O0OBEMHOE O0Opa3oBaHHE IIPaBOIo
HaJoYeyHUKa (OKOJIO 6 CM), a TaKkKe HECKOJIbKO O00pa3oBaHUM JIEBOrO H/M
MEHBIIIET0 pa3Mepa, B 00JaCTH MAaJIOTO Ta3a — MPU3HAKU TUIOIIA3UPOBAHHOM
MaTKu. HampaBneH K Bpauy-3HAOKPHUHOJIOTY JIJIsl yTOUHEHUS TUarHo3a.

OO6mmit ocmoTp: peroTumn myxckou, poct 159 cm, Bec 85 kr, UMT 33.62
Kkr/m°. HapyKHBIC TIOJIOBBIC OPTaHbl BUPHIIM3UPOBAHBI: THIEPTPOGUS KIATOpa
70 5 cM, OOJIbIIIE TTOJIOBBIE T'yOBl MOIIIOHKOOOpA3HO CpallleHbl, BXOJl BO Bjara-

JIMIIC nMpeaAcCTaBJICH YPOTCHHUTAJIIbHBIM CHHYCOM.

Tabauya 5. Pe3ynivmamul npedsapumenbHo20 00C1e008aHUs.

Tect 3HaueHue Pedepencusiii unTepBan
UMT 33.62 18.5-24.9
17 OHII 363.7 MeHee 6 HMOJIb/J
TecrocTepoH 49 0.6-2.6 Hmouib/11 (KeH)
12-30 amonb/1 (MyX)

[Tpu MCKT BbIsBIEHBI THIIOIIA3UPOBAHHAS MaTKa U KUCTO3HO U3MEHEH-

HBbIC STUYHHUKH, a TAKKe HaM4Iue OOBEMHBIX 00pa3oBaHUN 00OMX HAANOYCYHU-
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KOB: CITpaBa-o0pa3oBaHUe OKPYIIION (OPMBI, ¢ YETKUMHU, POBHBIMH KOHTYPaMH,
OJTHOPOJTHOM CTPYKTYpHI, pasmepamu 4.6x4.7x6.2 cM; cieBa — 4eTbipe oOpa3o-
BaHus pasmepamu 1.2x1.5, 1.5x1.6, 2.0x2.8 u 2.2x3.0 cM. YkazaHHble 00pa3o-
BaHUsl HEOJHOPOAHO HAKAITMBaJIM KOHTPACTHOE BEIIECTBO B apTepHAIbHOM (a-
3€, UX MIOTHOCTh cooTBeTcTBYEeT 19-40 HU, B Beno3znoit — 19-83 HU. Ilpu ka-
PUOTHUIIMPOBAHUYN YCTAHOBJIECH >KCHCKUN Kapuotun 46XX. Ilpu reHeTnueckom
aHanu3e Ha Hamuuue myTanuil B rene CYP21 oGHapykeHa rOMO3UTrOTHAsI MyTa-
s 12spl. Beuta auarnoctupoBana BupwibHas ¢popma BJIKH. ITanmeHT KOH-
CYJAbTUPOBAH  BpPAYOM-TICUXHATPOM-HApKOJIOIOM, IPOBEIEHA  CEKCOJIOro-
NICUXUATpUUYECKasl SKCIEPTH3a, 0 pe3yIbTaTaM KOTOPOH OBLIO MOATBEPKIICHO,
YTO TAIMEHT OCO3HAET ce0s B MY)KCKOM TIOJIE M KEJIaeT ero COXpaHHTh. J[is
TaTbHEHIIeH aanTaiii B My»KCKOM T10JI€ Ha3HAYeHA 3aMECTUTEIIbHAS TEPATTHSI:
nekcometazoH 0.5 mr/cyt., TectoctepoHn (Cycranon 250) 1 mu 1 p/n B 3 Hen.
B nanbHelieM peKOMEHI0BAaHO TIPOBECTH TUCTEPIKTOMHIO U TUIACTUKY HapyK-

HBIX ITIOJIOBBIX OPraHOB.

Bomnpocsr:
1. Kakoii 1uarao3 ycTaHOBJICH?
2. Kakoii kapuoTMm yCTaHOBJIEH y JaHHOTO TAIMEHTa TIPH
KapUOTUITUPOBAHUU?
3. CrnocobeH 1M TalUEHT K PENpOAYKTUBHOW (YHKIIMHU TOCIIE
HA3HAYEHHOTO JICUYEHHUS, THUCTEPIKTOMUU W IUIACTUKH HaPY>KHBIX

MOJIOBBIX OPTaHOB?

OTBeThI:
1. BIKH, BupuibHas dpopma.
2. YCTaHOBIIEH KeHCKUW KapuoTum 46XX.
3. Bce 46XX mamuentsl ¢ BJIKH, coxpanstonue My>KCKoil 1mon, OymyT

O€CILIOIHBEI.
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YueOHoe u3ganue

Jaununaosa Jlapuca lIBanHoBHa

BanyeBuu Bukrop Bnagumuposuy
bypxo Upnna llBaHoBHA
KopxeneBckas Kpuctuna KasumuposHa

BPOXIAEHHAA JUCOYHKIIMA KOPBI HAAITOYEYHUKOB:
KIIMHUKA, IMATHOCTUKA, JIEHEHUE
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benopycckas MmenuuuHCKas akaaeMus OCISAUIIIIOMHOTO O0pa30BaHMsL.
CBHUACTEIHCTBO O TOCYIAPCTBEHHON PETUCTPAITUU U3ATENs, H3TOTOBUTEIIS,
pacnpocTpanuTens neuatHbix uzganuii Ne 1/136 ot 08.01.2014.
220013, r. MuHck, yu. I1. bpoBkwu, 3.
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