I'ocynapcrBenHoe 010/1:keTHOE 00pa3oBaTeIbHOE YUpesKAeHHe
BbICIIEr0 NPO(ecCHOHAJIBLHOr0 00pPa30BaAHUSA
«CeBepo-OceTHHCKasl TOCYJAPCTBEHHAS] MeIMIIHHCKAS aKaJAeMHsD)
MunucrepcrBa 3apaBooxpaHenusi Poccuiickoit @enepanun

KA®EJPA JJETCKHAX BOJIE3HEM Ne3

METOIANYECKASA PASPABOTKA
K IPAKTUYECKOMY 3AHATHUIO

Tema: «AIPEHO-TEHUTAJIGHBIA CUHIPOM»

Koa remsr: OJ1.11.01.3.3.10
KoHTHHIeHT 00y4arommxcs: cJrymarean
IIpoo/KUTEIBLHOCTD 3aHATHS: 2 Yaca

r. Bnagukaskas, 2016 r.



MeTtonudeckas pa3paboTKa K MPAKTUIECKOMY 3aHSITHIO «AIPEHO-TCHUTATBHBIA CUHAPOMY. —
Biagukaskas. - 2016.- c.

Cocrasurenan:

3aB. kadeapoii nenuatpun G110, n.m.H., mpodeccop Kacoxos T.b.
Houent xkadenpsr nenuarpuu OI110, k.m.H. Mepaenosa 3.C.
Accucrent kadenpsl nequarpun OI1J10, k.m.H. Typuena C.B.

PeuensenTsr:
Kanoesa 3./1. - 1.M.H., mpodeccop, 3aB. kadenpoii neTckux Oonesnen Ne2

Meronnyeckas paspaboTka COOTBETCTBYET TpeOOBaHUAM I'ocynapcrBenHoro
00pa30BaTeNLHOrO CTaHJAApTa M THIIOBOW IMporpammbl o cnenuainbHocTH «llenuarpus», pasnemy
«boiie3Hu paHHero Bo3pacray.

[IpenHasnaueHo i ciaymarened K NPAKTHUYECKUM 3aHATHAM 110 MoAyiro «Dusuosorus u
IIATOJIOTUS AETEU PAHHErO BO3pAacTay.

Vreepxaeno Ha 3acenanuu HKYMC OI1J10 COI'MA
[Iporoxoi 3acenanus Ne 4 ot 24 deBpans 2016 r.

[Tewaraercs no pazpemenuto yueHoro cosera ' bOY BIIO COI'MA Munszapasa Poccun
npotokost Ne 10 ot 26 ¢espains 2016 .



«AIIPEHO-TEHUTAJIbHBIV CUHIPOM»

l. Koxa Tremnr: O/1.1.01.3.3.10

1. Ha3zBanue TemMbl: «AJPEeHO-TEHUTATIBHBIN CHHAPOM
1. KoHTHHTeHT 00y4aroImMXcsi: CaymaTean

V. I[IpoaoKUTETbHOCTh 3aHATHS — 2 Yaca

V. Hean ceMmunapa:

Hay4Ho-MeToan4eckoe 000CHOBAHUE TeMbI.

[To nmaHHBIM HEOHATANBHBIX CKPUHUHTOBBIX MPOTPAMM pa3HBIX CTpaH, MOMYJSIIUOHHAS
pacrnpoCTpaHEHHOCTh CobTepsAoIel (hopMbl agpeHorenutaibHoro cuunapoma (AI'C) BapbupyeT oT
1 Ha 10 000 no 1 wa 15 000 nereit

Bricokas pacnipoctpaneHHocTs AI'C, cepbe3Hble MEIUIIMHCKUE U COIUATBHO-I)KOHOMUYECKUE
MOCJIEICTBHSI HECBOCBPEMEHHON AMArHOCTHKH, HATWYHE CIEIU(PUIECKOro J1abopaToOpHOrO MapKepa
— 17-OHII (17-ruapokcu-nporecrepoHa) — OOYCIOBHIM BHEIPEHHE MAcCCOBOIO HEOHATAILHOTO
CKpUHHUHIA BO MHOTUX CTpaHax, B T. 4. B CHIA, ®panuuu, I'epmanun, Utanuu u ap. OH no3BosseT
paHbllle BBISIBUTH OOJIE3Hb, MPABWIBHO OINPEACTUTh IOJOBYIO TPUHAMICKHOCTh peOeHKa W
3aperuCTPUPOBATH MACIIOPTHBIN TOJI, MPEAOTBPATHTH PAa3BUTHE OCTPOTO HAIOYSCUHUKOBOTO KpU3a U

aetanbHOCTb. CKPUHMHI — €IUHCTBEHHO BO3MOXHBIH METOJ] JOKJIMHUYECKOW JMarHOCTUKH
BUPHAITBHOHN (POPMBI OOJIC3HH.
3ajauya Bpaya — YCTAaHOBUTH II0J, HE OIPAaHMYUBASCh OEIVIBIM OCMOTPOM; IMpenyNperuTh

IICUXOJIOTHYCCKHUEC HpO6JIeMI)I N JOITIOJHUTCIILHBIC TCPAIICBTHUYCCKUC BMCIIATCIIBCTBA, CBA3AHHBIC C
HeO6XO,I[I/IMOCTI>IO MNEpEMCHBI 110J1a H BLIpaH(eHHOﬁ HHU3KOPOCJIOCTBIO IMAaOWCHTA, HWCKIIIOYHUTH
HCOIMPpaBAAaHHOC HA3HAYCHUC I'NIIOKOKOPTUKONIOB.

VI. 3apauu cemuHapa:

Ha o6cy:xneHne BbIHeCeHbI CJIeAYONINE BONPOCHI:
oTpesieNIeHUE «aJApEeHO-TEeHUTAIbHOTO CUHIPOMa»
TFCHECTUYCCKHUE ACIICKThI aAPCHO-TCHUTAJIbHOTIO CUHAPOMA
OCHOBHBIE KIIMHUYECKHE (OPMBI aAPEHO-TEHUTAILHOTO CHHIPOMa
COBPEMEHHBIE METO/IbI IMATHOCTUKHU aJPEHO-T€HUTATBHOTO CUHAPOMA
COBPEMEHHBIE PUHLIUIIBI JICUEHUS aJPEHO-TEHUTAIBbHOTO CUHAPOMA

VII. TemaTnka coo01IeHHI:

OpauHaTtopaM MOATOTOBUTH 3-4 COOOLIEHUS IO TEME:
1. T'enernueckue acreKThl aAPEHO-TEHUTAILHOTO CUHIPOMA.
2. HeoHaTanbHBIN CKPUHUHT aJIpeHO-TEHUTAIBHOTO CHHAPOMA.
3. T'opmoHOTEepamnus aapeHo-TeHUTATEHOTO CHHIPOMA.

VIIL. Il;1an npoBeeHUs1 NPAKTHYECKOI0 3aHATHA:

Bpems npakTrueckoro 3aHATus — 2 4.

[Tocne kaxmoro akaaeMU4eckoro yaca — nepepsis 10 MuH

1. BBozHBIH 3TaM — 5 MUH. (IpOBepKa NPUCYTCTBYIOLINX, IOCTAHOBKA L€ 3aHATHS,
npeaocTaBiieHne HHPOPMAITMOHHOTO 0JI0KA);

2. KoHTpOb HCXOHOTO YpOBHS 3HaHUU — 10 MUH.

3. Pa36op Temarndeckoro 00JHOTO (FITH BBITTMCKH U3 MEAUIIMHCKON KapThl) - 20
4. Coo011eHust MHTEPHOB 10 TeMe 3aHaTus - 20

5. OGcyxIeHne TeMbl, pa300p y3JI0BBIX Mpodsiem — 15

6. KoHTposib KOHEYHOTO ypoBHS 3HaHUH — 20 MuUH.

7. IlonBeaeHue UTOrOB, OTBETHI HAa BOMPOCH! — 10 MUH.



IX. MeToauyeckoe obecneyeHne 3aHATHSI: MUKPOTAOJIUIIBI, CIIal b, TAOTHUITHI,

e lmirocTpaTUBHBIN MaTepHuan: MyJIbTUMEAUMHbBIE CIAlAbl, MUKPOTAOIUIBI U TAOIUIIBL,
cxeMbl. JleMoHcTpalys WUTIOCTPAaTUBHOTO MaTepralia B IPOLEcce U3JI0KEeHUS TeKCTa
(oxoi0 3-5 MuH);

e Metonuueckoe obecrieueHue: 2-3 TeMaTHIeCKUX OONBHBIX WM 2-3 BBIMUCKU U3 UCTOPHMA
0OJIC3HM JIETEH C apPeHO-TeHUTAIBHBIM CUHIPOMOM, Habop aHanu3oB (OAK,
AIIEKTPOJIUTHI U TIIOK03a KPOBH, OEJIOK U (paKLuu, KOIIporpaMmma u Jip.)

e  VYyeOHO-METOANYECKHE TOCOOHS; YYETHO-MEIUIIMHCKAs IOKYMEHTaUs

e udopmarmoHHBIH 00K MO TeMe; BOIPOCHI ISl MPOrpaMMHPOBaHHOTO KOHTPOJIs (Nel0),
cuTyalmoHHbie 3a1a4uu (Ne5), TecThl AJi MPOBEACHUSI UCXOIHOTO U 3aKIFOYUTEIILHOTO
ypoBHsI 3HaHui (Ne20).

X. MartepuanbHoe o0ecriedeHne: J0CKa, OBEPX0/I, MyJIbTUMEIUNHBINA TPOSKTOP

XI. Ilepeyenb y4eOHBIX 3HAHMNA U YMEHUH
OpauHaTopaMm J0JIKEH 3HATh:
» DTHOJIOTHIO, TaTOreHe3, KIMHUKY, TUarHOCTHKY aIpeHOT€HUTaIbHOTO CHHAPOMA
> TAKTHUKY NPOBCACHUA HCOHATAJIbHOI'O CKPUHHTI'A
» TPUHLUIBI JICUCHHS, TPOPHUIAKTUKY U AUCTAHCEPU3AINH aI[PEHOTCHUTATBHOTO CHHIPOMA

OpauHaTop 10JIKeH yMeTh:

coOpaTh reHeaJIorHueCcKiii aHaMHe3

IIPOBECTU KIMHUYECKOE 00CIIeI0BaHNe

Ha3HAYUTh HEOOXOAUMBII 00bEM NapPAKIMHUYECKOT0 00CIEA0BaHUS

IIPOBECTU MHTEPIPETALNIO IOJYYEHHBIX PE3yJIbTaTOB 00CII€0BAHUS

MIOCTaBUTh TUATHO3

HA3HAYUTH 3aMECTUTEIBHYIO TOPMOHOTEPAIIHIO

OKa3aTh HEOTJIOKHYIO ITOMOIIb IIPY CUHAPOME MOTEPH COJIEH, IIPH OCTPOM HAIIOYEUHUKOBOMN
HEJ0CTaTOYHOCTH

MIPOBECTH PeaOUIUTAIIUIO U JUCTIaHcepu3anuio 60apHOTO ¢ AT'C

YV VVVVVVY

XII. PekoMenayemasi qureparypa.

1.  Jlerckas snnokpuHosorus : yue0. nocodue / W. JI. Hukutuna. - Poctos H//] : ®enukce, 2006. -

224 c.

Jerckue 6one3nu: yueOHuk / moxa pen. A.A.bapanosa. — M.: T'DOTAP-Menua, 2007. — 1008 c.

3. JlmarHocTuka u JeueHHe SHIOKPUHHBIX 3a00JI€BaHU y JeTel U MOJIPOCTKOB : yued. mocodue /
pen. H. I1. [lTabaos. - 2-¢ uz., ucnp. u joir. - M. : ME Tnpecc-undopm, 2009. - 528 c.

4.  Jlexuuu no neauatpun. [locobue s cTyA€HTOB MEAUIIMHCKUX BY30B 1/pen. M.B.Opman. CII6
"®onumant" 2001T.

5. Masypun A.B., Boponnos B.B.[lponenesruka nerckux 6omnesnet. — CII6., 1999.

6 Mgxkptymss, A. M. Heotnoxnast suokpusosiorust / A. M. Mkprymss. - M. : [DOTAP-Menua,
2008. - 128 c. : ui. - (AKTyaJbHbIE BOIIPOCHI MEIUIIUHBI).

7.  llemmarpus: YueOnuk mist MmenunuHckux By30B. [lox pen. H.II. [lla6amosa. — CI16: CnerJlur,
2006. — 895 c.

8.  PyxoBojcTBO 10 jgerckoi saumokpunoiorun / pea. Y. I'.JI. Bpyk. - M. : TDOTAP-Menua, 2009.
-352c.

9. PykoBoacTtBo mo dapmakoTepanuy B TeAHATpud W AeTckoud xupypruu /Ilom obmi. pen.
A.Jl.Ilaperopoauesa, B.A.Tabonuna. - T. 4. — M.: MEJIITPAKTUKA-M, 2004. - 436 c.

10. DOupokpunonorus mnox pea. I'.A.MenbHHuuYeHKO. - Tiep. ¢ aHrid. - M.: [DOTAP-Meaua, 2009. -
176 c. - (Buyrpennue 60ne3uu mo J[9BUIICOHY).

no



11. DOupokpunonorus aerert u noapoctkos / FO. U. Ctpoes, JI. I1. Yypunos . - CII6. : 9JIBU-CIIO,
2004. - 384 c.

12. DHAOKPUHOIOTHS: HAMOHAIBLHOE pyKoBOJCTBO / pen. M. U. Jlenos. - M. : IDOTAP-Menua,
2008. - 1072 ¢. +1 251eKTpOH. ONT. IUCK.

X II1I. Bonpocsl AJ1s1 CAaMOCTOATEIbHOM MOATOTOBKM:

Omnpenenenue aapeHO-TeHUTAIBHOTO CHHIPOMA.

DTHOJOTHS, TEHETUYECKUE aCIIEKThI U TATOTE€HE3 a/IpEHO-TEHUTAIBLHOTO CUHIPOMA.
OcHoBHbIE KJIMHHYECKHE (POPMBI aIpeHO-TE€HUTATBHOIO CHHAPOMA.

Huarnoctuxa AI'C.

Heonanbnsiit ckpunuar AI'C.

Huddepenunansuas quarnocruka AIC.

OcHoBHble npuHLIMNBI JiedueHust AI'C.

Kontpois anexkBatHoctu nedenus: AI'C.

Nk wNE

X1V. Baok nudopmanumn

«AIIPEHO-TEHUTAJIbHBIN CUHIPOM»

BBenenue

ApEHOTeHUTAIBHBIA CHHAPOM (BpPOXKIEHHAst AUCOYHKIHUS KOPBHI HAAIOYEYHUKOB) - CHEKTP
3a00eBaHUN, OOYCIIOBJIEHHBIX Je(PEKTOM (EPMEHTHBIX CHCTEM, Y4YacTBYIOUIMX B OHOCHHTE3E
CTEPOUJTHBIX TOPMOHOB HAAMOYEYHUKOB. 95% Bcex cirydaeB 3a00yieBaHUM CBsi3aHO ¢ neduiurom 21-
IHJIpoKcuiIa3sl. YacTora BCTPEUaeMOCTH 3TOro (hepMEHTAaTUBHOTO JeeKTa JOCTAaTOYHO BBICOKA U
cocraBisieT B cpeaHeM 1:14000 HOBOPOXKIEHHBIX.

[lo3gHAs AMArHOCTHMKA, HECBOEBPEMEHHAs M HEKOPPEKTHAs TEpanus MPUBOIAT K TSKEIIBIM
NOCNEACTBUSIM: TUOenu pebeHKa OT CONbTEPSIONUMX KpU30B, OHIMOKaM B BbIOOpE MOJOBOU
IIPUHAJUIEKHOCTH NPU BBIPAKEHHON BUPWIM3ALMKM HAPYKHBIX F€HUTAIUN y €BOYKH, HAPYLIECHUSAM
pocTa U MOJIOBOTO CO3pPEBAHNUS, OECILIOIUIO.

N36exaTh TMarHOCTUYECKUX OIMIMOOK MO3BOJISET MPOBEIEHUE HEOHATAIBHOTO CKPUHMHIA Ha
BbIsIBJIEHHE 21-ruppokcuinasHoro aeduuurta. B ocHOBE CKpHMHHMHra JIEXKHUT ONpPENEICHHE YPOBHSA
170HII B cyxoM msTHE KpoBU Ha (UIbTpOBaIbHON Oymare. CKpUHMHI SBISi€TCS €AMHCTBEHHO
BO3MOXXHBIM METOJIOM JIOKJIMHUYECKON JUarHOCTUKH BUPHUIBLHOU (OpMBI 3a00JI€BaHNS Y MaIbUHKOB.
B 2001 r. PabGouas rpynna EBponeiickoro obiectBa neauarpoB-3HIOKPUHOIOTOB PEKOMEH10BajIa
CTaHJapTHl 10 MPOLIEypPE MPOBEIECHUS CKPUHUHTA U MO0 TPAKTOBKE €ro Pe3ysbTaTOB y JOHOIIEHHBIX
U HenoHomeHHbIX Aeredl. B 2002 romy Ha oObequHeHHOM KoHrpecce EBpormeiickoro oOriectBa
NeANaTPOB-dHOKPHUHOJIIOTOB U 0O0IIecTBa MEAUAaTPOB-3HIOKpHHONOroB uM. Jloycona Bunkunca
(CIIIA) ObUT NPHUHAT CTaHAAPT AMACHOCTHKH M JiedyeHHs 21-THAPOKCHIa3HOM HEeI0CTaTOYHOCTH.
MUHUCTEPCTBO  3/paBOOXpaHEHUsT M couuanbHoro pa3BuTus PO mnpunsno u  onobpuio
[IpuopuTeTHBIN HAIMOHATBHBINA MPOEKT B chepe 3paBOOXpaHEHUS MO OpraHU3alMU U MPOBEACHUIO
HEOHATaJIbHOIO0 CKPUHHMHIAa HA aJpEeHOTeHUTANbHBIM cuHApoM. W HecMOTps Ha TO, YTO 3TOT
MacIITaOHBIA MPOEKT TpeOyeT OONbIIMX YCUJIUH W KOOpAWHAUUHU JEHCTBHM Cily’k0 opraHuzanuu
3/paBOOXPAaHEHUs], CHEIUAINCTOB-HEOHATOJIOTOB, TE€HETUKOB, JHAOKPUHOJOIOB, JTH YCHIMS
KOMIIEHCUPOBAaHbl COXPAaHEHUEM IKU3HU U 370pPOBbsI COTHAM JIeTell C aJpeHOreHUTaIbHBIM
CHUHAPOMOM.

Omnpenesenune
AnpenorenutanbHblii cuHapoM (AI'C), unu BpOXKACHHAS THUIEPIUIa3Us KOPbl HAAMOYEYHHKOB, -
rpymnmna 3a00JeBaHui ¢ ayTOCOMHO-PELECCUBHBIM THUIIOM HACJIEOBAHUS, B OCHOBE KOTOPBIX JIEKHT
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neeKT OJHOro U3 (pepMEHTOB MM TPAHCIIOPTHBIX OEIKOB, MPUHUMAIOIINX Y4acTHEe B OMOCHHTE3€
KOpTHU30J1a B KOpe Haamno4yeuHukoB. Camoii pactipoctpanennoit popmoit AI'C (90-95%) siBnsiercst 21-
TUIPOKCHIIa3Hast HEJ0CcTaTOuHOCTh. Habmonaercss mpenMyIecTBEHHO Y I€Tel )KEHCKOTo I0JIa.

CHHOHMMBI
» Bpoxnénnas muchyHKINs KOPbI HAJAIIOYCYHUKOB
» Cunnpom Anepa-I'ame
» Cunapom Kpyka-Anépa-TI'amie

ITHOJIOTHS

Hacnencreenusiii nedekt B hepMEHTATUBHBIX cHCcTeMaX (B OOJBIIMHCTBE CIy4yaeB JACHUIAT
WIA HENOCTaTOYHOCTh 21-rujapokcmnassl U aepuuur 11-rugpokcuiiasbl; pexe BCTPEdaroTCs
HEJIOCTaTOYHOCTh 3-OeTa-os-peruaporenassl, aepunur 18 wu 77-ruapokcunas, nepunur 20-22-
JIECMOJIa3bl U p.) IPUBOAUT K CHHXKEHHIO COJIEPKaHHsl B KPOBU KOPTU30J1a U AJIbJJOCTEPOHA.

CuHTe3 MOJOBBIX FOPMOHOB IpPU 3TOM B KOpPE HAJNOYEHYHUKOB He Hapymaercs. Huzkuii
YPOBEHb KOpPTH30Jla B KPOBU IO MPUHLUUIY OOpaTHOW CBSI3M CTUMYIHUPYET THIOTalaMo-
runopu3apHyo cucremy u nossimenne cekpeunu AKTI. B cBoro ouepens Boicokuii ypoenb AKTI
CHOCOOCTBYET THIEPIUIa3MM KOpbl HAJINOYEUHUKOB MMEHHO TOW 30HBI, B KOTOPOH HE HapylleH
CHUHTE3 TOPMOHOB - IPEUMYILECTBEHHO aHJPOreHOB. OJHOBPEMEHHO C aHAPOr€HaMH 00pazyroTcs
IPOMEKYTOUHBIE IPOIYKThl CHHTE3a KOPTU30J1a.

I'eHeTH4yeckmne acneKTbI

» Henocratounocts 2 1-ruapokcuinaszel (¥201910, KD 1.14.99.10, 6p21.3, MmyTanuu reHOB
CYP21, CA2, CYP2IP, p) nabnronatotr B 95% ciay4aeB aaApeHOr€HUTAILHOTO CHHApOMa. JledexT
21-ruapokcuiasbl MOXKET OBITH 00YCIIOBIICH pa3nuyHbIiMU MyTanusmu reHa CYP21,
KOJUpYIoIIero nanubiii hepmenT. ['en coctout u3 10 H5K30HOB U PACIIOIOKEH HA KOPOTKOM
riede 6-if XpOMOCOMBI PSJIOM C INIaBHBIM KOMIUIEKcoM rucrocoBmectumoctu (HLA). B
HenocpeacTBeHHol 0au3octu ¢ reHoM CYP21 pacnonoxen ncesnoren CYP21P. O6e
HYKJIEOTHIHBIE ITOCJIEJ0BATENIBHOCTH JIOKAJIIM30BAHbI B IIPEZieNIaX TEHHOTO KJIACTeEPa pa3sMepoM
okoJ10 60 kb, B KOTOpOM Takke HaXOAATCS 2 TeéHa YeTBEPTOro KOMIoHeHTa komiuieMenTa (C4A
u C4B). CYP21 u CYP21P BbICOKOTOMOJIOTUYHBI, OTHAKO (PYHKIIMOHAIBHO AaKTUBHBIM SIBIISIETCS
tosibko CYP21, torna kak CYP21P sBnsieTcs nceB1oreHom, T.K. COAEPKUT psJl MyTalui,
HapYyIIAIOINX HOPMAJIBHBIN X0/ TPAHCKPUIILIUHU U MTOCIIEAYIOIEN TPAHCIISILIUK ITOJTHOLEHHOTO
Oenka. TanneMHas opraHu3asi BBICOKOTOMOJIOTUYHBIX T€HOB CO3/1a€T MPEANOCHUTKH K YaCThIM
PEKOMOMHALIMAM MEXAy HUMHU B BHJIE 3aMellieHHst 00ib1oro gpparmenta rena CYP21
AQHAJIOTMYHBIM (PparMEeHTOM IICEB/IOTE€HA WM MTEPEHOCa MaJIEHbKUX ()parMeHTOB I1CEBIOTE€Ha B
aKTUBHBIN TeH (reHHas koHBepcus). [1o100HbIe MyTallM MOTYT HPUBOIUTH K IOJHOM MIIH
YacTUYHOM noTepe (epMEeHTaTUBHOM akTUBHOCTH 2 1 -Tuapokcuinasbl. B HacTosiiee Bpemst
onucansl aecaTku mytauuit CYP21, npusosmux k aedexry P450c21. [Ipu ymepeHHoM
HejocTaTKe pepMeHTa pa3BUBAETCS BUPUIIbHAS (HEOCIOKHEHHAsA) hopMa CUHAPOMA, TIPU
KOTOPOH NMPHUIAIOT 3HAUYE€HHE UCKIIOUYUTEIFHO CUMITTOMAM U30bITKa aHaporeHoB. [1pu noaHnom
Os10ke pepMeHTa pa3BUBaETCS conbTepstomas (Tsoxénast) popma (cuaapom Jledbpe-dudburepa).
Hapsany ¢ ymeHbIieHHeM CHHTE3a KOPTU30J1a, CHU)KEHA MPOTYKIIMA allbJ0CTEpOHa; DTa hopma
MPOSIBIISIETCS B TIEPBbIE MECAIIbI )KU3HU, 0€3 JIeUeHus], Kak MIPaBUIIo, 3aKaHYUBAETCS JIETAIbHO.

» Henocratounocts 3-p-ge-ruaporenassl (*¥201810, Kd 1.1.1.210, 1pl13.1, myranuu TeHOB
HSD3B1, HSD3B2, p) npuBOIUT K HapyIIEHUIO CUHTE3a KOPTHU30Ja U aJlbJOCTEPOHA HAa PAHHUX
CTagusX MX oOpazoBaHMA. Y 3a00JIEBIIMX pa3BUBACTCA coyibTepsomas ¢opma 3a0oieBaHusl.
JleTanbHOCTH BBICOKA.

» Henocratounocts 18-okcunaszsl («124080, KOPTUKOCTEPOH METHI OKcuzaasa I, p) mposiBisiercs
U30JIMPOBAaHHBIM HApYIIEHUEM CHUHTE3a ajbJ0CTEPOHA C Pa3BUTHEM COJbTEpsIolield (opMbl
3a0osneBaHus. bolbHBIE YMUPAIOT B paHHEM JETCTBE.

» Henocratounocts 11-p-rugpokcunaser  (¥202010, Kd 1.14.15.4, 8q21, Myranum TEHOB
CYPI11Bl, CYPI11B2, p) BBI3bIBACT TUIIEPIIPOLYKIUIO MUHEpaTOKOPTUKOU 1A



JE€30KCUKOPTUKOCTEPOHA, a TaKkKe HAAMOYCYHUKOBBIX AaHIPOTCHOB (THUIEpPTEH3UBHAs ¢opma
aJIPCHOTCHUTAIILHOTO CUHIPOMA).

» Henocratounocts 20,22-necmonazbl  (¥201710, p) mOposBASETCS HAPYIICHHEM CHHTE3a
KOPTHU30J1a, aIbJIOCTEPOHA U aHIPOTEHOB. JTO NMPUBOJUT K IMOTEPE COJICH, TIIIOKOKOPTHKOUTHON
HEJOCTATOYHOCTH U 3aJICPXKKE MOJIOBOTO MACKYIMHU3UPYIOLIETO PAa3BUTHS Y IJIOJIOB MYXCKOTO
noja. boyibHbIE TOTHOAIOT B paHHEM JCTCTBE.

» Jlpyrue ¢opMmbl (K TpUMeEpy, HEAOCTATOUHOCTh 17-a-rHIPOKCHIIa3hl) HAOIIOMAIOT 3HAYUTEIBHO
pexe.

ITaTorenes

OTOT CHUHIPOM OOYCIaBIMBACTCA THIEPHPONYKIHMEH aHAPOTCHHBIX UM 3CTPOTCHHBIX
TOPMOHOB, a TaKKe UX OMOXMMHUYECKHUX MeTabonuToB. [locienHne MMET pa3sHyr0 FOPMOHAIBHYIO
AKTUBHOCTb. KOJINYUECTBO BBIJECICHHBIX CTEPOMJIHBIX TOPMOHOB HAIpsMYK0 3aBUCUT OT BHUJA
[IaTOJIOTOAHATOMUYECKUX M3MEHEHMM B KOpE HAAIIOYEYHMKOB - THMIEPIUIA3UU WIN OIYXOJU - U OT
CEKPEeTOPHON aKTUBHOCTH. Yarne BCEro OH BBI3BIBACTCS BPOXKACHHOW Mu(y3HON rumnepruiazuen
ceTyaToil 30HbI KOpbI HA/IMOYEUHUKOB, PEKe - 100POKaYeCTBEHHON WK 37J0Ka4YeCTBEHHON OIyXOJIbIO
Kopbl. CHHIPOM MOXKET INepeaaBaTbcs M0 HACJIEACTBY KaK PELIECCUBHBIN IpPU3HAK, IPU KOTOPOM
HOCHUTEJIN UMEIOT HapYIICHHBIN CTEPOUIOCUHTES.

Jnist BpoxkieHHON (hOpMBI 3TOTO 3a00JIeBaHUS XapaKTEPHO TO, YTO MPHU3HAKH €TO MOSBISIOTCS
cpazy mocine poxzaeHus. KoneuHo, mnpeoOnagaer Ccekpeuus aHJIpOreHHBIX TOPMOHOB, YTO
00yCIIOBIMBAET pa3BUTHE BHUpUIM3MA. BeiencTtBue 3TOro y JKEHIIMH aHIPOr€HHAs AaKTUBHOCTH
pa3BHUBACTCS B HAIIPABJICHUH I'ETEPOCEKCYaln3Ma, a Y MYKUYMH - M30CEKCyanusMa. ['opa3no pexe
HaOmogaercst mpeoOagaHue MOBBIIIEHHOW NPOAYKIMU 3CTPOTC€HOB, KOTOpPhIE OOYCIOBIMBAIOT
pa3sBUTHE TOMOCEKCYAJIbHBIX SIBICHHH Yy JKEHIIMH, U TE€TEPOCEKCYAJbHBIX SIBICHUH Yy MYKYMH,
nposBIsonuecs GeMuHn3anu. M3BecTHO, YTO HAAIOYEYHUKH HAYMHAIOT (PYHKIIMOHUPOBATH €Il B
HepuoJl BHYTPUYTPOOHOro pa3BuTUs IUIona. [IoaToMy mpu aapeHOreHUTaIbHOM CHHApPOME
BbIpa0OTKa HM30BITKA AHJPOTEHHBIX M 3CTPOICHHBIX TOPMOHOB BIIMSIET Ha YK€ CIOKUBIIUICS B
[IOJIOBOM OTHOLIEHHUH IIIOA. VI3MEHEHUs IOJI0BOM CHUCTEMBI, MEPBUYHBIX U BTOPUYHBIX IIOJOBBIX
IPU3HAKOB TE€M SIBCTBEHHEE, YEM paHbIlle NMPU Pa3BUTHU IUIOAA pa3BUiIach MOBBILICHHAs (QYyHKIUS
KOpPBI HaIMTOYEUYHUKOB.

[IpeanonaratoT, 4TO CHUHTE3 TOPMOHOB KOpBbI HAANOYEYHUKOB IPHU aJAPEHOICHUTAIBHOM
CUHIPOME, BBI3BAHHBIM TUIIEPILIA3UEH CETYATOW 30HBI KOPBI, HAPYIIAECTCA, HCKAXKACTCA WU
OJIOKMpYeTCsl U3-3a HelocTaTKa (PepMEHTOB Ha OIPENEJIEHHON CTauu cTepoujorenesa. Benencraue
HapyleHUH OMOCHHTE3a KOPTUKOCTEPOUTHBIX TOPMOHOB KOPBI HAATIOYEYHUKOB TEPSET CIIOCOOHOCTh
JIOBECTH CHHTE3 K BBIJICJICHUIO KOPTU30J1a, YTO HHIHOMpYeT BIMSHUE Ha MEpPEAHION JOJII0
runodusa. [Ipy 3ToM Hapymaercs peryiasTOpHas B3aHMMOCBS3b MEXIY KOPOH HaJ[IOYEUHUKOB U
runoduzoMm. AneHorunodus HauMHAET CeKpeTUpoBaTh MoBbIeHHOe KoiaumdecTBO AKTI, uyto
IPUBOJUT K TUIIEPIUIA3UH KOPBI HAANIOYEUHUKOB. CIe1CTBUEM HApYIIEHUs 3TUX MIPOLIECCOB SIBIISIETCSA
TO OOCTOSATENBCTBO, YTO AHJIPOT€HBl U ACTPOTEHBI HE JOCTUTAIOT CTAJUM KOPTU30Ja, U UX YHCIIO
pe3ko Bo3pactaeT. OHU MOJABISAIOT TOHAIOTPOITHYIO (DYHKIUIO TIepeiHel 101U TUo¢u3a, BHI3bIBAET
runotpoduio U arpoduro moiaoBbix Kkenes. Hactymaer runotpodust monoBoil cucteMsl. Y 1€BOYEK
9TO TPOSBIIAETCS NMEPBUYHONW aMeHopeel M OeclyiogueM, a Yy MajJbUMKOB - THIOIUIA3UEH SIMUeK U
acIepMareHe30M.

Kiannnyeckas kapTuHa 3ado1eBaHus (CHMITOMBI U CHHIPOMbI)

Knunnyeckue nmposiBiIeHUs apeHOTeHUTATBHOTO CHHAPOMAa 00YCIIOBIEHBI CTETIEHBIO
6s10Kajb! (hEPMEHTATUBHBIX CUCTEM, YUACTBYIOIIMX B CHHTE3€ KOPTH30J1a - OTHBIA WM HEMOJHBIH
OJI0K.

[Tpu mosHOM 0JI0KE Pa3BUBAIOTCS TPU KIMHUYECKHE (OPMBI BPOXKICHHOTO 3a001€BaHNS:

» TIpoCTasi BUPMIN3UPYIOIIas (BPOXKICHHAs )
» COJbTepsIoa,
» TUIEPTCH3UBHAS.



[Tpu HenonHOM OJ10Ke PEePMEHTHBIX CHCTEM BO3MOXKHBI Pa3JINYHbIC KIMHUUECKUE BAPHAHTHI -

Pa3HOBHIHOCTH IIPOCTOM BUPWIIM3YIOIICH (popMbl (anpeHorenuTanbhblii cuaapoM AI'C nepuoma
nyoepranmu U AI'C B3pOCIBIX).

B 3aBucumoctn ot nepnoga XxM3Hu, Koraa MaHI/I(i)eCTI/IpOBaJ'IO 3360J’I€BaHI/IH, BBIACTIAOT

crnenyromue (OpMbI POCTON BUPHIU3YIOIICH TUIEPIIa3uu HAAIOYCYHUKOB.

1.

3.

IIpocmas supunusyowas ¢opma aopeno2eHumanbHo20 CUHOPOMa - BPOXKICHHAS IaTOJIOTHS,
00yCJIOBJI€HHAsl HEMOJIHbIM, T€HETUYECKU JAETePMUHUPOBAHHBIM (pepMEeHTAaTUBHBIM OsokoM C-
21-rupOKCUIMPOBaHUs, Hauboiee pacnpocTpaHeHHaspopMa aJPeHOTEHUTAILHOTO CHHIPOMA.
IIpu »TON Qopme crTeneHb BHPWINM3ALMU MOXKET ObITh Pa3HOM - OT THpPCYyTU3Ma J0
reTepOCEKCyaanu3Ma B 3aBUCUMOCTH OT IE€PHOJa BO3HUKILIEH BUPUIN3ALUSA: AHOMAIUU PAa3BUTHS
IIOJIOBBIX OpPraHOB, TUHEPTPOGUS KIUTOPA, H3MEHEHHUS YPOI€HUTAIbHOTO CHHYCa, POCT
CKpOTalabuaIbHOM CKIIAKH, IEPBUYHAS aMEHOpEs, YBEIIMUCHHE MTOJIOBOTO WieHa, acne vulgaris.
VY neBouek yacTo HaOMIONAIOT BPOXKAEHHBIE U3MEHEHUs MeHUTAINH (IIEHUCOO0Opa3Hblil KIUTOP,
YPOTEHHUTANIBHBII CHHYC, MOIIOHKOOOpa3Hbie OOJbIIME TIOJIOBBIE TyObl). B moctHaTambHOM
nepuoJie BUPWIM3ALUS MPOAOIDKAeTCs (POCT MBIILIEYHOM MAacChl MO MY)KCKOMY THILY, TPYOBbIi
rojoc, THUPCYTHU3M, aMeHopes, arpodus TPyTHBIX Keie3). Y MIAJEHIIEB MYKCKOTO II0Ja
ciefcTBUE M30BITKA aHAPOTEHOB BO BpeMsl Pa3BUTHUA IJIOJAa - MaKpPOI€HUTOCOMHUS.
B noctHaTanbHOM TIepHOJe HAaYMHACTCS MPEKICBPEMEHHOE II0JIOBOE CO3peBaHHE Ha (oHE
HEJIOpa3BUTHUS sIMUEK (ClIepMaTOreHe3 OTCYTCTBYET). BenencTBue paHHero 3akpbITHs 30H pocTa
JE€TH OCTalTCid HU3KOPOCIbIMH, "pebeHok-repkynec”. CTeneHb BBIPAXKEHHOCTH YyKa3aHHBIX
CUMIITOMOB MOJKET BapbUpPOBATh B IOCTATOYHO IINPOKUX IIPEIEIaX.

Convmepsrowas Gopma  8pOHCOEHHO20 — AOPEHOLEHUMANIbHO20 — cuHOpoma HalIomaeTcs
TPAIUIIMOHHO Y HOBOPOXKIEHHBIX ¥ MAJBIIEH TIEpPBOrO Tofa KuU3HW. [IposBisercs
CPBITMBaHHEM, DPBOTOH, AMapeel, MOXyAaHHEM, apTepUAIbHON THUIOTEH3UEH U CyJOopOoraMu.
ConpoBoXxnaeTcss BUPWIM3AIMEH W HAPYIICHHEM BOJHO-COJIEBOTO OOMEHa, BBI3BaHHAS
BBIpQXEHHOW HeIOCTaTOYHOCThI0 C-21-ruapokcunupoBaHusi. Hapsny ¢ HapylleHHeM CHHTe3a
KOPTH30Jla CHIDKAeTCsl H CHHTE3 anbJocTepoHa. [ledexkr (epMeHTaTHBHOH CHCTEMBI
MPOSIBIISIETCSL Ha JTare MpeBpalleHus: nporectepoHa B 11-me3okcuxoptukoctepoH. Ilpu 3toit
dopMe oTMEUaroTCsl TCeBAOrepMadpOIUTHIM Y JACBOYEK W MAKPOTEHHUTOCOMHS y MaJb4HKOB,
CUHAPOM TIOTEPU COJIM: TUIOHATPUEMUS, THUINEpKAIUEeMus, Jerujparanus, TUIOTeH3US,
TUTIOTJIHKEMHUS. Y MaJCHBKUX JIETEH C COJIBTEPSIONINM CHHIPOMOM IIOSBIISIETCS OECITOKOMCTBO,
IUIOXOW amlmeTuT, 3aJep)KKa YBEIMYEHUS Beca, pPBOTA, CHUMITOMBI JAETHUApATAllUU - MPHU
OTCYTCTBHH JICUCHHSI JICTH MOTUOAIOT OT KoJutarica. Bo3MOXKHEI JieTalbHBIC CITy9au BCIICICTBUE
TUIEpKAIMEMUH, YTO Jake HE COMpOBOXKAaeTcs Aeruiapartanueil. Hanbonee Tsokenoe TeueHue
aJPECHOTCHUTAIBHBI  CHHIAPOM  HAONIOAAaeTcs TpH  HApPYINICHHMH  aKTUBHOCTH  3b-
OKCHJICTUAPOTEHA3bl - HApYIIEHUE COJEBOr0 OOMeHa, MapaJoKcaabHble HAPYIICHHS CTPOCHHUS
HApY)XHBIX TIOJIOBBIX OPraHOB (THITMYHAS, HO HE TsDKENas BUPWIN3AIUS HAPYKHBIX IOJOBBIX
OpPTraHOB y JIEBOYEK M TUIOCMANS Y MATbUMKOB, BEI3BAHHAS HAPYIIIEHUEM CHHTE3a TECTOCTEpOHA
B sn4Kkax). HaamoyeuHnKkoBbIe KPH3UCHI MPOTEKAIOT OYEHb TSKENIO, JICTATBHBIC HMCXOJIbI
pa3BUBAIOTCS Ja)Ke MPHU BBEACHHUM OOJBIINX /103 CTEPOUIHBIX TOPMOHOB U ACTHUAPATAIIMOHHOMN
TEpaITHH.

T'unepmonuueckuti 6apuanm aopeHO2eHUMANbHO2O0 CUHOPOMA XapaKTEepU3yeTcs COYETaHHEM
BUPUJIM3MA U apTepUATbHON TMIIEPTOHUH, 3aJ€P>KKOWU HaTpus U xiopuaoB. Hepocrarounocts C-
11-runpoxcumnasbl B opraHu3Me OOJBHOTO MPUBOAUT K THIEPHPOAYKITUHU 1 1-1€30KCHKOPTH30Ia
U 3HAUUTENbHOMY  HM30BITKY  11-M€30KCHKOPTHKOCTEPOHA,  HMEIOIIUX  BBIPAKCHHBIE
MHUHEPAITOKOPTUKOUIHbIE CBOMCTBA. [Ipn 3TOM pe3ko yBeauyuBaeTcCs BblAeiaeHHe ¢ mModon 11-
NE30KCUKOPTH30Jla W KeTomperHanauonia. KiuHuYeckue  MposBICHHsS — 3a00JCBaHUS:
BUPWIN3ALMS, BBIPDAKEHHAs TUIEPTEH3Us, HapyLIeHHsl ToMeocTasza, auuj03. Bo3MoxxHbI
SMU30JbI BHC3AIMHOI'O MOBBIMICHUS TCMIICPATYPHI, 06yCJIOBJICHHbIe MAaCCHBHBIM MOCTYIIJICHUCM B



KpOBb MeTaboluTa KOPTU30JIa STHOXOJAHOJOHA. Y HEKOTOPBIX OOJNBHBIX HaOIIOAaeTCs
CHIDKCHHUE YPOBHS caxapa B KPOBH.

Cnez[yeT OTMECTUTDH, UTO COJIBTCPAIOIIAA U THIICPTCH3NOHHAA (bopMa AAPECHOICHUTAJIIBHOT'O
CUHApOMaA MPOABJIAIOTCA B IICPBLIC THU ITOCTHATAJIBHOI'O II€pUOAad, COIIPOBOKAAOTCA YIPOKAOITUMU
KH3HHU CUMIITOMaMHu, A€TH oru0arT B PaHHEM BO3pacTe.

Ilybepmammusie hopmbl adpeno2eHumaibHo20 CUHOPOMA

OOycnoBneHbl HEMOJIHBIM AeekToM pepmeHTaTHBHON cuctemsl (neduuut C-21-
THJIPOKCUIIa3bl), 3a00J1€BaHNE MPOSIBIIAETCS TOJBKO B IEPUOJ IIOJIOBOTO co3peBanus. B mybepraTHOM
nepuojie 00OHapyKUBAETCs 1e(PUIUT TOPMOHATBHBIX PE3EPBOB KOPTH30J1a B
opranusMe. Kilmnnueckue nposiBiaeHus: FTUIIOKOPTHIIM3M IIPU JAHHOM BapHaHTe OTCYTCTBYeT. Jlo
II0JIOBOTO CO3PEBAHUS OPTaHU3M Pa3BUBACTCS HOPMAJILHO - BHEITHE OOJIbHBIE UMEIOT TIOCTaTOYHO
BbIpa)KEHHBIE JKEHCKHUE Mpu3HaKu. Ho mpu aHTpOnoMeTprYeCcKUX UCCIEI0BaHUAX €CTh IIPU3HAKU
MacCKyJIMHU3AlUU CKeJleTa - HEKOTOPOE yBEJIMYEHHE IIUPUHBI I1ed. HapyHble 0J10BbI€ OpraHbl
00BIYHO U3MEHEHBI MAJIO - €CTh TOJbKO HeOOIbIIas TUnepTpodus KiuTopa. MeHCTpyalun MOryT
HOSIBJISITHCSI CBOEBPEMEHHO. 3aMEVIEHHOE PAa3BUTHE MOJIOUHBIX XKEJIE3.

C HauaoM I0JIOBOI'O CO3PEBaHMS BBISBIIAIOTCS OCHOBHBIE ITPU3HAKK 3a00JI€BaHUs,
BbI3BaHHbIE TUIIEPIIPOYKIUEIN aHIPOr€HOB: TUIIOMEHCTPYaJIbHUN CUHAPOM, MECSYHBIE YACTO HOCAT
aHOBYJIATOPHBIN XapakTep, BO3MOXHA BTOPUYHAs aMeHOpesi. XapaKTepHO epBUYHOE OeCIIOIHeE.

[To mepe yraereHust PyHKIMU COOCTBEHHBIX TOHA HAOIIOMaeTCsl CHHAPOM JeheMUHU3AINN:
IpeKpalaercs AajbHeinee pa3BUTHE MOJIOYHBIX XKeJle3, MOSBISAIOTCA CUMIITOMbBI MACKyJIMHU3AIMN
(oBoOJIOCEHME NTHUTIa, Oeaep, BOKPYT COCKOB, IO O€JIOM JTUHHUH )KUBOTA). B oTiM4me OT O0JIBHBIX C
pOCTOI BUPHIIbHON (hOPMOI alpeHOreHUTAILHOIO CUHPOMA, TUPCYTH3M BBIPaXKEH YMEPEHHO,
TEMOp roJji0ca OCTaeTCsl HOPMaIbHBIM. XapaKTEPHO MOSBICHNE CaTbHOCTH KOXKH, CBITIH, yrpei Ha
JuIe U rpyad. YacTo npucoeauHseTcs 0)KUPEHHE.

[Ipu anpenorenuTasbHOM CHHAPOME Nepuojia nybdepranuu Habmoaaercs panHee (¢ 10-12 ner)
OBOJIOCEHHE Ha JIOOKE U B MOIMBIIIEYHBIX IMKaxX. MOJIOYHBIE JKeJIe3bl

runoractuyeckue. OKa3bIBaeTCsl HE3HAUUTEIbHOE YBEIMUEHHUE KIIMTOPA, CY)KEHHE BIIarajulla,
TUIOIUIA3Ks MaTKH. Y OOJIBIIMHCTBA OOJBHBIX C MEPBBIX K€ MEHCTPYaLUi HAOIIOIAI0TCS 3a/1ePKKU
oT 1 110 4 mMecs1eB, MEHCTpYaIbHBIN IIUKI AHOBYJISATOPHBIN. Y MHOTUX OOJIbHBIX Pa3BUBAETCS
BTOPUYHBIN CKIEPOKHUCTO3 SUYHUKOB, COIPOBOXKAAETCS 00JIee BbIpaXKEHHBIM THPCYTH3MOM U
NEPBUYHBIM OECIUIOANEM.

JAunarnocruka
» VYder ceMeiHOro aHamHe3a - HaJIMYME B CEMbE JIeTeH, MOTHOIINX B TPYTHOM BO3pACTe MPH
SIBIICHHUSX SKCUK03a ¥ HATHMYHS HETIPABHILHON CTPOSHHSI HAPY)KHBIX TTOJIOBBIX OPTaHOB.

» B kpoBu 1 MOYE NOBBIIICHBI KOHIIEHETPAIIMH HAINOYEYHUKOBBIX aHJIPOT€HOB (TECTOCTEPOH,
AHJIPOCTEHINOH, IETHIPOITHAHIPOCTEPOH) U MPEIIIECTBEHHUKOB KopTu3ona (17-
THJIPOKCUIIPOTE€CTEPOH )

B moue noBsimens! koHteHTpauu 17-oxcukoprukocteponuion (17-OKC) u npernanerpuosna
(MeTabomuT 17-rUapOKCUIIPOrecTepOHa)

[Tpoba ¢ nexcamerazoHoM. [Ipuém nexcamerazona B 103e 2 Mr 4 p/CyT B TeueHHe 2 qHEH
nofasiseT npoaykuuio AKTI u npuBouT K cHIkeHuto cyTouHoi skckperun 17-OKC na 50%
u 6onee. [Ipu onyxomnsx (aHAPOCTEPOMBI, aIPEHOOIACTOMBI) TAKOT'O CHUKEHUSI HE Ha0JII01al0T
[Tpu conprepsitomeit popme onpenensioT NoBbIIeHHOe coepkanue K+, cHnxkeHHoe
coaepxxanue Na

C noMoIIbI0 PaJUOMMMYHOJIOTHYECKUH MeTo10B onpeensioT ypoeHb AKTI™ kposu.
DKCKpeus 3CTPOTEHOB ¢ MOYOH OOBIYHO MOBHITIICHA, HO TTPE00Iadat0T (PU3HUOIOTUISCKU
HEaKTHBHBIE (POPMBI - 3CTPOH U ACTPOIL.

JlanHbie mHEBMOTIEbBUOTpadHH Y OOJIBHBIX ¢ MyOepTaTHON (HOPMOIi aIpeHOTeHUTATFHOTO
CHHJIpOMa Majio HH(POPMaTUBHBI. BO3MOKHO pa3BUTHE BTOPUYHOTO CKICPOKUCTO3A,
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PEHTICHOJIOTHYECKAs pa3HULA B pa3Mepax MaTKU U IMYHUKOB yBenuuusaercs. [Ipu pannen
JIMarHOCTUKE IyOepTaTHBIX (POPM apEeHOreHUTAIILHOTO CUHIPOMA pa3Mepbl HaIIOYEYHUKOB HE

U3MEHEHBI, Y OOJIBHBIX C pa3BEPHYTON KIMHUKOH ONpeAessieTcs UX yMEpPEeHHas THIePIUIa3HsL.

Heonamanvuwiii ckpununz oecpuyuma 2 1-2udpoxcunasol

¢mIbTpOBANBHOM Oymare.

B ocnoBe ckpuHuHra nexut omnpeaeneHue ypoBHa 170HII B cyxoM mnsiTHE KpoBU Ha

VYpoeenr 170HII onpenensiercs (QIHOOPOMMMYHOMETPUUECKHMM METOJOM C TIOMOIIBIO
cranmaptaoro Habopa (ensdus neonaran 170KC, Wallac, Gunnsinus).

v’ 1-i sman - podunvbmbiii Oom, Tae 00paslbl KaOWUISPHON KPOBM M3 NATKH OepyTcs y

JIOHOIIIEHHOTO HOBOPOJKJICHHOTO Ha 4-¢ CYTKH MOocje pOoXxaeHUs (y HEJIOHOIICHHOTO - Ha 7-¢
CYTKH), HAHOCSTCS Ha (QWIBTPOBAILHYID OyMary M OTCBUIAIOTCS B CHEIHATM3HPOBAHHYIO
naboparopuro. JTa HpoIeaypa BIMOIHIETCS OAHOBPEMEHHO /JIsi CKPUHHMHTA HAa BPOXKICHHBIN
TUTIOTUPEO3, TATAKTO3EMHUI0, MYKOBHCIIUI03 M (DEHUIIKETOHYPHIO TI0 TEM CTaHIapTaM, KOTOPbhIE
PEKOMEHJIOBaHbBI U yKe poBosATCs. O0A3aTeIbHBIM YCIOBHEM SIBIISIETCS TIATEIbHAS MPOITUTKA
KPOBBIO IMATHA HAa PHIIBTPOBATILHOM Oymare. B compoBOIUTENBHBIX TOKYMEHTAX, OTCHUIAEMBIX B
1a00paToOpHI0, MOMUMO CTaHJIAPTHON WHGPOPMAIIMK HEOOXOAUMO YKa3aTh BEC HOBOPOIXKICHHOTO,
CPOK TeCTalliii TPU HEJOHOIICHHOCTH, IMPUEM MaTephl0 W/WIM PEOCHKOM JIeKcaMeTa3oHa,
BBIpaXXEHHYI0 Onnnpyounemuto (> 30 mMr/mi), npuMeHeHne B/B TpaHC(PY3UH 0 B3SATHS KPOBH Ha
TISTHO.

2-1 sman — 1abopamopus, TAE BHIOTHSIOT uccnenoanue yposss 170HII, npoBoasT BEIOOPKY
IIOJIO’KUTENBHBIX PE3YJIbTATOB U MOBTOPHO TECTHPYET COMHUTENIBHBIE pe3yibTarhl. s nerei,
POXKIEHHBIX Ha pa3jMYHBIX CpPOKax TecTalliM, HWCHOJb3YIOTCS OTIEIbHbIE HOPMAaTUBHBIE
ctanaapTsl ypoBHs 17OHII. Oto olGycnosrneno tem, uto ypoBeHb 17OHII y HemoHOMIEHHBIX U
MaJIOBECHBIX JE€TeH 3HAUWTENbHO BBIIIE, YEM Y JETeH, POKIEHHBIX B CPOK U HMEIOLIUX
HOpManbHbI Bec. OTcyTcTBHE HOpMaTHMBHOW MiKansl 3HadeHui 170OHII moxer nmpuBoauTh K
00JBIIOMY YHCIY JIOKHOMOJIOKUTENIBHBIX pPE3yiabTaToB. B 1abopaTopusix, OCYIIECTBISIOIINX
CKPUHUHI, HEOO0XOJMM TIOCTOSIHHBI KOHTpPOJb KadyecTBAa MPOBEIEHUS TOPMOHAIBHOTO
ucciaenoanus. K 9-10 gHIO KU3HM JOHOIIEHHOro pebeHka mabopaTopHas o0paboTKa
pe3ysbTaToOB JIOJKHA OBITh 3akoHYeHa. MHdopMmaius o BcexX MOJIOKUTENBHBIX pPe3ysbTaTax
JOJIKHA OBITh HEMEJJIEHHO HAaIpaBlieHA B MOJIMKJIMHUKY IO MECTY JKMTEIbCTBA peOeHKa WIIN B
CTallOHAap, I'/I€ OH €IIE MOXKET HaXOIUThCS.

HuTepnperanust 1a00paTOpHbIX PE3YIbTaTOB

Yposens 170HIT HNurepnperanus
(HMOJIB/J1)
JloHomennelie netu (Cpok rectanmu > 37 Hepenb, Bec > 2000 1)
<30 PebeHok 310poB
30-90 Pe3ynbTaT COMHUTENBHBIN, TPEOyeTCsl MOBTOPHOE ONpEeICHHIE

170HII B xoHTpOABHOM IIsiTHE. [Ipy MOBTOPHOM MOTy4YeHNH
AQHAJIOTUYHBIX JIaHHBIX - OTHPaBJICHUE HHPOPMAIIUH 110 MECTY
KUTEIBCTBA

>90 Pe3ynbpTar nosoKuTenbHbIN, OTIIpaBiieHrne HHPOPMALIUU IO

MCCTY KUTCIIbCTBA

Henonomennsle aetu (cpok recraiuu 33-36 Henens, Bec < 2000 r)

<60 PeGenok 310poB

60-100 Pe3ynpTar COMHUTENBHBIN, TpeOyeTCcsl MOBTOPHOE OMpeeNcHHe

170HII B koHTpOIBLHOM TIATHE. [Ipy aHATOTMYHBIX JAHHBIX -
uHpOpPMALlUKM 10 MECTy HaXOXJIeHHs peOeHKa (CTaluoHap,
MOJIMKJIMHUKA) U TPOBEJEHHE MOBTOPHOTO B3sATHS U oOpasna
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kpoBu Ha Oymare. Ilpm mnoseimenun ypoBHs 170HIT ot

HCXO0AHOIro - pE3yIbTAaT IMOJIOKUTEIbHBIN nHHULanusa
06CJ'IC,Z[OBaHI/I${ OHJOKPUHOJIOTOM. HpI/I CHMIKCHUU YPOBHA
170HIT

HCXOIHOI'O - TUAarHo3 HC IIOATBCPIKAACTCH.

> 100 Pe3ynbpTar nonoXuTeIbHbIN, OTIpaBiIeHue HH(OPMAIUU IO

MCCTY JKUTCJIbCTBA

Y nereit ¢ TiyOOKOW HEIOHOMICHHOCTHIO (CpoK Tectanmuu 23-32 Hemenu) pe3yiabTar
CIIETyeT CUYUTATh MOJOKUTENBbHBIM Tipu ypoBHE 170HII > 150 umonb/n. B aTom ciiydae cinemyet
HAIpPaBUTh UHPOPMAIUIO B CTAIIOHAD, TJ€ HAXOAUTCs PeOCHOK, U MPOBECTU MOBTOPHOE B3SITHE
U TeCTUpOBaHHE 00pasla KpoBU Ha puiabTpoBaibHOI Oymare. [Ipu mossimenuu yposus 170HIT
> 150 uMounb/n - uHGpOpPMAIUS B CTAI[MOHAp O IMOJIOKHUTENBLHOM pe3yibTare. [Ipu cHkeHuun
ypoBast 170HII - nuaruo3 He MOATBEPKIEH.

[ToMrUMO HEIOHOLIEHHOCTH JIOKHOIOJOKUTENbHBIE PE3yIbTaThl MOTYT OMNPEACNATHCA Y
HOBOPOXKJIEHHBIX JETEH C TSHKEIBIM OOIIMM COMAaTHYECKHM COCTOSIHHEM, y JeTel Ha (oHe B/B
Tpancy3uu, y JAered C BbICOKOW Ounupyounemuen (OwnupyObun > 30  mr/mm).
JIOXKHOOTpHIIATENIEHBIC PE3YIbTATHl MOTYT ONPEACTATHCS y JIeTeH, MaTepyu KOTOPHIX (W/HIU camMm
peOCHOK) MOJy4anu Tepamnuio JeKCaMeTa30HOM C LENb0 MPOPMIAKTUKH U JICYCHHS JIETOYHON
MATOJIOTUU HOBOPOXKICHHBIX.

3-u oman - NOAUKIUHUKA UTU CMAYUOHAP NO Mecmy dcumenvbcmeéa. B ciydae momydeHHs
HOJIOKUTEIBHOIO  pe3yibTaTa pPEeOCHOK HEMENJIEHHO BbI3bIBACTCA sl 0OCIIE€OBaHUS
SH/IOKPUHOJIOTOM WJIM IOJArOTOBJIEHHBIMHU CIELMATUCTAaMH-HEOHATOJOraMu B cTalloHape. B
yjeane HHUIManus o0cneoBaHus pedeHKa 10JKHA ObITh HayaTa He no3aHee 14 aHs ero *KU3HU
(s moHomeHHoro pebenka). I[IpoBoauTcs B3siTe KpoBU M3 BeHbI il uccinenoBanus K, Na,
170HII B cbiBopoTKe KpoBH pebeHka. [Ipu HanMuuu KIMHUYECKUX CHUMIITOMOB 3a00J€BaHUs -
JIeYeHNEe Ha3HAYAETCs HEMEJIEHHO, HE J1I0KU/1asACh PE3YIbTaTOB B3SThIX aHAJIM30B.

[Ipy OTCYTCTBUM KIMHUYECKMX CHMIITOMOB JIEYEHHE HE HAUMHAIOT JI0 TOJIy4eHUs
pe3ynbTaroB aHanu3a. B ToM ciydae, ecnu nonydeHHbslil yposenb 17OHII B cbiBopoTke KpoBH
OyZeT COOTBETCTBOBAaTh HOPMATHBHBIM 3HAUEHHSIM (COOTBETCTBEHHO HOpPMAaTHBaM JJIS JaHHOM
1abopaTopun) U MOKA3aTENH 3JIEKTPOJIUTOB OyAyT HE U3MEHEHBI, JUarHo3 MOXET OBbITh CHST.
[Ipu mnonyyeHuu mNOBBIIEHHBIX pe3yapTaToB 170HII nuarHo3 noaTBep:kIaeTcs, CileayeT
Ha3HayaTh JICYCHHE TIIIOKOKOpTUKouaaMu (kopred). B Tom ciydae, ecnu oIHOBpEMEHHO
BBISIBJISICTCSL TIOBBIIIEHHE YPOBHA K, JOMOJHUTENBHO HAa3HAYaIOT MHHEPATOKOPTUKOUIbI
(xopTuHED D).

VY4uuTheiBass 3HAYUTENBHBIA MPOLEHT JIOKHOIMOJOXKHUTEIbHBIX PE3YJIbTAaTOB, OCOOCHHO Y
HEJIOHOIICHHBIX JIETe, TPU OTCYTCTBHM KJIMHMYECKHX CHMIITOMOB CIIEAYET IBAXKIBI C
uHTEepBaJIoM 1-2 Henenu mpoBoauTh ompenenenue 170HII B chlBOpoTKe KpOBH, Hpexke UeM
HAyYaTh JEUEHUeE.

B coMHuTEnpHBIX cCiydasx cieqyeT HampaBUTh peOeHKa B (QeaepanbHbIi  Win
PETHOHANBHBIN CIIEIHATH3UPOBAHHBIN IEHTP IS UCCIIEIOBAHUS MTOJTHOTO MPOGUIIS CTEPOUIOB B
CYTOYHOH Moue, OmpeieNieHHs] cTepouIoB B xoze Tecta ¢ mpenaparamu AKTI (skematenbHO
KOPOTKOI'O IUCTBUS).

Becem gersM ¢ AMAarHOCTUPOBAHHBIM aJPEHOTCHUTAIBHBIM CHHIPOMOM HEOOXOIUMO
NPOBE/ICHUE MOJICKYISIPHO-TEHETHYECKOTO HWCCIICAOBAHMS JUTSl BBISBICHUS MyTalluid B TEHE
CYP21 (B cnenuanu3MpoBaHHBIE pETrMOHAIbHbIE WM (efepanbHble LEHTPhl MOXKET OBbITh
HanpasJieH o0pasel] MsITHa Ha GUIbTPOBAJIbHOM Oymare, MPONMUTAHHBIM KPOBBIO peOEHKA).

JAudpepennuaibHbIi AUATHO3
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Ampozennas anopocenuzayusn: aHOMaIUS Pa3BUTHUS TTOJOBBIX OPraHOB y HOBOPOXKICHHBIX
MOYeET ObITh 00YCIIOBJIEHA IPUEMOM MAaTEPbIO BO BpeMsi 0€pEMEHHOCTH aHAPOTEHOB, 3CTPOT€HOB
WM IIporecTepoHa. B nanpHelemM cuMIToMbl BUPWIN3ALUN HE IPOTPECCUPYIOT.

Anopocmepoma BbI3bIBAaCT (POPMUPOBAHNE BUPHIIBHOI'O CUHJIpOMA Y IETeH CTapIlero
BO3pacTa WM B3pOCiblX. BOSHUKHOBEHMSI OITyXO0JIU Y AEBOYEK (paHee UMEIN HOPMaJlbHbIN JKEHCKHI
(€HOTHII U TOJIOBBIE OPTaHbl) BbI3bIBAET (POPMUPOBAHHUE IPOTrPECCUPYIOILIET0 THIIEPTPUX03a,
YBEIUYEHHUE KIINTOPa, OrpyOeHue rojoca, THInepTpo(uio CKeJIETHBIX MBIIIL, YCKOPEHHBIH
pocT. Bo3HUKHOBEHHE aHPOCTEPOMBI Y KEHIIUH BBI3bIBAET MPOTPECCUPYIOILYIO
nedgemMuHu3anuio. boiabHbIe MPUOOPETaOT MYKCKOW (DEHOTHI, YBETMUNUBACTCS KIUTOP, TpyOeeT
roJjoc.

TUNMYHBIM CHMIITOMOM T'OPMOHAJIbHO-aKTUBHOM OIyXO0JIM Ha/AIIOYEYHUKOB SIBJISIETCS PE3KOE
noBbiieHue ypoBHs 17-KC B moue. [Ipu HHCTpyMEHTaIbHBIX UCCIIECIOBAHUSAX
(mueBMocymnpapeHorpadus, yIbTpa3ByKOBOE CKaHUPOBAHKE) ONPEIEIIETCS OJTHOCTOPOHHSS OITyXO0Jb
Ha/IIOYEYHUKOB.

Kopmukoanopocmepoma BbI3bIBaeT GOPMUPOBAHUE BUPUIBHOTO CHHIPOMA U
IPEXIEBPEMEHHOE TI0JI0BOE U COMaTUYECKOE pa3BUTHE, TOCKOJIbKY HAOII01aeTCsl MOBBIILICHHAS
CEKpeLHs KaK aHAPOTE€HOB, TaK U INIFOKOKOPTUKOU/IOB.

Onyxonu Kopbl HAANOYEYHUKOB OTIMYAIOTCS "aBTOHOMHOCTBIO" - CHHTE3 UMM FTOPMOHOB HE
koHTpoaupyercsi AKTI', mosTomy moyasieHre aleHOKOPTUKOTPOITHOM (HYHKIIMH TUTIO(PH3a
9K30I'€HHBIMU TITFOKOKOPTUKOUIaMHU HE IPUBOAUT K CHUKEHHIO CTEPOMJIOTEHE3a OITYXO0JIbIO:
JIeKCaMeTa30HOBbIE MPOOBI OTpULIaTEIbHbIE. BUpHin3yrolue onyxoin SMYHUKOB UCKIIIOYat0TCs MIPU
TMHEKOJIOIMYECKOM HCCIIeI0BaHUH, NeIbBUOrpaduu, IPOBEAECHUN KOMOMHUPOBAHHBIX MTPOO
(mexcameTazoH + XOPHOTOHHMH, MH(PEKYHANUH + MPETHNU30JIOH).

Cunopom Lllmerina-Jlesenmans xapakTepuszyeTcs COXpaHEHHEM KEHCKOro (heHoTuna,
YMEPEHHO BBIPAKEHHBIM FUPCYTU3MOM. /JOMUHUPYIOIIMMU CUMITOMAaMU SIBJISIOTCS HapyILIEHUS
MEHCTPYaJIbHOTO LIUKJIa, OeCIUIoANe, 3HAUNTENIbHOE YBEIMUEHHE SMUHUKOB. OJTHAKO CleayeT
MOMHHUTbH O BO3MOYKHOCTH BTOPUYHOTO CKJIEPOKHUCTO3a TMYHUKOB IIPH aJIpEHOr€HUTAIbHOM
CHUHJPOME.

[Ipu Bpox1eHHOM (popMe apeHOTeHNUTATbHBINA CHHIPOM IOJIOBBIE OpraHbl MOTYT HaXOJUTHCS
B MHTEPCEKCYaJIbHBIX COCTOSIHUM, M ONPEAETUTh N0 peOeHKa ObIBaeT OYeHb TPYAHO. DKCIEepTH3a
MOJIOBOM MPUHA/IIEKHOCTH ITPOBOJUTCS] HA OCHOBAHUH OTIpEENICHUS TEHOTHIIA.

Jleuenne 3a00s1eBaHuA
OCHOBHBIMU TPUHIIUTIAMH JICYCHHS BPOKIEHHOU TUCHYHKIINN KOPBI HAAMOYSUHUKOB SBIISETCS:
v’ 3aMecTUTh  AeDUIUT  CTEPOMIOB, CEKPElMs KOTOPHIX CHHIKEHA B  Pe3yJbTare
dbepmeHTaTUBHOTO NedekTa;
v CHH3UTH YPOBEHB CTEPOMIOB, CEKPEIMS KOTOPHIX HOBBIIIEHA B PE3YIbTaTe (PEPMEHTATHBHOIO

nedekra;
v momaButh u30bITOUHYIO cekpennio AKTI mpu  muHEMambHO 3()(EKTHBHBIX  103aX
TJIFOKOKOPTUKOUIOB;

OIITUMU3HUPOBATH POCT 6OJ'IBHI:IX;
MPEJOTBPATUTh BUPMIIN3ALIMIO TEeHUTAIIHII;
o0ecnevynTh HOpMaIbHOE MOJIOBOE CO3PEBAHME U (DEPTHIILHOCTb.

ANENEN

Koncepsamusnoe neuenue

Hasnauenune rimrokokopTukougoB cHuxkaer mpoaykinuio AKTID rumoduszom u momammisier
CEeKpEelMI0 aHJIPOTCHOB HAJAMOYCYHHKAMH, UYTO COIMPOBOXKIAETCS pPETrpeccuell  CHUMITOMOB
BUPWIM3AINU: (DOPMUPYIOTCS BTOPUYHBIC )KEHCKHE TMOJIOBbIE MPU3HAKH, MOSBISIOTCS MEHCTPYAIIHH,
pa3BUBAIOTCS MOJIOYHBIE >K€Jle3bl U JpYyrue MpU3HAKH >keHcKoro (enotuna. IlomoBoe pa3ButTHe
MaJbYMKOB TAKXKE OMpPENENsAeTCsS BpeMEHEeM Hauasa JieueHus. Eciu mpuem ritoKoKOpTUKOWI0B HayaT
¢ 3-4-x ner, TMOJOBOE pa3BUTHUE COOTBETCTBYET BO3PACTHBIM HopMaM. Hawanmo Ttepamuu B
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nyOepTaTHOM MEPHOE MPUBEIACT K YBEIUYCHHUIO Pa3MEpPOB SIMUEK U TOJOBOTO 4WiIEHA TOJIBKO Yepe3
HECKOJIBKO JIET OT HayaJla CUCTEMaTUYEeCKOU TeparuH.

Hcnonp3yrores pa3Iu4HbIe MEIMKaMEHTO3HbIE IIpernaparsl, oOnanaroue
[IIIOKOKOPTUKOUIHON aKTUBHOCTBIO: MPEAHU30JIOH, KOPTU30H, JEKCAMETa30H.

CyTtouHble 03Bl IIPEIHNU30I0HA ONPEAEIIAIOTCS Bo3pacToM OosbHbIX (1-3 roga - 5 mr, 4-6 net
- 5-7 mr, 7-14 ner - 7-10mr, 15-18 net - 10-15 mr). [Ipu BpokaeHHBIX (opMax alpeHOTCHUTAIBHBII
CUHAPOM TNPEJHU30JIOH IPUHUMAIOT IOXHU3HEHHO, IIOCKOJIBKY Ja)X€ KpaTKOBPEMEHHas OTMEHa
mpernapaTta BbI3bIBAET BOCCTAHOBJICHHE TMpOsiBICHHM 3aboneBaHus. B cimyuae mnpucoequHeHus
UHTEPKYPPEHTHOTO 3a00JIeBaHUs /103y TJIIOKOKOPTUKOMJIOB YBEIMYMBAIOT. JIeueHHe MpOBOIAT TMOJ
koHTposeM AJl, pocta, "KOCTHOro Bo3pacTa", ypOBHS IKCKPELUU KOPTUKOCTEPOUIOB.

Jnst neteid ¢ OTKPBITBIMH 30HAMH  POCTa, OCOOCHHO MIIAJIIEro Bo3pacra, Hauboiee
ONTUMAJBHBIMU IperapaTaMu CJeAyeT CUMTaTh TaOJIeTUPOBAHHbIE AaHAJOTH THIPOKOPTH30HA
(xopred, Pharmacia). IlepBoHauanpHasi cyTouyHas [103a THUAPOKOPTHU30HA, HEOOXOoAMMAs s
nonasneHuss AKTI y pereit mepBoro ronma xu3Hu, MoxeT aocturate 20-25 mr/kB. M. OpHako
cienyeT n3berars AIUTEIHHOrO MPUMEHEHHS 3TUX 7103 y peOenka. B cpennem y nereii crapiie 1 roma
CyTOYHas J103a THJIPOKOPTH30HA JOJKHA cocTaBisaTh 10-15 mr/kB. m. Ilpenapar naercs Tpu pasa B
JIeHb B PaBHBIX J03ax. bojiee BbICOKME 103bI THAPOKOPTU3OHA IPUBOJAT K CTOMKON 3a7€pikKKE pocTa
U IPYTUM KYIIMHTOUTHBIM MPOSIBICHUSIM.

VY nmereil ¢ 30HaMHu pocTa, OJU3KUMHU K 3aKPBITHIO, CIEAYET MPUMEHSTH MPOJIOHTHPOBAHHBIC
[IIIOKOKOPTUKOUIHBIE TIperaparbl, oOkas3biBaromue Oosiee BbpakeHHbI AKTI-monapnstomuit
apdexr. CyrouHas [m03a OITHUX TMPEMapaToB JODKHA COOTBETCTBOBATH HKBUBAICHTHOW J03€
ruapokopTu3zoHa 10-15 mr/kB. M B JeHb (NMIpeAHU30/I0H - 2-4 Mr/kB. M, nekcamera3oH - 0,25-0,35
MT/KB. M).

Jna makcumansHoro mnomaBienus cekpeuun AKTI 1/3 cyrounoit m03bl MpenHHU300HA
Ha3Ha4YaeTcs B YTPEHHUE Yachl U 2/3 1036l - mepes CHOM. JekcaMeTa3oH Ha3Ha4aeTcss OJJHOKPATHO B
BedepHue vachl. KopTu3oHa ameraT MOXET OKa3blBaTh TIFOKOKOPTUKOMAHBINA 3(P(HEKT TOIBKO MpU
YCIOBUU JONOJHUTENIBHON MeTabonu3alud B OpraHu3Me, TpeOyrolleld akTUBHOCTH (epMeHTa
11"6era"-ruipOKCUCTEPOUICTHIPOreHa3bl 1 THUMa, KOTOPBIM  OCYILECTBISET IpeBpalleHue
KOPTU30HAa B KOpPTH30Jl. Tak Kak 3TOT MEXaHHW3M MOXKET ObIThb HApylIeH WIM HUMETh OOJBIIYIO
WHAWBUAYAIbHYIO BapraOeabHOCTh, MPUMEHEHUE KOPTU30HA alleTaTa HeXKenaTeIbHo.

[Ipu conbrepstomieil GpopmMe aapeHOTEHUTAILHOTO CHHIPOMa KpPOME TJIFOKOKOPTHKOHUIOB
HE00X0/IMMO HCIOJIb30BAHNE U MUHEPATIOKOPTUKOMJIOB - I€30KCUKOPTUKOCTEPOH 10 5 Mr B cyTku. C
YBEJIMYEHUEM BO3pacTa MalMeHTa BO3MOKHA KOMIIEHCALMSI TOJIBKO C IOMOIIBIO NMPEAHU30J0HA U
oOoraieHHON HaTpueM aueThl. [Ipu BO3HUMKHOBEHHM HaJAMIOYEYHHKOBOTO KpPH3HCa 1032 IpenapaToB
U COJIEBBIX PACTBOPOB YBEINUUBAETCS.

IIpy BpPOXIEHHOM aJpPEHOTEHUTAJIBHOM CHHIpOME IlenecooOpa3Ha CMeHa Ioja B
COOTBETCTBUHU C OHOJIOTMYECKUM B JIFOOOM BO3pacTe - FOpMOHAJIbHAs TEpanusi COMPOBOXKIAETCS
BbIp@)KEHHON (eMuHu3anmeil OOJIbHBIX C JKEHCKUM TE€HOTHUIIOM. YIOTpeOJeHHEe aHIpOTeHOB,
IpeKpalieHne npuemMa riroKOKOPTUKOU0B aHTU(U3HOIOTHYHO.

Xupypeuueckoe nevenue

JleueHne BpOXIACHHBIX (OPM aaPEHOTEHUTATBHOTO CHHJpPOMA MOXET BKJIIOYaTh U
BBIMOJHEHHE TUIACTUYECKUX OIepanuii 1o GOpMUPOBAHUIO HAPYKHBIX MOJIOBBIX OPTaHOB - PE3EKIIHUS
KJIUTOPA,  BCKPBITUE  YpPOTCHUTAIBHOTO  CHHYCa,  (OPMHpPOBAaHHE  MalbIX  IOJOBBIX
ry6. Xupypruueckas Koppekuus, GeMuHU3aIus, IpOBOIUTCS HE paHee, YeM Yepe3 ToJ ocie Hayana
neuenus ['KC. Bo Bpems onepanuu 103y FOpMOHOB YBEJIMUHBAIOT. Y CTAHOBJIEHUE HAJIIMYUS OITyXOJIH
B HAJANOYEYHUKAX C KIMHUYECKUMHU TPU3HAKAMH KOPTHKOSCTPOMBI CIIY’KUT aOCOIIOTHBIM
NOKa3aHUEM K XUpypruueckoMmy JyedeHuto. O0beM omepanuy 3aBHCUT OT pa3MEpoB U XapakTepa
pocta onyxonu. MoXXHO NIPUMEHHUTh YAAJICHHUE OIyXO0JIU WU MUHEPPEKTOMHUIO.

KoHTpoJib aIeKBaTHOCTH Tepanuu
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KonTtponb anexkBaTHOCTH Tepanuu 2 1-rUApOKCHUIa3HOTO Ae(UIIMTa OCHOBAH Ha MOKAa3aTessix
(bu3UYECKOT0 pa3BUTHS U JAHHBIX TOPMOHAIILHOTO 00CIE0BaHUS.

Jletn mnepBBIX JBYX JET JKU3HU JOJDKHBI OCMATPUBATHCS NEAMATPOM-3HIOKPUHOJIOIOM
KaXJple Tpu Mecsna. Jletn crapiie AByX JeT oOcienyroTes Kaxaeie 6-12 mecsneB. [Ipu ocmorpe
THIATENTFHO (PUKCUPYIOTCS MOKa3aTenu Beca u pocta. [IpoBogutcs wmccnemnoBanue yposas 170HP,
3JIEKTPOJINTOB, PEHUHOBOW AaKTUBHOCTH IUIa3Mbl KPOBH. Y CTapIIMX JIETEH €XKErogHO MPOBOJUTCS
MCCJIEJOBAaHHE KOCTHOT'O BO3PAacTa, ONPEIENISIETCs YPOBEHb TECTOCTEPOHA.

AnekBaTHasi Tepamnus TIIOKOKOPTHUKOUIHBIMH IIpenaparaMu o0ecreyrBaeT HOpMallbHbIE
TEMIIBl POCTa M KOCTHOro co3peBaHus. llepeno3upoBka mpernaparoB HEraTUBHO BIMSIET HA pPOCT
peOeHKa: CHUKEHHE CKOPOCTH pocTa 10 4 CM B TOJ U MEHEE CBHUJAETEIbCTBYET O XPOHUYECKOM
NEepe03UPOBKE TIIOKOKOPTUKOMAOB. O MEpeJo3HpOBKE MOXKET CBHUIETEILCTBOBATH OBICTpast
npubaBKa B Bece, MTOBBIILICHUE aNleTuTa. B mporecce Tepanuu cieayeT OrnacaThCsl CHIDKEHUS YPOBHS
170HP no MuHuManbHBIX HOPMATHUBHBIX ITOKa3zarenel. XKenarenpHo noanepxusare yposeHb 170HP
B BEpXHUX IpeJenax HOPMbL, a y JeTel NEePBbIX 3 JIET dKU3HU - HECKOJIBKO BBILIE HOPMAJIBbHBIX IS
BO3pacTa 3Ha4eHU. MapkepoM aJieKBaTHOCTU TEPANUU MUHEPATOKOPTHUKOUJAMU CIEAYET CUUTATh
MOKa3aTellb PECHUHOBOM aKTUBHOCTHU IUIa3Mbl: HEJOCTATOYHAS /1032 MPUBOJIUT K MOBBILICHUIO YPOBHS
peHuHa, U30bITOYHAS - K [10/IaBJIEHUIO0 PEHUHOBOM aKTUBHOCTH.

HpOI‘HO3 OMpCACIIACTCA XapaKTCPOM IMATOJIOIMYCCKOro Impouecca.

XV. KoHTpOJIb KOHEYHOI'0 YPOBHSI 3HAHUIA.

TecTOBBIN KOHTPOJIb

1. Kakwue n3 nepe4nc/ieHHbBIX TOPMOHOB CHHTE3HPYIOTCS KOPOil HAANOYE4YHHKOB?
1) MUHEPATIOKOPTUKOMIbI
2) AHJIPOTEHEI
3) TJIFOKOKOPTUKOUBI
4) KaTeXO0JaMHUHbI
5)  rmoxaron
2. Juis coabrepsiromeii popMbl BPOKACHHON IMIIEPIVIa3UM HAANIOYEYHUKOB XapaKTePHbI:
1) MHOT'OKpaTHas pBOTa
2)  rumoHaTpuemMus
3) YaCThIN KUJKHAN CTYII
4)  runepkamuemus
5)  rumoxmopemus
3. Jusi neyeHusi coqbrepsiromeii GopMbl BpPOKICHHOM THIIEPILIA3HU HAANOYEYHHKOB Y
AeTel UCI0JIb3YI0T:
1)  suramun C
2) TIOBAPEHHYIO COJIb
3)  xoprunedd
4)  xopruszoH
5)  nekcamerason
4, IIpu JiedyeHMH OOJBHBIX € OCTPOl HEIOCTATOYHOCTHIO KOPbl HAJANOYEYHHKOB
OCHOBHBIMH 3a1a4aMH SIBJISIIOTCSH:
1)  Gopnba ¢ MOKOM U KOJLIATICOM
2) JIMKBUJIALUS DJIEKTPOJIUTHBIX HAPYLIICHUH, TUTIOTJINKEMHUH
3) BOCHOJIHEHHE Ae(UIMTAa MUHEPAIIO- U ITIIOKOKOPTUKOUI0B
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5.

4) JIMKBU AU TUTICPTIIMKCMUN
5) JIMKBU a1 00e3BOKUBAHMS
Kakue npemnapaTrsl Bbl BLIﬁepeTe JIsd JICYCHUS BI/IpI/IJ'[])HOi/i q)oprI BpO)K)IeHHOﬁ

TrHnepiiasmm KoOpbl HaL[HO‘le'lHHKOB?

6.

1) I10JIOBBIE TOPMOHBI

2) TJIFOKOKOPTUKOHUIBI

3) TOHAJIOTPOIMHBI

4) aHa0oJIMYEeCcKUe CTEPOUIbI

Has nepumura 21-ruapokcuiiasbl (coabTepsaOieil (popMbl BPOKIEHHOH TUNEPIIa3Hu

KOpPbI Ha[[l'[O‘le‘lHI/IKOB) XapaKTEPHbI CJIEAYIOINUE CHHAPOMBI:

10.

1) M30BITKA aHIPOTEHOB

2) nedunmTa aHIpOreHOB

3) M30bITKA TTIOKOKOPTUKOCTEPOUJIOB

4) JnedunmTa riIroKOKOPTUKOCTEPOHIOB

5) M30bITKa MUHEPAJIOKOPTHKOUIOB

6) neduIuTa MUHEPAIIOKOPTUKOU OB

Jas coabTepsitonieii popMbl BPO:KIeHHOWH IMNEPIVIA3UN HAANOYEYHUKOB XapaKTePHbI:
1) TUIIOHATPUEMHUS U TUTICPKATUEMUS

2) TUIIEPHATPUEMUS U TUITOKATMEMUSI

3) TUTIOHATPUEMHUS U TUIIEPXJIOPEMUS

4) TUTIEPXJIOPEMHUS I CHHDKCHHE I1IEJIOUYHBIX PE3€PBOB KPOBU
Bpoxnennasi AuCPYHKIMSA KOPbI HAANOYEYHMKOB HACJIEYeTCH M0 THITY:
1) ayTOCOMHO-PELIECCUBHOMY

2)  ayTOCOMHO-IOMHHAHTHOMY

3)  cuemtenHOMY ¢ X-XpOMOCOMOi

4)  cuennenHoMy ¢ Y-XpoMOCOMOii

Y nereit ¢ BPOKIACHHON TUCPYHKIMEH KOPbI HAIMOYEYHUKOB 0TME4aeTCs:
1) YCKOPEHHE KOCTHOTO BO3pacTa Mo OTHOIICHUIO K TACTIOPTHOMY

2) OTCTaBaHUE KOCTHOTO BO3pPACTa MO OTHOIIEHUIO K MaCIOPTHOMY

3) HEpaBHOMEpPHasl OCCU(pUKAIUS

4) S (U3apHbIA IUCTEHES

I_L]'lﬂ AHATHOCTUKH BpO)KJ]eHHOﬁ Jll/lcq)yHKIll/ll/l KOPpbI HAJANMOYCYHUKOB H606XO}II/IMI)IM

ABJACTCH onpeaeJeHue CJaeAyIOmuX ropMoHOB:

11.

1) JIOTEUHU3UPYIOUTNI U (POITUKYIOCTUMYIUPYIOIINI TOPMOHBI
2) 17-oxcunporectepoH B KpoBH U 17-KE€TOCTEpOUIBI B MOUE

3) uHCynuH, C-ientuj

4) TUPEOTPOIHBII TOPMOH U TUPOKCUH

Ilpy wHGY3MOHHOH TepanuMu OCTPOM HEIOCTATOYHOCTH KOPbl HAANOYEYHUKOB

HCIMOJB3YIOT BCE€ MEPCUYMCICHHBIE PACTBOPbI, KPOME:

1) 0,9% pactBOp HaTpHUs XJIOpHUIA
2) 10% pacTBOp IITIOKO3BI

3) mia3ma

4) 7,5% pacTBOp Kanus XJI0puaa

12. Cumnromsbl, xapakrepHble I1si NPOCTOH (JOPMBI BPOKICHHONH JHCPYHKIHH KOPbI
HA/IOYeYHUKOB:

1) repMadpoIMTHOE CTPOSCHUE TEHUTAIHNA Y IEBOYEK

2)  amemus
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3) TUIIEPIIUTMEHTALUS KPYITHBIX CKIIAJOK U apeoll

4)  zanopsl
5)  anopexcus
6)  orexu

13. Cumnromsl, xapakrepHble AJsi coJbTepsiiomeii (GopmMbl BpPOKIEHHOH AUCHYHKIUM
KOPbI HAIMIO4YEeYHUKOB:

1)  repmadpoauTHOE CTPOCHHME TEHUTAIUH Y ICBOYEK

2)  3amopsl

3)  rumepnurMeHTanus KPYMHBIX CKIAA0K H apeo

4)  psota mocne el

5) JKUJIKUH CTyII

6)  ynopuas ppoTa GOHTAHOM, HE CBA3AHHASA C IPUEMOM ITHILHU
14.  OcHoBHBIMM  KJIMHHYECKHMH  NpOSIBJEHHSIMH  OCTPOii  HAANO4e4YHHKOBOW
He0CTATOYHOCTH B KPOBH HAO/IIOAAETCS:

1)  cHmXeHHe MPOIYKIUMU TIIIOKOKOPTUKOHMIOB

2)  TOBBIIEHHE IPOAYKIUH TITIOKOKOPTUKOHIOB

3)  cHmKeHHe IPOAYKIMM MUHEPATOKOPTUKOHUIOB

4)  noBbIIIEHHE NPOAYKIHH MUHEPATOKOPTHKOUIOB

5)  cHmwkeHHe IPOAYKLMH aJpeHANMHA U HOPAAPAHAIMHA

6)  moBBIIEHHE NPOAYKIMM aApEHANMHA 1 HOPAIPEHATHHA

15 I[J'[ﬂ BbIBCACHUSA 00JILHOT0 U3 COCTOSIHUS OCTPOﬁ HA/INMOYEYHUKOBOMH HETOCTATOYHOCTH B
TeyeHue 1-x CYTOK KHM3HHU NOKa3aHbI:

1)  npennusonon per os
2)  pacrBop Punrepa

3) usotonndeckuii pacteop NaCl BHyTprBeHHO KameabpHO

4) THAPOKOPTU30H TeMUCYKIIMHAT BHYTPUBCHHO KAreIbHO

5) JIOKA BHYTpUMBIIIEYHO
16. OcnoBubIMHE KJINHAYECKHMH NPOSIBJICHUSIMH ocTpoii HA/IN0YeYHUKOBO¥
HeI0CTATOYHOCTHUSIBIISIIOTCS\:

1) THIICPTOHYC MBIIIII]

2)  BanOCTH

3) THIICPEMUsSI KOYKHBIX TOKPOBOB

4)  6aegHOCTS

5) MBIIICYHAS THITOTOHHSI

17. JlnurenbHoCTh Kypca TrOpMOHAJILHOW Tepamuu NpPH AJPEHO-TEHUTAJILHOM CHHIAPOME
(ATC):

1)  Ha cpoK NPOOIKHTETLHOCTH KPH3a

2) 2 wmecsna

3) 6 mecsues

4) TIO)KU3HEHHO

ITaJIOHBbI TECTOBOI'0 KOHTPOJIS
1,23
1,2,3,4,5
2,34
1,2,3,4,5

NS
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CuryanuoHHBbIC 321241
3agaua Ne 1

PeGenox K., 4 nus, oT 1-if 6epeMEHHOCTH, CPOYHBIX POJIOB, MPOTEKABIINX 0€3 0COOCHHOCTEH.
[Ipu poxxaenun macca 3000 r, poct 51 cm.

OcmoTp: OBLITO BHISIBJICHO HEMPABUILHOE CTPOCHHE HAPYKHBIX TEHUTAIUN (MIEHHCOOOPa3HBIN
U TUNEPTPOPUPOBAHHBIM KIUTOP, CKJIaa4arbie OOJBIIME IIOJIOBBIE TYOBI), TUIEPIUTMEHTAIUS
HApYKHBIX TEHUTAIINHN, OeI0N TMHUU KUBOTA.

C 3-ro mHs cocTosiHME peOeHKa YXYANIMIOCH: KOXKHBIE IOKPOBBI OJICAHBIE C CEPOBATHIM
OTTEHKOM, Typrop TKaHell CHU)KEH, MbIILIeYHasi TUIOTOHUs, runopediuexcusi. CoceT B0, NOSBUIACH
pBoTa oHTaHOM. JIpIXaHHE TOBEPXHOCTHOE, ociabneHHoe. ToHbI cep/iia npuriaymeHsl. JKUBoT npu
nanblalyuy MATKUH, edeHb +2 cM. CTym KUK, OOBIYHOM OKpPACKHU.

O6wuii ananus kposu: Hb - 115 v/n. Dp - 5,0x10%/m1, Jeitk-9,5x10%/n, /s - 2%, ¢/ - 50%, 5 -
2%, 11 - 38%, M - 8%, COD 6 mm/4ac.

Buoxumuuecxuii ananuz xposu.: obmmii 60K - 55 /1. Xonectepun 4,7 MMOJIB/J, TIIOKO3a -
4,4 mmons/n, Hatpwuii - 130,0 Mmmoss/mn, kamuii - 6,0 MMOJIB/I.

Benuuuna skckpeyuu ¢ cymounoii mouou:

- 17-KC - 7,5 mxmois (Hopma 0-3,45);

- 17-OKC - 0,5 mxMmonb (HopMma 1,38-2,76).

Kapuomun: 46 XX.

3ananue
1. Bam npeanonoxxuTebHbli AUarHo3?
2. Kakas npuumnHa HapylieHUs] BHYTPUYTPOOHOT0 (pOopMHpOBaHUS HAPY>KHBIX MOJIOBBIX OPIaHOB y
JICBOYKH?
3. Uem oOycrnoBiieHa TSHKECTh COCTOSIHUSA peOeHKa Ha 3 CyTKH MOCie POXKICHUS?
4. ITpu kakux 3a00J€BaHUSX MOXET OTMe4aThes pBoTa "poHTanom"? JuddepeHnanbHblil 11arHo3.
5. Kaknmu ropMOHaIpHBIMM IperapaTaMy IPOBOINATCS 3aMeCTUTENbHas Tepanus? Kakue
BO3MOXHBIE OCJIOKHEHHSI IIPH HEaIeKBATHO MOI00PaHHON 3aMECTUTENIbHON Tepanuu?

ITaJIOHBI CUTYAallHOHHBIX 3aJ1a4

Jranou 3agauu Ne 1
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Baw  npeononoscumenvueiti  ouaenosz?  JluarHos:  BpoxknaeHHas — AUCOYHKIHS ~— KOPBI
Ha/IIIOYEYHUKOB, coybTepstonas ¢opma. Kpus HaanmoyeuHMKoOBOM HeJOCTaTO4HOCTH. JlnarHos
IIOCTABJICH Ha OCHOBAHWHU BBIBICHHOTO IPH OCMOTPE HENPABUIBHOTO CTPOCHHS Hapy>KHBIX
TeHUTAINN (BUPUIIN3ALMs HAPYKHBIX I1OJIOBBIX OPIaHOB) M IMOSIBUBILErOCs ¢ 3-rO JHS >KU3HU
CHHJIpOMa MOTEPH oM (PBOTA POHTAHOM, KHUJIKUN CTYII, CAMITOMBI SKCUKO032).

Kakas npuyuna napywenus eHympuympoO6H020 hopMUuposanus HapyiICHvlx NOJI0BbIX OP2AHO8 Y
Oesouku? Hapymenue BHYTpHYTpOOHOTO (OPMHPOBAHUS HAPYKHBIX TIOJOBBIX OpPraHoOB Yy
JIeBOYKH (BUPWIIN3ALIUSA) CBSI3aHbI C U30BITOYHOM CeKpelreil aHporeHoB KOpOoi Ha/lllOUYe€YHUKOB
B pesynbrare ux crumyisaaud AKTL, o0yciioBieHHOM AeUIIMTOM KOPTH30J1a U3-3a OTCYTCTBHS
depmenTa 21-ruapokcuiasbl — BpOXkKAEHHAs TUCPYHKLUSA KOPbI HAATOUYEYHUKOB.

Yem obycroerena msadcecmv COCMoAHUs pebenka Ha 3 cymku nocie podcoenusn? Kpus
Ha/IIOYE€YHUKOBOW HEOCTaTOYHOCTH C CMHAPOMOM IOTEPU COJIM, 0OYCIOBIEHHBIN Ae(pUuuuTOM
[IIFOKOKOPTUKOCTEPOUI0B 1 MUHEPATIOKOPTHKOUIOB.

Ilpu xaxux 3abonesanusix moodcem ommeuamovcs peoma "oumanom"? JluddepeHnmanbHbIin
nuarHo3.  IlwmopocmasM, NHIOPOCTEHO3, HMEIOUIME  XapaKTepHYI0  KIMHHYECKYI0 U
peHTreHosornyeckyto kaptuny. [IpoBectu nuddepeHunanbHy0 IHAarHOCTUKY COJIbTEpSIOIIeH
¢dopmel BJIKH momoraer 6/x aHanu3 KpOBU: TMIOTJIMKEMUS, THITIOHATPUEMUS, THIIOXJIOPEMHUS,
TUIIEpKAIMEMUs], U TOPMOHaIbHOE 00cienoBaHue — BbICOKUI ypoBeHb 17OH-mporecrepona u
AKTT', cHuKeHHne KOpTu3oJa.

Kaxumu eopmonanvuvimu npenapamamu nposooumcs samecmumenvras mepanua? Kakue
BO3MOXKHBIE OCJIO)KHEHUS TIpM HEaJeKBAaTHO NOJOOpaHHOW 3aMECTHTENBHON Tepamnuu?
3aMecTUTENbHAs  TEpalusi  HPOBOJUTCS  IIIIOKOKOPTUKOCTepougamMu —  kopredpd u
MUHepaslokopTHKougamMu — KoptuHedd. [Ipu HemocTaTOuHO# 103€ BO3MOMKHBI OCIOKHEHUS —
KpPU3 HAANOYEYHMKOBOM HEIOCTATOYHOCTH, MPEKICBPEMEHHOE II0JIOBOE pa3BUTHE 110
reTepOCEKCYaTbHOMY TUIY Y A€BOYEK M IO N30CEKCYAIIbHOMY — y MaJb4HUKOB, IPU U30BITOUHON
J03€ — YBEJIMYEHHE Macchl Tesla, 3aJiepKKa cold M Bojabl (OTeku, mnosbimeHue AJl),
MIPEXIEBPEMEHHOE 3aKPBITHE 30H POCTa (HU3KOPOCIOCTH).
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