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«AIPEHO-TEHUTAJIbHBII CUHJIPOM»

I. Koa Trembi: O1.1.01.3.3.10

II. Ha3BaHue Tembl: «AJpEHO-TEHUTAJIbHBIA CUHAPOM)
I11. KoHTHHIeHT 00y4arommxcsi:acCIMpaHThl

Iv. IIpoa0/LKUTEIBLHOCTD 3aHATHA — 2 Yaca

V. Heab ceMunapa:

HayuHo-meToan4yeckoe 000CHOBaHNE TeMBbI.

[lo paHHBIM HEOHATaJbHBIX CKPUHUHTOBBIX MPOTpaMM pa3HbIX CTpaH, MOMYJIALUOHHAS
pacmpoCTpaHEHHOCTh CONMbTEpsIoNIeh (HopMbI anpeHoreanTanbHoro cuuaapoma (AI'C) BappupyeT oT
1 5a 10 000 mo 1 ga 15 000 mereit

Bricokas pacnipoctpaneHHocTh AI'C, cepbe3Hble MEIUIIMHCKUE U COLMAIBHO-D)KOHOMUYECKUE
MOCIIEACTBHSI HECBOEBPEMEHHOM JAMAarHOCTUKH, HaJIM4YKe Clienu(UYecKoro 1adbopaTopHOro Mapkepa
— 17-OHII (17-runpokcu-nporectepoHa) — OOYCIOBWIM BHEIPEHHUE MAcCCOBOTO HEOHATAIBHOTO
CKpHMHMHIa BO MHOTMX CTpaHax, B T. 4. B CILIA, ®panuuu, I'epmanuu, Uranuu u np. OH no3possier
paHblI€ BBIABUTH O0JIE3Hb, IPABUWIBHO OMNPEICIIUTh IIOJIOBYI0 NPHUHAIEKHOCTh peOeHKa U
3aperuCTPUPOBATh MACIOPTHBIN MO, MPEAOTBPATUTH PA3BUTHE OCTPOrO HAJIITOUYEYHHUKOBOTO KpH3a U

neTanbHOCTh. CKPUHUHT — EIUHCTBEHHO BO3MOXKHBIM METOJM JOKIMHUYECKOW JUArHOCTHKHU
BUPHUATIBLHON (GOPMBI OOJIC3HHU.
3amaga Bpaya — YCTAaHOBHUTH TI0JI, HE OTPAHUYMBASACH OCTJIBIM OCMOTPOM; MPEIyIPEIUThH

IICUXOJIOTHYCCKUEC HpO6J’I€MBI U OOIOJHHUTCIIBHBIC TCPAIICBTUYCCKUEC BMCIIATCIIbLCTBA, CBA3AHHBIC C
H€06XO[[I/IMOCTI)IO NEpEeMCHbI II0JIa U BLIpB,)KGHHOfI HU3KOPOCJIOCTBIO ITaIMCHTA, MHCKIIIOYUTH
HCOIIPAaBAaHHOC HA3HAYCHUC I''TFOKOKOPTHKOUIOB.

VI. 3anauu ceMuHapa:

Ha o6cy:xneHne BbIHECEHBI CJIETYIOIINE BOMPOCHI:
OTIpe/ICTICHUE «aAPEHO-TEHUTATLHOTO CHHIPOMAa)
TCHETUYCCKHUEC ACIICKTHI a}lpeHO-FeHI/ITaJ'II)HOFO CI/IHI[pOMa
OCHOBHBIE KIIMHUYECKHE (OPMBI aAPEHO-TEHUTAILHOTO CHHIPOMA
COBpPEMEHHBIE METO/IbI TUATHOCTUKHU aJPEHO-TEHUTAILHOTO CHHIPOMa
COBpPEMEHHBIE MTPUHIIMIIBI JICYCHUSI aJPEHO-TEHUTAIBHOTO CHHAPOMA

VII. TeMaTHKa cOO0IIEHUIA:

OpauHaTopaM TOATOTOBHUTH 3-4 COOOIIEHHS 11O TEME:
1. T'eHeTHueckue aceKTHI a[peHO-TeHUTAIBHOTO CHHAPOMA.
2. HeoHnaTanpHBIN CKPUHUHT aJIpeHO-TEHUTAIBHOTO CHHAPOMA.
3. T'opmoHOTEepanus agpeHo-TeHUTAIBHOTO CHHIPOMA.

VIII. [Inan npoBeieHUs1 NPAKTHYECKOI0 3aHATHS .

Bpems nmpakTrueckoro 3aHATus — 2 4.

[Tocne kaxnoro akageMU4ecKoro yaca — rnepepsis 10 MuH

1. BBoaHBIi 3Tan — 5 MuH. (ITpoBepKa NPUCYTCTBYIONINX, TIOCTAHOBKA LIEIH 3aHSTHS,
npeocTaBlieHNe HH(OPMAIIMOHHOTO OJI0Ka);

2. KoHTponb ucxogHoro ypoBHs 3HaHui — 10 MuH.

3. Paz6op TemaTtnueckoro 60IbHOTO (MM BBIMMHCKU U3 MEIUIIMHCKON KapThl) - 20
4. CooO1eHust OpAMHATOPOB 110 TeMe 3aHATHs - 20

5. OOcy>xkaeHue TeMsl, pa300p y37I0BbIX TpodiIeM — 15

6. KoHTpoJIb KOHEUYHOTO ypOBHS 3HaHNU — 20 MUH.

7. IlonBeneHne UTOroB, OTBETHI Ha BONIPOCHl — 10 MUH.
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IX. MeToauyeckoe odecneyeHne 3aHATHsI: MUKPOTAOJIUIIBI, CJIAl b, TAOTHITHI,

e lmirocTpaTUBHBIN MaTepHra: MyJIbTUMEAUMHbBIE CIIAalbl, MUKPOTAOIUIBI U TAOIUIIBL,
cxembl. JleMOHCTpalus WILTIOCTPATUBHOTO MaTepurasa B IPOLIECCE U3JIOKEHUS TEKCTa
(okoJ10 3-5 MHH);

e Meronuueckoe obecrieueHue: 2-3 TeMaTHUYECKUX OOJIBHBIX MIIH 2-3 BBIITUCKH U3 UCTOPUMA
0o0J1e3HHM JieTell ¢ apeHO-TeHUTAILHBIM CUHIPOMOM, Habop aHanm3oB (OAK,
AJIEKTPOJIUTHI U TIII0OK03a KPOBHU, OETIOK U (ppakuuu, Komporpamma u ap.)

e  VYyeOHO-METOANYECKHE TOCOOMS; YUETHO-MEAUIIMHCKAs IOKYMEHTALIHS

e udopmarnmoHHBIH 00K MO TeMe; BOIPOCHI ISl MPOrpaMMHPOBaHHOTO KOHTpouIs (NelO),
cuTyaurnoHHble 3a7auu (Ne5), TecThl AJ1sl IPOBEACHUS HCXOIHOTO U 3aKIIOUUTEIHHOTO
ypoBHs 3HaHui (Ne20).

X. MartepuajbHoOe o0ecniedeHne: J0CKa, OBEPX0/l, MyJIbTUMEAUNHBIN TPOESKTOP

XI. Ilepeyenb y4eOHBIX 3HAHMI U YMEHHUH
Opaunatopam [10JIKeH 3HATh:

>
>
>

9THUOJIOTUI0, MMATOICHE3, KIIMHUKY, JUAIrHOCTUKY aAPCHOTCHUTAJIbHOI'O CUHAPOMA
TAKTUKY INPOBCACHUA HCOHATAJIbHOI'O CKPUHHNTI'A
IMPUHIUIIBI JICYCHUA, HpO(bI/IJIaKTI/IKI/I " JUCIIaHCcepu3aiu aJpCHOTCHUTAJIbLHOI0 CUHAPOMA

OpauHaTOp J0JI’KEH yMeTh:

V VVVVVVY

coOpaTth reHeaTorn4ecKuil aHaMHe3

IIPOBECTU KJIMHUYECKOE 00CIIeJ0OBaHHE

Ha3HAYMTh HEOOXOAUMBII 00BEM MAPAKIMHUYECKOTO 00CIIEIOBAHUS

MIPOBECTH MHTEPIPETALNIO MTOTYYSHHBIX PE3yIbTaTOB 00CIIEI0BAHUS

MIOCTAaBUTh TMArHO3

HAa3HAYUTH 3aMCCTUTCIIbHYIO TOPMOHOTCPAIIUTIO

OKa3aTh HEOTJIOXKHYIO TIOMOILb NIPU CHHIPOME MOTEPH COJICH, IPH OCTPON HaAIIOYEYHUKOBOM
HEJIOCTaTOYHOCTH

MIPOBECTH PeabMIUTALIMIO U TUCIIaHcepu3annio 6onbHoro ¢ AI'C

XII. PekoMenayemasi Jiureparypa.

1.

N

10.

Herckas sHpokpuHoiorus : yueo. mocodue / 1. JI. Hukutuna. - PocroB u//l : ®enukc, 2006. -
224 c.

Herckue 6one3nu: yueOHuk / mon pen. A.A.bapanosa. — M.: [90TAP-Menua, 2007. — 1008 c.
JluarHocTuka u JieueHue YHJAOKPUHHBIX 3a00JIEBaHHM Y JIETEH U MOJPOCTKOB : yueb. mocoodue /
pen. H. I1. [la6anos. - 2-e u3n., ucnp. u gon. - M. : MElnpecc-undopm, 2009. - 528 c.
Jlexunu o neauatpun. [locobue st CTyIEHTOB MEIUIIMHCKUX BYy30B 11/pen. M.B.Opman. CII6
"®ommant" 2001r.

Masypun A.B., Boponnos B.B.Ilponenestuka nerckux 6oneszneit. — CI16., 1999.

Mkxkprymss, A. M. Heotnoxxnas sokpunosnorust / A. M. MkptymsH. - M. : TDOTAP-Menua,
2008. - 128 c. : mi1. - (AKTyaJIbHBIE BOTIPOCHI METUIIUHBI).

[lennatpus: Yuebnuk i MmenuuHckux By30B. [loa pen. H.IT. la6anosa. — CI16: CrerJIur,
2006. — 895 c.

PyxoBozcTBo no nerckoit saugokpuHoioruu / pea. Y. I'.J[. bpyk. - M. : T'90OTAP-Meaua, 2009.
-352c.

PykoBoacTtBo mo (apmakoTepanuu B meauarpuu M jaerckoi xupypruu /Ilom oOmi. pen.
A l.Haperopoauesa, B.A.Tabonuna. - T. 4. — M.: MEJAIIPAKTUKA-M, 2004. - 436 c.
OnpokpuHonorus nox ped. I'.A.MenbHuueHko. - nep. ¢ anri. - M.: 'D0OTAP-Menua, 2009. -
176 c. - (BayTpennue 6one3nu 1o J[PBUACOHY).

4



11. Dupokpunonorus nerert u nogapoctkos / FO. U. Crpoes, JI. I1. Uypunos . - CII6. : DJIBU-CIIG,
2004. - 384 c.

12. DupokpuHOIOTHA: HaMOHaBbHOE pyKoBojacTBO / pen. U. U. Jlenos. - M. : IDOTAP-Menua,
2008. - 1072 c. +1 37eKTpOH. ONT. IUCK.

X III. Bonpocs! 1J1s1 CAaMOCTOATEILHOM MOATOTOBKHU:

Ornpezerienne aipeHO-TeHUTaILHOTO CUHAPOMA.

OTHOJIOTHS, TEHETUYECKUE ACTIEKThI U MaTOT€HEe3 aJpeHO-TEHUTAIBHOIO CHHAPOMA.
OcHoBHbIE KITMHUYECKHE (POPMBI aJIPeHO-TEeHUTATHHOTO CHHAPOMA.

Junarnoctuka AI'C.

Heonanbhbiii ckpununr AI'C.

Huddepennmanpras nuarnoctuka AI'C.

OcHoBuble npuHLUIbl JedeHus AI'C.

KonTtponb anekBarnoctu jieuenus: AI'C.

LN~ E

X1V. Baok undopmanuu

«AIIPEHO-TEHUTAJIbHBIV CUHIPOM»

BBenenue

AJpEeHOreHUTAJIbHBIA CUHAPOM (BpOXIEHHAast AUCHYHKIMS KOPbI HAAMOYEYHHUKOB) - CHEKTP
3a00neBaHNd, OOYCIIOBICHHBIX Je(PEKTOM (EPMEHTHBIX CHCTEM, YYacCTBYIOUIMX B OHOCHHTE3E
CTEpOUHBIX TOPMOHOB HAIIOYEYHUKOB. 95% Bcex ciyyaeB 3a0osieBaHul CBsi3aHO ¢ Aeuuutom 21-
THIPOKCHIa3bl. YacToTa BCTPEUYaeMOCTH 3TOr0 (DEPMEHTATHBHOTO Je(eKTa OCTATOYHO BBICOKA U
coctabiisieT B cpeHeM 1:14000 HOBOPOKIECHHBIX.

[lo3aHsAs AMAarHOCTHMKA, HECBOEBPEMEHHAs U HEKOPPEKTHAs Tepamus MPUBOJAT K TSKEIbIM
HOCHEACTBUSIM: THOenn peOeHKa OT CONBTEPSIONIMX KpPU30B, OIIMOKaM B BbIOOpE IOJIOBOH
MPUHAJJIEKHOCTU NPU BBIPAXKEHHON BUPWIM3AILMM HAPYKHBIX F€HUTAIUN Y JIEBOYKH, HAPYIICHUSAM
pOCTa 1 TOJOBOTO CO3PEBaHUS, OECIIIOUIO.

N30exaTh TMarHOCTUYECKUX OLIMOOK IO3BOJISIET MPOBEIEHUE HEOHATAIILHOTO CKPUHHMHTA Ha
BbIsIBIIEHHE 21-TMapoKcuia3Horo aeduuura. B OCHOBE CKpMHMHIA JISKUT OIpENeNeHUe YPOBHS
170HII B cyxoMm mnATHE KpoBM Ha (uiIbTpoBaibHOW Oymare. CKpUHMHI SIBJISIETCS €JUHCTBEHHO
BO3MOHBIM METO/I0M JIOKJIMHUYECKOH AMAarHOCTUKU BUPHIBLHON (hOPMBI 3a00J1€BaHNS Y MaJIbYMKOB.
B 2001 r. PabGouas rpynmna EBpomneiickoro oOmiecTBa neanaTpoB-3HIOKPHUHOJIOTOB peKOMEHA0Bala
CTaHJAApTHI 110 MPOLEYpPE MPOBEIEHUS CKPUHUHIA U IO TPAKTOBKE €r0 PE3yJIbTaTOB Y JOHOLIEHHBIX
u HemoHomeHHbIX nered. B 2002 romy Ha oObeamHeHHOM KOHTpecce EBpomelickoro oOriecTBa
HeNaTPOB-3HAOKPHHOJIIOTOB M OOIIECTBAa IEAMATPOB-3HJIOKpUHOJIOroB UM. Jloycona Buikunca
(CHIA) Obu1 OpUHAT CTaHAAPT AMATHOCTUKM U JIedeHUs 21-TUApOKCUIa3HOW HEIO0CTaTOYHOCTH.
MHUHHCTEPCTBO  3ApaBOOXpPAHEHUS U  CoLMalbHOro paszButuss PP mnpuHsano u  onoOpuio
[TpropHUTETHBIN HallMOHATBHBIM MPOEKT B chepe 3ApaBOOXPAHEHHS 110 OPraHU3aLUU U IIPOBEIECHUIO
HEOHATaJbHOTO CKPUHHHIAa HA aJpEeHOTeHUTANbHBIM cuHApoM. W HecMOTps Ha TO, YTO 3TOT
MacIITaOHBIA MPOEKT TpeOyeT OOJbIIMX YCHIMH M KOOPAMHAIMM JEHCTBHHA CIyXO0 OpraHu3aluu
3/[paBOOXpPAHEHUS, CHEIHaTMCTOB-HEOHATOJIOIOB, TE€HETHUKOB, JHJOKPHUHOJOTOB, ATH YCHUIIHS
KOMIIEHCUPOBAHbl COXPAaHEHUEM JKU3HU M 3I0pPOBbsl COTHAM JETed C aJpeHOr€HUTaJIbHBbIM
CUHAPOMOM.

Onpenesenne



AnpenorenutanbHbiii cuaapoMm (AI'C), unu BpoXACHHAS THUIEPIUIa3Usl KOPbl HAANOYEYHHKOB,
rpymnma 3a00JeBaHul ¢ ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIEIOBAHUS, B OCHOBE KOTOPBIX JIEKHUT
nedexT ogHoro u3 (GEepMEHTOB WM TPAHCHOPTHBIX OENKOB, MPUHUMAIOIIUX y4acTUe B OMOCHHTE3Ee
KOpTH30J1a B Kope HaamodeuHukoB. Camoit pactipoctpanennoit popmoit AI'C (90-95%) sBnsiercst 21-
TUIPOKCHUIIa3HAasl HeOCTaTOUHOCTh. Habmonaercss mperMyIecTBEHHO Y AeTel )KEeHCKOro IMoJIa.

CHHOHMMBI
» BpoxaéHnas qucdyHKIUsS KOPbI HAAIMOYSYHHKOB
» Cunapom Anepa-I'ame
» Cunnpom Kpyka-Anépa-I"amie

JTHoN0THSA

HacnenctBennbiit gedekt B GepMEHTATUBHBIX CHCTeMaX (B OOJNBIIMHCTBE CIIy4daeB Ne(UIIUT
WIA HEIOCTaTOYHOCTh 21-ruapokcunassl u  aedumut 11-rUApOKCHIIa3bl; pekKe BCTPEUAOTCS
HEJI0OCTaTOYHOCTh 3-0era-on-gaerunporenasel, nedurur 18 wm 77-ruapokcunas, aeduur 20-22-
JIECMOJIa3bl U Jp.) MIPUBOAUT K CHUKEHHUIO COJEPKAaHUS B KPOBH KOPTH30J1a U aJIbJOCTEPOHA.

CuHTe3 MOJOBBIX TOPMOHOB IMPU 3TOM B KOpE HAIINOYEYHUKOB He Hapymaercs. Huskwuii
YPOBEHb KOPTH30JIa B KPOBH IO TMPUHLUIY OOpPAaTHOM CBS3M CTHUMYJUPYET THUIIOTAIAMO-
runoduzapuyto cuctemy u nosbienue cekperuu AKTI. B cBoro ouepens Boicokuit ypoBenb AKTT
CIOCOOCTBYET THUIEPIUIa3UU KOPBI HAJANOYECYHUKOB MMEHHO TOW 30HBI, B KOTOpPOW HE HapyIIeH
CHUHTE3 TOPMOHOB - MPEUMYIIECTBEHHO aHJPOreHOB. OJHOBPEMEHHO C aHIPOreHaMH O00paszyroTcs
MIPOMEKYTOUHBIE TTPOYKTHI CHHTE3a KOPTH30J1a.

I'eneTuyeckue acneKThI

» Henocratounocts 21-ruapoxcuinaszsl (201910, K® 1.14.99.10, 6p21.3, MmyTanuu reHOB
CYP21, CA2, CYP21P, p) nabmonatot B 95% ciayuyaeB aipeHOTeHUTAILHOTO cuHapoMa. Jledekt
21-runpoKcuiaassl MOXKET OBITh 00YCIIOBIIEH pa3TnyHbIMU MyTanusMu rena CYP21,
KOAUPYIOUIEero NaHHbIN (hepMmeHT. ['eH cocTouT u3 10 5K30HOB U PACIIONOKEH HAa KOPOTKOM
miede 6-i1 XpoOMOCOMBI PSIIOM C TJIaBHBIM KOMILIeKcoM ructocopmectumoct (HLA). B
HerocpeacTBeHHou 01m30cTu ¢ reHoM CYP21 pacnonoxen nicesaoren CYP21P. O6e
HYKJIEOTHAHBIE MOCIIEI0BATEIbHOCTH JIOKAIIM30BAHbI B Mpeiesiax FTeHHOTO KJIacTepa pa3MepoM
oko1o 60 kb, B KOTOpoM Takke HaXOAATCs 2 TeHa YeTBEPTOro KoMmnoHeHTa komruiementa (C4A
u C4B). CYP21 u CYP21P BbICOKOTOMOJOTHMYHBI, OAHAKO (DYHKIMOHAILHO aKTUBHBIM SIBIISIETCS
tonbko CYP21, toraga kak CYP21P siBnsiercs nceBaoreHom, T.K. COACPKUT Psi MyTallUid,
HapYUIAIOINUX HOPMAJBHBIN X0/ TPAHCKPUIIIUHU U MOCIEAYIOIIEH TPAHCIISIIUN TTOJTHOIEHHOTO
Oenka. TanneMHas opraHU3aIs BBICOKOTOMOJIIOTUYHBIX T€HOB CO3/IAeT MPEANOCHUTKHA K YaCThIM
peKOMOMHALIMSM MEXAY HUMU B BUJ€ 3aMelleHus 0onbioro ¢pparmenta rena CYP21
AQHAJIOTMYHBIM (PparMEeHTOM IICEBIOTE€HA WM MEPeHOca MalleHbKUX ()parMeHTOB MCEBIOTEHA B
aKTHBHBIN reH (TeHHas KoHBepcus). [loo0HbIe MyTaluu MOTYT IPUBOAUTD K TIOJTHOM HIIH
YaCTUYHOU moTepe PepMEeHTATUBHOM aKTUBHOCTH 2 | -ruapokcuia3sl. B HacTosIee BpeMs
onucanbl fecatku Mytaumii CYP21, npuBoasimux k nepexry P450c21. [Ipu ymepennom
HejocTaTke epMeHTa pa3BUBACTCS BUPUIIbHAS (HEOCIOXKHEHHAsA) hopMa CHHAPOMA, TIPH
KOTOPOU MPUAAIOT 3HAYEHNE UCKIIIOUUTEIIEHO CUMIITOMAaM U30bITKa aHaporeHoB. [Ipu nmoxHoM
O10Ke epMeHTa pa3BUBaeTCs coibTepsaomas (Tshkénas) Gopma (cunapom Jledpe-Ouburepa).
Hapsiny ¢ ymeHbIIeHHEeM CUHTE3a KOPTU30J1a, CHIDKEHA IPOAYKIIMS aldbA0CTEpOHa; JTa popma
MIPOSIBIISIETCS B TIEPBBIE MECSIIBI )KU3HU, 0€3 JIeUeHUs, KaK MPaBUIIO, 3aKaHYUBAETCS JIETATbHO.

» Henocratounocts 3-p-nme-ruaporenassl (*¥201810, Kd 1.1.1.210, 1pl3.1, myranud TeHOB
HSD3B1, HSD3B2, p) npuBOIUT K HapyLIEHUIO CUHTE3a KOPTU30JI1a U aJlbJIOCTEPOHA HA pAHHUX
CTaausx WX oOpa3zoBaHMs. Y 3a00JICBIIMX pPa3BUBACTCS CONbTEpsromias ¢Gopma 3a00JieBaHUS.
JleTanbHOCTH BBICOKA.

» Henocratounocts 18-okcumasbr («124080, KOPTHKOCTEPOH METHII OKcHjasa I, p) mposBiseTcs
W30JIMPOBAHHBIM HApPYIICHHEM CHHTE3a aJlbJIOCTEPOHA C Pa3BUTHEM COJbTEpsromeld (HopMbl
3a0osieBaHus1. bollbHBIE YMUPAIOT B paHHEM JIETCTBE.
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» Henocratounocts 11-p-rugpokcunaser  (¥202010, Ko 1.14.15.4, 8q21, MyTranmum TEHOB
CYPI11Bl, CYP11B2, p) BBI3bIBACT TUIIEPIPOLYKIHUIO MHUHEpaTOKOPTUKOU 1A
JI€30KCUKOPTUKOCTEPOHA, a TaKkKe HaANOYEYHUKOBBIX AaHJIPOreHOB (TUIEepTeH3UBHAs ¢opma
a/IPEHOT€HUTAIIEHOTO CHHIPOMA).

» Henocratounocts 20,22-necmonazsl  (¥201710, p) mnposiBiseTcs HapyIIeHHEM CHHTE3a
KOPTHU30J1a, aJIbJIOCTEPOHA U aHIPOTEHOB. JTO NMPUBOJIUT K MOTEPE COJIEH, TIIIOKOKOPTUKOUTHON
HEJOCTATOYHOCTHU U 3aJIepXKKE MOJIOBOT0 MACKYJIMHU3UPYIOLIETO Pa3BUTHS Y IJIOJIOB MYXKCKOTO
noja. bonbHbIe TOrHOAIOT B paHHEM JIETCTBE.

» Jlpyrue dopmbl (k mpumepy, HEAOCTATOUHOCTh 17-a-THIPOKCHIIa3bl) HAOIIOAIOT 3HAYUTEIBHO
pexe.

IlIaTorenes

OTOT CHHIPOM OOYCIaBIMBACTCA THIEPIPOAYKIIMEH aHJIPOTEHHBIX M ACTPOTESHHBIX
TOPMOHOB, a TaKXe€ MX OMOXHMMHUYECKUX MeTabonuToB. [locnenHne MMEOT pa3Hyr TOPMOHAIBHYIO
AKTUBHOCTh. KOJTMYECTBO BBIACICHHBIX CTEPOMIAHBIX TOPMOHOB HAIpsSMYIO 3aBHCUT OT BHJA
IIaTOJIOTOAHATOMHNUYCCKHUX PI3M€HCHI/II71 B Kope HAaAIIOYCYHUKOB - mneprmaslzm NN OHYXOJII/I - oT
CEKpPETOPHOM aKTUBHOCTH. Yalle Bcero OH BBI3BIBACTCA BpPOXKIEHHOW Iuddy3HON runepruiasuei
CETYATOM 30HBI KOPHI HAIMOYCYHUKOB, PEXKE - TOOPOKAUSCTBEHHOW MU 3JI0KAYECTBEHHON OIYXOJIBIO
Kopbel. CHHIPOM MOKET NEepelaBaThCsl MO HACIEACTBY KAK PELUECCUBHBIA MPU3HAK, MPU KOTOPOM
HOCHUTEJIM UMEIOT HApPYLIEHHBIM CTEPOUJOCHHTES.

Jlist BposkieHHOH (pOpMBI 3TOT0 3a00JIEBaHUS XapaKTEPHO TO, YTO MPU3HAKU €TO TOSBIISIOTCS
cpazy mocie poxacHus. KoneuHo, mnpeoOiagaeT CeKpeuus aHIPOTreHHBIX TOPMOHOB, YTO
00yCIIOBIMBAET pa3BUTHE BHUpPUIN3Ma. BeiencTtBue 3TOro y JKEHIIMH aHIPOTeHHAs aKTUBHOCTH
pa3BHBAETCS B HANPABICHUM T'ETEPOCEKCyalu3Ma, a y MYXYUH - M30CeKcyanusma. ['opa3no pexe
HabOmo1aeTcsl mpeobiaaHne TMOBBIIICHHOW MPOIYKIMH 3CTPOTEHOB, KOTOpBhIE OOYCIOBIMBAIOT
pa3131/1Tne FOMOCGKCyaJII)HI)IX ﬂBJICHPIfI y KCHIIMH, U FeTepOCGKCyaJII)HI)IX ﬂBHeHHﬁ Yy MYX4YUH,
nposiBisitoruecs pemMuHnzanuu. M3BecTHO, YTO HAAMOYSUHUKH HAUMHAIOT (PYHKIIMOHUPOBATH €IIe B
epuoj;, BHYTPUYTPOOHOro pa3Butusa I1oja. [lostoMy mpu agpeHOTeHUTAIbHOM CHHApPOME
BbIpa0OTKa HM30BITKA AHIPOTCHHBIX M JCTPOTCHHBIX TOPMOHOB BIMSIET Ha YK€ CIOKUBIIUKHCS B
IIOJIOBOM OTHOIIICHUU ILJIO. HSMGHGHI/I?[ HOJ'IOBOI\/'I CHUCTEMBI, HepBHqHBIX 158 BTOpI/ILIHI)IX IIOJIOBBIX
MPU3HAKOB T€M SIBCTBEHHEE, YeM paHbIlle MPU Pa3BUTHH IUIOAA Pa3BUiIach MOBBIMICHHAs (DYHKIUS
KOpBI HAAITOYCYHUKOB.

[Ipenmnonararor, 4TO CHHTE3 TOPMOHOB KOpBI HAAINOYEYHHUKOB IIPH AJPEHOTEHUTAIBHOM
CI/IHI[pOMe, BI)ISBaHHI)II\/'I mnepnnameﬁ CeTanOﬁ 30HBI KOpBI, HapymaeTCﬂ, HUCKAXACTCA WU
OIoKupyeTcs U3-3a HelocTaTka (pepMEHTOB Ha OINpeAeNIeHHOW CTaJuu CTepouaoreHesa. BeneacTsue
HapylLIeHU OMOCHHTE3a KOPTUKOCTEPOUIHBIX TOPMOHOB KOPBI HAJIMOUYEYHUKOB TEPSET CIIOCOOHOCTh
JIOBECTH CHHTE3 K BBIJICJICHUIO KOPTU30Ja, YTO HWHTHOUPYET BIUSHUE HA TMEPEAHIOI0 JOI0
runodusa. [Ipu 3TOM Hapymiaercs peryisiTopHas B3aWMOCBSI3b MEXIY KOpPOM HaAlOYEYHUKOB M
runoduzoMm. AneHorunodu3 HayMHAET CEKpeTUpoBaTh MoBbIIIeHHOEe KomuuecTBO AKTI, uto
HpI/IBO)II/IT K rnnepnnamn KOpI)I HAaAITOYCYHUKOB. CJ'I@I[CTBI/IeM HapymeHHs{ 9TUX npoueccma ABJIACTCA
TO OOCTOSATENHCTBO, YTO AHJIPOTEHBI U ACTPOTEHBI HE JOCTUTAIOT CTAIUU KOPTU30Ja, U UX YHCIIO
pe3ko Bo3pactaeT. OHU MOAABIISIIOT TOHAIOTPOIHYO (QYHKIIUIO TIEPEIHEH 1011 TUIo(u3a, BEI3HIBAET
runotTpouio U arpouro MojaoBhIX kene3. HacTymaer runmoTpodus monoBoil cuctemsl. Y IeBOUYEK
ATO MPOSBIISACTCS MEPBUYHON aMeHOpeer u OecryiogueM, a y MajJb4MKOB - THIOIUIA3MEH SUYEK U
acrepMareHe30M.

Kinnudeckasi kapTuHa 3a00/1eBaHusA (CHMIITOMBI M CHHIPOMBI)

Knunnyeckue nposiBieHus apeHOreHUTaIbHOIO CHHAPOMAa 00YCIIOBIEHBI CTENIEHbIO
650kaibl hepMEHTATUBHBIX CHCTEM, YUACTBYIOLIMX B CHHTE3€ KOPTH30J1a - TIOJTHbIN WM HEMOIHbIHN
0JI0K.

[Tpu nonHOM OJ0KE pa3BUBAIOTCS TPU KIMHUYECKHUE (POPMBI BPOXKIEHHOTO 3a00JI€BaHUS:

» TIpocTasi BUPMIN3UPYIOMIas (BPOXKICHHAS)
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»  COJBbTEPSIOIAs,
» TUIEpPTCH3UBHAsL.
IIpu HenonHOM G10Ke (PEPMEHTHBIX CUCTEM BO3MOXKHBI Pa3JINYHbIE KIMHUUECKUE BApUAHTHI -

Pa3sHOBUIHOCTH MPOCTOM BUpMIN3YIOIIEH (popMbl (aapeHoreHnTanbhblii cuaapom AI'C nepuoaa
nyoepranuu 1 AI'C B3pocCibIx).

B 3aBucumocTtu ot nepuoaa KMu3Hu, Koraga MaHI/I(I)eCTI/IpOBaJIO 3a6OHeBaHHH, BBIACIAOT

cienyromue GopMbl IPOCTON BUPHIM3YIOLIECH TUIIEPIIa3uy HAAOYEYHUKOB.

1.

3.

Ilpocmas eupunuzyrowas gopma adpeHo2eHUmanbHo20 CUHOPOMA - BPOXKIEHHAsl MaToJIOrus,
00yCJIOBIICHHAs] HETIOJIHBIM, TEHETUYECKH JAETEPMUHUPOBAHHBIM (pepMeHTaTUBHBIM OsiokoM C-
21-ruipoKCUIMPOBaHUs, Hauboliee pacnpocTpaHeHHasipopMa aJpeHOreHUTAILHOTO CHHJIpOMA.
[Ipu »>TOHt ¢opme cTeneHb BHPWIN3ALUM MOXKET OBITh PpPa3HOM - OT THPCYTU3MA M0
TeTePOCEKCYaInu3Ma B 3aBUCUMOCTH OT II€PHOJa BO3HUKILEH BUPHIN3ALUA: AHOMAIUH Pa3BUTHS
IOJIOBBIX OpPraHOB, TUHEPTPOGUS KIUTOPA, H3MEHEHHUS YpPOTCHHTAIBHOTO CHHYCa, POCT
CKpoTanadHaibHON CKIIaJIKH, TIEPBUYHAs aMEHOpPEsl, YBEJIMYCHHE MIOJIOBOT0 WieHa, acne vulgaris.
VY neBodek yacTo HaOIIOAAIOT BPOXKAEHHBIE U3MEHEHUS MeHUTANNN (TIEHUCOO0Opa3HbIN KIUTOP,
YPOT€HHUTAJbHbII CHHYC, MOLIOHKOOOpa3Hble OoJiblMe MOosoBble TI'yObl). B moctHaTampHOM
Nepuoje BUPUIM3ALUS MPOJOJKAETCA (POCT MBIIIEYHOW MAacChl MO MY>KCKOMY THILY, I'pyObIil
rojoc, TUPCYTHU3M, ameHopes, arpodus TpyIHBIX Keje3). Y MIAJEHLEB MYKCKOTO I0Ja
cieAcTBue M30BITKA AaHAPOTEHOB BO BPEMsI  Pa3BUTHSA IUIOJAa - MaKpPOT€HUTOCOMUSI.
B noctHatanbHOM mepHOZe HAuMHAETCS MPEXICBPEMEHHOE I10JIOBOE CO3peBaHHe Ha (QoHe
HEeZ0pa3BUTHUS SMYEK (CliepMaToOreHe3 OTCyTCTBYET). BeiiecTBUE paHHEro 3akpbITHs 30H pocTa
JIETH OCTalOTCS HU3KOPOCHbIMH, "peOeHoK-repkyiiec”. CTeneHb BbIPAXKEHHOCTH YyKa3aHHbIX
CUMIITOMOB MOKET BapbUPOBATH B JIOCTATOYHO IMIMPOKUX IIPEAEIIax.

Convmepsiowas  ¢opma  8pPOANCOCHHO20 — AOPEHOLEHUMAIbHO20 — CUHOpoma  HaOIIoacTCs
TPAJMLIMOHHO Yy HOBOPOXKIAEHHBIX M Malbllliell mepBoro roja ku3HU. [IposBusercs
CPBITMBAaHHMEM, PBOTOHM, AWApeeH, MOXYyJAaHWEM, apTEPUATIbHOM THUIIOTEH3UEH U CyAOpPOTaMH.
CompoBokiaeTcsi BUpWIM3alMedl M HapyIIEHHMEM BOJHO-COJIEBOTO OOMEHa, BBbI3BAaHHAsS
BBIpOKEHHON HeZocTatodyHocThio C-21-runpokcunupoBanus. Hapsimy ¢ HapymieHHWeM CHHTe3a
KOPTH30Jla CHUXKAETCS W CHHTe3 albAocTepoHa. JlehpekT QepMeHTaTUBHONH  CHUCTEMBbI
NPOSIBIISIETCSl HA dTare IMpeBpalieHus: mnporectepora B 11-me3okcukoprukoctepon. [Ipu stoi
dopme oTMeyaroTcs IceBAOrepMagpoIUTH3M Y JAEBOYEK M MAKPOI'€HUTOCOMMS y MaJbUHKOB,
CHHIPOM TIOT€PH COJIM: TUIOHATPUEMHsI, THUIEpPKAIHEeMHUs, HACTHApATalus, TUIIOTECH3N,
TUIOTTIMKEMHSL. Y MaJIeHbKHX JIETeH ¢ COJBTEPSIOIINM CHHIPOMOM MOSBISETCS OECIOKONUCTBO,
IUIOXOM ammeTuT, 3alep)KKa yBEIUYEHUS Beca, pPBOTA, CHUMIITOMBI JECTHApATallid - TpHU
OTCYTCTBUH JICUEHUS JETU MOru0aroT OT KoJuianca. Bo3aMOXXHBI JieTaabHblE Clyyau BCIEACTBUE
THIEPKAIMEMHUH, YTO Jake HE COMPOBOXKIAeTCs aeruiaparanueir. Hambomnee Tspkenoe TedeHue
aJIpCHOTeHUTANIBHBI  CHHAPOM  HaOmojaeTcs MNpH  HapyWIeHWM  aKTUBHOCTH  3b-
OKCHJIETHIPOTEHa3bl - HAPYUICHWE COJEBOr0 OOMEHa, MapaJoKCAIbHBIE HApYIICHUS CTPOCHUS
HApYXHBIX TIOJIOBBIX OPTraHOB (THMHYHAS, HO HE TsDKENas BUPUIU3AIMS HAPYKHBIX MOJIOBBIX
OpraHOB y JIEBOYEK U TUTIOCHA/INS Y MATBYMKOB, BEI3BAaHHASI HAPYIICHHEM CHHTE3a TECTOCTEPOHA
B sMuKax). HalmoyeuHnKoBble KPHU3HMCHI MPOTEKAIOT OYEHb TSDKENO, JETalbHbIE HCXO/bI
Pa3BUBAIOTCS TaXKe MPH BBEIECHUH OOJBIIMX 03 CTEPOUTHBIX TOPMOHOB M JIETHIPATAIIHOHHON
Tepanum.

l'unepmonuueckuti 6apuanm aopeHO2eHUMANbHO20 CUHOPOMA XAPAKTEPUYETCS COUCTaHHEM
BUPUJIN3MA U apTE€pUAIbHON TMIIEPTOHNH, 3aJ€PKKOU HaTpus U xiaopuaoB. Henocrarounocts C-
11-runpokcunassl B opraHu3mMe OOJBHOIO MPUBOAUT K TUIEPHNPOAYKIUH 1 1-1e30KCuKOpTH3071a
U 3HAUUTENbHOMY  HM30BITKY  11-7€30KCHKOPTHKOCTEPOHA,  HMEIOIIUX  BbIPA)KEHHbIE
MUHEPATIOKOPTUKOUHBIE CBOMCTBA. IIpn 3TOM pe3ko yBenuumBaeTcs BBIAEIEHHE ¢ MOUYOM 11-
JI€30KCUKOPTU30J1a M KeTomperHaHauoina. KiuHuueckue  nposiBIeHHA — 3a00J€BaHMA:
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BUpWJIM3alys, BbIpaXXCHHAs TUIICPTCH3UA, HAPYIICHHA ToOMEoCTasa, alnugos3. Bo3MoxHEI
SMU30JbI BHC3AIMHOI'O MOBBIMICHUS TCMIICPATYPHI, 06yCHOBHeHHbIe MAaCCHBHBIM MOCTYIIJICHUCM B
KpOBb MeTaboIuTa KOPTHU30JIa JTHUOXOJIAHOJIOHA. v HEKOTOPBIX OOJILHBIX Ha6moz[aeTc>1
CHHIXCHHUC YPOBH Caxapa B KPOBHU.

CrnemyeT OTMETHTb, YTO CONBTEPSIONIAS U THIIEPTCH3NOHHAS (DOopMa apeHOTCHUTATBHOTO
CHHJIpOMA IPOSIBJISIIOTCS B IIEPBbIE JHU IIOCTHATAIBHOIO IIEPUO/IA, COIPOBOXKAAKTCS YTPOKAKOIIUMU
JKU3HU CUMIITOMaMHu, JIETU MOrH0al0T B paHHEM BO3pacTe.

Ilybepmammvie ¢hopmul adpenozeHumanbHo20 cunopoma

OO0ycnoBIeHBI HETIOIHBIM J1ehekToM hepMeHTaTUBHON cucTeMsbl (nedumur C-21-
THJIPOKCUIIA3hl), 3200JI€BaHUE MPOSIBIISICTCS TOJIBKO B IIEPUOJI IIOJIOBOTO co3peBanusi. B mybepratHoM
nepuoJie 0OHapy)HuBaeTcs 1e(pUIUT FOPMOHAIIBHBIX PE3E€PBOB KOPTH30J1a B
opranusme. Knnmunueckue nposiBiaeHus: TMIOKOPTUIIM3M U JaHHOM BapHaHTe OTCYyTCTBYeET. Jlo
II0JIOBOTO CO3PEBAHUS OPraHU3M Pa3BUBAETCSI HOPMAJIBHO - BHELIHE OOJIbHBIE HUMEIOT IOCTATOYHO
BBIpaXCHHBIE )KEHCKHE NTpU3Haku. Ho npu aHTpOnoMeTpuyECKUX UCCIIEI0BAHUAX €CTh IPU3HAKU
MacCKYJIMHM3ALUU CKeJleTa - HEKOTOPOe YBEIMUYCHHE NIMPHUHBI IJ1ed. HapyKHble 10JI0BbIE OpraHbl
00BIYHO M3MEHEHBI MAJIO - €CTh TOJIBKO HEOOIbIIasi TUIEPTPOHS KIUTOpa. MEHCTpyalud MOTYT
HOSBISATHCS] CBOEBPEMEHHO. 3aMeUIEHHOE Pa3BUTHE MOJIOUHBIX JKEJIE3.

C HavanoM I0JIOBOTO CO3PEBaHUs BBISBIISIFOTCS OCHOBHBIE ITPU3HAKU 3a00JI€BaHuS,
BbI3BaHHbIE TMIEPIPOLYKIMEH aHIPOr€HOB: THIIOMEHCTPYAIbHUN CUHPOM, MECAYHBIE YACTO HOCST
AQHOBYJIAITOPHBIN XapaKTep, BO3MOXKHA BTOPUYHASI aMEeHOpes. XapaKTepHO NePBUYHOE OECIIOHE.

ITo mMepe yruereHust pyHKLIUU COOCTBEHHBIX I'OHA/l HAOII01aeTCsl CUHAPOM AeheMUHU3AINN:
IIPEKpaLAeTCsl JalbHENIEe pa3BUTHE MOJIOYHBIX XKEJIE3, MOSIBIISIFOTCS CUMIITOMBI MAaCKYJIMHU3AIUH
(oBoNOCEHMeE nMLa, Oeaep, BOKPYT COCKOB, IO O€JI0M JIMHUM KUBOTA). B oTianuue oT 60JIbHBIX €
IIPOCTON BUPMIIBHON (POPMOI aJJpeHOT€HUTAIbHOIO CUHAPOMA, TUPCYTU3M BBIPAXKEH YMEPEHHO,
TEMOp rojioca OCTaeTCss HOPMAJIbHBIM. XapaKTEPHO MOSABICHUE CAIbHOCTH KOXKH, CBIIH, YTpel Ha
JuIe U rpyad. YacTo npucoeauHsIeTcs 0)KUpPEHUE.

[Tpu anpeHoreHUTaNIBLHOM CUHIpPOME Neproja mydeprauun Habmonaercs pannee (¢ 10-12 ner)
OBOJIOCEHHE Ha JIOOKE U B MOJAMBIIIEYHBIX sIMKaX. MOJIOYHbIE JKeTIe3bl

runomnactTuueckue. OKa3bIBaeTCsl HE3HAUNTEIBHOE YBEJIMUEHHUE KIIMTOPA, CY>KEHHUE BIIarajaulla,
TUNOIIa3us MaTKU. Y OOJBIIMHCTBA OOJIBHBIX C MEPBBIX K€ MEHCTpyaluii HaOII0Jat0TCs 3aAEpKKU
oT 1 710 4 Mecs11eB, MEHCTPYaJIbHBIN IIUKJI aHOBYJIATOPHBIA. Y MHOTHX OOJIBHBIX pa3BUBAETCS
BTOPUYHBIN CKJIEPOKHCTO3 SIMYHUKOB, COTIPOBOXKAAETCS O0JIe€e BhIPAKEHHBIM TUPCYTU3MOM U
NEPBUYHBIM OECILIOTUEM.

JAnarnocruka

» VY4er ceMeWHOro aHaMHEe3a - HaJIMYUe B CEMbE JIETEH, TOTHOMINX B TPYAHOM BO3pACTe TPU
ABJICHUSAX DKCUKO3a U HAJIMYUS HENPABWIIBHOM CTPOEHUS HaPY KHBIX ITOJIOBBIX OPTaHOB.

» B KpoBU 1 MOYE TMOBBIIICHBI KOHIIEHETPAIIMY HAIMTOYEYHUKOBBIX aHJAPOTEHOB (TECTOCTEPOH,
aH/IPOCTEHIUOH, IETHPO3UAHIPOCTEPOH) U MpeIIIeCTBEHHUKOB KopTu3ona (17-
TUIPOKCUIIPOT€CTEPOH )

» B Moue noBeinieHs KoHIEHTpanuu 17-okcukoptukocreponioB (17-OKC) u mpernanerpuona
(MmeTabonuT 17-THIPOKCUTIPOTECTEPOHA)

» Ilpoba c nekcamerazonom. [Ipuém nexcamerasona B 03e 2 Mr 4 p/CyT B TeueHHE 2 JTHEH
nonasisiet npoaykiuo AKTI u mpuBomuT k cHIKeHUIo cytouHoi skckperun 17-OKC na 50%
u Oonee. ITpu omyxousax (aHIPOCTEPOMBI, aAPEHOOIACTOMBI) TAKOTO CHUKEHHUSI HE HAOJII0Jal0T

» Tlpu comprepsromnieii popme onpenesnstoT NOBEIIeHHOe coaepkanue K+, cHmkenHoe
coxepxxkanue Na

» C moMomIpio palHOMMMYHOJIOTHYECKH MeTO10B onpeneisitoT ypoBerb AKTI kpoBn.

» DKCKpeIlHs 3CTPOreHOB C MOYOi OOBIYHO MOBBIIIEHA, HO MPE00IaIat0T (PHU3HOIOTHUECKH
HEaKTUBHbIE (POPMBI - 3CTPOH U 3CTPOIL.



» JlaHHBIE MTHEBMOIICIbBHOTPadHH Y OONBHBIX ¢ TyOepTaTHOM (GOPMOIA apEeHOTCHUTAIBHOTO
CUHApOMA Majio HH()OPMATUBHEL. BO3MOXKHO pa3BUTHE BTOPUYHOTO CKIEPOKHUCTO3a,
PEHTTCHOJIOTUYECKAasl Pa3HUIIA B pa3Mepax MaTKU M SUYHUKOB yBennuuBaetcs. [Ipu panueit
JUATHOCTHKE MMyOepTaTHBIX (JOPM aIpEHOTCHUTATLHOTO CHHIPOMA pa3MepPhl HAIIMTOUYCYHHKOB HE
U3MEHEHBI, Y OOJILHBIX C pa3BePHYTON KIMHUKOH OMpEAeseTCs UX YMEPCHHAs TUIEPILIa3Hsl.

Heonamanwvnuiii ckpunune degpuyuma 2 1-2u0pokcunasol

B ocHoBe ckpuHuHra nexur onpeneneHue ypoBHs 170HII B cyxoMm msTHE KpoBU Ha
buIbTpOBANILHON OyMmare.

Yposenb 170HII onpenensercs (GIOOPOUMMYHOMETPUYECKAM METOJIOM C TTOMOIIBIO
crangaptHoro Habopa (enpdus neonaran 170KC, Wallac, ®unnsuaus).

v’ 1-1 sman - poounvbmwili Oom, TAe O0pasibl KANWLISPHON KpPOBU M3 IATKH OepyTcs y
JIOHOILIEHHOTO HOBOPOJKACHHOTO Ha 4-€ CYyTKH Iocje poXxaAeHUs (y HEZOHOILICHHOTO - Ha 7-€
CYTKHM), HAHOCATCS Ha (UIBTPOBAIBbHYIO OymMary W OTCBUIAIOTCS B CHEIUAIU3HPOBAHHYIO
nabopaTtopuro. JTa Mmporenypa BBHIIOIHIETCS OAHOBPEMEHHO JJIsl CKPUHMHTA HA BPOXKACHHBIN
TUIIOTUPEO3, TalaKTO3EMHUI0, MYKOBHCIIN/I03 U (DEHUTIKETOHYPHUIO TIO TEM CTaHIapTaM, KOTOPbIE
PEKOMEHIOBaHBI U YK€ MpoBoaiTcs. O0A3aTeNbHBIM YCIOBUEM SIBIISICTCS TIIATENIbHAS MPOIHUTKA
KPOBBIO MATHA Ha PUIBTPOBATILHOM Oymare. B compoBOIUTENBHBIX TOKYMEHTAX, OTCHUIAEMBIX B
1a0opaTopuIo, MOMUMO CTaHJAPTHON WH(POPMAIMK HEOOXOAUMO YKa3aTh BEC HOBOPOXKACHHOTO,
CPOK TecTalli TpU HEJOHOIICHHOCTH, MPUEM MAaTephlo /WM PEOEHKOM JeKcaMeTa3oHa,
BBIpOKEHHYIO Omnnpyonnemuto (> 30 mr/mi), npuMeHeHue B/B TpaHCy3UH 10 B3ATHSI KPOBU Ha
TSTHO.

v’ 2-1i sman — nabopamopusi, TIie BBIMOJHAOT uccienoBanue yposHst 170HII, mpoBoasIT BEIGOPKY
IIOJIOKUTENBHBIX PE3YyJbTAaTOB U MOBTOPHO TECTUPYET COMHMTEINBHBIE pe3yibTaThl. [l neren,
POXKICHHBIX Ha PA3IMYHBIX CpPOKaxX TIECTAllMH, HCIOJIb3YIOTCS OTHEIBHBIE HOPMaTHBHBIC
crangaptel ypoBHs 170OHIIL. Oto olycnosieno tem, uro ypoerb 170OHII y HegOHOIIEHHBIX U
MaJIOBECHBIX JE€TEH 3HAUYMUTEIbHO BBIIIE, YEM Y JETEH, POKIACHHBIX B CPOK M HMEIOLIUX
HOpMalbHBIA Bec. OTcyTcTBUE HOpMaTHBHOW miKanbl 3HadeHuil 170HII moxer nmpuBoauTh K
OO0JIBILIOMY YHCITY JIOKHOTIOJIOKUTENIBHBIX pe3yJbTaToB. B maboparopusix, OCYLIECTBISIOMINX
CKPUHHUHI, HEOOXOJIUM IOCTOSHHBIM KOHTPOJIb KadyecTBa IPOBEIECHHUS TOPMOHAIBHOTO
uccnenoBanus. K 9-10 ngHIO KM3HM JIOHOIIEHHOro pebeHka JnabopaTopHas o00paboTka
pe3ynbTaToB JOKHA ObITh 3akoH4YeHa. MHdopmanus o Bcex MOJOKUTEIbHBIX pe3yJbTaTax
JIOJDKHA OBITh HEMEAJICHHO HallpaBlieHa B MOJMKIMHHUKY [0 MECTY JKUTEIbCTBa peOeHKa WIN B
CTalMOHAap, II€ OH €€ MOYKET HaXOIUThCS.

HuTepnpeTanus 1a00paTOPHBIX pe3yJibTaTOB

Yposens 170HII HNurepnperanus
(HMOJIB/J1)
JloHomieHHbIe 1eTH (Cpok rectamuu > 37 Hexenb, Bec > 2000 r)
<30 Pebenok 310poB
30-90 Pe3ynbraT COMHUTENBHBIN, TPEOyeTCsl TTOBTOPHOE ONpECIICHHE

170HII B xoHTpOosIbHOM MsITHE. [TpH MOBTOPHOM IOJTy4YeHNUN
AQHAJIOTMYHBIX JAHHBIX - OTIpaBlIeHnE HHPOPMAIIUU IO MECTY
JKUTEIbCTBA

>90 PesynbTaT mosnoKuTeNbHBIN, OTIIpaBiieHue HHPOPMAIIHN TI0
MECTY KUTEIILCTBA

Henonomennsie netu (cpok recranmu 33-36 Hepenp, Bec < 2000 1)

<60 Pebenok 310poB

60-100 PesynbraT COMHUTENBHBIH, TpeOyeTCs TOBTOPHOE OMpeesieHHe
170HII B xoHTposIbHOM nsiTHE. [IpH aHAaIOTMYHBIX JaHHBIX -
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uHpOpPMALlUKM 10 MECTy HaxOoXJIeHHs peOeHKa (CTaluoHap,
NOJUKJIMHUKA) W IPOBEJACHHE IOBTOPHOTO B3ATHA U oOpasua
kpoBu Ha Oymare. Ilpm mnoBemmenun ypoBus 170HIT ot

UCXOIHOTO -  pe3yJbTaT  HOJOXWUTEIbHbIM  WMHULMALMS
00clIeIoBaHUs.  3HJOKPUHOJIOIOM. [Ipu cHWKEHUW YpOBHSA
170HII

HCXOAHOI'O - JMardo3 HC MOATBCPKAACTCA.

> 100 Pe3ynbrar mosoxuTenbHbIA, OTIpaBiICHIE HHGOPMAIIHH 110

MCCTY XKUTCJILCTBA

Y gereii ¢ TiayOOKOM HETOHOMIEHHOCTHIO (CpOK Tectanuu 23-32 Hemenw) pe3yibTaT
CJIeMyeT CYUTATh MOJOKUTEIbHBIM IIpH ypoBHe 170OHII > 150 Hmoaw/a. B aToM cnydae ciiemyet
HAIPaBUTh UHPOPMAIUIO B CTAIIOHAD, TJI€ HAXOIUTCS PeOCHOK, U MPOBECTU MTOBTOPHOE B3STHE
U TeCTUpOBaHHE 0Opa3iia KpoBH Ha (pribTpoBanbHOM Oymare. [Ipu nmossimenun yposHs 170HIT
> 150 aMonb/N - WHGpOpPMAIUS B CTAI[MOHAP O IMOJOXKHUTEILHOM pe3yibTare. [Ipu CHMKEHUU
ypoBHs 170HII - nuarno3 He MOATBEPK/ICH.

[ToMuMO HEIOHOIIEHHOCTH JIOKHOIOJIOKHUTEIIbHBIE PE3yJIbTaThl MOTYT ONPEACTATHCS Y
HOBOPOKJCHHBIX JETEH C TKENbIM OOLIUM COMATHUYECKHUM COCTOSIHHUEM, y AeTel Ha (oHe B/B
Tpancy3um, y JeTeld C BBICOKOW OwmnupyOmHemwmenr (Ommupyomn > 30  wr/m).
JloxkHOOTpHIIATEIbHBIE PE3YIbTAThl MOTYT OMPEICNAThCA Y JAeTel, MaTepu KOTOPBIX (W/WUIM caM
PpeOCHOK) MOTyYalld TePanuio JEKCAMETa30HOM C IENbI0 MPOMUIAKTUKA U JICUCHUS JISTOYHOM
MATOJIOTUU HOBOPOXKACHHBIX.

31l oman - NOMUKIUHUKA UAU CMAYUOHAp NO Mecmy dcumenvcmea. B cilyyae mnoiydeHus
MOJIO)KUTEIBHOIO  pe3yibTaTa peOEHOK HEMEJIEHHO BbI3bIBaeTCs JUid  OOCIEeOBaHUS
SHJOKPUHOJIOTOM WJIHM IOATOTOBICHHBIMU CIELUAINCTAMU-HEOHATOJOTaMU B cTanuoHape. B
ujcalie HHUIMAIKS 00CIeIoBaHus peOeHKa O KHA OBITh HavyaTa He Mo3Hee 14 JTHS ero KU3HH
(11 moHoueHHoro pebenka). [IpoBoanTcs B3siTMEe KpOBU M3 BeHbl Juisl uccienoBanus K, Na,
170HII B cbiBopoTKE KpoBU peOeHka. [Ipyn HanMuum KIMHUYECKUX CHUMIITOMOB 3a00J€BaHUS -
JIEYEHUE HA3HAYAETCSl HEMEMAJIEHHO, HE 10KUIasACh PE3YJIbTaTOB B3SATHIX aHAJIN30B.

[Ipy oOTCYyTCTBMM KIMHUYECKMX CHUMITOMOB JIEUEHHUE HE HAYMHAIOT JO I[OJIy4YEeHHUS
pe3yJIbTaTOB aHanu3a. B Tom citydae, ecin nosydeHHbI yposeHb 170HII B cpiBOpoTKE KpoBU
OyJeT COOTBETCTBOBaTh HOPMATHUBHBIM 3HAYEHHUSM (COOTBETCTBEHHO HOpMaTHBaM Ui JaHHOMN
1a0opaTopUy) U MOKA3aTeNH DJIEKTPOJUTOB OYIyT HE M3MEHEHBI, IUAarHo3 MOXKET OBbITh CHST.
[Ipy nonyuyeHun mnOBbIMIEHHBIX pe3ynbraroB 170OHII nuarno3 mnoarBepxaaercs, CilexyeT
Ha3HayaTh JIEYCHHME TJIIOKOKOpTHKouAaMu (kopred). B Tom ciyuae, eciu OJHOBPEMEHHO
BBISBJISIETCS TOBBILIEHHE YypoBHSA K, JOMOJHUTENBHO HAa3HAYalOT MUHEPATOKOPTHUKOMIbI
(xopTuHED D).

VYuuTbiBas 3HAYUTENBHBIM IMPOLEHT JIO)KHOMOJOKUTENbHBIX PE3yJIbTaTOB, OCOOCHHO Y
HEJOHOIIEHHBIX JETeH, NPHU OTCYTCTBUM KIMHUYECKMX CHUMITOMOB CJEIYEeT IBaXAbl C
uHTepBaoM 1-2 Hexenu npoBoauth onpezaeneHue 170HII B chiBOpoTKe KpOBH, IpPEkKAe 4eM
HA4aTh JICUCHUE.

B comMHuTENnbHBIX cCiyd4asxX CleQyeT HampaBUTh pedOeHKa B (enepaabHbI WU
PETHOHANBHBIN CIIEIMATM3UPOBAHHBIN LIEHTP JJIs UCCIIEI0OBAaHUS MTOJHOTO MPO(QUIIs CTEPOUIOB B
CYTOYHOM Moue, ompejesieHusi crepousoB B xozae tecra ¢ npemnapatamu AKTI (kenarenbHO
KOPOTKOI'O A€UCTBHUS).

Bcem gnersM ¢ OuMarHOCTUPOBAaHHBIM aJIpEHOTC€HUTAIBHBIM CHHIPOMOM HEOOXOIMMO
IIPOBEJEHUE MOJIEKYJIIPHO-TEHETUUECKOTO MCCIEAOBAaHUS [UIsl BBIABICHUS MYTAallUd B TIEHE
CYP21 (B cmeumanu3upoBaHHbIE pErvoHaNbHbIE WM (efepaibHble LEHTPHl MOXET ObITh
HarpanJiieH o0pasel NsITHa Ha (UIbTPOBAIbHON OymMare, IpONMUTAaHHBIN KPOBBIO peOCHKA).
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JAunddepennuanbHblii JUATHO3

Ampocennasn anopocenuzayusn: aHOMaIIUS Pa3BUTHUS TOJOBBIX OPTaHOB Y HOBOPOXKICHHBIX
MOYET OBITh 00YCIIOBJIEHA IPUEMOM MATEPbIO BO BpeMsi 0€peMEHHOCTH aHAPOTe€HOB, 3CTPOT€HOB
WM IIporecTepoHa. B nanpHelemM cuMIToMbl BUPWIN3ALMUA HE TIPOTPECCUPYIOT.

Anopocmepoma BbI3bIBaCT (POPMUPOBAHNE BUPHIIBHOI'O CHHJIpOMA Y JIeTeH CTapIlero
BO3pacTa WK B3pOociblX. BO3SHUKHOBEHMSI OIIyX0JU Y A€BOYEK (paHee UMeI HOpMaJlbHbIN JKEHCKUM
(eHOTHI U MOJIOBbIE OPTaHbl) BbI3bIBACT (HOPMUPOBAHHUE IPOTPECCUPYIOLIETO THIIEPTPUX03a,
YBEIMYEHHUE KIIUTOPA, OTpyOEHHUE rojoca, TANEPTPOPHIO CKETETHBIX MBIIIIL, YCKOPEHHBIN
pocT. Bo3HUKHOBEHHE aHPOCTEPOMBI Y KEHILUH BBI3bIBAET IPOrPECCUPYIOILYIO
negeMuHu3anuio. boiabHbIe MPUOOPETAIOT MYKCKOW (DEHOTHUI, YBETUIUBACTCS KIUTOP, TpyOeeT
roJjoc.

TUNUYHBIM CHMIITOMOM T'OPMOHAJIbHO-aKTUBHOM OITyX0JIM HaAIIOYEYHUKOB SIBJISIETCS PE3KOE
noBbilieHre ypoBHs 17-KC B moue. [Ipu HHCTpyMEHTaIbHBIX UCCIICIOBAHUSAX
(mueBMocynpapeHorpadus, yIbTpa3ByKOBOE CKAHUPOBAHKE) OMPEEIISETCS OAHOCTOPOHHSS OITyXO0JIb
Ha/IIOYEYHUKOB.

Kopmukoanopocmepoma BbI3bIBaeT GOPMUPOBAHNE BUPUIBHOTO CUHIPOMA U
IPEXIEBPEMEHHOE TI0JI0BOE U COMaTUYECKOE pa3BUTHE, TOCKOJIbKY HaOIH01aeTCsl MOBBIILICHHAS
CEKpeIMs KaK aHAPOTE€HOB, TaK U INIFOKOKOPTUKOU/IOB.

OnyxoiM KOpbl HAANOYEYHUKOB OTIMYAIOTCS "aBTOHOMHOCTBIO" - CHHTE3 UMM FOPMOHOB HE
koHTponupyercss AKTT, mosromy mogaBineHne aleHOKOPTUKOTPOITHOHN (PyHKIMH rurmodusa
9K30I'€HHBIMU TJIFOKOKOPTUKOUAAMU HE MIPUBOAUT K CHHKEHHIO CTEPOHMIOTeHE3a Oy X0JIbIO:
JIeKcaMeTa30HOBbIE MPOOBI OTpHUILIaTEIbHbIE. BUpminsyromue ornyXonu SuYHUKOB UCKIII0Uat0TCs MIPU
TMHEKOJIOIMYECKOM HCCIeI0BaHUH, MeIbBUOrpaduu, MPOBEACHUN KOMOMHUPOBAHHBIX ITPOO
(mexcameTazoH + XOPHOTOHMH, HHPEKYHIUH + TMPETHNU30JIO0H).

Cunopom Lllmerina-Jlesenmans XxapakTepuzyeTcs COXpaHEHHEM JKEHCKOro (heHoTuna,
YMEPEHHO BBIPAKEHHBIM TUPCYTU3MOM. JJOMUHUPYIOIIMMH CUMITOMaMU SIBJISIOTCS HApYIICHUS
MEHCTPYaJIbHOT'0 LIMKJIa, OeCIIoAne, 3HaUNTeIbHOE YBEIMUCHHE SIMUHUKOB. OJHAKO ClleayeT
IIOMHUTbH O BO3MOYKHOCTH BTOPUYHOTO CKJIEPOKHUCTO3a IMYHUKOB IIPH aJIpEHOI€HUTAJIbHOM
CHUHJIpOME.

[Ipu BpoxieHHOM (popMe apeHOTeHNUTAIbHBINA CHHIPOM IOJIOBBIE OpraHbl MOTYT HaXOJUThCS
B MHTEPCEKCYaJIbHBIX COCTOSTHUM, Y ONPEAETUTD M0J1 peOeHKa ObIBAaeT OUeHb TPYJHO. DKCIEpTU3a
M0JIOBOM MPUHA/ITIEKHOCTH ITPOBOJUTCS] HA OCHOBAHUH OTpEENICHUS TEHOTHIIA.

Jleuenne 3a060s1eBaHuA
OCHOBHBIMU TPUHIIUTIAMH JICYCHHS BPOXKIEHHOU TUCHYHKITUN KOPBI HAMOYEUHUKOB SBIISETCS:
v’ 3aMecTUTh  AeULIUT  CTEPOMIOB, CEKPElMs KOTOPHIX CHUJKEHA B pe3yjbTare
dbepmeHTaTUBHOTO nedekTa;
v’ CHU3WTHL YPOBEHH CTEPOMIOB, CEKPELMS KOTOPHIX MOBLINIEHA B Pe3yJbTaTe (JEPMEHTATHBHOIO

nedekra;
v nomaButh u30bITOYHYt0 cekperuioo  AKTD npu MHHUMAIBHO S(QQEKTHBHBIX J103aX
TJIFOKOKOPTUKOUIOB;

v’ ONTHMH3UPOBATH POCT GOJIBHBIX;
v/ [pelOTBPATHTH BUPHIIN3AMUIO TEHUTAIHIA;
v’ 00ecreunTh HOPMAIBHOE MMOJIOBOE CO3PEBAHME U (DEPTUITHHOCTb.

Koncepsamusnoe neuenue

Ha3nauenue rIIOKOKOPTUKOMIOB cHIkaeT mnponaykuuio AKTD runoduszom u monamiser
CEKpeIMI0 aHJIPOreHOB HAJAMOYEYHHUKAMH, YTO COIPOBOXKIAETCS perpeccueil CHUMITOMOB
BUPUIM3AIMU: (POPMHUPYIOTCS BTOPHUYHBIE KEHCKHE MOJIOBBIE MPU3HAKH, MOSABISIOTCS MEHCTPYallUH,
pa3BUBAIOTCSI MOJIOYHBIE JKeJe3bl W Jpyrue MpU3HaKH >keHckoro (enortuna. IlomoBoe pa3BuTHe
MaJIbUMKOB TaKKe ONPENEIAETCS BpEMEHEM Hauajsa JiedeHusl. Eciy npuem rirokoKOpTUKOU0B HayaT
¢ 3-4-x 1er, TMOJOBOE pa3BUTHUE COOTBETCTBYET BO3pacTHBIM HopMaM. Hawanmo Ttepamuu B
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nyOepTaTHOM NEpUoje MPUBEAET K YBEIUUYCHUIO Pa3MEPOB SIMUEK U MOJOBOIO WiEHA TOJBKO Yepes
HECKOJIBKO JIET OT HayaJla CUCTEMATUYECKOM TeparuH.

Hcnonb3yrores pa3uyHbIe MEIMKaMEHTO3HbIE npernaparsl, oOnanarorue
[JIIOKOKOPTUKOUHON aKTUBHOCTBIO: MPEAHU30JI0H, KOPTU30H, JEKCAMETA30H.

CyTo4HbIe 03Bl IPEIHU30JI0HA OTIPENEIAIOTCS BO3pacToM 00abHBIX (1-3 roxa - 5 mr, 4-6 ner
- 5-7 mr, 7-14 ner - 7-10mr, 15-18 ner - 10-15 mr). IIpu BpoxneHHBIX popMax aApeHOTCHUTAIbHBINA
CUHAPOM TNPETHU30JIOH NPUHUMAIOT TMOXH3HEHHO, IOCKOJIbKY Ja)XK€ KpaTKOBPEMEHHas OTMeHa
mpernapara BBI3BIBACT BOCCTAaHOBJICHWE NPOSBICHUN 3a0ojeBaHus. B ciaydae mnpucoennHeHHS
MHTEPKYPPEHTHOrO 3a00JeBaHMsl 103y TIIOKOKOPTUKOWIOB YBEIMYMBAIOT. JIeueHrne mpoBOASAT MOA
KoHTpoisieM A/l, pocta, "KOCTHOro Bo3pacTa", ypoBHS SKCKPEIIUU KOPTHKOCTEPOUIOB.

Jisg pereid ¢ OTKPBITBIMH 30HaMH pOCTa, OCOOEHHO MIIAJIIEr0 BO3pacTa, Haubosee
ONTUMAJILHBIMU TIpenapaTaMy CIEAyeT CYUTaTh TaOJIeTUPOBAHHBIE AHAJIOTH THIPOKOPTHU30HA
(xopted, Pharmacia). IlepBoHavyanpHasi CyTOuYHas J03a THAPOKOPTH30HA, HeoOXomumas IS
nogasinenuss AKTI y gereit mepBoro roga >ku3Hu, MoxkeT npocturatb 20-25 wmr/kB. M. OnpHako
cienyet nzberarh JUIMTEILHOTO IPUMEHEHHSI 3TUX 103 Y peOeHka. B cpennem y nereii crapiue 1 rona
CYTOYHAs 1032 THIPOKOPTH30HA JTOJDKHA cOCTaBiATh 10-15 mr/kB. m. Ilpenapar maercs Tpu pasa B
JIeHb B PaBHBIX J03aX. bojee BbICOKME 03Bl THAPOKOPTU3OHA MPUBOJIAT K CTOMKOMN 3a7iepkKKe pocTa
U IPYTUM KYIIHHTOUTHBIM TTPOSIBIICHUSIM.

VY nereii ¢ 30HaMH pocTa, OIU3KUMHU K 3aKPBITHIO, CIEAYyeT NIPUMEHATh MPOJIOHTUPOBAHHBIE
IIOKOKOPTUKOUIHBIE TIpenapartbl, oOKa3biBaroiue Oosiee BoIpakeHHbIH AKTI -mogaBmnsrommii
apdexr. Cyrounas mo3a STUX TMpenaparoB JOJKHA COOTBETCTBOBATH DSKBUBAJICHTHON J03€
runpokoptu3zona 10-15 mr/kB. M B neHb (IpeaHU30J0H - 2-4 Mr/kB. M, aekcameta3oH - 0,25-0,35
MI/KB. M).

Jis makcumansHoro monamieHus cekpenmn AKTI 1/3 cyrownodl 103bI TpeIHU30JI0HA
Ha3HayaeTcs B yTPEeHHUE 4Yachl U 2/3 1035l - mepes cHOM. JlekcaMeTa3oH Ha3Ha4yaeTcss OJJHOKPATHO B
BeuepHHE 4achl. KOpTH30HA alleTaT MOXET OKa3bIBaTh TIFOKOKOPTHKOWUIHBIN d()(EKT TOIBKO mpu
YCIIOBUU JOMOJHUTEIBHON MeTa0onu3alud B OpraHu3Me, TpeOyroleld akTUBHOCTH (epMmeHTa
11"6era"-ruIPOKCUCTEPOUIICTUPOTCHA3bl |  THIA, KOTOPBIM OCYIIECTBISICT TPEBpAIICHHE
KOPTU30HAa B KOPTH30J. Tak Kak 3TOT MEXaHW3M MOXKET OBbIThb HAPYLIEH WJIA WMETh OOJBIIYIO
MHAUBUYaJIbHYIO BapuaOeIbHOCTh, IPUMEHEHNE KOPTU30HA alleTaTa HesKeIaTeIbHo.

IIpu conbTepstomel ¢Gopme aapeHOreHUTAIBHOTO CHHAPOMA KPOME TIIIOKOKOPTHKOHUIOB
HE00XO0JMMO HCIIOJIb30BAaHUE U MUHEPATIOKOPTUKOUIOB - IE30KCUKOPTUKOCTEPOH 1O 5 Mr B cyTKH. C
YBEJIMUEHUEM BO3PACTa IMAlMEHTa BO3MOYKHA KOMIIEHCALMS TOJBKO C IOMOILIBIO NPEAHU30J0HA U
oOoramieHHONH HaTpueM aueThl. [Ipy BOSHMKHOBEHHH HAJIOYEYHUKOBOI'O KpHU3HUCa /1032 IpenapaToB
1 COJIEBBIX PACTBOPOB YBEJIMUMUBAETCS.

[Ipy BpOXIEHHOM aJpEHOr€HUTAJIBLHOM CHHJIPOME IieJlecooOpa3Ha CMeHa Ioja B
COOTBETCTBUHM C OMOJIOTMYECKUM B JIFOOOM BO3pacTe - TOPMOHAJbHAs TEpamusl COMPOBOXKIACTCS
BbIpaXCHHOW (eMuHu3anuen OOJIbHBIX C JKEHCKUM TE€HOTHIOM. YTOTpeOJIeHHe aHIpOreHOB,
HpeKpalleHne nprueMa riroKOKOPTUKOUI0B aHTU(U3NOIOTHYHO.

Xupypeuueckoe neuenue

Jleuenne BpOXACHHBIX (OPM aIPEHOTEHUTATHLHOTO CHHAPOMa MOXET BKJIOYaTh |
BBITIOJTHEHHE TUIACTUYECKUX OTEepanuii 1o GOpMUPOBAHUIO HAPYKHBIX MOJOBBIX OPTaHOB - PE3EKIIHS
KIIUTOpPAa,  BCKPBITHE  YPOTCHHTAIBHOTO  CHHYyca,  (opMUpoBaHWE  MajblIX  IOJOBBIX
ry0. Xupyprudeckasi KOppekius, GeMUHU3aIus, IPOBOJAUTCS HE paHee, YeM uepe3 T Mocie Hadana
neuenust ['KC. Bo Bpemst onepanuu 103y TOPMOHOB YBEJIMYUBAIOT. Y CTAHOBIICHUE HAJIUYHUS OMTYXOJIH
B HAAMOYEYHUKAX C KIMHUYECKUMHU TPU3HAKAMH KOPTUKOICTPOMBI CIYKHT aOCOTIOTHBIM
MOKa3aHUEM K XUPYyprudeckomy JedeHnto. OOBeM omeparuu 3aBUCHUT OT pa3MEpPOB W XapakTepa
pocta ormyxoiu. MOKHO MPUMEHUTH YJaJIeHHUE OMYyXOJIH UITH SMUHE(QPEKTOMHUIO.

KOHTpOJ’[L AACKBATHOCTH TEpanuu
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KonTtponb amekBaTHOCTH Tepanuu 2 1-THAPOKCUIIA3HOTO Ne(HIMTa OCHOBaH Ha MOKa3aTemsx
(U3UYECKOTO Pa3BUTHSI U JAHHBIX TOPMOHAILHOTO 00CIIEIOBAHUS.

Jletn mepBBIX ABYX JET >KU3HU JOJDKHBI OCMAaTPUBATHCSA MEAHATPOM-3HIOKPUHOJIOIOM
KaXaple Tpu Mecsana. Jletu crapiie AByX JeT oOcnemyrorcs Kaxapie 6-12 mecsies. [Ipu ocmotpe
THIATENHHO (PUKCHUPYIOTCS TOKazaTesd Beca U pocrta. IIpoBoautcs mccinenoBanue ypoBHs 170HP,
AJIEKTPOJIUTOB, PEHUHOBOW AaKTHUBHOCTH IUIa3Mbl KPOBH. Y CTapIIMX JETEH €XKEerogHO MPOBOIUTCS
HCCJIEIOBAaHUE KOCTHOTO BO3pAacTa, ONPEIENIIeTCsS YPOBEHb TECTOCTEPOHA.

AnexBarHas Tepanus TIIOKOKOPTHKOUIHBIMU IperapaTaMu 00eCredynBacT HOPMAIbHBIC
TEMIIBI POCTa M KOCTHOrO co3peBaHus. llepeno3npoBka mpernapaToB HEraTUBHO BIMSET Ha POCT
pebeHKa: CHUXKEHUE CKOPOCTH pocTa 10 4 CM B IOoJl U MEHEE CBHUJETEIIBCTBYET O XPOHUYECKOU
NEepeI03UPOBKE TIIOKOKOPTHUKONA0B. O Tepeqo3upoBKE MOMKET CBHJIETEIbCTBOBATH OBICTpas
npubaBKa B Bece, MOBBILLICHUE alleTuTa. B mporiecce Tepanuu cienyeT ornacarbCsi CHUKEHUST YPOBHS
170HP no MuHMManbHBIX HOPMATUBHBIX MoKa3zaTenei. XKenarenbHo noaaepxuBarh yposens 170HP
B BEpXHUX MpeJenax HOPMbIL, a y JIeTed MEepBbIX 3 JIET KU3HU - HECKOJIBKO BBIIIE HOPMAJIbHBIX JIJIs
BO3pacTa 3Ha4eHWil. MapkepoM aJieKBaTHOCTH TEpalnuu MUHEPATOKOPTHUKOMJIAMHU CIEAYyeT CUUTATh
MoKa3aTeslb PECHUHOBOM aKTUBHOCTHU TUIa3Mbl: HEJOCTATOYHAS /1032 MPUBOIUT K MOBBIIICHUIO YPOBHS
peHHHA, U30BITOYHAS - K TIOJIAaBJICHUIO PEHUHOBOW aKTHUBHOCTH.

HpOFH03 OIIPEACIIACTCA XapPaAKTCPOM IIATOJIOTHYCCKOI'O IIponecca.

XV. KoHTpOJIb KOHEYHOI'0 YPOBHS 3HAHHIA.

TecTOBBII KOHTPOJIb

1. Kakue U3 nepeyncieHHbIX FTOPMOHOB CHHTE3MPYIOTCS KOPOii HAIOYeYHHKOB?
1) MUHEPATIOKOPTUKOMIbI
2) AHJIPOTeHBbI
3)  TIOKOKOPTUKOMIbI
4)  xaTexomaMuHBI
5)  rirokaron
2. Juis1 coabTepsiromeii popMbl BpOKICHHOH IMIIePIIa3UM HAANIOYEYHUKOB XapaKTepHbI:
1)  mHorokparHas pBoTa
2)  rumoHaTpuemus
3) YaCThIN KUIKUHN CTYII
4)  runepkanuemus
5)  runoxnopemus
3. Jlist JleveHusi CONIbTepPsiomieii (GOPMbI BPOKIEHHOH THIEPIUIA3HM HAXNOYEUHUKOB Yy
AeTeil UCIOJb3YIOT:
1) ButamuH C
2)  moBapeHHYIO CONb
3) KopTUHEP D
4)  xopruszon
5)  nekcamerason
4, Ipu JeyeHuH OOJBHBIX C OCTPOH HEIOCTATOYHOCTHID KOPbHI HAANOYEYHHKOB
OCHOBHBLIMH 32/1a4aMHU SIBJISIIOTCS:
1)  Gopwba c LOKOM U KOJLIATICOM
2)  OUKBMAAIMSA SNEKTPOTHTHBIX HAPYLICHHUH, THIOTIMKEMUH
3)  BocmosHeHue JedUIIMTa MHHEPAIO- U TTIOKOKOPTHKOM/IOB
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5.

4) JIMKBU AU TUIIEPTIIMKEMUU
5) JIUKBU AU 00€3BOKMBAHUS
Kakue npemnaparsl Bbl BbIﬁepeTe I JICYHCHUA BI/IpI/IJ'[I:.HOi/i (l)()prI BpO)KI[CHHOifI

rUNepIIa3uu KOPbl HAAMOYEe4YHUKOB?

6.

1)  nosoBble rOPMOHBI

2)  IIIOKOKOPTUKOMIbI

3)  rouagoTpONHHBI

4)  anabosiMuecKue CTEPOHIbI

Jas nepunura 21-ruapoxcuiiasbl (coprepsiiomeid (pOpMbl BPOKICHHON THUIIepIIa3sHu

KOPbI HAJANOYEYHNKOB) XapaKTePHbI CJIeAy0lIe CHHAPOMBbI:

10.

1)  u36bITKa aHAPOreHOB

2) ne(UINTa aHIPOTCHOB

3)  u36BITKA IIOKOKOPTHKOCTEPOUIOB
4)  nedunuTa rIIOKOKOPTHKOCTEPOUIOB
5)  u36BITKa MHHEPATOKOPTHKOUIOB

6)  meduuuTa MUHEPATOKOPTUKOHUIOB

st conbTepsionieii popmMbl BPO:KAEHHOM rMNepnia3ui HaANMO4Ye4YHUKOB XapaKTePHbI:
1) TUTIOHATPUEMHUSI U THIIEPKATUEMHUS

2) TUTIEPHATPUEMUS U TUIIOKATEMHUSI

3) TUTIOHATPUEMHUS U TUIIEPXJIOPEMHUS

4) TUIIEPXJIOPEMUS U CHHXKEHUE IIEJIOUYHBIX PE3EPBOB KPOBU
BpoxnenHasi 7ucCPYHKIMS KOPbI HAANOYEeYHNKOB HACJIeYeTCH M0 THITY:
1)  ayTocomHO-peneccHBHOMY

2) ayTOCOMHO-IOMUHAHTHOMY

3) CLEINIEHHOMY C X-XpOMOCOMOU

4)  cuenenHOMYy ¢ Y-XpOMOCOMOI

Y nerei ¢ BPOKACHHON JTUCPYHKIMEH KOPbI HAINOYEYHUKOB 0TME4aeTCs:
1) YCKOpPEHHE KOCTHOTO BO3pacTa MO OTHOWIEHHIO K TACIOPTHOMY

2) OTCTaBaHUE KOCTHOT'O BO3pPAcCTa MO OTHOIIEHUIO K MACTIOPTHOMY

3)  HepaBHOMepHas occuduKaIyUs

4) S (U3apHbIA IUCTEHES

Jisi TMAarHOCTUKH BPOKAEHHOH AUCPYHKIMU KOPbI HAANOYEYHHKOB HEO0XOAUMbIM

SIBJISIETCH OoNpeaC/ICHUE CJICAYIOIUX TOPMOHOB:

11.

1) JTIOTEUHU3UPYIOMIUH U (POTTUKYIOCTUMYITUPYIOLINI TOPMOHBI
2) 17-okcurporecTepoH B KpoBU U 17-KeTOCTEPOUIBI B MOUE

3) uHcynvH, C-nenTua

4) TUPEOTPOIHBIN TOPMOH U TUPOKCUH

Ilpy wHGY3MOHHOM TepanmuMud OCTPOM HEJOCTATOYHOCTH KOPbl HAANOYEYHHKOB

HCIOJIB3YIOT BCE MEPCUYNCTCHHBIC PACTBOPLI, KPOME:

1) 0,9% pactBop HaTpus XJI0pHUAA
2) 10% pacTBOp ITIOKO3BI

3) mia3zma

4) 7,5% pacTBOp Kayus XJI0pHIa

12.  Cumnrombl, XapakTepHble IJsi NPOCTOii (JOPMBbI BPOKICHHOH MHCHYHKIHH KOPbI
HA/AM04YeYHHKOB:

1) repMadpoIMTHOE CTPOEHUE TEHUTAINN Y 1I€BOYEK

2)  anemus
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3) TUIEPIUTMEHTAlNs KPYIHBIX CKJIAJ0K U apeot

4)  zanopsl
5)  anopexcus
6)  oreku

13. Cumnrombl, XapakTepHblie IJIsi coJbTepsiiomieli (JOPMBbI BPOKIAECHHOH AHCPYHKIMH
KOPbI HAAMIOYeYHNKOB:

1)  repmadpoauTHOE CTPOEHHE TEHUTANUI Y IeBOYEK

2)  3amopsl

3)  rumepmurMeHTanus KpyMHBIX CKIAHOK H apeol

4)  psota mocne el

5) KUJIKHH CTYJT

6)  ynopnas psoTa (JOHTaHOM, HE CBSI3AHHAS C IPHEMOM ITHILH
14.  OcHoBHBIMH  KJIMHMYECKMMHM  TNPOSIBJEHHSIMM  OCTPOH  HAANOYeIHHKOBON
HeJ0CTATOYHOCTH B KPOBH HA0/II01aeTCs:

1)  cHwKeHMe MPOAYKINH TIIIOKOKOPTHKOMIOB

2)  TOBBIIEHHE IPOLYKIMH IITIOKOKOPTUKOHIOB

3)  cHwKeHHE IPOAYKIMH MUHEPATOKOPTUKOHUIOB

4)  noBbIIIEHHE NPOLYKINH MUHEPATOKOPTHKOUIOB

5)  cHmKeHHe NPOAYKIMM afpeHATNHA U HOPAJAPaHAIMHA

6)  moBBIIEHHE NPOAYKIMY aApPEHATHHA H HOPAAPEHATHHA

15. as BeiBegenus 60JIbHOIO U3 COCTOSIHAS OCTPOIi HANOYEYHNKOBOH HE0CTATOYHOCTH B
TeyeHHe 1-X CyTOK KM3HU MOKA3aHbI:

1)  npeanusonon per os
2) pactBop Punrepa

3) m3otonndeckuid pactsop NaCl BHyTprBeHHO KaneabpHO

4) THIPOKOPTU30H TeMHUCYKIIMHAT BHYTPUBEHHO KaIleIbHO

5) JTOKA BHYTpHUMBIILIEYHO
16.  OcnoBHBIMH KJIMHUYEeCKHUMH NPOSIBJICHUSIMH ocTpoi HAN04YeYHHKOBOI
HEeJ0CTATOYHOCTHABJISIOTCS\:

1) TUIEPTOHYC MBIIII]

2)  BamOCTH

3) THIIEPEMHUS KOKHBIX TIOKPOBOB

4)  6aegHOCTS

5) MBILIeYHAast TUTIOTOHUS

17. JlauTenbHOCTh Kypca TOPMOHAJBLHON Tepanmuu NpH AJPeHO-TeHHTAJILHOM CHHIpPOMe
(ATC):

1)  Ha cpoK MPONOIKHUTEILHOCTH KpH3a

2) 2 wMecana

3) 6 Mecsues

4)  nokU3HEHHO
ITATOHBI TECTOBOTO KOHTPOJISI
1. 1,23
2. 1,23,45
3. 234
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HoOoxo~No O R

0.
1.

[EEN

12.1
13.1,3,6
14.1,3
15.3,45
16.2,4,5
17.4

CuryalnuOHHBIC 321241
3agaua Ne 1

Pe6enok K., 4 nus, ot 1-if 6epeMEHHOCTH, CPOYHBIX POIOB, IPOTEKABIINX 0€3 OCOOCHHOCTEH.
[Tpu poxxnenun macca 3000 r, poct 51 cm.

OcmoTp: OBLIO BHISBICHO HEMPABUILHOE CTPOCHHUE HAPY KHBIX TEHUTAIUN (TIEHUCOOOPa3HBIN
U TUNEpTPOPUPOBAHHBIA KIUTOP, CKJIaa4arbie OOJIBIINE IOJIOBBIE TYyOBI), TUIEPIUTMEHTALUS
HApYKHBIX T€HUTANINH, OEI0N JIMHUY KUBOTA.

C 3-ro gHs cocTosiHME peOCHKa YXYIUIMIOCH: KOXKHBIE MOKPOBBI OJIETHBIE C CEPOBATHIM
OTTEHKOM, TYprop TKaHell CHUXEH, MbIIIeYHas TUIOTOoHUs, runopediekcus. Cocer BsIO, MOSIBUIACH
pBota poHTaHOM. /[PIXaHME MMOBEPXHOCTHOE, OCIabieHHoe. TOHBI cepala MpUriIymeHsl. JKuBot npu
nanblaluy MATKUH, edeHb +2 cM. CTyI )KUIKHiA, 0OBIYHOM OKpPACKHU.

O6wuii ananus kposu: Hb - 115 r/m. Dp - 5,0x10%%/n, JTeiik-9,5x10%m1, /s - 2%, c/s - 50%, > -
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/n, kKamuii - 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.

3aganue
1. Bam npeanonoxxuTenbHbIN AUarHo3?
2. Kakast npu4ynHa HapyIeHus BHyTPHYTPOOHOTO (hopMUpOBaHUS HapPYKHBIX TOJIOBBIX OPTaHOB y
JIeBOYKHU?
3. Uem o0ycrnoBiieHa TSHKECTh COCTOSIHUS peOeHKa Ha 3 CYTKH MOCIE POXKICHUS?
4. ITpu kakux 3a00JIeBaHUSX MOXET oTMedaThes pBoTa "GoHTanoM"? uddepeHnanbHblil 1MarHo3.
5. Kakrnmu ropMOHaIpHBIMM IperapaTaMy MIPOBOINATCS 3aMecTUTeNbHas Tepanus? Kakue
BO3MOYHBIE OCJIOKHEHHSI IIPH HEaIeKBATHO MO0I00PaHHON 3aMECTUTENIBHON Tepanuu?

ITaIOHBI CUTYallHUOHHBIX 3aJ1a4

Irajon 3agaun Ne 1
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Baw  npeononoscumenvuuili  ouaeno3z?  JluarHos:  BpoxneHHas — AUCOYHKIHMS —~— KOPBI
HAAMOYEUHUKOB, coibTepsomas ¢popma. Kpu3 HanmnoueyHMKOBOM HeqocTaToyHOCTU. J(MarHos
IIOCTaBJIEH Ha OCHOBAHWU BBISBICHHOI'O IPU OCMOTPE HENPABWIBHOTO CTPOCHHUS HAPYKHBIX
TEeHUTANUN (BUPWIM3AIMS HAPY>KHBIX MOJOBBIX OPraHOB) W IMOSBUBILErOCS C 3-TO JHS KU3HU
CHHJIpOMa MOTEPH COJIU (PBOTA POHTAHOM, KHUIKHUN CTYJI, CAMIITOMBI 9KCUKO03).

Kaxasa npuuuna napywenus enympuympooHo2o hopmMuposanuss HApYHCHbIX NON0BbIX OP2AHO8 Y
Oesouku? Hapymienne BHYTPHYTpPOOHOTO (OPMHPOBAHUS HAPYKHBIX TIOJOBBIX OPraHOB Yy
JEBOUYKH (BUPUIIM3AIMS) CBSA3aHbI C U30BITOYHOM CEKpelrei aHIpOreHOB KOPOil HallOYeYHUKOB
B pesynbrare ux crumysinud AKTIL, 00ycinoBineHHOM AeHUIIMTOM KOPTH30J1a U3-3a OTCYTCTBUS
depmenta 2 1-rupokcuiasbl — BpOXKACHHAA JUCHYHKIUSA KOPbl HAIOYEYHHUKOB.

Yem obycroerena msadcecmv COCMoOAHUA pebenka Ha 3 cymKku nocie poodscoenusn? Kpus
HAAMOYEUHUKOBON HEIOCTATOYHOCTH C CHHIPOMOM IOTEPU COJIM, OOYCIOBICHHBIN IeduuutTom
[JIIOKOKOPTUKOCTEPOUI0B 1 MUHEPAIIOKOPTUKOU/IOB.

Ilpu xaxux 3abonesanusix moodcem ommedamovcs psoma "poumanom"? JluddepeHnnanbHbIi
quarHo3.  IlunopocnasM, NWIOPOCTEHO3, MMEIOIIME  XapaKTepHYHO  KIMHUYECKYHD U
peHTreHonornyeckyro kaptuty. [Ipoectu nuddepeHIMaNbHYI0 TUATHOCTHKY COJBTEPSIOIIEH
¢dopmbl BJIKH momoraer 6/x aHanu3 KpOBU: TMIOTJIMKEMUS, THITIOHATPUEMUS, THIIOXJIOPEMHUS,
TUIepKalueMusi, 1 TOPMOHAJIbHOE 00cenoBaHue — BBICOKHI ypoBeHb 17OH-mporecrepona u
AKTT', cHr>KeHHne KOpTU3oJa.

Kaxumu 2opmonanenvimu npenapamamu npogooumcs 3amecmumenvuas mepanua? Kakue
BO3MOXXHBIE OCJIO)KHEHUS IpU HEaJEeKBaTHO IM0J00paHHOM 3aMECTUTEJIbHOW Tepamnuu?
3aMmecTuTeNbHAsT ~ TEpanus ~ MPOBOJUTCS  TIIIOKOKOPTUKOCTepouaamMu —  koprehpd u
MUHepaiokopTHKougamMu — KoptuHedd. [Ipu HemocTaTOUHOM 103€ BO3MOMKHBI OCIOKHEHUS —
KpU3 HAANOYEYHUKOBOM HEJAOCTATOYHOCTH, NPEXKJIEBPEMEHHOE IIOJIOBOE PpPA3BUTHE 10
TeTePOCEKCYaIbHOMY TUITY Y JIEBOYEK U MO U30CEKCYaJIbHOMY — y MAJIbUMKOB, IIPU U30BITOUHOMN
03¢ — YBEIUYEHHE MAacchl Tena, 3aJepkKKa COoJdM MU BoAbl (OTeku, moBbimeHue AJl),
MIPEXIEBPEMEHHOE 3aKPBITUE 30H POCTa (HU3KOPOCIOCTD).

”
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