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Cnmcok cCokpameHuu

B oannom pazoene dondichvl 6bimv npedcmasnensvt ece npumensiemvies KP cokpawenus. He pexomendyemcs ucnonv3o6amo
COKpawjenuss HauMeHOB8aHull J1eKapcmeenHvlx npenapamog (nanpumep, AL[L]), ucnonvzoeame yoice ycmosguiuecs

coKkpawerust 0Jis onpeoenenue Hosblx mepmunos (Hanpumep, MHO, AI) u m.o.

AJl — aprepuanbHOE JaBICHHE

AKTI" — agpeHOKOPTUKOTPOIIHBIM TOPMOH
BJIKH — BposxaeHHast tuchyHKIMS KOPbl HAAIOYEYHUKOB
AI'C — agpeHOTeHUTATBHBIN CHUHIIPOM

21-JIOK — 21-1e30KCHKOPTU30IT

OLK — 00beM nupKyIupyromei KpoBH

[TLIP — nonmmepa3Has nenHas peakius

TMC — tanzneMHast Macc-CIEKTPOMETPHUS

V31 — ynbTpa3zByKOBOE UCCIIETOBAHUE

YCC — ygacToTa cepeUHbIX COKpAILICHUI

OKO — skcTpakopnopalibHOE OIUIOOTBOPEHNE
170HP — 170H-niporectepon

JAI'DA — neruapos3nuaHapoCcTEPOH

JI'DAc — neruaposnuaHapocTepoHa cyibdar

SD — ko3¢ duiiueHT cTaHIapTHOTO OTKJIOHEHUS




TepMHuHBI U onIpee/IeHUA

Bpoxxnennas muchyHKOHs KOPBI HAIMOYCYHWKOB (aJPECHOTCHUTAIBHBIA CHHIIPOM,
BpOXKJICHHAs HAJIMIOYEUHUKOBAsI THUIIEpIUIa3us) — Tpynmna 3a00JieBaHUl ¢  ayTOCOMHO-
pELECCUBHBIM TUIIOM HACJEI0BaHUs, B OCHOBE KOTOPBIX JIEKHUT Ae(PEKT OJHOro U3 (pepMEeHTOB
WIA TPAHCHOPTHBIX OCJIKOB, NMPUHUMAIONIMX y4yacThe B OHOCHHTE3€ KOpPTH30Ja B KOpe
HaJIMOYEUYHUKOB

[IpexxneBpeMeHHOE aipeHapXxe - W30JIMPOBAHHOE MOSBIIEHUE JIOOKOBOTO OBOJIOCEHUS Y
neren 1o § ner.

['oHanOTpONMH-3aBUCHMOE  TPEXKACBPEMEHHOE II0JOBOE DPAa3BUTHE — IOSBICHHUE
BTOPHUYHBIX IOJIOBBIX MPU3HAKOB y JE€BOYEK /10 8 JIET U Y MAJbYUKOB /10 9 JeT, 00yCIOBIEHHOE
MPEKIEBPEMEHHOM aKTHUBaIMel runoTagaMo-runodu3apHoil CUCTEMBI.

OnpeneneHre MHUPOKOrO CHEKTpa cTepouaoB merogqomMm TMC -  KOJTMYECTBEHHOE
OTIpe/IeJICHUE OCHOBHBIX CTEPOUJIHBIX TOPMOHOB MW HMX META0OJUTOB B CHIBOPOTKE KPOBHU
METOJIOM TaHJIEMHOM Xpomaro-macc-crekrpomerpueii (LC-MS/MS).

YpoBEeHBb TIOCTOBEPHOCTH JA0KA3aTEIbCTB — CTENEHb YBEPEHHOCTH B TOM, YTO HANJACHHBIIN
3¢ deKT OT MpUMEHEHHS] METUIIMHCKOTO BMEIIaTeIbCTBA SIBIISIETCS MCTUHHBIM

YpoBeHb yOeqUTENbHOCTH PEKOMEHAALUNA — CTENeHb YBEPEHHOCTH B JOCTOBEPHOCTH
s¢dekTa BMEIaTeIbCTBa U B TOM, YTO CIIEJA0BaHUE PEKOMEHIAIUSAM IIPUHECET OOJIbLIE MOJIb3bI,
YeM Bpeia B KOHKPETHOM CUTyaluu

CrnoxxuBiiasicsi KIMHUYECKas MpakTuka — (aHra. good practice point, GPP) ucnons3yercs
IUISL TE3UCOB-PEKOMEHIALNH, OTHOCIIIUXCSA K cOOpy *anmo0 M aHaMHe3a HanueHTa, (PU3NKaIbHOMY
OCMOTPY TMalUeHTa, a TaKKe XapaKTePHU3YIOUIMX OpPraHU3aldi0 MEIUIMHCKOW MOMOIIH
(opraHu3anuio0 MEIUIIMHCKOTO Ipollecca) B CIy4ae, €cld OTCYTCTBYIOT JIOKa3aTelbCTBa,
MOJyYeHHBIE HAa OCHOBAaHMM pE3YJbTATOB CHUCTEMATHYECKOrO IOMCKAa M OTOOpa KIMHHYECKHX

HCCIIEJOBAHUN.



1. Kparkas undgopmanus no 3a00/1¢eBAaHNI0 WJIH COCTOSAHHIO (TpyIe

3a00J1eBaAHUIT UJIM COCTOSTHUIN)

1.1 Onpeneaenne 3a00jeBaHUsl MM _COCTOSIHUSA _(rpynnbl _3a00JIeBAHUI _ WJIN

COCTOSIHMA)

Bpoxxnennas aucyHKUMsS KOpbl HAJANOYEYHUKOB (aJpPEHOTE€HUTAIBHBIA CHHJIIPOM,

BpPOKJICHHAsl HAAMOYEYHUKOBAs TUIEpIUIa3us) — Trpynmna 3a0ojieBaHUNM €  ayTOCOMHO-
PEUCCCUBHBIM TUIIOM HACJICAOBaHHsA, B OCHOBC KOTOPBIX JIC)KUT Ile(beKT OJHOI'O u3 q)epMeHTOB
WIM TPAHCIOPTHBIX O€NKOB, NPUHUMAIONIMX ydacTUe B OMOCHMHTE3€ KOPTH30Jla B KOpe

HaAMOYeYHHUKOB [1,2,3]

1.2 DTHOJIOTMA M naToreHe3 3a00JieBAHUA WJIH COCTOSAHHUA (rpyvinbl 3a00J1eBaHUM

HJIH COCTOSTHUI)

[Ipuunnoit Bcex ¢opm BJIKH sBistoTcs MyTanuu T'€HOB, OTBEYAIOMIMX 33 CHUHTE3
(dhepmMeHTOB MM KOPEPMEHTOB CTepouaoreHe3a, a Takxke reHa STAR, xoaupyromiero Oenok,
KOTOPBIA yd4acTBYeT B TpPaHCIOPTE XOJIeCTEpHMHA BHYTph MuToxoHapuii [4,5,6,3,11,10,9,8,7].
Js Bcex dopm BJIKH nokazan ayrocOMHO-PEIIECCHBHBIN THI HACJIEIOBAaHMS, T.C. IS
MpOosIBJIEHUs 3a00JieBaHUsl HEOOXOAUMO HalIM4Yue MyTaluil Ha oboux amensx. Taxoke s Bcex
¢dbopm 3abo0neBaHus HaliiIcHa KOPPESAUS TeHOTUM-PEHOTHII, T.€. YEM «TsDKEIee» MYTalusl, TEM
0oJiee BBIpaKEHBbI KIMHUYECKUE MPOsBICHUs. TakuM oOpa3zoM, OMUCaHbl Kjlaccuueckue (HopMbl
3a0osieBaHusT € JA€0IOTOM KJIMHUYECKOW KapTHUHBI B pPAaHHUN HEOHATAJIbHBIM MEpHoJ, U
HEeKJIacCUuecKue crepThie (opMbl 3a00JeBaHUsl, KOT/a KIMHUYECKas KapTUHA pa3BUBAETCA B
0ojyee TO3JHEM JETCKOM BO3pacTe, B IMEPHOJ MyOepTaTa WIM Jaxe y MOJOJIBIX B3POCIBIX
[12,13,14]. Tlpu HaaMu¥MKd KOMIAYHI-TETEPO3MIOTHBIX MYTAIlMi, KIMHUYECKYI0 KapTHHY
OIIpEe/IEsEeT MEHEE TSDKENas» MyTalusl.

IIpu Bcex ¢dopmax BJIKH oTmedaercs aepuuut KOpTH30/a, YTO 1O MEXaHHU3IMY
OTpUIaTeNIbHOM 00paTHOW CBsI3W MPUBOAUT K MOBBIIEHUIO ypoBHA AKTI u rumepriiazumn
HAJMOYEYHUKOB. B pesynpTaTe CTUMYNSIMM HAIMOYEYHHUKOB MPOUCXOAUT H3OBITOUHOE
HAKOIUICHHE CTEPOMJIOB, MPEALIECTBYIOMUX (hepMeHTaTUBHOMY OnoKy. KnuHudeckas kapTuHa
kaxxaoit dopmel BIKH o6ycrnoBneHa aeguuuToM ropMOHOB, CHHTE3 KOTOPHIX HEBO3MOKEH MpHU

JaHHOM (I)epMCHTaTI/IBHOM 6.]'[01(6, 1 U30BITKOM NNpECAIICCTBEHHUKOB.



1.3 DnuaemMuoJoruss 3a00JeBaHUs WA COCTOSAHNA (rpynnbl 3a00JeBaHMIT  WJIH

COCTOSIHMIA)

Camoii wacroii ¢popmoii BJIIKH, Ha kotopyro npuxoautcs 6osee 90% OONBHBIX, SBISICTCS

neunmt 21-ruppokcunassl. PacmpocrpaneHHOCTh aedunura  21-THIPOKCHIIA3bl B MHpE,
paccurTaHHas 1O JaHHBIM HEOHATAJILHOTO CKPHHHUHTA, cocTaBiseT | ciaydaid Ha 14 000 >xuBbIX
HOBOPOXIeHHBIX [15]. B Poccuu 1o gaHHBIM HEOHATAIBHOTO CKPUHUHTA YacTOTa KIACCHYSCKUX
dopm nedunmra 2 1-ruapokrcuinasel coctapiseT 1 ciaydait Ha 9638 KUBBIX HOBOPOXKJICHHBIX [16].
Nwmeetcs pa3HHIla B pacpOoCTpaHEHHOCTH 3a0oJieBaHus B peruoHax Poccuiickoit denepamuu c
MaKCUMaJbHOM yacToToil B Ypansckom dDenepambHoMm okpyre (1:6749) u MuHMManbHOW — B
Cesepo-3anagnom denepansuom okpyre (1:14876) [16,17,19,18,20]. PacmpocTpaHeHHOCTH
Hekstaccuuecko Gopmbl aeduiurta 21-ruapokcunassl B mupe cocrasiser 0,1—0,2%, cpeau
eBpeeB-alllkeHa3! JlaHHas (opma BCTpedaeTcsl 3HAUMTENbHO 4Yarme — 1—2%. MuHumanmbHas
pPacpoCTpaHEHHOCTh HEKJIAaCCHYeCKoi GopMmbl nedunurta 21-ruapoKCcuiiaspl, pacCYuTaHHAs Ha
OCHOBAHHU OTIPEJICIIEHUS] TETEPO3UTOTHOTO HOCHUTEIBCTBA JBYX HamOOJIee YacThIX MYyTaluil B
rede CYP21A2 o dopmyire Xapau-BaiinOepra Ha nmpuMepe MoCKOBCKO# 00macTy, coctaBmia |
ciydait Ha 2206 HOBOPOKAEHHBIX [22].

Bropoit mo pacnpoctpanennoct ¢gopmort BJIKH saBasercs gedurur  11p3-
ruapokcmwiassl. B mupe mannas dopma BJIKH Bctpeuaercs B 10 pa3 pexe, 4emM KIacCHUYECKUE
dbopmel aedurnura 21-ruppokcunasbl. PacnipoctpanenHocts aeduiurta 11B-ruapokcuinassl B
Poccun ne wm3yudena. Ocranpubie ¢opmbl BJIKH Bcrpewarorcss eme pexe. HeoOxoammo
OTMETUTh BBICOKYIO YacTOTy BcTpeuaeMocTd pazinuunbix (opma BJIKH B oTaenbHbIX
MOMYJSILUAX, YTO OOBSACHSAETCS KaK 4acTOTOM OJIM3KOPOJCTBEHHBIX OpakoB, Tak U d(hdexkTom
ocHoBarens. Tak omucaHa BBICOKas PacHpOCTPAHEHHOCTh AeguuuTa 3B-TUIPOKCUCTEPOUI-
JNErUIporeHas3bl, KoTopas cocraBisger | ciydaii Ha 22679 XUBBIX HOBOPOXKIEHHBIX B
Pecniyoniuke Ocetus [23].

YuuteiBas nojasistomiee npeodnasanue nepunura 2 1-ruapokcunassl cpeau Beex hopm
BJIKH, ocHOBHas 4yacTh KIMHMYECKUX PEKOMEHAALUNA OTHOCUTCS K AMATHOCTUKE U JICUCHUIO

HUMEHHO 3TOH (hOPMBI.

1.4 Oco0eHHOCTHM KOANPOBAHMS 3200JI€BAHUH WM  COCTOSAHMS (rpynnbl

3200J1eBAaHUI WJIH COCTOAHHK) 1m0 MeKIVHAPOIHOH CTATHCTHYECKOH KJaccuuKanuu

00J1e3Hell M MPo0JIeM, CBA3AHHLIX CO 3I0POBbEM

E 25 AxpeHoreHuTajbHbIE PacCTPOCTBA



E25.0 BpoxaeHHble aJpeHOreHUTAJbHbIe HAPYLIECHUsl, CBSI3aHHbIE C JAe(UUIUTOM
¢epmenToB
E25.8 /Ipyrue agpeHoreHuTAJIbLHbIE HAPYLICHUS

E25.9 AnpeHorenntajibHOe HapyllleHHe HEYTOYHEHHOe

1.5 Kaaccupukanusi 3a00/eBaHUsI WM _COCTOSIHMS (TPynnbl _3200J1eBAHUI WU

COCTOSIHMA)

Ha ceromnsmnHuii  neHb u3BeCTHO 7 GOpM  BpPOXKJIEHHOM AUCHYHKIUU  KOpBI

HagnoveunukoB (BJAKH):
e JlunowmHasi rumepruiazus KOpbl HAAMOUYEYHUKOB (MyTallMM Te€Ha, KOIAUPYIOIIEro
oenok StAR);
e Jledunur 20,22-necmonassl (11a-rugpoxrcunassl);
e Jlebunur 170a-ruapokcuiassl/17,20-n1m1a3sr,
e Jlebunut 3B-ruapoKCUCTEPOUIETUIPOTEHASHI;
o Jlebunur 21-ruapoKcuiiassl;
e Jlebunur 11B-ruapokcunassl;
e Jlehunur oKCUIOPETYKTA3HI.

Bayrpu kaxmoit ¢GopMbl BBIACIAIOT KIACCHYCCKHE W HEKJIACCUYECKUE BapHWAHTHI, B
3aBUCHMOCTH OT TSDKECTH KIWHUYECKMX TpOsBICHUU. JleleHne Ha KIAaCCHYECKYH W
HEKJIacCUUeCKyt0o (GopMy OCHOBAHO Ha CpOKax WPOSIBICHUS KIMHUYECKOW KapTUHBI
3a00JI€BaHUsI, HO HMEET MOJ Co00H MOJICKyJdspHOe oOocHOBaHHME. KoHKpeTHas MyTarus
MIPUBOJIUT K OTIPEICICHHON CTENIEHN aKTUBHOCTH MYTaHTHOTO (DepMEHTa, TEM CaMbIM OTIPEIeIsis
TSOKECTh KITMHUYECKOW KapTHHBI.

Jns nedurura 21-ruapokcuaazbl UCTOPUYECKH BBIACISAIOT 3 KIMHAYECKHE (POPMBI:
COJIbTEPSIIONIYIO, BUPWIBHYIO U Heklaccuueckyro. [Ipum HysneBoil axkTHBHOCTH (epMeHTa
OTpEeNesAeTCs TOTAJbHBIM JCHUIUT TIOKO- M MHUHEPAJIOKOPTUKOUIIOB, YTO MPHBOJUT K
COJIbTEPSIIOIIEMY COCTOSHHIO B TMEPHOJ HOBOPOXKJAEHHOCTH U BBIPAKEHHOW BHPUIM3AINH
HapY)XHBIX TeHHTanuil y aeBouek. [Ipu ocrtatounoii aktuBHOCTH (epmenta oT 1 go 10%
pa3BuBaeTcs BHpWIbHAas Qopma 3aboneBaHus 0e3 HapyIIEHUS MHHEPATOKOPTUKOUIHON
(GyHKIMH, HO TPUBOIAIIAS K BHYTPUYTPOOHOU Bupuin3anuu miona. [Ipu aktuBHOCTH (hepmeHTa
6onee 10% BupmIM3alUs TPOSBISIETCS TOJBKO IMOCIE POXKICHHS B BUIEC MPEKICBPEMEHHOTO

anpeHapxe B 4-5 JeT, yCKOpEeHHUs pocTa U KOCTHOTO Bo3pacta [2,16,24].

1.6 Kinuaudeckass KApTHHA 3200J1eBaHUs] MJIN cOCTOsSIHUA (rpynnbl 3a001eBaHU

MJIM COCTOSTHUI)




Xapaktepusbiii s Bcex ¢popm BIAKH nedunut kopTr3oa MposBIsSEeTCs CKIOHHOCTBIO K
THIOTIIMKEMHUYECKOMY CHHIPOMY, OCOOCHHO B CTPECCOBBIX CHTYallUsiX M Yy TPYIHBIX JETEH.
CrnenuduyeckuM CHMITOMOM Je(UIMTa KOPTU30JIa SIBISETCS THIEPIUTMEHTAIUS KOXHU
BCJIE/ICTBUE BBICOKOTO YPOBHS IPOOITMOMEIAHOKOPTHUHA U €0 MPOU3BO/IHBIX.

B 3aBucumoctu ot ypoBHS QepmeHTaTHBHOrO Osioka Bce ¢opmbl BJIKH moxHO
pa3genuTh Ha 2 TpyHmel: npu nedunure GepMeHTa Ha HavaJbHBIX ATalax CTEPOHUIOTCHE3a
(mepummt 11lo-ruapoxcunaspl, nepexr STAR-nporenna, nepunut 170-TuAPOKCHIIA3bI) HMEETCS
OJIOK Ha IMYTH CHHTE3a aH/IOPOT€HOB KaK B HAJIIOYEYHHKAX, TaK U B FOHAJAaX, YTO MPUBOIUT K
HEJ0CTaTOYHOM MACKYIMHU3AIMH HAPYXKHBIX MOJIOBBIX OPraHOB Yy MJI0/I0B ¢ Kapuotunom 46 XY;
npu aeguuure GepMeHTOB Ha OoJiee MO3THUX dTanax CTEPOUIOTeHE3a, MPOTEKAIOIIMX TOJIBKO B
HaanoyeyHukax (medpuuut 21-ruapoxcunassl, nepuuut 11B-ruapokcunazel), MTPOUCXOIAUT
HaKOIUICHHE HaJTOYEYHUKOBBIX aHIAPOTEHOB, YTO MPUBOAUT K BHYTPUYTPOOHOW BUpPHIN3ALUU
wiogoB ¢ kapuotunoMm 46XX. Ilpu nedunure 3B-ruapoKCUCTEPOUAIETUIPOrEHAa3bl PU
POXKJIEHUM OTMEYAaeTCs HENpPaBUIbHOE CTPOEHHE HAPYKHBIX IIOJOBBIX OPraHoB Kak IIpH
kapuotune 46XX, tak u npu kapuoture 46XY, NOCKOJIbKY HUMeeTcs OJIOK Ha IMyTH CHUHTE3a
TECTOCTEpOHA, YTO NPUBOAUT K HEJOCTATOYHOM MACKYIMHU3allMd Yy Majb4UKOB, HO
HakaruMBaeTcsi B u30bITKe cimabbie aHaporeHbl (/I['D3A), 4YTO BBI3BIBAET HEOOJBIIYIO
BUPWIM3AIMIO Yy JeBOYeK. Takxke, HENPABUIbHOE CTPOECHUE HAPYXKHBIX TE€HUTAIMH KaK Y
MaJIbYMKOB, TaK M y J€BOUYEK MOXKET HAOII01aThCsl TPH Je(PUIINTE OKCUAOPETYKTA3bl.

B nocrHaransHOM nepuozae GopMbl, CONPOBOXKIAOIINECS U30bITKOM HAJIOYEYHUKOBBIX
aHJIPOI'€HOB, MPOSIBJIAIOTCS YCKOPEHHUEM pOCTa, YCKOPEHHMEM KOCTHOIO BoO3pacTa U
npexaeBpeMeHHbIM anpeHapxe. HaobGopor, mpu dopmax BJIKH ¢ HapymieHnem cuHTE3a
MIOJIOBBIX ~ CTEPOMJOB, B IOJPOCTKOBOM BO3pAacTe Ppa3BHBAETCS TUIEPrOHAJO0TPOIHBIN
THIIOTOHAIU3M KaK y MaJIbYMKOB, TaK U Y J€BOYEK.

B oTHomeHMHM HapylleHUsT MUHEPAIOKOPTUKOMAHON (YHKIMHM HAJIOYEUYHUKOB BCE
¢opmel BJIKH Tarkke MOXHO pa3fenuTb Ha 2 TpYONbl: [pOTEKaroliue ¢ AepUIUTOM
MHHEpaJoKopTukon10B (medurut 11la-rugpokcmnassl, aedexkr STAR-nporenna, aeduut 3f3-
THJIPOKCUCTEPOUIETUApOreHasbl, Aepuut 21-ruapokcunassl, IePUIUT OKCUIAOPETYKTa3bl),
IpOTEKaroIKe ¢ N30BITKOM MUHEPATIOKOPTUKOI0B (neduumt 11B-ruapoxcunassl, nepuuut 17a-
rUIpoKcuiIasbl). KImHMUECKUMHE TpOSIBICHUSAMH JeQUINTA MUHEPATOKOPTUKOUJOB SIBIISIOTCS
IIPU3HAKNA CHUHJPOMA MOTEPU COJIM: TOLIHOTA, HEYKPOTHMas pBOTa, CHIKeHHe AJl, moreps Beca,
KUIKAA CTynl H O00€3BOKEHHOCTh opranusma. J[lng neguuura MHHEPaTOKOPTUKOUIOB
XapaKTEepHbl IEKTPOJIUTHBIE W3MEHEHUsS B BUJE TUNEPKAINEMUHU U TUIOHATPUEMMH,

TOPpMOHAJIBHBIM ~ MApKCpPOM BJIAICTCA TMOBBINICHUC YPOBHA PpPCHHUHA B KPOBH. N30b1TOK



MUHEPATOKOPTUKOUJIOB BeAECT K (OPMHUPOBAHHIO CTOMKONH apTepHalbHOW THUIEPTEH3HH,

COIIPOBOXKIAIOLIECHCS BBIPAKECHHOW TMIIOKAIUEMUEH C XapaKTEPHBIMA CUMIITOMAMHU MBIIIEYHON

c1ab0CTH, TIONMYPUH U TIOJIUIUIICUN, TOPMOHAILHBIM MapKepPOM SIBIISICTCSI CHIKCHHBIH YPOBEHb

PCHUHA I1JIa3MBlI.

Takum o0pazoM, Qu3nkambHOE O00CIEeIOBAaHUE HOBOPOXKICHHBIX B TEPBYIO OUYEPElh

[OJIPa3yMEBAET OLICHKY CTPOEHHUS HAPYKHBIX TNeHUTaNIWd 1o mkaine [Ipagepa u BbISBICHHE

IMPHU3HAKOB COJIBTCPAIOIICTO CHHAPOMA: 0663BO)KI/IBaHI/Ie, CHMKCHHUC BCCAa, CPbI'MBAHUSA, YIIOpHAaA

pBOTA.

OcMoOTp jeTeli mojpa3yMeBaeT OICHKY OOIIEro COCTOSIHUS, U3MEPEHUE POCTa U MacChl

T€la, C OIIGHKOI\/JI CTaHAAPTHBIX OTKJIOHEHHH OT MOMYJIAINUOHHBIX HOPM, OLCHKY BTOPHUYHBLIX

MOJIOBBIX Tpu3HAKOB. OOs3aTeNbHBIM sBIAETCS uU3MepeHue AJl y nmeredt ¢ mojo3peHueM Ha

BJ/IKH.

Knunnueckas xaptuna Bcex popm BJAIKH npencrasiena B tabnure 1.

®opma BIKH reH MK | IIC | Knunuueckas KapTUHA ["opMoHaJIbHBI
46XY 46XX Mapkep
Ctpoenue Crtpoenue
reHuTanuit/ reHuTanuit/
[TonmoBoe ITonmoBoe
pas3BUTHE pas3BUTHE
Hebekr StAR  mporemna | STAR ! ! Cunnpom | XKenckue/ N/ HET
(yumontHAs runepruiasust | 8pll.2 oTepu TAIOTOHAIN3M TAIOTOHAIN3M
HaJM0YEYHHUKOB) conu
Hedwurur 11o-ruapokcnnassr | CYP11A1 ! ! Cunnpom | XKenckue/ N/ HET
(meumut 20,22-necmonaser) | 15023-q24 MOTepH TUIIOTOHAIA3M TUIIOrOHAA3M
COIH
Hedexr 17a- | CYP17 1 ! AT ITpomexyroun | N/ Je3okcu-
ruapokcunassl/17,20-muassr 10g24.3 pile OmKe K | TMIIOTOHAM3M | KOPTHKOCTEPOH,
KEeHCKAM/ KOPTHKOCTEPOH
THIIOTOHAIN3M
Hedexr 3p- | HSD3B2 ! ! Cunnpom | IIpomexyroun | [Ipomexyroun | AS-crepousr:
THIPOKCUCTEPOHNI- 1p13.1 OTepH 13(S c | ple OmmKe K | IPErHeHONOH,
JETUIPOT CHA3HI COJIA aHIPOTCHU3ALN | KEHCKUM 170H-
eil B myOeprate MIPErHEHOITH,
JHEA
Hedwunut 21-ruppokcunazer | CYP2142 UN |1 Cunmpom | N npomexxyroud | 170HP
6p21.3 noTepu BIN
comu/N
Hedwunut 11B-ruapokcunazsr | CYP11B1 1 1 AT N npomexxyrour | 11-JOK
8021 Bl 11-ne3okcu-
KOPTHKOCTEPOH
Hedunut okcunopenykrassl | POR N/ | N MPOMEXYTOUHBI | TipomexyTrodH | 170HP,
7911.2 i 18771 MPOreCcTepOH,
170OHmperaeso
JIOH
MK — munepanoxopmuxouosi, IIC — nonosvie cmepouovt, AI' — apmepuanonas ecunepmensus, 170HP — 17-

euopokcunpozecmepon, JTHEA — oueuoposnuanopocmepon, 11-JOK — 11-desoxcuxopmusos.
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http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l600617
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l118485
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l202110
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l201810
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l201910
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l610613
http://www.ncbi.nlm.nih.gov/Omim/getmap.cgi?l124015

2. lnarHocTuka 3a00J1eBaHUS UJIH COCTOSHMA (TPynnbl 3a00/1eBaHUI WIN
COCTOSIHUI), MEIMIMHCKHE IOKA3AHUA M IPOTUBONOKA3aHUA K IPUMEHECHHUIO

METOA0B IMATHOCTUKH

Beeoenue: ona pazmuunvix ¢opm BIKH xapakmepho pasHooOpaszue KIUHUYECKUX
nposienenui. Cumnmomvl 3a001e8aHUsL ONPeOeIOMCs 0euYumom 0OHUX U U3OIMKOM Opy2ux
KAACCO8 CMepoudos, 00YCIO6IEHHbIX KOHKpemHbiM Gepmenmamueuvim 6ao0kom. OcHo6HOU
nabopamopHulil. Memoo ouacHocmuxu 6cex (opm BJKH — smo onpedenenue pasiuuHvix
KOPMUKOCMepouoo8 8 cvigopomke Kposu. Ilpu Kraccuueckux eapuanmax 3a001e6anus
cmepouoHbvle coeOUHeHUs, npedulecmayiowue GepmenmamueHoMy 010Ky, HOBbIUEHbL 8 0eCAMKU
pas, umo He 6vl3vlgaem 3ampyoOHeHUll 8 nocmanoeke ouaznoza. Credyem NOMHUMb, YMO Gce
CmMepouoHvle COCOUHEHUS UMEIOM CXOHCYI0 XUMUYECKYI0 CMpPYKmypy, umo obycrasiusaem
SHAYUMeNbHbIL NepeKkpecm MexHcoy HUMU NpU OnpeoeleHuu ux Kouyenmpayuu. B nacmoswee
8pemMs MAKCUMANbHOU UHDOPMAMUBHOCbIO 001a0aem Memoo MYIbMUCMEPOUOHO020 AHAIUZA C
npeoulecmsylowumM paszoeseHuem 8cex Cmepoudos ¢ NOMOWBIO Xpomamozpaguu uiu macc-
cnekmpomempuu. Ilpu ucnonvzosanuu OaHHO20 Memooa MONCHO He MOJbKO ONnpeoeiums
MOYHYIO  KOHYEHMPAyuio  CMepouoHblX  COeOUHeHUl, HO U OYeHUmb COOMHOUEHUe
npeouwecmeeHHUKO8 U NPOOYKMO8 pA3IuyHbiX (epmenmos. B mabauye 1 npeocmasnenvi

KAUHUYECKUEe 0COOEHHOCU U 20PMOHAIbHbIE MapKepbl Kaxcoou uz hopm BIIKH.

2.1 Kaa00L1 M aHAMHE3

Beeoenue: npu knaccuueckux gpopmax zabonesanusi 0ebrom KiUHU4eCKol KapmuHvl, KaK
NpAsuio, NPOUCXOOUm 6 HEOHAMAIbHLIL Nepuod 8 6ude HEenpasUiIbHO20 CIPOEHUS HAPYIHCHBIX
2eHUMANUL U Conbmepsioueco CUuHopoma. Mckitouenue cocmasisiiom cunepmonudeckue popmol
BJIKH, npu xomopwix nosviuieHue apmepuaibHO20 OAdGleHUs, KAK NpPauilo, HAYUHAeMCs 8
paHHem demcmee.

Ilpu nexnaccuweckux (cmepmoix) ¢popmax BIKH wriunuyeckue nposeieHusi mocym
oebromuposams Kax 8 nepuode 0emcmaed, maxk u 8 nyoepmamuom 8o3pacme, d UH020a OUACHO3

ycmaHaesaueaemcs yice 60 63pOCiiOM COCMOAHUU.

. PeKOMeH}IyETCﬂ BCEM J1€TAM C HENPAaBUWIBHLIM CTPOCHHEM HAPYKHLIX IMOJOBBIX
OPraHoB HJIH ¢ HECOOTBETCTBHEM HaAPYKHBIX II0OJOBBLIX OPraHoB KapuOTHITY
BKJIKYAaTb B ):[I/I(l)(l)epel-ll.[l/la.]'leO-)_'[I/Ial"HOCTI/I'-[eCKI/Iﬁ CMUCOK TUArHO30B BPOXKIACHHYIO

AUCPYHKIHUIO KOPbI HAAMOYEYHNKOB [25,26].
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YpoBens  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 3)

e Pexomenayercsi BceM eTsiM ¢ TPH3HAKAMHU TPEKIEBPEMEHHOT0 aJpeHapxe
(mo;10BO€ OBOJIOCEHUE, BO3HUKIIEE /10 8 JIeT y AeBOYeK HJIH 10 9 JieT Y MaJIbYHKOB)
NPOBOIUTH JMATHOCTHKY /IS HMCKJIIOYEHUS] BPOXKIEHHOH THCPYHKIHMH KOPbI
HANO4YEeYHHUKOB [24].

YpoBeHb  y0enMTeJILHOCTH  pekoMeHnanmuii B (ypoBeHb  J0cTOBepHOCTH

A0Ka3aTeJbCTB — 4)

e PexoMeHnayercsi BceM HOBOPOXIEHHBIM M [eTSIM IepPBbIX MecflleB KU3ZHH C
NPU3HAKAMU CHHJAPOMAa TIOTEPH COJIM, MNPOSABJISAIONIErocsl CPbLITHBAHUSIMH,
HEYKPOTHMBIMHU PBOTAMM, NIOTepel Beca M Pa3BUBAIIIMMCS IKCUKO30M, POBOIUTH
AUATHOCTHUKY JJISl MCKJ/IOYeHHS BPOKIECHHOH ANCPYHKIMH KOPbHI HAANOYEYHHKOB
[27,4,28,12,29].

YpoBenb  yOeauTeabHOCTH  pekomeHganmii C  (ypoBeHb  /I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

e PexomMeHayercss BceM [1eBOYKaM C NPU3HAKAMU THIEPAHAPOreHHH (M30BITOYHBIN
POCT BOJIOC HA Teje, YNIOPHAasl yrpeBasl Cbillb, YBeJMYeHHEe KJIUTOPA) NMPOBOAMTH
AUATHOCTHUKY JJISl MCKJIOYeHHS BPOKIEHHOH AUCPYHKIMH KOPbI HAANOYEYHHKOB
[30,31].

YpoBenb  yOenuTeibHOCTH  pekoMeHpaanuii C  (ypoBeHb  J10CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

o Pexomenayercst BceM J1eBOYKAM € OTCYTCTBHEM BTOPMYHBIX MOJIOBBIX IPU3HAKOB B
Bo3pacte crapuie 12 Jjiet BKJI0YaTh B A depeHIuaabHO-INATHOCTHYECKHH CITUCOK
AUar{o3oB aepuuut 170-ruApokcuiassl, oAHy U3 GopMa BpOKIEHHON THcPyHKIMU
KOPBI HAAMOYEeYHHKOB [29].

YpoBens  yOeauteabHocTH  pekoMenaauuii C  (YypoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJbCTB — 5)

2.2 duzukajbLHoe 00cae10BAHUE

Beeoenue:  ¢usukanvroe o0b6credosanue  HOBOPOMNCOEHHLIX 8 Nepeyio  ouepedd

no@pas’yMeeaem OYECHKY CMPOEHUS HAPYIHCHbLX 2EHUMANUL NO WKAjle Hpadepa U 6blAi6JIeHUe
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NPUSHAKOS CONbMEPAIOWEe20 CUHOPOMA. 00e3680JCUBANUE, CHUNCEHUE 8eCd, CPbI2UBAHUS, YNOPHASL
psoma.

Ocmomp Oemetl noopasymesaem oyeHKy obue2o COCMOoAHU, UsMepeHue pocma u Maccol
mena, ¢ OYeHKOU CMAHOAPMHLIX OMKIOHEHUN Om NONYIAYUOHHBIX HOPM, OYEHKY 6MOPUUHBIX

noJjloevblx NPU3HAKOSE.

e PexoMeHnayercss BceM HOBOPOKAEHHBIM € HeNPABHJIBHBIM CTPOEHHEM HAPYKHBIX
MOJIOBBIX OPraHOB NMPOBOJMTH OIEHKY CTPOeHHsI reHUTa it mo mkasje Ilpaxepa
[4,3].

YpoBenb  yOenurtenbHocTH  pekomengamuii C  (YpoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: wkana Ilpadepa npeocmasnena 8 npunoxceHuu.

e PexoMeHayeTcsi BceM HOBOPOKAEHHBIM C HENMPABHJIBHBIM CTPOEHHEM HAPYKHBIX
MOJIOBBIX OPTraHOB NMPOBOJIUTH OLEHKY OOIIEr0 COCTOSIHUSI, YPOBHSI apTepPHAIbLHOT0
JAaBJIeHHs] W JUHAMHUKY Beca [IJisi CBOEBPEMEHHOT0 BBISIBJIEHHSI NPH3HAKOB
coJibTepsiioniero cuHapoma [27,4,28,12].

YpoBenb  yOeauTebHOCTH  pekoMeHaauuidi C  (ypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KoMMeHTapuu: xkiunuyeckue nposisienus CUHOpOMAa nomepu Cou 6 8ude CpbleU8aHull,
nomepu 6eca, HCUOKO20 CMYId, CHUNICEHUS. APMEPUAIbHO20 OdGIeHUs U NPUHAKOS
aKcuko3a 8ozHukarom, kax npasuno, Ha 10-20 denwv orwcuznu, moeoa xax snekmpoaumuole

U3MeHeHUs 8 8uoe cunepkajiuemuu u cunonapuemuu MOdAICHoO qbchupoeamb panvlie.

e Pexomenayercss BceM [eTsiM ¢ MNPU3HAKAMH TPEKIEBPEMEHHOr0 aJgpeHapXxe
(1moJ10BOE 0BOJIOCEHHE, BOSHUKIIEE 10 8 JieT y AeBoYeK WJIM /10 9 jeT Yy MaJIbYHKOB)
NPOBOIUTH AHTPONOMETPUIO (M3MepeHHe POCTa M Macchl Tejla) € OLEHKOi
CTAHJAPTHBIX OTKJIOHEHHI OT MONMYJIAMMOHHBIX HOpM [24].

YpoBens  yOeauteabHocTH  pekoMenaaumii C  (YypoBeHb  /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTrapumn:  omauyumenvnoii  uepmoti  8pONCOEHHOU  OUCPYHKYUU — KOPbL
HaONoOYeuHuKo8 om UOUONAMUYECKO20 NPEeHCOeBPEMEHHO20 aAopeHapxe s81Aemcsl
yckopernue pocma donee 2 SD u onepeoicenue kocmuozo 6o3pacma donee uem Ha 2 200a

om nacnopmuoco.
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o PexoMeHnayercsi BceM MajbUYMKaM C NPU3HAKAMH MNpPeKIeBPEMEHHOr0 aJpeHapxe
(moJi0BOE OBOJIOCEHME, BO3HHMKILEE 10 9 JieT) MPOBOAUTH OLEHKY M0J0BOI0 Pa3BUTHA
no mkane Tannep [24].
YpoBenb  yOeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)
Kommenrapuu: wrana Tanuep 0ns oyeHKu cmaouu noio8o20 pazeumus npeocmasiena
6 npunoxceruu. Juccoyuayus mexcoy cmaouetl noioo20 pazeumusi U 00nyoOepmamHsbim
Pazmepom sAudex ceudemenbCmayem 6 nojvb3y HAONOYeYHUKOBO20 2eHe3d AHOPO2EeHO8 U
mpebyem UCKIUeHUs BUPUTIbHOU/HeKTaccudeckou ghopmbl depuyuma 2 1-euopoxcunasol

unu depuyuma 1 1[-euopoxcunaszol.

2.3 JlaGopaTopHble H HHCTPYMEHTAJbHbIE TMATHOCTHYECKHE VCCICOBAHUA

2.3.1. Juaznocmuxa oeguuyuma 2I-2udpokcunasvt 6 pamKax HEOHAMATIbHO20

CKpUHUHZ2A

Heguyum 21-cudpokcunazol nooxooum O NpocpamMmvl HeOHAMAIbHO20 CKPUHUHZA,

NOCKONIbKY ABNAEMCS 4ACMbIM, NOMEHYUATbHO JIeMAalbHbIM 3a001e8anueM, umeem yemruil

ouaznocmuyeckull mapkep u noooaemcs aedenuro. C 1977 2. cnauana 6 wmame Anacxa CLIA, a

3amem U 8 Opyeux pecuoHax 6HeOpeH MOMAIbHLIN HeoHamanvbHulll cKpunune Ha BJKH.

Jlumepamypuvie oannvle ceudemenvcmayiom 06 s¢pgpexmusnocmu ckpununea [32,33,34,35,15].

Heonamanvnas cmepmuocmo om convmepsiowe2o kpusa 6e3 ouaznoza cocmasisinia om 4 00

10%, nenpasunvhoe onpedenenue noia y degouek — 00 10% cnyuaes [48]. Ilocne enedpenus

CKpUHUH2A Malb4uko8 u oesovex ¢ BJKH cmano noposny, u uacmoma eécmpedaemocmu

3abonesanus nosvicunace [32, 33. 34. 35].

e PexoMeHnayercsi BceM HOBOPO:KIEHHbIM IpOBeJeHHEe TOTAJBLHOIO HEOHATAJBLHOIO
CKPMHMHIA ¢ omnpeaejeHreM 17-rHAPOKCUNPOrecTepoHa crenuaIbHbIMH Habdopamu,
CTAHAAPTH3UPOBAHHBIMHU /IJISI HEOHATAJIbHOI0 CKPUHMHIA, VIS UCKJIIOYEeHUs 1euIHuTa
21-ruapokcuaasel [32, 33, 34, 35, 15].

YpoBenb  y0eauTelbHOCTH  pekoMeHaaumii A  (YpoBeHb  /I0CTOBEPHOCTH

10KA3aTeJbCTB — 2)

Kommentapun: ¢ Poccuu neonamanvhwiil ckpunune cywecmeyem c cepeoutuvt 2006 2., 6
pesyibmame 4e20 YaACmoma 8bulasleHus OaHH020 3abonesanus 6vlpocia 6onee vem 6 2 pasa.

Kpome moco, cokpamuncs cpok nocmanosku ouazHo3a u cmenenb SUNOHAmMpuemul, 4mo, no

OQHHBLM TUMepamypbul, yayuuaem 6 OaibHeliuiem cnocooHocmu demeti K 00y4eHuro.
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IIpoyedypa ckpununea exirtouaem 6 cebs 3a00p Kpou ¥ OOHOULEHHBIX HOBOPONCOEHHBIX
Ha 4-e cymku drcuznu, y HeoonoweHnHvix Ha 7—10-e cymku, u onpedenenue 6 obpasyax yposHs
170HP ¢ nomowpwio cneyuanvhvlx Habopos 0 ckpunuhed. Mcnoniv3ylomes pasnvle Omceyku 6
3A6UCUMOCIIU OM 8€CA NPU POHCOCHUU, KOMOPble Onpedeienbl 05 Kaxcoou nabopamopuu [15].
Ilpu nonosxcumenvnom pe3yiomame CKpUHUHSA C8E0EHUs NePeOaromcsl 8 NONUKIUHUKY HO MeCmy
oHcumenbcmea  pebeHka, Nnocie  4e20  NPOBOOUMCS  NOBMOPHBILL  3a00p  Kposu  Ois
pemecmuposaHus.

CoenacHo OaumHbIM aumepamypvl, 01 HEOOHOUWEHHbIX HOBOPONCOCHHLIX 2padayus
ouacnocmuyeckozo ypoeus [70HP 6onee ungopmamusna, eciu npoucxooum c yyemom
2ecmayuoHH020 603pacma, a He éeca npu poxcoenuu [36].

e PexoMenayercsi HA BTOPOM J3Tane CKPUHUHIa (peTecCTHPOBAHME) ONpe/eSieHie YPOBHS
170HP, no BO3MOKHOCTH METOOM TAHAEMHOIl MACC-CIIEKTPOMETPHHU C ONpeaeieHneM
HIMPOKOI0 CIIEKTPa CTEPOUJIOB H PacyeTOM cOOTHOIIeHusi crepounoB (170HP + 21-
JNOK)/xopTu3oa [2,38,39,40,41].

YpoBenb  yOeautTedbHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

A0KA3aTeJbCTB — 3)

KommeHnTapuu: nonooxcumensnas npeockasamenvHas YeHHOCMb Nepeoco  dmand
HEOHamanbHo20 CKpunumea cocmasisiem om 1 0o 5%, m. e. cpedu 6cex noIOHCUMENLHBIX
pezyibmamos moavko om 1 0o 5 oemeit uz 100 nonoxcumenvhvix 06pazyos OetcmeumenbHo
umetom BJ[KH, 6 ocmanbhblXx cyuasx 3mo J0HCHONOJONCUMENbHbIE pe3yIbmamuyl. Yuumoleas
Oonbuiue dKOHOMUYECKUe U IMOYUOHATbHbIE 3ampamvl, 6 CEA3U C OONbUUM KOIUYECTN8OM
JIOHCHONOJIONCUMETIbHBIX CIIYYAe8 OblLI0 NpeodloHCeHO NPo8OOUMsb NOGMOPHOEe MeCMUposanue ¢
ucnonvzosanuem maroemuou macc-cnekmpomempuu (TMC). [lo oannvim Hemeykux asmopos,
ucnonvzosanue TMC u onpedenenue pacuemuoco nokasamens (cymma yposHeti 170H-
npozcecmepora u 21-0e30Kcukopmu3ona, OelleHHas HA YPoeHb KOPMuU3oid) nosviulaem
noodCUmMenbHyIo npedckazamenvhyio yennocms 0o 100% [37]. Homumo evisisnenus oepuyuma
21-2uopoxcunaszol, TMC nozsonsem ouaznocmuposams u peoxue popmot B/JIKH [42].

e PexoMeHnayercsi OCMOTP JHIOKPHHOJIOTa BCEM HOBOPOKIEHHBIM € MOJIOKUTEIbHBIM
pe3yJibTATOM HEOHATAJILHOIO CKPUHHHIA [Jisl pelleHHsl BOMPOca 0 HAa3HAYEHUH
tepanuu [43].

YpoBens  yOeauteiabHocTH  pekoMenaaumii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 3)

KommeHTapumu: yuumuigas 603MOXMCHOCHb  JIOHCHONOJONCUMENbHBIX — PE3YIbMAmos

HeoOHaAmdajllbHOcO CKPUHUHZA, a makKaice mom qbaKm, YUMo HeOHAMAIbHbILL CKPUHUHZ no360Jisent
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8bI68UMb HEOOILULOU NpoYenm demell ¢ HeKlaccuyeckou opmoti depuyuma 21-2udpoxcunasot,

KOMOpbuIM He mpebyemcs Ha3HauyeHue NedeHusl, cem Oemam C NOLONCUMENbHBIM Pe3YIbIMamom

HEOHAMANbHO20 CKPUHUHSA HEeoOX00uM ocmomp 2HOOKpunonoza. Henpaeunvnoe cmpoenue

HAPYIICHBIX HNONOBbIX OP2AHO8 6 COYEMAHUU C MNOJONCUMENbHLIM Pe3yIbMamom CKpUHUHed

OOHO3HAYHO NO360JAAEeM YCMAHO8UMb OUASHO3 Y 0e80YeK U HAa3Hayums mepanuto. B mo oice

8DeMsL BCeM MATLYUKAM U O€BOUKAM C NPABUTLHLIM CIPOEHUEM HAPYICHBIX EHUMATUL MOHCEM

nompebosamuvcsi OONOIHUMENbHOE 00C1ed08aHUe.

e Pexomenayercsi ucciaeqoBaHMe JIEKTPOJUTOB KPOBM (KaJWil, HATPUI) BCeM JeTAM €
NMOJIOKUTEJILHBIM ~ Pe3yJIbTATOM HEOHATAJbHOT0 CKPUHMHIA [JIi BO3MOKHOI'O
BBISIBJIEHHS coJIbTepsiiomeii popmbl 3a6oneBanus [20,19,17,2,46].

YpoBeHb  y0enquTeJbHOCTH  pekoMeHaauuid B  (ypoBeHb  10CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

KommenTapuu: euiasnenue cunonampuemuu 6 codemaHuu ¢ 2unepkanuemuen
no3zeonsiem  OUACHOCMUpPO8ams  colvmepsawyio  gopmy Odepuyuma  21-2udpokcunaso.
Heobxooumo ommemumsv, umo o00HOU U3 yeneu HEOHAMANbHO20 CKPUHUHRA S6]IAemcs
ouazHocmuxa 3a001e8anusi 00 pas3sumus KIUHUYECKOU KAPMUHbL CONbMepsowe20 CUHOpoma,
Komopas Kax npasuno oebiomupyem Ha 2-3 Hedenax owcuswu. K momenmy nomyuenus
pezyniomamos ckpurnurnea (10-14 cymxu scuznu pebenka) oasxce npu omcymcmeuu KiuHU4eckoll
KapmuHvl CUHOPOMA NOMeEPU CONU Y NAYUEHMA YHCe UMEIOMCSL INeKMPOTUMHbLE HAPYULeHUS.

e PexoMmenayercsi nmpoBe/ieHHE TeCcTa € TATPAKO3AKTHAOM B COMHHMTEJBHBIX CJIy4Yasix
HEOHATAJLHOI0 CKPHHHMHIa JUISi MOATBep:KAeHusi/McKiIouenus aepunura 21-
ruapoxcuaassl [44].

YpoBenb  yOenuTeibHOCTH  pekoMeHganuii C  (YypoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 4)

Kommentapuu: npomokon npobwr ¢ mempaxosakmudom (Cunakmenom): bOepemcs
Kpoeb Onsi onpedenenusi yposueti 170HP u xopmusona, nocne uezo 6/6 egooumcs 250 mke
mempako3akmuoa 6 5 M1 QuU3UOTOoSULEeCKO20 pacmeopd, HNpOOOJHCUMENbHOCIb  UHGY3UU
cocmasnsiem 2 mun. Yepez 30 u 60 mun 6epym Kposvb 01 NOGMOPHO2O onpedeseHusi ypoeHel
170HP u xopmuszona.

B nopme yposenv xopmuzona 6 ycnosusx cmumynsayuu npegviuiaem 500 Hmonw/n, npu
amom ypogenv 170HP ne dondwcen npegviuiams 36 Hmonv/n. Ilpu depuyume 2 1-2udpoxcunasvi
yposenv 170HP npegviwaem 45 umonv/n, ouanazon om 36 0o 45 umonv/n sensemcs «cepotl

30HOUY U mpebyem OanvHeluel noOmeepiIcoarouel OUAeHOCIMUKU.
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Ilpu omcymcmeuu npenapamos AKTI kopomxozeo Oelicmsus 603MONCHO NposedeHue
ananocuunou npoowvl ¢ npenapamom AKTI npononeuposannozo oevcmeus (Cunaxmen-oeno).
IHlocne 6é/m 6sedenus 1 mn Cunaxmena-oeno (coomeemcmsyem [ me npenapama) Kpogv 0t
onpedenenusi yposuet 170HP u xopmuzona depemcs uepez 10—12 u u 24 u. Pesynomamuol
oyenuesaromces ananoeuuno mecmy ¢ AKTI kopomkozo oeticmsus.

Ha ¢hone cmumynayuu yenecoobpasno npogooums onpeoeienue opy2ux cmepouoos OJis
uckmiouenuss peoxkux ¢opm BJKH. Maxcumanvuyro ungopmayuio oaem onpeoeieHue
cmepouonozo npoghuns ¢ nomowwvio TMC [42].

Hysicno  nomuume, umo  cmumynayus — memapko3aKmuoom Modxcem — ycy2youmo
conbmepAwUl CUHOPOM 34 Cc4em pe3K020 NOBbIULEHUsT KOIUYecmea npeoulecmseHHUKos
KOpMU301d, KOMopvie 8 CB0I ouepedb Mozym OIOKUPO8amb MUHEPAIOKOPMUKOUOHbBIE
peyenmopeol.

e Pexomenayercsi mnpoBeleHHEe MOJEKYJISAPHO-TEHETHYECKUX HCCIeI0BAHMIT TreHa
CYP21A2 nnsi moaTBep:KIEeHHUsI AUATHO3a NMPH COMHHUTEJIBHBIX pe3yJbTaTax MpPoodbl ¢
TETPAKO3aAKTHAOM  HMJIM TIPH  HEBO3MOXKHOCTH  e€e  mNpoBedeHHs  (MpueM
IJIIOKOKOPTHUKOWAHBIX MPeNapaToB) M /sl TeHeTHYeCKOr0 KOHCYJbTHPOBAHHUS CeMbH
npu HeodxoaumocTu [47,16,45,5].

YpoBenb  yOenuTeabHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KommeHnTapuu: npu comHumensHulx pe3yibmamax npoosvl ¢ CUHAKMEHOM NPOBOOUNCSL
eeHemuueckas ouacHocmuka. Jegpexm 2I1-eudpoxcunazvl 00ycio6ieH MHO2OUUCTEHHBIMU
mymayuamu eena CYP21A2, kooupyroweeo oanuwiii smom pepmenm. Ien pacnonodicen Ha
Kopomkom nieve 6-1i XpoMocombl psooM C SAABHbIM KOMNIeKcoM eucmocosmecmumocmu (HLA).
B nenocpeocmeennoii 6auzocmu ¢ eenom CYP21A2 pacnonoocen ncesooeen CYP21P. Omu cenvl
8bICOKO2OMONO2UYHYL, OOHAKO, yyacmeyem 8 mpaHcKpunyuu 21-2u0poKkcunasvl moavKo
CYP21A42, umerowuii 6 ceoeti cmpykmype 10 mpanckpubupyemvlx 3k30H08 u 9 unmpowos,
CYP2IP sasnsemcsa nceg0oceHOM, M.K. COOepAHCUM PO MyMayuil, u3-3a KOMopuvlx KOOUpyemblil
umMu 6enoK NOIHOCMbIO uuleH akmuenocmu. TanoeMmuas opeaHuzayus 6blCOKO2OMONOSUYHBIX
2€H08 c030aem NpeonoCuLIKU K 4aCMbIM PEeKOMOUHAYUAM MedHcOy HUMU 8 8Ude 3aMeljeHus
oonvuozo paemenma eena CYP21A2 ananoeuunvim gppacmenmom ncegdoceHa uiu nepeHoca
MANeHbKUX ppazmeHmos nces0o2eHa 8 aKkmugHblil 2eH (2eHHas kousepcus). IlooobHvle mymayuu
MO2ym Npu8oOUmb K NOJHOU UIU YACMUYHOU nomepe depmenmamugHou axmuenocmu 21-
euopokcunaszvl. B Hacmoswee epems onucanvl 6onee mpexcom mymayuu CYP21A42,

npugodsuux Kk degexmy 21-cudpoxcunasel, Ho 85% ecex ciyuaes npuxooumcs Ha 12 uacmoix
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mymayuil, nepeuteouiux uz ncegdozend. Haiidenvi onpedenennvie Koppensyuu mexncoy euoom
Mymayuu u KIUHU4eCKUM 8apuanmom mevenus 3aboneeanus [6].

Ha nepeom smane monexynapno-eenemuuecko OUAeHOCMUKU GO3MONCHO NPOBOOUND
nouck uacmoix mymayuti 8 cene CYP21A2. Buisgnenue 20Mo3ueomuo mymayuu uiu 08yx
2emepo3ucOmHbIX Mymayuli no3eonsem nocmasums ouacho3. Ilpu obuapyscenuu 00HOIl
2emepo3ucOmMHOU Mymayuu Ui npu OMmMCymCcmeuy Hacmvlx MYymayuii npo8ooOUmcs: NoiHOe

cexeenuposanue cena CYP2142 [6].

2.3.2. luaznocmuxa oepuyuma 21-2udpokcunasvt 6He npouedypsl HEOHAMAIbHOZ0
CKPpUHUH2A
e Pexomenayercs ajis jaereil, He NMPOUIEAIIMX NMPOUEIYPY HEOHATAJIHLHOI0 CKPHHHMHIA,

IS MOATBEP:KAeHUsI/ MCKI0YeHns1 Aepuuura 21-ruapokcuiasbl onpenejieHue YPOBHsSI
17-ruapokcunporecTepoHa B yrpeHHeld KPOBU B CJIEYIOIIUX CAyYasix:

1. Tlpyn HenmpaBWJILHOM CTPOEHHHM HAPY:KHBIX MOJOBBIX OPraHoB W OTCYTCTBHM

NaJbIUPYyeMbIX TOHA WM KapuoTune 46XX;
2. Ilpu KIMHMYECKOW KapTHHE CHHIPOMA TMOTepH CoJu (CPbIrMBaHMSs,
HEYKpPOTHMasi PBOTA, MOTEPH Beca, pa3BUTHE IKCUKO03a, najgenune AJl);

3. Ilpu mosiBJieHUM TOJIOBOT0 OBOJIOCEHMs Yy JeTeii 10 8 JieT;

4. 'V neBoyek ¢ CMUMIITOMaMM runepanjaporenuu [24,27,2,4,49,3,12,13].

YpoBenb  yOenutTeibHOCTH  pekoMeHpaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

KommenTapum: OCHOBHBIM Kpumepuem 20PMOHANLHOU OuazHoOCmuKu
Heoocmamounocmu 2 1-eudpokcunasvl sensemcs noesvlutenue ypoeus 17-OHP 6 cvieopomie
kposu. Cooepocanue 17-OHP npu xnaccuueckux ¢hopmax 3zabonesanus donee uem 6 10 pas
npesviuiaem HOpMamusHvle 01 803PACMa pedeHKa noKazamenu.

e Ilpm BO3MOKHOCTH 1€JIECOOOPA3HO oONpeae/ieHHe YPOBHS IIHPOKOr0 CHeKTpa

CTEpPOU/I0B (17-ruApoOKCUIIPOTeCTEPOH, 17-ruApoKcUNperHeHoJI0H, 21-
Ae30KCHKOPTH30.1, AUTHAPOINHAHAPOCTEPOH, AHIPOCTECHIMOH, TeCTOCTEPOH,
KOPTHKOCTEPOH,  11-1€30KCMKOPTHKOCTEPOH,  11-1€30KCHKOPTH30J,  KOPTH30.1,

aHApocTepoH, 11-THIPOKCHAHACTEHIMOH) METOAOM TAHAEMHOH XpPOMAaTO-Macc-
CIIEKTPOMETPHM NPHM  MOJO3PEHHHM HAa  BPOXKICHHYH  JHCQPYHKIHMI0O  KOPbI
Haanmo4Yye4yHukos [50].

YpoBenb  yOeautTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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Kommentapumu: ciedyem nomuume, umo éce cmepouoHsvie cOeOUHEHUSL UMEION CXOHCYIO
XUMUYECKVIO CMPYKMYPY, 4mo 00yciagiueaem 3HA4UmMenbHbulll nepekpecm MedxHcoy HUMU Npu
onpeodeneHuu ux Komyewmpayuu. B nacmoswee epems MAKCUMANbHOU UHGOPMAMUEBHOCTNBIO
obnadaem Memoo MYIbMUCMEPOUOHO20 AHAIU3A C NPEOUeCmBYIOuUM pPa30esieHuemM 6Cex
cmepoudo8 ¢ NomMowpio xpomamozpagpuu unu macc-cnekmpomempuu. Ilpu ucnonvzosanuu
OAHHO20 MemoOd MOXMCHO He MOIbKO ONpedeiumsb MOUYHYI0 KOHUEHMPAYUuro CcmepouoHblx
COeOUuHenUutl, HO U OYEeHUMb COOMHOUleHUe NPeOueCmeeHHUKO8 U NPOOYKMO8 DA3TUYHbIX
pepmenmos. Buisignenue 6 npode Kposu nogviuleHno2o yposHs 2 1-0e30KCUKOpmu30aa a6isemcs
cneyughuueckum mapkepom oegpuyuma 2 1-euopoxcunasuol.
¢ PexoMenayercsi B COMHUTEJBHBIX CIy4asiX NMpoBeleHHe MPOObI € TeTPAKO3aKTHIOM

(CuHaKTEeHOM) JJIsl MCKJII0YEHUsI/MOATBEPKIeHUs HeKJIaccuueckoi Gpopmbl nedpuiura
21-ruapokcuiiazbl 'y JeTeil ¢ NpeXKIeBpeMeHHBIM ajJpeHapXxe WJIM Y JAeBOYeK C
cumnromMamu runepanaporenaunn [30,49,12,13].

YpoBenb  yOeautTedbHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KommenTapuu: npomokon npobsi u unmepnpemayus pe3yivmamos ONUCaHbvl Gblle.

e PexoMenayercsi 1eTM ¢ NpeKIeBpeMeHHbIM ajJipeHapxe NMpoBeleHHe PeHTreHorpaguu
KHCTeil pyK JJ151 onpeieJieHHsi KOCTHOro Bo3pacra [1].

YpoBenb  yOenuteabHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

Kommenrapuu: onepescenue xocmnozo eo3pacma Ha 2 200a u Oojnee nacnopmHulil
XapakmepHo Ol BPOANCOEHHOU OUCHYHKYUU KOPbl HAONOUEHHUKO8 8 Oomaudue Om
UOUONAMUYECKO20 NPEAHCOEBPEMEHHO2O aopeHapxe.

o PexoMenayercsi aeTsiM ¢ NpeKIeBPeMEHHBIM ajJpeHapXe B COMHHTEJIbHBIX CJIy4Yasx
NpoBe/ieHHEe MOJIEKYJ/ISIPHO-TeHeTH4YecKoro mucciaenoBanusi rena CYP21A2 jas
noaTBep:KIeHuss/uckaoyenus repuuunra 21-ruapoxcunassl [5,30,12,51,13].

YpoBenb  yOeautenbHocTH  pekoMenaaumii C  (YypoBeHb  /I0CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

KommenTapuu: na nepsom smane ocyujecmensemcsi NOUCK YACMbIX MyMayuil 6 ceHe
CYP2142. BuviasneHue 20MO3U20MHOU Mymayuy Ui O08yX 2emepo3ucomublx Mymayuil
no3e6oJisiem nocmasums ouazros. Ilpu obHapyscenuu 00HOU 2emepo3ucomHoOU Mymayuy Uil npu

OMCYMCmMeUU 4acmvix Mymayuil npoeooumcs noixoe cekeeHuposauue cena CYP21A42.
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o PexoMenayercsi IeTSM ¢ NpekIeBPpeMEHHbIM aJIpeHapxe ¢ Heablo JuddepeHnuaibLHOM
AUATHOCTUKH MEXKIY BPOKIEHHOM TUCPYHKIHEH KOPbl HAAMOYEYHNKOB U 00beMHbIMH
00pa30BaHUSIMHM HAJINOYEYHUKOB IIPOBEIEHNE MPOOBI ¢ IeKcaMeTa30HoM [2].

YpoBenb  yoeautTeabHOCTH  pekomengauuii C  (ypoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJbCTB — 5)

KomMmeHnTapuu: npu 6posicoennoil ouchynkyuu Kopvl HAONOYEYHUKOB BbICOKUE 003bl
0eKCamMemasona Npusoosim K 3HAYUMOMY CHUINCEHUIO YPOBHS AHOPO2EH08, mo20d KaK npu
AHOPO2EHNPOOYYUPYIOWEU ONYXolU YPOBEHb AHOPO2EHO8 He MeHAemcs Ha (oHe 66edeHUs.
2NIIOKOKOPpMUKOUO08. I[lpomokon nposedenusi npobvi udeHmuueH Maniou 0eKcamemazoHoBoul
npobe, UCNONBL3YeMOU Npu OUASHOCMUKe 2UNEPKOPIMUYUIMA: 00 Npobbl bepemcs aHaiu3 Kposu
onsi  onpeodenenusi anopozenos (l7-eudpoxcunpocecmepon, mecmocmepot, JIDAc) u
KOpMU301a, 3amem ¢ meyeHue 2 Cymox npuHumaemcs oekcamemason 6 0ose no 0,5me x 4 paza @
cymku (4me Ha npody) u Ha mpemuti OeHb YMPoMm Oepemcs aHanu3 Kposu HA COOepHCaHue
anopozernos (17-eudpoxkcunpocecmepon, mecmocmepon, I IAc) u kopmu3zona.

e Pexomenayercs 1eTsiM ¢ npexIeBpeMEeHHbIM ajJpeHapxe ¢ Heablo AuddepeHunaabLHOM
JAMATHOCTUKY MEXKIY BPOKIACHHOH TUCPYHKIMEH KOPbI HANNMOYEYHUKOB U 00beMHbIMHU
00pa3oBaHUSIMM HAANMOYEYHHKOB TMpPOBeIEHHE BH3YAJH3alMUd HAANOYEYHHKOB C
nomoubio Y3U/KT/MPT Haano4e4YHHUKOB.

YpoBenb  yOenuTeabHOCTH  pekoMeHgauuidi C  (ypoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)
¢ PexoMenayercsi 1eBOYKAM MOAPOCTKOBOIO BO3PACTa ¢ CHMIITOMAMH THIEPAHAPOT eHHHI

npoBeaenne Y3U opraHoB majioro tasza ¢ uejiblo auddepeHnuanbHOl THATHOCTHKHA
MEKIY HAAMOYeYHUKOBOI M 0BApHAJILHON runepanaporexuei [52].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

KommenTapum: y desouex ¢ HapyuieHusMU MEHCMPYailbHO20 YUKIA HA (POHe ameHopeu
Modcem — onpedensmvCsi  YMEPEHHO  NOGbIUEHHLIL  Ypo8eHb 1 7-2udpoxcunpocecmepona.
Buisisnenue na Y3U yeenuuennvix suunurxos (bonee 12mn) aensiemcs 0OHUM U3 CEUOEMENbCME 6
NOIb3Y 08APUATILHO2O 2eHe3a SUNEPAHOPOSEHUU, 8 OMIUYUE OM HOPMAIbHO2O0 UNU CHUNCEHHO2O
00veMa AUYHUKO8 Y 0e80UeK-NOOPOCMKO8 C HeKIACCUYyeckum eapuanmos oepuyuma 21-

2UOPOKCUNIA3DL.

e Pexomenayercsi BceM JeTsM crapme 3 Mec ¢ moaospeHueM Ha aeguuur 21-

THApOKCHJIasbl HJAH ¢ YCTAHOBJICHHBIM JTUHArHO30M )Ie(l)I/IIII/ITa 21-FI/IIlpOKCI/IJIa3bI
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HCCiIeIOBaHNE YPOBHSI PEHHHA TUIA3MBbI ISl MOATBEP:KIeHUs/MCKII0YeHnsT neHIuTa
MHHePAJIOKOPTHKOUI0B [53,54,55].
YpoBenb  y0eauteiabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 3)
KommenTapum: 3uauumoe nosviwenue penuna niaazmoel (bonee 10nelmnluac ons
akmusnocmu penuna niazml uiu oonee 100mkMEImn Ons npsamozo penuna) céudemenbcmeyom

8 N0b3Y dehuyuma MUHeparoKOPMUKOUA08.

2.3.3. luacnocmuka peokux gpopm 6porcoeHHOU OucPyHKuuu Kopbl HAONOUEHHUKOB
Beeoenue: ocnosHble KIuHUYECKUEe CUMNMOMbL U 1AOOPAMOPHbLE MAPKEPbl PeOKUX ¢opm

8POAHCOEHHOU OUCHYHKYUU KOPbI HAONOYEUHUKO8 NpedCcmasieHvl 8 maoauye 1.

o Pexomenayercss  Hccje0BaHHe KAPHOTHNA Yy BCeX  HOBOPOXKIEHHBIX €
HeNpaBWJILHBIM CTPOEHHEM HAPY:KHbIX reHuTasmii [25,29].
YpoBenb  yOeauTeJbHOCTH pekoMeHgauuidi B (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)
KoMmMmeHTapuu: 015 aunoudnotl eunepniazuu Kopbl HAONO4euHukos, o oepuyuma 11ao-
auopoxcunasvl, 0aa oeuyuma 170-eudpoxcunasvi, oepuyuma 3[f-eudpoxcucmepoou-
oezudpozenasvl U 0ns Oepuyuma OKcuOopedyKmasvl XapakmepHo HenpasuibHoe Uil
JiCeHCKoe cmpoeHue HapyIICHbX eenumanuil npu xapuomune 46 XY, u Haobopom 0ns
oepuyuma 11f-eudpokcunasvl  xapakmepHo HENpaBUIbHOE CMPOEHUE HAPYICHBIX
nonosvlx opacHod npu Kapuomune 46XX, onn odegpuyuma 3[f-eudpoxcucmepoou-
ode2udpozenasvl U 0as oepuyuma oxcuoopedykmazvl npu kapuomune 46XX 603modcHa

Hebonbulas BUPUTIU3IAYUA HAPYIHCHBIX NOJIOBbIX OP2AHOE.

e Pexomenayercs HccJieoOBaHue HIHPOKOT0 cIeKTpa CTEPOU/I0B (17-
TUIPOKCUIIPOTeCTEPOH, 17-ruaApoKCcCUNIPErHEeHOJI0H, 21-1e30KCHKOPTH30J1,
AUTHAPOINHUAHIPOCTEPOH, AHIPOCTEHIMOH, TECTOCTEPOH, KOPTHKOCTepoH, 11-
Ae30KCHKOPTHKOCTEPOH,  11-1€30KCHKOPTH30JI, KOPTH30JI, AJbJOCTEPOH) Yy
HOBOPOKICHHBIX € HECOOTBETCTBHEM CTPOCHHSI HAPY/KHBIX I0JOBBIX OPIraHOB
kapuorumny [29].

YpoBenbr  yOeaurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
KommenTapuu: nposedenue mynomucmepoudHo2o anaiuza y oemei ¢ HapyuleHuem

¢0pMUpO@CIHM}l noJjia noseoJisiem duaeHocmupoeamb 6Ce Kilaccudeckue e6apuarmol
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Hapywenuti cmepoudozenesa. /na xasxcoou ¢gopmur BIKH xapaxmepro nogvluienue

onpeoeneHHbIX Cmepoudos, KOmopule ykazamvl 8 maoauye 1.

o PexoMenayercss uccieI0BaHHEe JJICKTPOJMTOB KpPOBH (Kajauil, HaTpuii) Yy
HOBOPO:KIEHHBIX € HECOOTBETCTBHEM CTPOEHHSI HAPY:KHBIX IOJIOBBIX OpPraHoB
kapuoTumy [27,29].

YpoBenb  yOeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
0KAa3aTeJbCTB — 5)

Kommenrapuu: passumue convmepsiioueco cuHOpoMa )y HOBOPOHCOEHHBIX MONHCEm
npugecmu K msaxicenvlmM nocie0Cmsusim 6njioms 00 J1eMmaibHO20 UCX00d, NOIMOMY 6CeM
HOBOPONCOEHHBIM C HENPABUNLbHBIM CIPOCHUEM NON0BLIX OP2AHO8, NPUUUHOU Ye20 MO2YMm
Obimb peokue Gopmvl 8POAHCOEHHOU OUCHYHKYUU KOPbl HAONOUEYHUKOS, HeoOX00UMO
uccneo0oeams yposeHv Kauus u Hampusi 8 Kposu. lunepxaiuemusi 8 couyemaHuu ¢
eunoHampuemuel  AGNAIOMCS  NPUSHAKaAMu — Oepuyuma MUHEPATOKOPMUKOUOO8 U

mpe6yiom HeMeONeHH020 HA3HAYeHUS mepanuu.

e Pexomenayercs ucciaenopanue yposusi AKTI', peHuHa u aapaocTepoHa B KPOBH Y
HOBOPOKIEHHBIX € HECOOTBETCTBHEM CTPOEHHsI HAPYKHBIX IOJOBBIX OPraHoOB
KApHOTHNY /ISl TOATBEP:KIeHUsI/MCKIIIOYEeHUs] BPOKIEHHOH MANCPYHKIHH KOPBI
HaAMo4Ye4yHHKoB [25,29].

YpoBenb  yOenutTebHOCTH  pekoMeHpaanuii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommentapun: nosviwenue yposuss AKTI y HOBOpONMOEHHO20 ¢ HENpABUTLHBIM
CIMPOEHUEM HAPYICHBIX 2eHUMAUL NO36015em OUASHOCTUPOSAMb 00UH U3 8APUAHINOB
8PONCOEHHOU OUCPYHKYUU KOpbl HAOnoueunukos. [losviuienue ypoeHs peHuHa Kpoeu 6
couemaHuu ¢ HU3KUM YPOBHeM dlb0oCmepoHa ommedaiomca npu ¢gopmax B/KH,
npomexkanowux ¢ OepUUUMOM MUHEPALOKOPMUKOUOO8 (TUNOUOHAS — SUNepnia3usl
Haonoueunuxos, Oeuyum Ilo-eudpoxcunaszei, Oeuyum  3f-euopoxkcucmepoou-

0e2uopo2eHaswl).

o Pexomennyercsi npoBenenne Y3U opraHoB Majioro Ta3a W NaXOBbIX KaHAJIOB Y
HOBOPOKIEHHBIX ¢ HENMPAaBUJIbHBIM WM KEHCKHM CTPOeHHEeM HAPY:KHBIX MOJIOBBIX

opranoB npu kapuorumne 46XY [25,29].
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YpoBens  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommenrapuu: omcymcmeue mamku y Ho80poxcoeHHoz2o ¢ kapuomunom 46XY npu
HeNpaguiIbHOM UL HCEHCKOM MUne CmpoeHusi HapylCHbIX 2eHUMAUll Moxcem Ovlms npu
8DOJCOEHHOU  OUCYHKYUU KOpbl HAONOYEHUHUKO8 (Mpu  JUNOUOHOU  cUNePNIa3UU
Haonoueunuxos, npu Oepuyume Ilo-eudpoxcunazvl, Ooegpuyume 170-2udpokcunasvl,

oeqhuyume 3f-euopoxcucmepouo-0e2udpocenasn).

Pexomenayercsi ucciaeqoBaHie HIUPOKOr0 CHEKTPA CTEPOUAOB (KOPTHKOCTEPOH, 11-
Ae30KCHKOPTHUKOCTEPOH, KOPTH30J, aJbJ0CTEPOH) Yy JAeBo4Yek crapme 12 Jjger c
OTCYTCTBHEM BTOPHYHBIX IMOJIOBBIX MPU3HAKOB /MM HAJIMYHEM HU3KOPEHHHOBOI
apTepuaJIbHOW TUNEPTEeH3MH I HUCKJI4YeHus: aepunura 170-ruapoxkcu/iaspl
[56Error! Reference source not found.,29].

YpoBenb  yoeautTedbHOCTH  pekomeHaauuii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KomMmeHnTapuu: couemanue  HU3KOpEHUHOBOU  APMEPUATLHOU  CUNEPMEH3UU  C
2UNEP2OHAOOMPONHBLIM — 2UNO2OHAOUSMOM — SGNAIOMCA  XAPAKMEPHLIMU — NPUSHAKAMU
oepuyuma  170-2u0poKkcunasvl, 2OPMOHANLHLIMU MAPKEPAMU KOMOPOU ABNAIOMCA

8bICOKUE YPOBHU KOPMUKOCMEPOHa U 1 1-0e30Kkcukopmurocmepona.

Pexomenayercsi ucciieloBaHHEe HIMPOKOI0 CHEKTPa CTEePOMIO0B (aHAPOCTEHIUOH,
TEeCTOCTEPOH, KOPTHKOCTEPOH, 11-1€30KCHKOPTHKOCTEPOH, 11-1€30KCHKOPTH30JI,
KOPTH30JI, aJbJA0CTEPOH) NMPH HAJIUYMU APTEPUAIBHOI THNEPTEH3UH Y JeBOYeK C
CUMITOMAMH THNEPAHAPOTeHNH MM Y MAJIBYHUKOB € CHMITOMAMM JOKHOTO
NpeKIeBPeMEHHOr0 TO0JIOBOT0 Pa3BUTHS VI HCKJIW4YeHusi jaepunmra 11p-
ruapokcuiaasel [S6Error! Reference source not found.,10,29].

YpoBenbr  yOeaurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJbCTB — 5)

KomMmeHnTapuu: xanuuue HU3KOpeHUHOBOU apmepuaibHOl Unepmen3uu 8 Co4emaHull ¢
CUMNMOMAMU  2UNEPAHOPO2EHUU  AGNAIOMCA  XapakmepHuiMu 0 Oegpuyuma 115-
2UOPOKCUNLA3bL, YMO NOOMEEPAHCOAEMCsl 8bICOKUM YposHem 1 1-0ezoxkcukopmuzona u 11-

0€3OKCMKOpmuKOCm€pOHCZ 6 COUemanull ¢ 8blCOKUMU HAONOYECYHUKOBLIMU ClHdeZ@HCZMM.

23



e Pexomenayercss mnpoBeieHHe MOJIEKYJISPHO-TEHeTHYECKOH AUATHOCTMKH LIS
NOATBEP:KIeHUs PeAKUX (POPM BPOKIEHHOH NTHCPYHKUHMM KOPHI HAANOYEYHHKOB B
COMHHTEJIBHBIX CJIY4YasiX WM € HeJIbI0 CeMeifHOi reHeTH4ecKoil KoHcyabTamun [56].
YpoBenb  yOeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

2.4 Uuble AUATHOCTHYCCKHUE UCCJICTOBAHUSA

e Pexomenayercsi KOHCYJbTAIMS XHPYPra-ypoJora u/ujid Xupypra-ruHeKoJiora st
BCEX JleTell ¢ HeNpPaBHJILHBIM CTPOEHHEM HAPYKHBIX IMOJOBHIX OPraHOB MpPH
BPOXKIEHHOH AUCPYHKIHH KOPbI HAANOYEYHHKOB C WEJIbI0 IJIAHHPOBAHMS
Xupypruveckoii koppexuun [57,58,59,60].

VYposenb  yoeautennHocTH — pexoMmengamuii C  (YypoBeHb  10CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

3. JleueHue, BKJIOYAsi MeIUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 TepaNuu,
AHETOTEePaANNIO, 00€300/1MBaHNe, MeIUIMHCKUE MTOKA3AHUA U

NMPOTUBONOKA3AHUA K IPUMECHCHUIO METOAOB JICYCHUA

3.1 «KoHcepBATHBHOE JeYEHHE»

Beeoenue: ocnosoti mepanuu npu ecex ¢opmax BJKH sensemcs  HazHaueHue
2NIIOKOKOPMUKOUOO08, KOMOpble NO36OJIAION 3aMeCmums oeuyum KOpmu3ona u mem Cambim
nodasums  uzbvimounyro cekpeyuro AKTI. B pezynemame cHudcaemcsi npooyKyus
HAONOYeUHUKAMU meX Cmepoudos, Komopvie 8 uU30blmKe CUHMe3Upyiomes npu OaHHOM

G epmenmamusrnom O10Ke.

e PexoMeHIyeTcsi BceM J€TSM C YCTAHOBJIEHHBIM JHATHO30M KJIACCHYECKOH (OpMBbI
BPOKIEHHOI JMHCPYHKIUU KOPHI HAANOYEYHHKOB HA3HAYeHHe Ta(JIeTHPOBAHHBIX
npenapaToB ruIpoKopTu3ona™* [43,62,63].

YpoBenb  y0enuTeIbHOCTH pekoMenganuii B (ypoBeHb  10cTOBepHOCTH

10KAa3aTeJbCTB — 3)
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e He pexoMenayercsi y fdeTeli B NepHO] AaKTHBHOIO POCTa MCHOJIb30BAThH
NPOJIOHTMPOBaHHbIE (OPMBI TIIIOKOKOPTUKOUIHBIX MNpPenapaToB (MpeIHN30J10H,
MEeTHJITIPETHU30JI0H, 1eKcaMeTa30H u T.11.) [61,65].

YpoBenb  yOeautTeqbHOCTH  pekomenHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

I0KAa3aTeJbCTB — 4)

Kommenrapumu:  cywyecmgyiom — paziuunvle — MeOUKAMEHMO3Hble  Npenapamoi,
obaaoarowue 2a0KOKOPMUKOUOHOU AKMUBHOCMbIO: 2UOPOKOPMU3OH, NPEOHU30NI0H, KOPMU3OH,
oexcamemason.  Cummemuyeckue  2NHOKOKOPMUKOUObL — NPONOHSUPOBAHHO20  OelCmEuUs
(npeonu3010H, OeKcamemasoH) OKA3bIBAIOM He2amugHoe GIUsAHUe Ha npoyeccvl pocma. s
Ooemell ¢ OMKPLIMbIMU 30HAMU POCMA, OCODEHHO Maaduie2o 803pacma, Haubolee
ONMUMATLHLIMU — Npenapamamy — ciedyem — CUUmMamos — MablemupogaHuvlie  aHalo2U
euopoxopmuzona. Illepgonauanvnas cymounas 003a 2UOPOKOPMU3OHA, He0OXo0uMas O
nooasnenus uzdovimounou cexkpeyuu AKTI y oemeii nepgoco 2ooa rHcusnu, Moxcem 00Cmueamso
20 me/m?. Y Oemeii cmapuie 200a cymounas 003a 2UOPOKOPMU3OHA 6 CPeOHeM OOIICHA

cocmaenamo 10—15 me/m?. Ipenapam daemcsa mpu paza é cymxu 6 pasuwix 003ax (s 7.00, 15.00

u 22.00).

e PexomMeHayeTcsi Mpy HEBO3MOKHOCTH KOMIIEHCAIIUU 3a00/1eBaHUA HA (pOHe mpueMa
THIPOKOPTH30HA  HMCHOJb30BaHHE  NMPOJOHTMPOBAHHBIX  IIIOKOKOPTHKOHW/IOB
(MpeaHN30/10H WM JeKCAMETA30H) WIH UX COYeTaHHe ¢ THAPOKOPTU30HOM, 0COOEHHO
AETSAM MOJAPOCTKOBOr0 BO3PACTA € 3aKPBHITHIMH WU OJM3KMMH K 3aKPBITHIO 30HAMH
pocra [64,65].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTtapum: y oemeil ¢ 30Hamu pocma, OIUBKUMU K 3AKPHIMUIO, B03MONCHO
npuMeHeHue NPOJOHSUPOBAHHBIX — 2NIOKOPMUKOUOHBIX —Npenapamos, okazvlearnowux 0Oonee
svipadicennviti AKTI -nooasnsarowuii s¢ppexm. Cymounas 003a mMux npenapamos O00NNCHA
COOMBEMCcma08ams IKEUBALEHMHOU 03¢ eudpokopmuzona 10-15me\wm2 6 oenv (npeonuzonon™*-
2-dme\w2, odexcamemazon** — 0,25-0,35m2\W2). s maxcumanvHo2o nooasienus cexpeyuu
AKTI 1\3 cymounou 0o3vl nasnauaemces 6 ympennue dacel (6 7.00) u 2\3 00361 — neped crom (8

23.00). BosmooicHo couemarue pazHvlx 2i0KOKOPMUKOUOHBIX NPEenapamos y 00H020 pebeHKa.
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o Pexomenayercs BceM JeraM ¢ couabrTepsiowmeil ¢opmoit B/IKH HazHauyeHue
¢paayapoxopTHzoHa™™, neTsiM TIPYyJAHOI0 BO3pacTa MOKAa3aHO [ONOJHHUTE/IbHOE

BBe/leHHE B MUIIEBOI PallMoOH MOBapeHHoii coym [66,53,54,55].

YpoBeHb  y0equTeJbHOCTH pekoMeHaauuid B  (ypoBeHb  10CTOBEPHOCTH

0KAa3aTeJbCTB — 3)

KommenTapuu: npu convmepsioweti  ¢opme BIAKH neobxoouma  mepanus
MUHEPATIOKOPMUKOUOOM — (hIYOPOKOPMUZOHOM, KOMOpbItl  HazHadyaemcs 6 0doze  0,05—
0,15 me/cym 6 1—2npuema. 'V  Oemei  epyonoco  6o3pacma  NOMpPeOHOCMb 6
MUHEPATIOKOPMUKOUOAx evlie u modcem docmueams 0,3 me/cym (003y MOJNCHO pazoenumsv HA
3 npuema). Y oOemeil 0e3 KIUHUYECKUX NPOAGIEHUU CONbMEPAIOUe20 CUHOPOMA MOdCem
ommeuamvcs  CYOKIUHUYeCKull  oepuyum MUHEPAIOKOPMUKOUOOS, Kpumepuem KOomopoco
AGNAEMCSA NOBLIUEHHDBIL YPOBEHb DPeHUHA. B maxux ciyuasx modxce NOKA3AHO HA3HAYeHUe

@yopokopmu3oua.

3.2 «Xupypruyeckoe JeuyeHme»

e PexomeHayercss BceM [JeBOYKaM ¢ KJiaccudeckumu ¢opmamu aedpunura 21-
ruapokcmiaassl U gAepuuomra 11B-ruapoxkcuiazpl ¢ BUPWIM3ALMEH HAPYXKHBIX
reHUTAJIHiI NPOBOAUTH GeMHHU3MPYIONIYIO IUIAcTHKY [67,57,68,69,58,59,60].
YpoBenb  yOenuTeibHOCTH  pekoMeHaanuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KoMmMmeHnTapuu: 6 racmoswee epems 015 0e604eK ¢ HUZKOU CIEeNeHblo SUpUIU3AyuL (00
3 cmenenu no knaccugukayuu Ilpaoep npu HU3KOU NOOCHUHKMEPHOU hopme YPOLeHUMATIbHO2O
cumyca)  peKoMeHOyemcs npogedenue  OOHOIMANHOU — NAACTIUKU, sKIOHarOwen
KAUMOPONIACMUKY C COXPAHEHUEM COCYOUCTO-HEPEHO20 NYUKA U UHMPOUMONIACMUKY. [lis
0eB0UEK C BbICOKOU (YOPMOLL YPOSEHUMANLHO20 CUHYCA CPOKU U 00beM XUpypeuueckoeo
eMeuamenbcmeda 00 HACMOoAWe20 MomeHma ouckymupyiomcs. Ilpoeedenue 00HOIMannoco
JleYeHUsl 8 MIAOEHUECKOM 803pAche UMeem KaK C80U npeumyuecmsa (00H0IManHoCmy Je4eHusl,
B03MOJCHOCMb  UCHOIb306AHUSL NPENYYUAIbHOU MKAHU OISl UHMPOUMONIACMUKY), MAK U
Hedocmamku (Qopmuposanue pybyo8020 cmeHo3a enazanuwa, ymo mpedyem O0y*HCUPOBAHUS
unu noemopuou onepayuu). Ilpu 08yxomanHom JeyeHuu Nepevlil dMman, BKIOUAIOUWUL
KAUMOPONIACMUKY U NPU HE0OX00UMOCIU paccedenue YPO2eHUMAalbHo20 CUHYCA, 8bINOHACMCS

HA nepeom Zan IHCU3HU, A emopoﬁ aman — UHmpoumonjiacmuka — nocie 00CMUIICEHUS.
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Xopouteli dcmpozenuzayuu cenumanui. ITpebyromcsa oanbHeuwiue uccie008anusi ¢ OYEHKOU

Kocmemu4decKkoeco pesyibmama u qbyHKL;MOHaJleOMV cocmaeﬂﬂmweﬁ 60 B83POCIOM 803pacme.

e PexomeHnayercsi BceM JIeTSIM ¢ BPOKIEHHOH TUCPYHKIHEHd KOPbHI HAMOYEYHHKOB C
HENPAaBUWJIbHBIM CTPOEHHEM HAPYKHBIX TE€HHMTAJIMii NMPOBOIUTHL XHPYPIrHYECKYHO
IUVIACTHKY HAPY)KHBIX TeHUTAJHii B COOTBETCTBHH C BBIOPAaHHBIM TOJIOM
BocnuTaHus ((eMUHU3UPYIOLIAsl TUIACTHKA /I JI€BOYEK M MACKYJIMHU3HPYIOLIasi
IJIACTHKA JUISI MaJibuuKoB) [59,25,26].

YpoBenb  yOenurteqbHocTH  pekomengamuii C  (YpoBeHb  /IOCTOBEPHOCTH

I0KAa3aTeJbCTB — 5)

KommenTapumn: noodpobnocmu  xupypeuueckol makmuku, 803pacma NnposeoeHus
onepayuil U uUx 3MANHOCMb OMPANCEHA 6 COOMEEMCMBYIOUUX XUPYPSUUECKUX KIUHUYECKUX

PEKOMEHOAYUSIX.

e Pexomenayercs yaajeHue roHaa B JAeTckoM Bo3pacre nanumentam ¢ BJIKH c¢
kapuoTunom 46XY B ciyuae BbIOOPA KEHCKOI0 MoJia BocnuTanus [29].
YpoBenb  yOenuTeabHOCTH  pekoMeHaanuiik C  (ypoBeHb  /10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

3.3 UHoe JeyeHune

Beeoenue: oonum uz ocnooicnenuil onumenvHol oekomnencayuu mex ¢opm BIKH, komopuvie
npomexarom ¢ U3ObIMOYHLIM CUHME30M HAONOYEUHUKOBBIX aHOpo2eHo8 (Oeuyum 21-
euopoxcunasvl u oegpuyum 1 1[-euopoxcunasol) aeisemcs npoepeccusi Kocmuozo sospacma. Ilpu
00CmudIceHuU nyoepmammuvlx noxazamesell KOCMHO20 803pacma y O0emell MOdNCen pa3eumucsi
20HAOOMPONUH3ABUCUMOE  NpedCcOespeMenHHoe Noa06oe  passumue. [l NOOMEEPICOeHUs.
NpesNcOesPeMeHHOU aKmueayuu 2unomaiamo-cunoQu3apHo-eoOHAOHOU CUcCmemvl NPOoBOOUNCsL
npoba ¢ awanoeamu 20HAOOMPONUH-PUTUSUHE-2OPMOHA. B ciyuae HeyoosnemeopumenbHozo
pocmogozo npoenosa (SDS npeononacaemoeo koneunozo pocma < 2,25) 603M0XNCHO HA3HAUEHUE
AHANI0208  2OHAOOMPONUH-PDUTUZUHS-2OPMOHA  NPOTOHSUPOBAHHO20  Oeticmeust  ([ugepenun,
Jokpun, [exanenmun-oeno) no cmanoapmuou cxeme: 3,75 me ¢/m 1 paz ¢ 28 cym [12]. Ha
Gore 6IOKUPOBAHUSL NONOBO2O PA38UMUSL Y Oemell, KAK NPABUNO, CHUNCAEMC ST CKOPOCMb POCMA.
B makux cnyuasx 603mModMCHO OONOIHUMENbHOE NPUMEHEeHUe Npenapamos 2OPMOHA pPOCma ¢
Yenvlo YayuuleHus pocmogozo npoerosa [16,71].

MHuocumu KiuHuyucmamu Ommeyaemcs CJIONCHOCHMb KOMNEHCAYUU 8POHNCOEHHOU OUCHYHKYUU

KOpbl HAONOYEYHUKOE 6 ny6epmamHOM eo3pacme, 4mo C6A34dHO0 KAaK C NncuxojiocuvyecKumu
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0COOEHHOCMAMU NOOPOCMKO8, NPUBOOAUUMU K HAPYULEHUIO DeXCUMA npuema npenapamos, max

uc 4)113140]10214’1601(‘14]14” 0CObeHHOCmAMU ny6epmamH020 nepuoda, npueodﬂu;umu K USMEHEHUIO

qbapMaKOKuHemuKu ZJZIOKOKOPWZIJKOM@OG. C yeivbio KomneHcayuu KIiluHU4YecCcKux l’lpO}ZG]ZeHI/lI/Vl

eunepaHdpoeeHuu npu  HeBO3MOJICHOCmMU ICcKalayuu 0030l 2/1}0K0K0pmu1<0u606, B03MOINCHO

HA3HayYeHue 0e80UKAM-NOOPOCHKAM aHmMUanopozenHvlx npenapamos [70].

PeKOMeHIlyeTCﬂ Ha3HAYCHHUE JONMOJHUTECJIBHBIX METOJA0B JICUHCHUSNA, TAKUX KAK
npenapartsl ropMoHa pocTa, nmpenaparbl aHAJ0roB roHaIOTPONMUH-PUIM3UHI-TOPMOHA
NMPOJIOHI'HPOBAHHOI'0 JeicTBUS U AHTHAHAPOI€HHBLIC NIpenmapaTbl HA3HAYATD
nmanueHram ¢ BpO)K)]eHHOﬁ I[I/IC(l)yHKlll’leﬁ KOPbI HAAIIOYCYHUKOB 110 MIOKa3aHUsIM B
PaAaMKax KIMHUYCCKHUX HCcCiaeI0BaHUM B CHICNUATUIUPOBAHHBIX HECHTPAX € paspelicHust

komuteTa no ytuke [70,71,72].

YpoBenb  y0eauteiabHocTH  pekoMenaanmii C  (ypoBeHb  I0CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

KoMMeHTapuu: aHAI02U 20HAOOMPONUH-PUTUSUHE-2OPMOHA NPOTOHSUPOBAHHO20 OelCMEUs]
(mpunmopenun™®* ¢ 0ose 3,75me 6lm 1 paz 6 28 oneit, neiinpopenun™* ¢ doze 7,5me 6lm 1 pasz
8 28 Oneti) mocym Obimb HA3HAUEHbL 8 CLYHAE NPEHCOeBPEMEHHO20
20HAOOMPONUH3ZABUCUMO20 NOTOBO20 PA3BUMUS NPU HEYOOBIEMBOPUMETLHOM POCIOBOM
npoeHosze (koagguyuenm cmanoapmmuozo omrionenus (SDS) npeononacaemozo xoneuno2o
pocma < 2,25); npenapamoi 2copmona pocma (comamponun** ¢ 0ose 0,04melkelcym nlk 6
BeUepHUe YAChl eHCCOHEGHO) MAKI’CE MO2YM OblMb HA3HAYUEHbL 8 CLyYaAe
Hey0081emeopumenbH020 pocmogozo npocnosza (SDS npeononazaemozco koneunozo pocma
< 2,25); anmuanopoeennuvle npenapamul ($drymamuo 6 doze 62,5-250melcym edxnceonesno ,
Hyunpomepon 25-50melcym escednesno) mo2ym Ovimo HA3HAUEHbL OCBOUKAM NPU
Hey0081emeopumeibHOU KOMREeHCcayuu 8 nyoepmamubulil nepuoo 0Jis CHUNCEHUs: 003bl

ZJZIOKOKOPH’ZMKOM@OS.

Pexomenayercs nanuenTam nmydepraTHoro Bo3pacra ¢ popmamu B/IKH,
NPOTEKAIIHUMH € 1e(PMIUTOM CHHTE3a MOJOBBIX CTEPOMI0B (JIMIMOUIHAS THIIePIIA3HS
HAINIOYeYHHUKOB, AepuuuT 11o-ruapoxcunasel, re¢puuut 170-rugpokcniiasel, feGuuuT
3B-rugpoxkcucTepona-1eruAporeHasbl), Ha3HAYCHHE MOJOBBIX CTEPOUIOB COIJIACHO
NMACMOPTHOMY II0JIY (3CTPOreHbI M IeCTareHsbl VI 1eB0YeK, aHAPOreHbI I

MaJIbYHKOB) C eJIbI0 HHUIALNH My0epTaTa.
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YpoBeHb  Y0eAWTEJbHOCTH peKoMeHAanuii B  (ypoBeHb  J10CTOBEPHOCTH
0Ka3aTeJbCTB — 4)
KommenTrapum: unuyuayus nybepmama u 3amecmumenvHas mMepanusi NOL08bIMU

cmepoudamu npoeodumcg CO2JIACHO KJIIUHUYeCKUM pekomeHdauuﬂM no 2un020Hadu3ﬂ4y y

oemeil.

PexoMenayercss Ha3HAYEHUE THIIOTEH3UBHBIX NIPENapaToB NALMEHTaM ¢
runepronnyeckumu popmamu BJAKH (nepuuur 17a-ruapoxcuiiassl, gepuuur 114-
THAPOKCHJIA3HI) IPH HEAOCTATOYHOI KOMIICHCALUM apTEePHAIbHOM IMIIePTEeH3HH HA

(oHe 6a30Bo¥i Tepanuu riwkokopTukouaamu [49,10].

YpoBenb  y0eauteiabHOcTH  pekoMenaanmii C  (ypoBeHb  I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenrapuu: npu coxpausroweiicsi apmepuanvbholl eunepmensuu Ha one mepanuu
2noKoKopmuKouoamu npu cunepmouuyeckux @opmax BJ/KH noxazano HasnaueHue
OONONHUMENbHOU SUNOMEH3UBHOU MePAnul 6 Cydae HeB03MONCHOCIU ICKALAYUL 003bl
2NIIOKOKOPMUKOUOOB. Ipumensiromes npenapamul AHMA2OHUCMbL
MUHEPATOKOPMUKOUOO0: Kanuticbepeearoujue OUYPemuKu — CHUPOHOIAKMOH & 03¢ 25-
100me/cym escednesno, amunopuo 2,5-Sme/cym excednesHo, snnepenon 25-50me/cym
€ICEOHeBHO U/UMU  OIOKAmMopsbl KATbYUEBbIX KAHAN08 — amaoounur 2,5-10me/cym

edHCceOHesHo.

4. MeauuuHCcKAasi peaﬁnﬂnTaunﬂ, MECIUIHNHCKHE ITOKA3aHUA "

NMPOTUBONOKA3AHUA K IPUMECHCHUIO METOA0B peaﬁn.ﬂnTaunn

Pexomenayercst Bcem cembsim ¢ HOBOpoxkaeHHbiMM ¢ BJAKH um nersm ¢ BJAKH,
0CO0eHHO B MNy0epTAaTHOM BO3pacTe, KOHCYJbTAIUS ICHX0J0ra, 3HAKOMOr0 ¢
JAaHHBIM 3a00seBanuem [43,73,74,75].

YpoBens  yOeauteabHocTH  pekoMenaaumii C  (YypoBeHb  /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapum: poowcoenue pebenka ¢ HenpasuibHblM —CMPOEHUEM  HAPYICHBIX
2EHUMANUU, M.e. C HeONnpeoeleHHOCMbIO NOJd, YACMO ABIAEMC CIMpPeccoM O/ CeMbl,
umo mpebyem KeanuuyuposanHol nomowu ncuxonoza. Ilompebnocmo 6 nodicuUHeHHOU

3aMecCmumenbHoll ZOPMOHClﬂbHOIZ mepanuu u yeposa paseumusl oCcmpbsblx COCMOSIHULL 8
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suoe Kpu308 ocmpoti HAONOYEYHUKOBOU HeooCmamoyHoCmu Bb13b18AIOM
00eCnOKOeHHOCMb KAk camux oOemeti, max u ux pooumenei. Ilcuxonrocuueckoe
CONposodicOeHUe NAYUSHMO8 U YIeHO8 UX CeMell He MOIbKO YIyuulaem Kayecmeao HCUHU
nayuenmos, Ho U NOGblUAen NPUBEPICEHHOCTb K JleyeHuto. B noopocmkosom eozpacme
v muozux nayuenmos ¢ B/IKH, nepenecuux niacmuyecKkylo Xupypeuio Ha HAPYHCHHIX
2CHUMANUSAX, BO3HUKAIOM BONPOCHL O NOJO0BOU NPUHAONEICHOCIU U O NEPCHEeKMUBAx
NOJI0BOU HCUBHU U (PepMUTLHOCIU, YMO NOOYAC Mpedyem 3aHAMuUl ¢ NCUX0I020M Oilsl

npuHAmMuUs 3abonesanus.

5. IlpodpunakTuka U aUcNaHCEepPHOe HAOI0eHNe, MeTUIMHCKHE MOKA3aAHUS U

NPOTUBONOKA3AHUSA K IPMMEHEHHUIO METO10B NPO(PUIAKTUKH

5.1. llpodnjIaKTUKA OCTPBLIX COCTOSAHUH

Beeoenue: npogunakmuxa npu 8pod#OeHHOU OUCHYHKYUU KOpbl HAONOYEYHUKOB

Hanpasiena Ha npedomsepaujeHue Kpuzo8 0Cmpou Ha0no4e4HUKO80U Hed0CMamoyHOCmu.

Pexomenayercsi yBeJmueHHe 103bl ITIOKOKOPTHKOMIOB Yy AeTel ¢ KJIACCHYeCKUMU
¢opmamun B/JKH npu mnpucoefuHeHUM MHTEPKYPPEHTHBIX 3a00/ieBaHMH C
Temnepartypoii Teqa Bbimie 38°C, mpu racTpo3HTepuTrax ¢ 00e€3BOKMBAHHEM, MPH
XHPYPru4ecKoM JieYeHHH U MPH cepbe3HbIX TpaBMax [76,77].

YpoBeHb  yOeauTeJbHOCTH pekoMenaauuii B (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

He pexkomenayercss yBeJM4YeHHe [103bl TIJIIOKOKOPTHKOHAOB Yy JeTed ¢
kiaaccudyeckumn ¢popmamu BJIKH npu XpoHHYecKHX NCHXOIMOUMOHAJBbHBIX M
(pusnyecknx Harpyskax [78].

YpoBenb  yOeauteabHocTH  pekoMenaauuii C  (ypoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJbCTB — D)

Pexomennyercsa Bcem nmanuentam ¢ B/IKH Bcerna mmers npu cede nuH(popmManuio o
cBoeM 3a200/1eBAHMM W O MOJy4YaeMoil Tepanuu. B ciy4yae NIMTEJBHBIX IMOE3A0K
PEeKOMeHAyeTCsl MMeTh NpH cede mapeHTepaibHblie (POPMBI T'HIPOKOKPTH30HA H
INPpHUL I B/M HHbEKIHMH IS JKCTPEHHOr0 BBe/ICHHsI Npenapara B ciy4ae

HEe00X0IUMOCTH.
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YpoBenb  yOenutTeabHocTH  pekomengamuii C  (ypoBeHb  /I0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

KommenTapuu: oemu c kiaccuueckumu ¢popmamu BJKH umerom Xponuueckyio
HAONOYEeYHUKOBYI0 HEe0OCMAMOYHOCMb, C1e008AMENbHO, 8blOPOC 00CMAMOYHO20 KOAUYECmed
2NIIOKOKOPMUKOUOO8 KAK peaKkyuss Ha cmpecc y HUX HeBO3MONCeH. IOmo  OuKkmyem
HeobXo00UMOCmb NOGbLULEHUS. 003bl 2NIIOKOKOPMUKOUOO8 8 MAKUX CIAY4dsx, KaK OnepamusHoe
JleyeHue, Jauxopaoka, obezgoocusanue unu masxcenas mpasma. Ilpu unmepxyppenmHvlx
3a601e8anusx 0034  2NIOKOKOPMUKOUooe yeemuuusaemcss 6 2—3 pasa. Ilpu pazsumuu
aopeHano8o2o Kpusa mpedoyemcs napeHmepaibHoe 66e0eHue 2110KOKOPMUKOUO08.

Huoice npedcmasnena cxema eedenus NAYueHmos ¢ dopeHaio8blM KpU3OM.
o 2udpokopmuszon, 25—50 me 6/m (camocmosimenvHo, 00 cocnumanuzayuu).
Iocne eocnumanuzayuu 6 cmayuonape:

e cudpokopmuzon (cycnensus, npenapam Coay-kopme), 100 me/m2 —oonrocHo;

e NacCl, 0,9% + arrokosza, 5—10%, 450—500 mu/m2 — 1 uac, 3amem 2—3 n/m2/cym;

o cudpoxopmuzon, 100—200 me/m2/cym, 6/6 kanenvHo;

®  KOHMPONb YposHel Kanus, Hampus, enrokoswl, a maxdce A/, YCC kaicovie 2 u;

®  NpuU HOpMANU3AYUU YPOBHEl Kalus, HAmpusi — nepexoo Ha 6/M 88edeHue 2UOPOKOPMUZOHA C
NOCMENneHHbIM CHUMCEeHUeM 003bl U Nepexo0oM Ha NepopailbHble npenapamol,

®  ayopokopmuzon HazHauarom npu 0oze cuopoxopmuzona < 50 me/cym.

5.2. Jlunamuyeckoe Hal0aw0AeHUe (MOHMTOPHMHI Tepanuu) npu jaepunure 21-
CHIPOKCHIA3BI

Beeoenue: yenvto mepanuu npu B/[KH siensiemcs noobop muHumanvHou 3¢hghexmusroi
003bl  2IOKOKOPMUKOUO08.  Jlunamuyeckoe HabMooeHue nayuenmos ¢ Oegpuyumom 21-
2UOpoKcunazvl  mpebyem HOCMOAHHO20 NOO0EPAHCAHUS PABHOBECUS.  MeHCOY  UZOBIMKOM
2NIIOKOKOPMUKOUOO8, NPUBOOSAWUM K PA3SUMUI0 MEOUKAMEHMO3H020 cunopoma Kywuwnea c
nooasnenuem pocma, u30blmMKom eeca, nosviutenuem AJl, u Hedocmamrkom 2iHOKOKOPMUKOUOOS,
NPUBOOAWUM K PA3GUMUIO 2UNEPAHOPOSEHUU C YCKOPEHUeM POCMA, ONEPelCeHuem KOCMHO20

eo3pacma u npoAaeleHuemM CUMnnomo8 sUpuiuIayuil.
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o PexoMeHnayercsi nmpoBoauUTH 00C/eJ0OBAHME W KOPPEKLHMI0O Tepanuu y AeTed ¢
KJIaccuyeckumMu popmamu gepuuura 21-ruApoKcuIasbl NepBoro roaa xu3Hu 1 pas

B 1-3 Mec no cieayoiemMy NpoTOKOJIY:
1) ypoBeHB 3J1eKTPOJINTOB KPOBH;
2) nUHAMHKAa Beca H ypoBeHb AJl;

3) yposenn 170HP [43,16,12,79,80].
VYpoBenn  yoeautTenbHocTH — pexomenaanuii C  (YpoBeHb  10CTOBEPHOCTH

0KA3aTeJbCTB — 3)

Kommenmapuu: oemu nepgoco 200a Hcus3Hu O0JIHCHbL HADIIOO0AMbCSL ¢ NEPUOOUYHOCTNBIO
1 pa3 6 1—3 mec. Kpumepuem adekeamuocmu 3amecmumenbHol mepanuu y epyorvix oemei 8
nepsylo ouepedvb AGNAEMCcs Kpueas Habopa eeca. YoosenemeopumenvbHulii Habop eeca,
omcymcemesue CpvleusaHuil ceuoemenbcmeyiom o060 s¢ggexmuenom nevenuu. Edwcemecauno
onpeoensilom — YPOBHU  INEKMPOIUMO8  KpOGU, NO  KOMOPbIM  noOobupaemcs 0034
@nyopoxopmuzona. [na akmueHOCMU peHUHA NAA3Mbl )y Oemetli miaaouie 3 MecC JHCU3HU He
cyujecmeyem uemkux Kpumepues, no3momy OAHHbLL NOKA3AmMeNlb UCNOIb308aMb O/ OYEHKU
A0EeKBAMHOU 3AMECMUMENbHOU Mepanui MUHEpaIoOKOpPMuKouoamu ciodicho. Ypoeseuv 170HP
onpeoensiom Kaxcovle 3 mec 051 no0bopa 003vl eudpokopmuzona. Cnedyem ommemums, 4mo
He0OCmamouHoe NnooasieHue 2cUNepaHopoceHuu Ha nepeom 200y IHCUSHU He NPUBOOUm K
CYUjeCmeeHHOU  npozpeccuu  KOCMHO20 — 803pacmda, — mo20a  KAK  Nnepeoo3suposKd
2NIIOKOKOPMUKOUOO8 8 3MOMm Nepuood OKA3bleaem He2amusHoe 6IUsHUe HA KOHEUHblll poCm
nayuenmos.

e PexomeHayercss NpoBOAMTH 00C/€eI0BAHHE W KOPPEKIUI0 Tepanuud y jAered ¢
KjIaccnuyeckumMu Gpopmamu Aedpunura 21-ruApoKcuiIazbl J0Ny0epTaTHOI0 BO3pPacTa

crapuie 1 roga :;xu3Hu 1 pa3 B 4-6 Mmec 1o cjaeAyomemMy NpoToKoJIy:

1) ckopocThb pocTa, TMHAMHKA Beca, AJl, olleHKa CTaJ M M0JI0BOT0 Pa3BUTHA 10

Tanuepy;
2) KOCTHBIii Bo3pacT (onpenensiercs 1 pa3 B ron);
3) ypoBuu 170HP, TecTocTepoHa, AKTUBHOCTh PEHHHA ILIA3MbI;

4) mpo6a ¢ aHAJI0raM rOHAJA0TPONMH-PHUIN3HHI-TOPMOHA TIPH TOI03PEHNH HA

TOHAAOTPONMUH-3ABHCUMO€ NPECKICBPEMECHHOEC ITOJI0OBOEC PA3BUTHE,

5) ¥Y3WU siuuek y masibunkoB crapiue 5 jet (1 pa3 B 2 roaa);
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6) Y3U HaanmoyeyHUuKoB (IpH JJIUTEIbHOI 1ekomnencanun) [43,16,12].
YpoBenb  yOeautTeJbHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

0Ka3aTeJbCTB — 3)

Kommenmapuu: oemeii cmapuie 200a SHOOKPUHONL02 004CeH ocmampueams 1 paz 6 3—
6 mec. [na osmou eospacmuoll Kamez2opuu cpeou Kpumepues da0eK8amHOCMU mepanuu Ha
nepewvlii NIaH 8bIX00SIM KPUSAsk pocma u OUHAMUKA Npo2peccuu Kocmuo2o eospacma. CHudcenue
CKOpOCMU  pOoCma  C8UOemenbcmeyem o nepeoosuposKe 2aIOKOKOPMUKouoos. Yeenuuenue
CKOpOCMU pOCma N0 CPAGHEHUIO C B03PACMHLIMU HOPMAMU U ONepeddceHue NacnopmHo2o
gospacma KOCMHbIM Oojee uemM Ha 200 3a 1200 coeopam o0 HeOOCMAmoOuHoOUu 003e
enokokopmukouoos. Lleneevim yposuem 170HP sensemcs eepxwsas epanuya HOpmbl UlU
HEeCKOIbKO @vlue. Y Oemeti 00 Hauana nybdepmama u 0e8o4eK-noOpOCMKO8 UHDOPMAMUBHbIM
Modcem Oblmb onpeoeneHue YpOosHs MecmoCmepond, KOMOpbwlil ompadcaem OIUMenIbHOCHb
cywecmsyroweti eunepanopozenuu. Hebonvuwoe nosviwenue yposns 170HP npu HopmanbHvix
VPOBHSAX MeCmocmepoHa He mpeodyem nosvblueHUs 003bl 2UOPOKOPMUZOHA.

e PexoMeHayercss NpoBOAMTH 00C/eI0BAHHE W KOPPEKUHWIO Tepanmuv y Jereil ¢
KiIaccudyeckummn popmamu aepunmra 21-ruapoxkcuiiaibl mydepraTtHoro Bospacra 1

pa3 B 3-6 Mmec no ciaeaywIeMy npoToKoJy:
1) ckopocTh pocTa, IMHAMHKA Beca, AJl;
2) oleHKa JHHAMUKH IO0JI0OBOI0 pa3BUTHSI;
3) KocTHbI Bo3pact (onpeaensiercsa 1 pa3 B rox);
4) ypoBuu 170HP, TecTocTepona (JiUisi ieBOY€K), AKTHBHOCTh PEHHHA TJIa3Mbl;
5) Y3U opranoB MaJjioro Ta3a y jieBouek (110 MoKa3aHHsIM);
6) Y3U simuek y maabunkos (1pa3 B 1-2 roga)

7) Y3U HaanoyeyHUKOB (MPH JJIUTEILHOI qexommencanuu) [43,12].

YpoBens  yOeauteabHocTH  pekoMenaaumii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 3)

Kommenmapuu: ocob6ozo snumanus mpedyiom noopocmiu ¢ B/JJKH, nockonvky 6 smom
803PACMHOU  nepuod onpedeisemcs 0yoywas GepmuibHOCMb U  peanu3yemcs pocmosol
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nomenyuan. Ilepedo3upoeka 2itOKOKOPMUKOUOOE 8 DMO 6pems NPUBoOUm K KOHEYHOU
HU3KOpOCIoCcmu nayueumos. B ceazu ¢ ocobenHocmamu memadoauzma KOpmu3ona 6 nepuoo
nybepmama o4enb CIOHCHO 00OUMbCS A0eK8AMHO20 NOOABNEHUsL 2UNEPAHOPO2EHUU, He BbI3bI6As.
npu 3MOM CUMRMOMO8 nepedo3uposku. lloomomy uabnooams 3a noopocmxkamu c¢ BIAKH
Heobxooumo 1 paz 6 3 mec. B oannoii 603pacmuoii epynne 803M0odiCeH Nepexo0 Ha npenapanivl
2I0KOKOPMUKOUOOE — NPONOHUPOBAHHO20  Oeticmeus  (npednuzonon®*  2-dme/m*/cym,
dexcamemazon**  0,25-0,3me/m*/cym). Kpumepusamu adexeamuocmu mepanuu — CIyucam
OuHamuka pocma u 6ecd, a Maxdice CKOPOCMb npozpeccuu nonogo2o pazeumus. Kax
2UNepaHopo2enus, maxk u SAMpPO2eHHbIl 2UNEPKOPMUYUIM NPUBOOAM K 3A0epIHCKE NOJ08020
passumus.

B cnyuae onumenvnou oexomnencayuu 3a60ne8anusi HeoOX0OUMbL OONOJIHUMENbHbIE
Memoovl 0bcnedosanuss. Ymobvl uckouums paseumue 8MOPUYHbIX ad0eHom, nposooumcs Y3HU
HAONOYeyHuKos. Y manvuukos 0onoiHumenvHo nposooumcs Y3U auuex ¢ yenvlo 6visagieHUs
2UNEPNAA3UY  IKMONUPOBAHHOU HAONOYEYHUKOBOU MKAHU 6 sAuukax. Hanuuue emopuunvix
A0eHOM 8 HAONOYEUHUKAX WU O0OBeMHbIX 00pA308aAHUll 6 AUYKAX MpeOyem YicecmoyeHUs
KOHMPOJIsL 2unepanopoeHuu. B maxux ciyyasx unu nogvluiaemcsi 003a 2UOPOKOPMU3OHA, UIU
nayueHm  nepesoOUmcsi ¢ cUOPOKOPMU3OHA — HA — Npenapamel  2AHKOKOPMUKOUOOE
NPOOHSUPOBAHHO2O OCUCMBUSL.

Ilepuoovi  OnumenvHol  nepedo3UpPOSKU  2NHIOKOKOPMUKOUOO8 — MO2YM  8bl3bl8AMb
OCNIOCHEHUS, K KOMOopbim OMHOCAMCSL odicupetue, UNEPUHCYTUHEMUS] u
UHCYIUHOpEe3UCMEHMHOCMb. B demckom u noopocmkosom 6ospacme OaHHble OCIONCHEHUS He
mpeoylom  OONOIHUMENbHO20  00CNe008aHus, d Npu  JedyeHulu, HOMUMO  KOppPeKyuu
2/IIOKOKOPMUKOUOHOU Mepanuu, NPUMeHAIOMCcs Ouemomepanus u pusuieckue HazpysKu.

Bo ece sospacmmuvie nepuoowi, Kpome 2epyonozco eospacma, Ol KOPPEKyuu
MUHEPATOKOPMUKOUOHOU Mepanuu  UCHOIb3Yemcsi YPOB8eHb AKMUBHOCMU PEHUHA NIA3Mbl,
KOMOpwvlll  HeobXo0uMo  No00epicusams  HAa  GepXHell epaHuye Hopmbvl. JliumenvHas
nepeodo3uposKa MUHEPAIOKOPMUKOUO08 NPUSOOUM K CMOUKOU apmepudibHOl SUNePmeH3un U
CHUDICEHUI0 YPOBHS peHuHd. B makux cayuasx cuudicenue 003vl (DryOpOKOPMUZOHA HYICHO
npo8ooUMs NOO KOHMPOJeM AKMUSHOCMU PEHUHA NIA3Mbl, M. K. HOPMATU3AYUSL APMEPUATLHO2O
0asneHust Modcem NPOUCXOOUMb MeONeHHO U Oadce Nompebosams 8PEeMeHHO20 HA3HAYEHUs.

SUNOMEH3UBHOU mepanuu (MCI’ZO/bes’yIOWlCﬂ 6]10Kam0pbl Kajlbyueesoblx KaHaJZOS).

Tlosviuenue axmusnocmu PEHUHA NlA3Mbl oaorce npu omcymcmeuu 393J1eKnmpoiUuntHblx

U3MeHeHUll OUKmyem HeoOX00UMOCMb YEeluyueHUs: 003bl MUHEPATIOKOPIMUKOUOOS.

5.3. /Ilugamu4deckoe HaOg0aeHMe (MOHUTOPHHI Tepanuu) V JAeTel ¢ peakuMu

dopmamu BJAIKH
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PeKOMeH)IyeTCﬂ NpOBOJAUTL OﬁCJ’Ie)IOBaHI/Ie H KOPPEKIUK TEpanuu Yy JeTed ¢

peaxumu ¢popmamu BJIKH c yacroroii 1 pa3 B 3-6 mec 1o npoToko.y:
1) ypoBeHB 3J1eKTPOJINTOB KPOBH;
2) CKOpoOCThb pocTa, IMHAMHUKa Beca, AJl;
3) aKTHBHOCTH PEHMHA MJIA3Mbl;

4) ompenejieHHe IMHPOKOro cnekTpa crepouaoB (s kaxnoii ¢popmbr BAKH

TpedyeTcsi onpe/esieHne CBOUX MapKePOB — COTrJIacHO Tab une 1)

5) penTreHorpadusi KucTeil ¢ onpenejieHHeM KOCTHOro Bo3dpacra 1 pa3 B rox

npu  aepunure 11p-ruapoxkcunasel, pasa  apyrux d¢opm BJIKH 1o

MNOKa3aHUuAM.

6) Y3U opranoB masoro Ta3a npu kapuorune 46XX HaumHasi ¢ ny0epTaTHOTO

BO3pacTa npu JUMOMUTHOM THIIEPILIasuu HaAMOYC€YHUKOB IJIA

CBOEBPEMEHHOI0 BbIsIBJIEHUS (POJLTUKYISIPHBIX KHUCT;

7) YpoBuu rouagorponunoB kposu (JII, ®CI) mas d¢opm BJIKH,

NPOTEKAINIUX ¢ AeUIMTOM TOJOBBIX CTEPOHIOB, HAYHHAS C Hayaja
ny0oepTaTHOr0 BO3pacTa [Jisi ONpeleJieHHs CPOKOB Hayaja Tepanuu

MMOJIOBBIMHU CTEPOUIAMM.

8) ma0moaenue kapauwosora ¢ mposeaenunemM IKI, DxoKI' ' CMAJ[ mno

NMOKAa3aHUAM Yy JeTell ¢ TruImeproHHMYecKHMH GopMamMHu BpPOXKICHHOM

AUCPYHKIMH KOPbI HAAMOYeYHnKOB [2,28,49,7,9].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

6. Opranuzauus oKazaHus MeIUIMHCKOI MOMOIIHN

Iloxa3anusa IJ1 rOCIUATAJIN3AIUHN B MCIUIIMHCKY0 OPTraHU3alMIO0.

9) Tlocnuranu3anus B CTallMOHAP WU JHEBHOW CTAllMOHAP JETEH C HEMPaBHIILHBIM

CTPOCHHUEM HAPYKHBIX TIIOJIOBBIX OpPraHoB C IMCJIbIHO YTOYHCHUA MTPUYNHBI

3a00JIeBaHUS U BBIGOpa IIOJIOBOM MPUHAIICKHOCTH
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10)OkcTpeHHass TOCHUTANM3AlMs JeTed B CTalMOHApP C INPH3HAKaMH CHHApOMa
MIOTEPU COJIM JUIsl YTOUHEHHUS IMarHo3a U MPOBEAECHUS SKCTPEHHBIX MEPONPUATUI
10 KyIIHPOBaHUIO KPHU3a HAIIOYEYHUKOBON HEJOCTATOYHOCTH;

11)OKcTpeHHasi TOCIUTAIM3AIUS IeTeld B CTAlMOHAP C YCTAHOBJICHHBIM JIHAarHO30M
BpOXKJIEHHAsT MUC(YHKIHMS KOPHI HAANMOYEYHHKOB IPU BO3HUKHOBEHHH KpH3a
OCTPOI HAATIOYEUHUKOBOW HEIOCTATOYHOCTH;

12)I1naHoBasi rocrnuTaIu3alsl B CTAllMOHAP WM JHCBHOW CTAalMOHAp JAeTed ¢
MOJI03PEHUEM Ha BPOXKICHHYIO JTUCQYHKIMIO KOPbl HAANOYEYHUKOB IPU
OTCYTCTBHM BO3MOKHOCTHU IPOBEJIEHUS NMEPBUYHOTO OOCIEIOBaHMS B IOJIHOM
006beMe amOyIaTopHO;

13)I1naHoBasi TOCUTAIM3AIMS B CHENMAJU3MPOBAHHBIN CTAI[MOHAD WM JTHEBHOM
CTallOHap JIeTeil C MOJ03PEHUEM Ha MPEKIEBPEMEHHOE M0JI0BOE PAa3BUTHE MPHU
OTCYTCTBHM BO3MOXHOCTH YTOYHEHMsI JMAarHo3a W OIpPENeleHUs] TaKTUKU
BEJICHUS B YCIOBHIX TOCMUTAIN3AINY B TEKYILIEH MEIULIIMHCKON OpraHu3alvy;

14)T1naHoBass TOCHOUTAIM3aIMsg B CTAllMOHAD WM JHEBHOW CTalMOHAp JAeTed ¢
YCTaHOBJICHHBIM JHArHO30M BPOXICHHON AUCPYHKUMU KOpBHl HAIMNOYECYHHKOB
MPU OTCYTCTBUM BO3MOKHOCTH TPOBEIEHUS TUHAMHYECKOTO 0OCelIOBaHUS B
MOJTHOM 00BheMe aMOyIaToOpHO;

15)I11anoBast rocUTATM3AIINs TS B CTAMOHAD IS TPOBEICHUS XUPYPIUIECKOTO

nedeHus (TUIaCTUKA HAPYKHBIX TeHUTAIIUH).

IMoka3anusi K BRIMUCKeE TAIMEHTA U3 MEIUIIMHCKON OpraHU3aIlin.

1)

2)

3)

4)

[Ipn rocnuTamu3alid HOBOPOXICHHOTO C HapylieHHeM (OPMUPOBAHUS I10J1a
BBIIIUCKAa €r0 BO3MOKHA TOCJE€ YTOYHEHHUsI TeHe3a HapylleHus (OpMHUpPOBaHMUS,
BBIOOPA MOJIOBOM MPUHAATICKHOCTH U ONPEICIICHUS TAKTUKH JICUCHHUS,

B cnyuae sKCTpeHHOH rocnuTanu3aluu pebdeHKa ¢ KPU30M HAJINOYEYHHKOBOU
HEJOCTATOYHOCTH BBIMMCKA M3 CTallMOHApa OCYIIECTBISETCS IMOCIE KYMUPOBAHUS
KpU3a HaJMOYEUYHUKOBOM HEIOCTaTOYHOCTH U TepeBoJa pebeHKa Ha MpueM
TaONEeTUPOBAHHBIX MIPETIapaToB;

B cnydae rocnuTtanuzanuu pedeHka ¢ MoJ03pEeHUEM Ha BPOXKIECHHYIO AUC)YHKIIUIO
KOpbl HAAMOYEYHUKOB BBHIMMCKA TMAallMEHTa W3 CTalloHapa WJIM JHEBHOTO
CTalMOHapa OCYIIECTBIIAECTCS MOCJIE YTOYHEHHUS JUarHo3a U ONPEJeICHUs] TAKTUKU
JICYESHUS;

B cnydyae rocnuranmuzanum pebeHKa C YCTAHOBIEHHBIM JTHUArHO30M BPOKICHHOU

,Z[I/IC(pyHKI_II/II/I KOpBlI HAAINMOYCYHUKOB JIA JUHAMHWYCCKOI'O O6CJ'IC,Z[OBaHI/I$I u

36



KOPPEKLIMM TEepalnuyd NalUueHT MOXET OBbIThb BBIIMCAH IIOCIE 3aBEPILEHUS
MPEIyCMOTPEHHOTO KIMHUYECKUMHU PEKOMEHIAIMSAMH OoO0beMa OOCIeIOBaHHUS H
KOPPEKLHH [IOJIy4aeMOM TepaInH.

5) B cuyuae rocnuranuzanuu naimenta ¢ BJAKH mis npoBeneHus: XUpypriayeckoro
JI€UYEHUsl MAalUEHT MOJXKET ObITh BBINHMCAH JOMOM IO OKOHYAHMM BCEX 3TalloB
OIIEPATHBHOIO JICYEHUs IIPH YCJIOBUH YIOBJIETBOPUTEIBHOIO CAaMOYYBCTBUS U

OTCYTCTBHS IIPHU3HAKOB HB.IIHO'—IC'—IHI/IKOBOI;'I HEOOCTAaTOYHOCTH.

7. lonoJiHuTeIbHAsA HHPOpManus (B TOM 4uciie (aKTOphl, BJAUSIOIIHNE HA

HCXO0/ 3200/1eBAHUSAUIIN COCTOSTHUS)

Beeoenue: kax ona n06020 MonoceHH020 3ab0ne8anus, O 8cex (POpM BPOHCOEHHOU
OUCyHKYUU ~ KOpbl ~ HAONOYEYHUKOB  BO3MOMNCHO  NpoGedeHue  NPEeHAmaibHoOUu U
NPEeUMNIAHMAYUOHHOU OUACHOCIMUKU 8 CEMbSIX, Yoice UMeowux oemell ¢ OAHHOU NAMOoa02uel.

e PexomeHayercsi paccMaTpuBaTh MNPEHATAJIbHYIO M NPEUMIJIAHTAIMOHHYIO

AUATHOCTHKY KaK Heo0s3aTeJIbHYI0 MpPOIeaypy, KOTOpas MPOBOIMTCH TOJILKO IO

JKeJIAHMI0 POAUTeNIell B CeMbsIX, MMEKWIIUX OO0JHbHOI0 pedeHKa, W TOJbKO MpPH

YCJIOBHH, YTO POAUTEIH OYAYT NMPepbIBATH OepeMeHHOCTh 00JIbLHBIM MI0A0M [84].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEIbLCTB — 5)

KoMmMmeHTapuu: 0ns npogederus npeHamanbHoU OUacHOCMUKU HeoOX00UMO 3HAMb
eeHomun oooux pooumenei. /Juacnocmuxa nposooumcs Ha 9—10-u nedensx eecmayuu nymem
noayuenus J{HK u3 gopcun xopuona u onpeoenenus Hamuyus Mymayuii 2eHd, 0meemcmeeHHo20
3a pazeumue oanHotl popmul BIIKH.

Insn  BIAKH  603Mm00cHO  nposedeHue  NpeouMniaumayuoOHHOU — OUASHOCMUKUL.
IIpeoumnianmayuonnas OUACHOCMUKA MOXMCem HPOBOOUMbCA MONbKO NpU  NpUMEHEeHUU
BCNOMO2AMENbHBIX  PenpOOYKMUBHbIX — MEXHONO02Ull, d  UMEHHO  9KMPAKOPHOPALbHO2O
onnooomeopenus (OKO) ¢ unmpanniazmamuveckou unvexkyue cnepmamoszoudos. Ha 3-u cymxu
nocie oniooomeopenus (cmaousi 6—8 oracmomepos) npoucxooum 3a60p 00HO20 OrACHMOMEPA
011 2eHemuueckozo awuanuza. Ilo pezyremamam eenemuueckoeo mecmupo8anus, KOmMopoe
O0JICHO  ObIMb  NPOBEOeHO Makcumym 3a 2 cym, 6ulouparomcsi 35MOPUOHbL, KOMOpbvle
pexomeHoylomes 0isi nepeHoca 6 mamky. Bozmosxcnocms ouazHocmuku ewé 00 HACMYNJIeHus.
bepemeHHOCIU ABNAEMCA 2NIABHBIM NPEUMYUeCmeom NpeOUMNIAHMAYUOHHOU OUASHOCMUKU.
Takas ouazHOCMUKA MUHUMUZUPYEM PUCK MO20, YMO NPUOemcs npepeams pazgumue niooa no
eeHemuueckum npuuuxam. Hedocmamkamu npeOumniaHmayuoHHol OUaeHOCMUKU SAGAAI0MCS

Heobxooumocms npoxodcoeHus: nevebrnoeo yukia KO, docmamouHo 6vbiCOKAs CMOUMOCH®b.
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Puck  nospesicoenusi smbpuona npu npogedeHuu NPeOUMNIAHMAYUOHHOU OUASHOCTNUKU
cocmasnsiem menee 1%, HO wacmoma owubd6ok OuaenHocmuku OJocmueaem 10%. Omo
00)CNI08NIEHO 0YeHb MANbIM KOJIUYECMBOM 2EeHEeMUYeCKOo20 MAmepuna U CHCAmvIMU CPOKAMU

2eHemu4ecKoco anatusda.

L4 HpeHaTaJ’leaﬂ Tepanua O0JIXKHA PpacCMaTpuBaThCd KaK J3KCIICPpUMEHTAJbHai,
nposoaumMasi B paMKax KIHMHHYCCKHX HCCIeI0OBAHUMA B ClICUAJIN3UPOBAHHBIX
HEHTPaX, UMEIOIIHUX COOTBCTCTByIOlIII/Iﬁ MPOTOKOJI HMCCJICAOBAHUA U pa3pelicHUue

KoMuTeTa no 3tuke [82,83].

YpoBeHb yoenuresibHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTeIbCTB — 5)
Kommenrapuu: npenamanvhuas mepanus npogooumcs ¢ yenvio uzbexcamsv uiu CHU3UMb
cmenenb BUPUNUZAYUY HAPYHCHBIX NOJO0BLIX OP2AHO8 Y NI00A HCEHCKO20 NONA ¢ 0ehpuyumom
21-cudpoxcunazer wiu 11[-euopokcunasol. s mepanuu npumeHsemcs 0eKCcamemdasoH,
KOmMopbwlll He uHakmusupyemcs niayeHmapHotu 1 1f-eudpokcucmepoudoecuopocenasou u
npouuxkaem K naooy. Ilockonvky mepanus OOIHCHA HAYUHAMBCA C MOMEHMA YCMAHOBIeHUs
bepemeHHOCU, K020a YPOG8eHb KOPMU30Ad y N100d O04eHb HU3KUL, MO 8 ONnpeoeleHHble
nepuoosl yposeHv 21I0KOKOPMUKOUOO8 Oy0em 3HAYUMENbHO NPesbluiamy PU3UOLO0SUYECKULL.
IIpenamanvnas mepanus He no3gonsem u3deicamsv 8 OaibHeuuemM NO*CUSHEHHOU mepanuu u
He A6lAemcs Npo@UIAKMUKOU CONbMeEPAIOWUX COCMOAHULL 8 NOCIEPOO0BOM Nepuode.
Tepanust nokazama mMonbKO NI00AM IHCEHCKO20 noia ¢ Oegpuyumom 21-eudpoxcunasoi.
Heguyum 21-2udpoxcunasvl A61s1emcs aymocoMHO-peyecCUusHbIM 3a001e8aHuem, U 8 cemve,
umeroueli 60IbHO20 pebeHKa, 6ePOSIMHOCIbL DEPeMeHHOCIU OOIbHOU 0eB0YKOU COCMAasisem
12,5%. Ilockonbky npenamanvHas OUACHOCMUKA B803MOXCHA monvko Ha 10-1i Hedene
bepemennocmu, mo 6 87,5% cnyuaes niod 6yoem HANPACHO NOIYUAMb GbICOKUE 003bl
2NIIOKOKOpMuUKouoos ¢ 4—06-ii oo 10-u uedenu cecmayuu. H3zeecmmuvl ompuyamenbHvie
nocieocmeusi  8030€lCmeUs  0eKCamemasoHd Ha Mamv 60 6peMs  OepeMeHHOCU.
namonocuieckutl Habop 8eca, HapyuileHus y2ie00H020 O00OMeHd U pPUCK pa3eumusl
apmepuanvHou eunepmenzuu. He 0o koHya uzyyenvl 603modicHvle 2¢hghekmul 6030eticmaust
8bICOKUX 003 0eKCamMemdasoHa HAa Ni100 HA PAHHUX cpokax eecmayuu. Bcnedcmeue ecezo
BLIULEUBIONCEHHO20 NPEHAMANbHAS Mepanus He Moxcem Obimb PeKOMEeHO08AHA Ons

8HEOpeHUsl 8 KIUHUYeCKyl0 npakmuky. Tpedyromca danvHetiuiue uccie008aHusl.

KpnTepnn OIICHKH KaYeCTBa MeIlHHI/IHCKOﬁ MNOMOIIIH ManmueHTamMm ¢

aepuuuToM 21-ruapoKCcmiIasbl
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Kpurtepuu xkauecrBa

YpoBenb
y0eauTebHOCTH
peKoOMeHIanuil

Yposennb
JAOCTOBEPHOCTH
A0KAa3aTeJNbCTB

[lomyyena uHbOpMaIHs 0 pe3yabTaTax
HEOHATaJBLHOTO CKPUHUHTA

A

2

ccnenoBan KapUOTHUIl y ITallEHTOB v
HCIIPABHUJIbHBIM  CTPOCHHUEM  HAPYKHBIX  IMOJIOBLIX
OpraHoB

B

4

VccnenoBaH ypoBeHb 17-rHApOKCUIIPOTeCTEPOHA MIPH]
TMarHOCTHKE 3a00JI€BaHMsI

VccnenoBaHbl 3J€KTPOIUTHI KPOBU (Kajlui, HATpU)
MpU JUArHOCTUKE 3a00JIeBaHUS

Hasnauena Tepamus  TIIIIOKOKOPTUKOWJIHBIMU U
MHUHEPAJTOKOPTUKOUTHBIMH npenaparamu npy|
[IOCTAHOBKE  JMarHo3a  KJIacCU4ecKoil  (opMmbl
neduimra 21-rugpokcuiasbl

[IpoBoauTCS  NWHAMHYECKOE€  HAOMIOJEHUE 33
IMallUCHTaAMHU C YCTaHOBJ'IeHHI)IM JUArHo30M )Ie(bI/H_[I/ITa
21-runpokcuiasbl He pexke 1 paza B 6 Mec

[Ipyn nmuHaMuyeckoM HAOIIOJEHUW 32 TAIMEHTaMHU ¢
nedunuToM 2 1-ruApoKCUiia3bl Ha MpUEeMe POBEICHO,
M3MEpPEHHE pOCTa W Beca C OIEHKOW JIMHAMUKH|
TAHHBIX MTOKA3aTeJIe MO CPABHEHUIO C MPEIbIAYIINAM|
BU3UTOM

[Ipy nuHaMu4YeckoM HAOMIONEHUU 3a MalUEHTaMH C
neuIuTOM 2 1-ruipokcuiiazbl MPOBEJIEHO|
cciaenoBaHue YpoBHS  17-THIPOKCHUIIPOTECTEpPOHaA,
TN TECTOCTEPOHA, WM aHAPOCTEHIUOHA

[lpu nuHAMHUYECKOM HAONIONCHHM 33 MAIlMEHTAMH C
nedurmTom 21-ruapoKcuiassl MIPOBE/ICHO
MCCIIC/IOBAHUE  YPOBHS  pEHMHA  IUIa3Mbl (IS
MMaIMEHTOB C COJIbTEPSIONICH (opMOoii 3a00IeBaHNA)

10.

[lpu nmuHAMHUYECKOM HAONIONEHHUH 3a IMAaIlICHTAMH ¢
neduruTom 21-ruapoKcuassl MIPOBEICHA]
peHTreHorpadusi KHCTEH C  OICHKOW KOCTHOTO
Bo3pacta (1 pa3 B rox)

11.

[Ipy nmuHaMUYECKOM HAOJIOJCHUHW 3a TaIllMEHTaMHU C
nedunuToM 2 1-ruapoKCHiIasbl MpoBeIeHa KOPPEKIIHS
Tepanuyu Ha OCHOBAHUM PE3yNIbTaTOB 00CIIeI0BAHUS

12.

[Ipy  nuHaAMHuYecKOM  HAONIOJEHUH  MajbuuKaMm|
cTapiue 5 JeT ¢ KJacCHYecKMMH (popMamu J1epuuTa)
21-ruapokcunassl  mpoBeneHo  Y3U  saumyek (¢

yacTtoToil 1 pa3 B 2 rona)
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IIpunoxkenue Al. CocraB padoueil rpynnsl o pa3padoTke u nepecMoTpy

KJIMHUYECKUX PeKOMEeH AUl
PYKOBOJUTEJIN:

IlerepxkoBa Banentnna AJjekcanapoBHa — akagemuk PAH, mpodeccop, mokrop
MEIMLMHCKUX HayK, HAay4dHbIM pykoBoaurtenb MHcTuTyra nerckol sHaokpuHosiornu PI'bBY
«HMUL] »supokpunosmorun» Mun3sgpaBa Poccun, 3aBenyomas kadeapod JAETCKOU
9H/I0KPUHOJIOTUU-I1A0ETOIOTUN HNHucturyra BBICLIETO u JIOTIOJTHUTEIBHOTO
npodeccuonanbHoro ooOpazoBanus PI'BY «HMMUL sumoxpunonorum» MunsapaBa Poccun,
IJ1aBHBIA BHEIITATHBIN JETCKUH CIIELMATUCT 3HAOKpUHOJI0r Mun3apasa Poccun

besnenkuna Ouabra bopucoBHa — JOKTOp MEIMIMHCKMX HAayK,  3aMECTUTENb
mupekropa lLlentpa - mupekrop MHcermryra perckoi suaokpuHosornn PI'BY «HMUI]
SHAOKpUHOJorun» Munsapasa Poccun, npodeccop kadeapbl AETCKONH 3HIOKPUHOJIOTHU-
nuaberosiornn MHCTUTYTa BBICHIETO M JIOTIOJHUTEIBHOTO MPO(ECCHOHAIBHOIO 00pa3oBaHUs
OI'bY HMUI] snpokpunonorun Munsapasa Poccun

ABTOPBI TEKCTA:

KapeBa Mapusi AHapeeBHa — JOKTOP MEAUIIMHCKUX HAYK, 3aBEAYIOIIAS IE€TCKUM OTIEICHUEM
ONyXOJiel SHIOKPUHHOW cucteMbl MHcTtuTyTa nerckoil sHaokpuHonorun PI'bBY «HMMUILL
SHAOKpUHOJOTHHY MwuH3npaBa Poccum, momneHT Kadeapbl AETCKOW  SHIOKPHUHOJOTHUH-
nuaberosiornn MHCTUTYTa BBICHIETO M JOMOJHUTEIHLHOTO MPOECCHOHATBHOTO 00pa3oBaHUs
OI'bY «HMMUL] sHpokpunosorun» Munszapasa Poccun.

Meauksasan Mapuss ApMeHAaKOBHA - JOKTOP MEIUIMHCKUX HayK, 3aBeAylonias OTACJICHUEM
SHIOKPUHOMNATUH paHHEro Bo3pacta MHctutyta nerckod snaokpuHosiorun OI'bY «HMUIL]
SHIOKpHUHOJIOTHIY» MuH3apasa Poccun,

3yokoBa Haranbsi AHATOJIbeBHA - KaHAWJIAT MEIUIMHCKUX HAyK, BEIYIIUH Hay4HbIN
COTPYIHHUK OTHEJICHHUS HACJICACTBEHHBIX 3HAOKpUHOMNATUN AeTcKkoro Bo3pacta ®I'bY «HMMUI]
SHIOKpHUHOJOTHIY MuHn3npasa Poccun.

Kanunnyenko Haranbs IOpbeBHa — KaHIuAaT MEIMLUMHCKUX HAayK, BEAyLIMHA Hay4HbIU
COTPYAHHK JETCKOI'O OTAEIICHUS] TUPEOUJOJIOTUH, PEIPOYKTUBHOIO U COMAaTUYECKOIO Pa3BUTHUS
HNucruryra nerckoit supokpuHonoruu OI'BY «HMUI] sunokpunomorun» Munsapasa Poccun,
JOLIEHT Kadenpsl JIETCKOM SHIOKpHUHONOTHU-Auaberosornd MHCTUTYTa  BBICIIETO H
JOTIOTHUTENBHOTO TpodeccuoHanbHoro obOpazoBanuss DPI'BY «HMUL[ sHAOKpUHOIOTHI»
Munzapasa Poccun.

Kosionkuna AHHAa AJIeKCaHAPOBHA — KaH/IUIaT MEIUIIMHCKUX HAYK, 3aBEIYIOIIasi OTACICHUEM
HACJIEICTBEHHBIX JHAOKpUHONATUK Jerckoro Bo3pacra PIBY «HMULL sHpokpuHOIOrHM»
Munsapasa Poccun.

YyrynoB Urops CepreeBu4 — KaHIUIaT MEIUIIMHCKUX HayK, 3aBEAYIOIIUN KOHCYIbTaTUBHO-

JUAarHocTuueckuM  otaenoM HMHctutyra gerckodt  sHpokpuHosiorun DIBY  «HMUI]
SHIOKpUHOJIOrUM» MuH3apasa Poccun
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IKCIEPTHI:

Hlankuna Jl000Bb AJjleKCAHAPOBHA -  JIOKTOp MEIWIMHCKHX HayK, mpodeccop
WuctuTyra Tepanuu U uHCTpyMeHTanbHOM muarHoctuku @OI'bOY BO "TuxookeaHckuit
roCcy/lapCTBEHHbI METUIIMHCKUIN yHuBepcuTeT" MunznapaBa Poccuu, rinaBHBIA BHEUITaTHBIN
CHEIUATUCT ACTCKUM sHA0KpHuHOJOT JlanbHeBocTtouHoro ®O.

Tapanymenko TarbsiHa EBreHbeBHa -  JOKTOpP MEIMUMHCKMX HAayK, 3aBeayrollas
kadenpoll meauaTpuM WHCTUTYTA MocieauIuioMmHoro obopasosanus ['bOY BO "KpacHosipckuii
rOCyJapCTBEHHBIN MEIUIIMHCKUAN yHUBEpcUTEeT uMeHH npodeccopa B.D. Boiino-SceneBckoro"
MunsznpaBa Poccum, TVIaBHBIA — BHEIITATHBIA  CHEUHUAIUCT  JAETCKHUHA  3HAOKPUHOJOT
KpacHosipckoro kpasi, r1aBHbIN BHEIITATHBIM CHEIHAIUCT AETCKUN AHI0KpUHOJIOr Cubupckoro
@O0.

MausmmeBckuii Osier ApTypoBHMY - JOKTOpP MEAMIMHCKHX HayK, mHpodeccop Kadenpsl
rociutanbHol neguarpun ®I'bOY BO «bamkupckuil rocynapCTBEHHBIH MEIUIIUHCKUN
yHuBepcutTeT» MuH3apasa Poccnn, TraBHBIM  BHEIITATHBIA  CHELUATUCT JETCKUU
sHA0KkpuHOJIOT [IpnBomkckoro @O.

Kusies Auiexceii BacuiabeBH4 - JOKTOp MEIMIMHCKHX HayK, Hpodeccop Kadenpsl
rociutasibHOM  nequatpu - @I'BOY  BO  "Vpanbckuil rocyAaapCTBEHHBIM MEAMIIMHCKHAN
yHuBepcuteT" Munznpasa Poccun, pykoBoaurens Llentpa nerckoi saaokpunosornn 'AY3 CO
«O0nacTHasg neTckas KIMHWYecKas OOJIbHWIIAY», TJIaBHBIA BHEINTATHBIA CHEHMAIMCT JCTCKUM
SHAOKpUHOJOT CBEpAJIOBCKOW 00JIaCTH, TJIABHBIM BHEIITATHBIA  CIEIUATUCT  JIETCKHUMA
SHJOKPUHOJIOT Ypaiibckoro @O.

Koctposa Upuna bopucoBHa - 3aBenyroias OTACICHHEM JETCKON SHIOKPHUHOJIOTHH
I'bBY "Jlerckas pecmyOnukaHckas kiuHu4deckas OompHuIa uM. H. M. Kypaesa", rmaBHBIU
BHEIUTATHBIA  CIELMATUCT JETCKUM OSHIOKpPHHOJOr pecnyonuku [larectaH, riaBHBIN
BHEIITATHBIN CHIENUAIUCT AeTCKUI 3HI0KpuHOJIOr CeBepo- KaBkazckoro @O.

bamnuna Eaena BopucoBHa - JOKTOp MEIUIIMHCKUX HaykK, mpodeccop Kadenpsl
SHJOKpUHOJIOTUM uMeHu akaagemuka B.I'.  bapanoa ®I'OYBO «Ceepo-3anagHsiit
rOCyJIapCTBEHHbIH ~ MEAUIMHCKUNA  yHuUBepcuTeT wumeHun WM.M. MeuHukoBa», TIJIaBHbIN
BHEIITATHBIN CIIEIUATUCT AETCKUM sHI0KpruHOJ0T CeBepo-3amnaanoro ®O.

l'aakuna T'aamHa AJleKCaHAPOBHA - JIOKTOP MEIMIMHCKUX HAyK, 3aBeAyolas
JNETCKUM 3HJI0KpUHHBIM oTAenenueM HUW akymepcrsa u nenuarpun @I'bOY BO "Pocrosckuit
roCyJapCTBEHHBIM MEIUUMHCKUI yHHBepcuTeT" MunzapaBa Poccuu, TiaBHBIA BHEIUITATHBIN
CHEIHATUCT AETCKUIM 3HIOKpUHOJIOT PoCTOBCKOI 007acTH, rIaBHBINA BHEIITATHBIN CHEIMATUCT
neTckuit sHaokpuHoJor FOxuoro ®O.

KoH(}JIuKT HHTEpPECoB: ABTOPBI KIIMHUYCCKUX peKOMeHI[aI_II/Iﬁ ACKIIApUPYIOT OTCYTCTBUC

KOH(JIMKTa UHTEPECOB.
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Ipunoxkenue A2. MeronoJiorusi pa3padOoTKu KIMHUYECKHUX PEKOMEeHAaM i

IleaeBas ayIUTOPHUS JAHHBIX KJIMHHUYECKHX PEKOMEHIAIIMIMA:

1. JleTckue s3HAOKPUHOJIOTH
2. [lennatpsr

3. Heonaronoru

4. AKylieppl-TrHHEKOJIOTH

5. Yposoru-aspoJioru

Tabauna 1.11lkana onieHKH ypoBHEH TOCTOBEpHOCTH NokazaTenbCcTB (Y 1 J1)ams meTonoB

JAUarHoCTuKu (I[I/Ial"HO CTHYCCKUX BMCIHaTeJ'IBCTB)

YA Pacuugposka

1 Cucremarndeckue 0030pbl MCCIEAOBAaHUN C KOHTpoOJieM pedepeHCHBIM METOJOM WU
CUCTeMaTU4YecKui 0030p paHIOMU3MPOBAHHBIX KIMHUYECKHX HCCIEAOBaHUM C
MPUMEHCHHEM MeTa-aHalln3a

2 OTnenbHBIE HCCIENOBaHUS C KOHTPOJEM pedepeHCHBIM METOJO0M WIH OTICNbHBIC
PaHJIOMU3UPOBAHHbIE KJIMHUYECKUE KCCIEAOBAHUS M CHCTEMaTH4YeCKHe 0030pbl
HCCIEeIOBAaHUM JII000r0 nu3aiiHa, 3a UCKII0YEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKHX
HCCIIeI0OBAaHUM, C MPUMEHEHNEM MeTa-aHalu3a

3 HccnenoBanuss 0e3 TOCIIEIOBATEILHOTO KOHTPOJS pePEepeHCHBIM METOJOM HWIIH
UCCIeoBaHUsl € pedepeHCHBIM METOJOM, HE SBJSIONIMMCS HE3aBUCHMBIM  OT
HCCIIEyeMOr0 METOJla WJIM HEPaHJOMHU3UPOBAHHBIE CPABHUTEIbHBIC MCCIIEIOBAHUS, B
TOM YHMCJI€ KOTOPTHBIE UCCIIEI0BAHUS

4 HecpaBHuTtenbHble nccieI0BaHUS, OMMCAHUE KIMHUYECKOTO CITydast

5 Nwmeercs nuins 000CHOBaHME MeXaHU3Ma JCMCTBUS UM MHEHHE DKCIIEPTOB

Tab6auuna 2.111kana onieHKH ypoBHE# gocToBepHOCTH A0Ka3arenbeTB (Y /1)mns metonoB

poUIaAKTUKH, JICYCHUS U peadbunuTanud (MpoPHUIaKTHIECKU X, JIeUeOHBIX, PeaOMIIUTAIIMOHHBIX

BMEIIIATEIbCTB)
YU Pacimmdposka
1 | Cucrematnueckuii 0630p PKU ¢ npumeHeHnem MeTa-aHaiu3a
2 | Ortaenpubie PKU u cucremaruueckue 0030pbl HCCIIEAOBaHHM JIFOOOTO u3aiiHa, 3a
uckmouenneM PKU, ¢ mpuMeHeHnemM MeTa-aHanmnsa
3 | HepanmoMu3HpOBaHHbIE CPABHUTEIbHBIC HCCIICIOBAHNUS, B T.4. KOTOPTHBIE HCCIICIOBAHUS
4 | HecpaBHUTEbHBIE UCCIICIOBAHUS, OMMUCAHNE KIMHHUYECKOTO CIIydas WM CEpHU CIIydaes,
HCCIICTOBAHUS «CITYYaii-KOHTPOJIb»
5 | Umeercs nuimb 0OOCHOBaHHWE MEXaHHW3Ma JCHCTBUS BMEINATEIbCTBA (MOKIMHHYCCKHE

I/ICCJ'IC,Z[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB
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Ta6mmuna 3. Illkama orneHku ypoBHeHW yoOemuTenbHOCTH pekoMeHmanwii(YVYP) mns
METOJIOB TMPO(HIAKTUKH, ITUATHOCTHKH, JeUeHHs W peabunuranmuu (MpoQUIaKTHIECKHX,

JMAarHOCTUYECKUX, JICUEOHBIX, PeaOUIUTAIIMOHHBIX BMEIIATEILCTB)

YYP Pacuugposka

A CunbHass pekoMmMeHpmanus (Bce paccMaTpuBaeMble KpuTepud 3((HEeKTUBHOCTH
(Mcxonpl) SIBIISIIOTCSL BaXKHBIMH, BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIOBIIETBOPUTEIHFHOE  METOJOJOTMYECKOE  KadyecTBO, WX  BBIBOABI  TIO
WHTEPECYIOIINM UCXOJIaM SIBJISTIOTCS] COTIIACOBAHHBIMH )

B VYcinoBHas pexkoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH 3()(EKTUBHOCTH
(Mcxonpl) SBJISIOTCS BaKHBIMHM, HE BCE HCCIIEIOBAHMS MMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTEIILHOE METOA0JOIrMYEeCKOe KayecTBO W/WIM MX BBIBOJBI IO
MHTEPECYIOIIHUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

C Cnabas pexoMeHalus (OTCYTCTBUE JTOKA3aTeNIbCTB HAJICKAIET0 KayecTBa (BCe
paccMarpuBaeMblie KpUTepuu dPPEKTUBHOCTH (MCXOJIbI) SIBISIOTCS HEBAKHBIMU,
BCE MCCIICIOBAHUS UMEIOT HH3KOE METO0JOTUUECKOE KaueCTBO M MX BBIBOJBI 110
WHTEPECYIOIINM UCX0JIaM He SBIISFOTCS] COTIIaCOBAaHHBIMH )

IHopsiiok 00HOBIEHHS KIMHUYECKUX PEKOMEHaLuil.

MexaHu3M  OOHOBJICHHS  KIMHUYECKHX  PEKOMEHIAWH  TpeaycMaTpUBaeT  HX
CHUCTEeMAaTHYECKYIO aKTyaJlM3allhi0 — HE PeXe YeM OJUH pa3 B TPU roja,a TakKe MpH MOSBICHUN
HOBBIX JAHHBIX C TO3MIMH J0Ka3aTeIbHOW MEIUIIMHBI MO0 BOMPOCAM JAWArHOCTUKHU, JICUEHUS,
npodUIAKTUKH W peadWINTallM  KOHKPETHBIX 3a00JIeBaHWM, HAJIMYUK OOOCHOBAaHHBIX

JIOTIOJTHEHUI/3aMeuaHui K paHee yrBepkAEHHBIM KP, Ho He vamie 1 paza B 6 mecsIies.
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Ipunoxkenue b. AIropuT™Mbl 1eCTBUMIA Bpa4ya

Pe3ynbratbl
HeoHaTa/bHOro HABJ/IHOAEHUE HE TPEBYETCA
CKPUHMHIA

OcMOTp 3HAOKPUHO/IOra

HCHI™* unun
OTCYTCTBUE ANYEK B
MOLLOHKE

[leBouka

[ [I1arHo3 uckaoyeH ]

NIEKTPONUTBI KPOBU

-
LK* ™ Natd J { K*; Na* 8 Hopme ]

Mpoba ¢ cMHaKkTeHOM MAKM aHanus reHa CYP21A2 —

HasHaueHue
TJIIOKOKOPTUKOMAO0B

Ha3sHaueHue
MUHEPA/IOKOPTUKOUA0B

[ leHotun cootsetctayeT HK dopme ]

f [larHo3 noATBepKAeH/reHoTHn ]_

L cootsertctayet CT uam MB popmam

HABJ/IO[IEHUE

* HCHI — HenpasubHOE CTPOeHME HapyXKHbIX reHuTanuit; CT — conbTepatoLas
dopma, MB — npocTan BupuabHas dopma, HK — Heknaccuyeckan dopma
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[Mpunoxkenue B. Uudopmaums 1is nanmesra
Yro 03Ha4aeT “APeHOreHUTAJIbHBIN CHHAPOM™?
Tepmun “AnpeHoreHUTaIbHBIN CUHAPOM”™ WM IPUHATOE B OTEUECTBEHHON METUIIMHE Ha3BaHUE
«Bpoxxaennas AucyHKIHS KOPBI HAATMIOYEYHUKOBY TOBOPHUT O HAPYIICHUH (PYHKIIHOHUPOBAHUS
HAJII0YEYHHUKOB, IPUBOIALIEM 3a4aCTyI0 K M3MEHEHUSAM CO CTOPOHBI HAPYKHBIX TEHUTAINH.
Hanamoueunukn — mapHbIe Oprasbl, pasmepamu He Oojiee (hacOJHMHBI, pacroJiaraloiecs B
HENOCPEJCTBEHHON OMM30CTH K moukamM. OHU COCTOSIT U3 2 OCHOBHBIX yacTell. BHyTpeHHss
4acTh, TaK Ha3bIBAEMBIA - MO3TOBOM CJIOW, MPOAYLHUPYET afpeHanuH. Bropas yacTte — HapyxHas
- HOCHUT Ha3BaHUE KOPKOBOTO cJiosl, PyHKIHs kKoToporo npu AI'C HapyiieHa.
Kakyio pyHknuio BbINoHsIeT KOPKOBBIH CJIOH HAINIOYeYHUKA?
KopkoBblid €0l OpoaylMpyeT psa TOPMOHOB, HA3bIBAIOIIUXCA CTEPOMIAAMH, KOTOpHIE
MIOIAJAl0T HEMOCPEACTBEHHO B KPOBOTOK M MIPAIOT BAXKHYIO POJIb B MOJJEPKAHUN OCHOBHBIX
KU3HEHHBIX QYHKIHMI OpraHu3Ma.
OTH cTepouAbl CUHTE3UPYIOTCS U3 XOJECTEPUHA U JIENATCA HAa 3 OCHOBHBIE TPYIIIBI: KOPTH30I,
aJIBIOCTEPOH M aHAPOTEHBI UJIM, KAK MX HHAY€ HA3bIBAIOT, MY)KCKHE I10JIOBBIE TOPMOHBI.
Koptusoa peryaupyer paboTy MHOIMX CHCTEM OpraHM3Ma, BKIIIOYas KpOBOOOpallleHHE U
MOJJIEP’KaHNE YPOBHS TUIIOKO3bI KpOBH. KOPTH3071 Takke MOMOraeT OpraHu3My CIIPaBIISATBCS CO
CTpeccaMu, TAKMMHU KaK HHPEKINH U TPaBMBI.
AJIB/IOCTEPOH OTBEYaeT 3a IOJJIEpP’KaHHE HYXHOI'O YPOBHSI COJIM (HaTpusi) B OpraHu3Me.
KonuuectBo coisn, moiay4aeMoil HaMH 3a CYTKM C MHMIIEH, 3aBUCUT OT BHUAA YHOTPeOIsieMbIX
IIPOJYKTOB, U IIOYKH MPENATCTBYIOT €€ HAaKOIJICHHIO B OpraHU3Me, HHaue 3TO MOIJIO Obl BHI3BATh
MIOBBIIIEHUE apTEPUATIBHOTO JaBICHUA. B TO e BpeMs MOYKM MPEHsTCTBYIOT H30BITOYHOMY
BBIBEJICHUIO COJM M3 opraHusma. IIpu HenocraTtke cojii BO3MOXKHO pa3BUTHE CHMIITOMOB
00€3B0’KMBAaHUS U PBOTHI. AJIbJOCTEPOH IIOMOTAeT OPraHU3My COXPaHATh COJIb, U €CIIU YEJIOBEK
NoTpeOIsieT MaJIo COJIM C MPOIYKTaMH NMUTAHUs, albJOCTEPOH BKIIOYaercs B padoty. Ecinu xe
HAaoO0OpOT B pPAaLMOHE MPHUCYTCTBYET MHOI'O COJIM, KOPKOBBIM CIIOM HAJIOYEUHUKOB CHIKAET
CUHTE3 AJIJOCTEPOHA U TIO3BOJISIET COJIU BBIACIATHCS C MOYOM.
AHApoOreHsl (MyXCKH€ MOJIOBbIE TOPMOHBI) MPOIYLUPYIOTCS KOPKOBBIM CJIOEM HAAMOYEYHUKOB
y npezacraButeneil ob6oux monoB. [loMuMO 3TOro, y MyXK4YWH, aHAPOTEHBI CHHTE3UPYIOTCS
AUYKaMH. Y MaJbUMKOB U JIEBOYEK aHIPOTreHbl OTBEYAIOT 3a MOSBJICHUE JOOKOBOTO OBOJOCCHHUS
B IIEPUOJ I1I0JIOBOTO CO3PEBAHUS
Kakum o0OpazoM Kopa HaANOYeYHMKOB MNPOAYHHMPYeT He00X0AMMoOe KOJMYeCTBO

KopTH30Ja?
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KonnuectBo KOpTH30J1a, MPOAYLHUPYEMOIO HAANIOYEYHUKAMHU, KOHTPOJHUPYETCA IKEJIe30il-
KOOPAMHATOPOM — TUNO(U30M, KOTOpas pacmojaraercs B IOJIOCTH Yeperna U COCNUHSEeTCS C
IPYroM JKene3ou - TrumnoralamycoM. B ToM ciydae, eciM COACpKaHHE KOPTH30JIa B
LUPKYJIUPYIOLIEH KPOBU HE AOCTATOYHO JUIsl MOJIEPKAHUS )KU3HEHHBIX (DYHKUUMN, TUIIOTAIaMycC
yIaBIMBAaE€T 5TO, W 3acTaBisgeT TUMO(QU3 BBHIPAOATHIBATH TOPMOH KOPTUKOTPOIIMH WIIH
aZpeHOKOPTUKOTponHbIN ropmoH (AKTT).

AKTI" nomajgaer B KpOBOTOK, yJIaBIMBAE€TCS KOPKOBBIM CJIOEM HAAMNOYEUHUKOB, U IPOTYKIIHS
KopTH3oJia Bo3pactaer. Korma HopmanbHas KOHLEHTpalus KOPTH30Jia JOCTUTHYTa, 3TO
perucTpupyercs runotaiaMmycoM, u crumyisinus Beipadotkn AKTIT runodusom npekparniaercs.
Ecnu manueHT mojydaer mnpemapaThl KOPTH30Jia W3BHE B BUJAE TaOJIETOK WJIM HHBEKLHNH,
TUIoTajgaMyc 3TO YyTKO yaaBiauBaeT U nojasiser BolpaboTky AKTI m3 runogusza. Kopkobiit
CJIOM HAJIMOYEYHUKA HE CTUMYIUpPYETCs. JJaHHBII MOMEHT YPE3BBIYANHO BAXKEH ISl IOHUMAaHUS
tepanuun AI'C.

Yro siBJIsIeTCS NPUYHUHON aIPEHOTeHUTAJIBLHOI0 CHHApPOMa?

[Ipouiecc cuHTE3a KOPTU30J1a U3 XOJECTEpUHA BKJIIOYAET B ce0sl LIeNyI0 LEMOYKY NpeBpalleHui,
I Kaxaas M3 CTaguil OCYIIECTBISETCS C IOMOIIbIO CIEHUaIbHBIX OEJIKOB, Ha3bIBAEMBIX
(pepmentamu. Ecnu xotst Ob1 0iuH U3 5 (DepMEHTOB, YUAaCTBYIOIIMX B CHHTE3€¢ KOPTH30JIa Ha
pa3HbIX cTagusaX He paboTaeT HOpMajIbHO, BOSHUKAET 3a00JIeBaHNE — BPOXKACHHAA AUCHYHKIUS
KOpbl HaamoueyHukoB. [Ipu peduumre KopTH30/iIa B LUPKYIUPYIOMIEH KpOBH, TUMNOGU3
YIABIMBAET €ro HU3KYH KOHLEHTPALUMIO U IBITAETCS YCUIUTh JIEUCTBUE HA KOpY
HAJIMOYEYHUKOB mocpencTBoM ycwieHHoM mnpoxaykuuu AKTI. DTo npuBOAMT BTOPUYHO K
M30BITOYHON CTUMYJISIIUU KOPBI M €€ yTONeHUI0. TakuM 00pa3oM, BOSHUKAET TaK Ha3bIBaeMasi
“runepriazus  kopel”. Kiaccuueckas ¢opma AI'C Bei3Bana paedunurom ¢depmenta 21-
TUAPOKCHIIA3bl, MPU STOM HApYHIAETCs CHUHTE3 KaK KOPTH30J1a, TaK M albJOCTEpOHA IMpHU
COXpPaHHOW MPOAYKIMU aHAPOTEHOB. OTO o3HauyaeT, uyto u30biTok AKTI mpuBoautr k
MOCTOSIHHOM CTUMYJISALIMM KOPBI HAJMOYEYHUKOB M €€ €JUHCTBEHHOW COXpaHHOW (PYHKIUU -
MPOIYKIIMM aHAPOTeHOB. TakuM 00pa3oM, B 3aBUCUMOCTH OT TSXKECTH (DepPMEHTATHBHOTO
nepexkra, AI'C c¢ nepuuurom 21-THIpOKCHIIA3bl MPOSBISETCS IEPUIUTOM KOPTH30/Ia U
aJIbJIOCTEPOHA U U30BITKOM MPOJIYKIIUU aHIPOT€HOB.

Kakum o0pa3om agpeHOreHMTAJbLHbINA CHHAPOM BJIMsSIET HA COCTOSIHME 30POBbS J1eTei?
[TposiBnenust knaccuueckoir AI'C 3aBHCHT OT mosia peOeHKa U CTENEeHU HENOCTaTKa (epMeHTa
21-runpokcunassl.

Manbuuku ¢ NOJHBIM OTCyTcTBHeM (epmenta 21 -ruapoxkcuinasbl:  [lpu poxaenun

BHEIIIHUI BU] pe6eH1<a - HOpM&J’ILHLIfI, " MCPBBIMU NIPOSABIICHUAMHA OOBIYHO SBIISIIOTCS ILIOXOM
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anmeTUT, MOTEPsS B BECE U AMU30/bl PBOTHI MEXIY | U 2 HEACNAMH KU3HU. ITO MPOUCXOJUT U3-
3a MOTEpPU COJIM U BOJBI, CBA3AHHOM C HEJOCTATOYHOCTBIO aibAocTepoHa. [laHHOE cocTosiHuE
TpeOyeT HEMEAJICHHOTO BpaueOHOTO BMEIIATEILCTBA.

JdeBouku ¢ moOJHBIM JAedpuuMTOM: BHYTpUYTpOOHO TIUIOJ >KEHCKOTO II0Ja TIOJBEPraeTcs
NEHUCTBUIO U30BITKA aHJIPOTEHOB M3 HAAMOYEYHUKOB, YTO BBI3BIBACT U3MEHEHHUS BHEIIHErO BU/A
HapY)XHBIX IIOJIOBBIX OPraHOB IO MYXCKOMY THIY. B pe3ynabTare OOJIBIINE IOJOBBIE T'yOBI
HallOMUHAIOT MO0 CTPOCHUIO MOIIOHKY, KJIMTOP 3HAYMTENIbHO YBEIMYHMBAETCS B pa3Mepax u
MOXET T0 BUJly HANIOMUHATh TeHUC. VMHOTrAa KIuTOp OBIBa€T HACTOJBKO YBEJIHMYEH, UTO C
MEePBOTO B3IJIsIa HEBO3MOXKHO Pazo0paThCsi, K KEHCKOMY WM K MY>KCKOMY TOJYy OTHOCHUTCS
pPEOCHOK, YTO SIBIIAETCS CHJIbHBIM TICUXOJOTUUECKUM CTPECCOM ISl POJAUTEIEH.

BuyTrpennue nosoBsie opraHbl A€BOYKH (HOPMUPYIOTCS HOPMAJIBHO: HMEETCSl MaTKa, BIarajiuiie
U SUYHUKA. B panbHeWeM AeBOYKE HEOOXOIMMO TMPOBEACHHE IUIACTUYECKOW OIepaiuu 1o
KOppEKIMH BHEIIHEro Buaa remutanuil. Ecin nquarno3 AI'C ycranaBiauBaeTcs HE cpasy, TO B
KJIIMHUKE TTPUCOETNHSIIOTCS CUMITTOMBI TIOTEPH COJIM M KUJIKOCTH, OTTUCAHHBIC BBIIIIE.
Majb4uKH ¢ HeNmOJHbIM Je(UuuUTOM 21-THAPOKCHUJIA3BI: TEPBbIE MPOSBICHUS BO3HHKAIOT
nozxe (Mexay 2 W 4 romaMu KU3HHU): YCKOPSIETCS POCT, YBEIHMYEHHE I0JIOBOTO YJICHA.
Bo3MoxHO Takxke NosBiIeHUE JIOOKOBOTO OBOJIOCEHUS, KaK Pe3yabTaT U30bITKAa aHAPOTEHOB.
JdeBoukn ¢ HemoJHbIM JaepuuuTOM 21-ruapokcuiaasbl: byayT XapakTepHbl Bce T€ XKe
MPU3HAKK M30BITKA aHAPOTEHOB, TaKWE KaK BBHICOKHMH POCT, IOOKOBOE OBOJIOCEHHE U HEKOTOPOE
YBEJIMYEHUE KIUTOPA.

Manbuuky U IeBOYKH OYAYT UMETh CPaBHUTEIHHO BBICOKUN POCT JJISi UX BO3pacTa, OJJHAKO 0e3
JICYEHUS WX KOHEYHBIH pOCT OyJeT HU3KUM 3a CuUeT BIMSHUA AaHAPOTEHOB HAa KOCTHOE
co3peBaHue. 30HbI POCTa 3aKPHIBAIOTCS PAHO U KOCTH TEPSIOT CIOCOOHOCTh PacTH.

Jlet ¢ yaCTUYHBIM JePUIUTOM 2 1-TUAPOKCUIa3bl HE UMEIOT KIMHUYECKUX CUMITOMOB MOTEpU
COJIM, OJHAKO OoJjiee MPHUCTaNbHbIE OMOXMMHYECKHE M TOPMOHAIBHBIE TECThl MOTYT BBISBIISTH
MIPU3HAKU CKPBITOW MOTEPU COJIH.

Hakonen, cymectByer tepmuH “Hekiaccuueckas c¢opma AI'C”, mpu koTtopoit aedpuuut
(dbepMeHTa He3HAUUTENEH. B 1eTckoM Bo3pacTe 3TOT AUarHo3 MPakTHUYECKU HE BBHICTABISIETCS, HO
MOXXET SBJIATHCS MPUYUHOM HEPEryIsIpHOCTH MEHCTPYalIbHOTO IHKIA W HU30BITOYHOTO
OBOJIOCEHHUS Y MOJIOABIX >KECHILIHH.

Kak BO3HMKAaeT aipeHOreHUTAIbHBIN CHHAPOM?

3aboneBanne Hacienyercs. UToObl MOHITH 3TOT MEXaHHW3M, HEOOXOIMMO 3HATh HEKOTOPYIO

HH(bOpMaHHIO 0 'CHax U XpoOMOCOMax.
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bepemeHHOCTh BO3HMKaeT IpU CIMSHUM OTLOBCKOTO CIEPMAaTO30MAa M MaTepUHCKOU
SAWLEKIETKU. 3aTeM KJIETKH HAauMHAIOT JENUThCS U AuddepeHnupyroTes Ha KIETKA Pa3IndHbIX
OpraHoB M TKaHEH: TKaHb MO3ra, MBIIICYHAs TKaHb, NEYeHb, Koxka W T.1. WHpopmarms,
MO3BOJISIONIAS BOCCO3/IaTh YEIOBEKa U3 OJJHOM KJIETKH, HAXOJUTCS B T€HAX, a TEHBI (POPMUPYIOT
HUTEBUJHBIE CTPYKTYpbI, Ha3blBaeMble XpomocoMamu. Kaxnas kineTrka coaepxut 23 mapbl
XpOMOCOM, IIPY 3TOM OJIHAa XPOMOCOMA U3 Mapbl — MaTEPUHCKAsl, Ipyras — OTLOBCKasI.

[Ipu AT'C onuH U3 reHOB, pacrojararonifiicss Ha IBYX mapax 6-il XxpOMOCOMBI TOBPEXKICH, YTO
HE NO03BOJIAET (PEPMEHTY HOPMAJIbHO CUHTE3UpOBaThcs. Y poauTesneil 60ibHOTO pedeHKa, oHa
XpOMOCOMa COJIEPKUT IMOBPEKACHHBIN I'€H, a APYyras — 3JJ0POBBIN.

Takue poauTenu HasbIBalOTCA ‘“‘340poBbIe HOcuTenu” . Eciaum oTHOBCKas XpoMocoMa C
Ne(QEeKTHbIM TE€HOM COEAUHUTCA C MATEpPUHCKOM XPOMOCOMOH ¢ JAe(EeKTHBIM TI€HOM, OHU
COCTaBST Mapy XpOMOCOM C JBYMs MaTOJOTMYECKUMHU T€HaMH, MOJY4YHB KOTOPYIO, peOEHOK
Oyznet uMmeThb kuHu4eckue nposisieHus AI'C.

Ecniu pedextHas xpomocoma OTHa CiMBAaeTCs C HOPMaJbHOM XpPOMOCOMOM Marepu (Wid
Ha000poT), pedeHOK OynmeT ‘“3A0pOBBIM HOCUTENEeM , Kak U ero poxutenu. [Ipu ciussHum AByX
HOPMAaJIBHBIX XPOMOCOM, PEOCHOK Oy/IeT 3710pOB M HE Oy/IET SABJISATHCS “3T0POBBIM HOCHUTETIEM .
B cembe, re poauTenu SBISIOTCS «310POBBIMU HOCUTENISIMUY» BEPOATHOCTD POXKICHHS OOJILHOTO
pebenka coctaBisieT 25%. Takol THN HaAclIeIOBaHUS Ha3bIBacTCs peneccuBHbIM. HeoO6xommumo
MOAYEPKHYTh, YTO €CIH POAUTEIH SIBISIOTCS HOCUTEISIMH, PUCK POKJIEHUS OOJILHOTO peOeHKa
coctaBisieT 1:4 mis kaxmou mociemyronieli 6epemeHHocTd. Ecinu B ceMbe yxke UMeeTcsl OJuH
00JIbHOM peOeHOK, 3TO HE 03HAYaeT, 4To 3 peOeHKa OT IMOCIECAYIONIUX OEpeMEHHOCTEH OymyT
3J10POBBI.

MoryT Jid BHYKH YHACJI€A0BATH TY 7K€ MaTOJOTHI0?

Korna pebenok ¢ AI'C BeIpacTaet, U y HEro MmosiBJIsIFOTCS CBOM COOCTBEHHBIE JIETH, BEPOATHOCTD
TOT0, 4YTO XpoMocoMa TMapTHepa OyaeT coepkaTh NaTojoruveckuii ren wana. Ecmum
MPEANOJIOKHUTh, YTO TAPTHEP 3/I0POB U HE SBISIETCS ‘3AO0POBBIM HOCHUTENIEM ', MATOJIOTMYECKUI
red OyJeT KOMIEHCHUPOBaH HAIMYUEM HOPMAJbHOTO, M BCE JIETH OT Mojo0HOro Opaka OyayT
“370pOBBIMH HOCHUTEISIMU . BEpOSATHOCTB BCTpeuu ABYX 340pOBBIX HocuTesel paBHa 1: 50. Puck
3HAYUTENbHO BO3PACTaeT NMPU KPOBHO POJCTBEHHBIX Opakax, B ClIyyae €ClId MaTb U OTell
SIBJISIFOTCSL IBOIOPOJIHBIMU CHOCaMH.

Jlnsa nereii ot Opaka yenoBeka, cTpagaromero AI'C u “310poBOro HOCUTENs ~ PUCK BO3pacTaeT
no 1: 2.

Hopmanbno jm nporekaer mybeprar y gereil ¢ AI'C, m moryr au germ ¢ AI'C umerb

COOCTBEHHBLIX JeTei?
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VY nereil, npaBUIbHO JIEYEHBIX, MOKHO O0XKHMJaTh HOPMAJIbHBIX CPOKOB Hauyajga W TEUYCHHS
nyOyprara. Mmeercss TeHaeHuus Kk OoJyiee MO3AHEMY Hadaly MEHCTpyauud U TUCOYHKIUU
SAUYHUKOB. JleyeHue cTepoMgamMH TaKKe BIIMSET HA CTAHOBJICHHE MEHCTPYaIbHON (DYHKIHH,
MO3TOMY YpPE3BBIYAHO BA)XKHO TNPOJOJDKATh HAONIO/EHHE 3a JEBOYKAMH B IIOJAPOCTKOBOM
MEepHOJIE U BO B3POCIIOM BO3pAcCTe.

HeBouku ¢ AI'C UMEIOT HOPMAJIbHYIO MAaTKy U SIMYHUKH, CJI€IOBATEIbHO HET IPUYUHBI CUUTATD,
YTO OHUM HE MOTYT HUMETh JE€TeH, U Yy MHOIMX >KCHIIUH OIMCAHO HOPMAJIbHOE TEUEHUE
O6epeMeHHOCTH. JIeBOUKH, Y KOTOPBIX IPUCYTCTBYET BBIPAKEHHBIN COJIBTEPSAIOIINN KOMIIOHEHT,
MOTYT UMETh OIpPENIETICHHbIE TPYIHOCTH B TEUEHUE OEPEMEHHOCTH, TO3TOMY HEOOXOAUMO YETKO
KOHTPOJMPOBATh a/IeKBaTHOCTh TEPANIu, 0COOEHHO KOTI'/la IEBOYKA PELIAeT CTaTh MaTePhIO.

VY manpunkoB ¢ AI'C mpu ycaoBUM KOMIIEHCAIIMM 3a00J€BaHUSl PENPOAYKTUBHAS (YHKLIUS HE
HapylleHa.

MoskeT M aJpPEHOTeHUTAJIbHBbII CHHAPOM ObITH BBISIBJIEH /0 POXKIeHUs pedeHKa, U
uMeeTcs JIM Kakoe-/J1u00 jJedeHHe HAa BHYTPUYTPOOHOM 3Tamne pa3BuTus?

B mnHacrosiee BpeMsi B ceMbsX, IIe yXKe€ HMeeTcss OJWH OO0JIbHOM peOeHOK, MpOBOAUTCS
JopojioBasi AuMarHoctuka. J[ns 3Toro HEoO0XOaMMO UMETh pe3yiabTaTbl T'€HETUYECKOTO
UCCIIEIOBAaHUSI KPOBU pojuTesned W pebdeHKa, M TIyTeM HCCIeOBaHUS TKaHEH Win
AMHHUOTHUYECKOH JKUIKOCTHU TUIOJIAa, MOXKHO YCTAaHOBUTH 1MOJ pedeHka u Haymuue y Hero AI'C. C
MOMOIIBI0 TEHETHYECKUX aHAJIU30B KpPOBH OpaTheB M CECTE€p, MOKHO TaKKe€ YCTaHOBHTH
“HOCHUTENICTBO .

Ecnu mmonx jkeHCKOro 1mosia, HEoOXOAMMO NPEeJOTBPATUTh MACKYIMHHU3ALUI0 HaPYKHBIX
TeHUTANUN MOJ JecTBHEM H30bITKa aHAPOTeHOB. DTO BO3MOXKHO CJ/eaTh, HA3HAYUB MaTepu
CTepOUHBIN Tpernapar JekcaMmera3oH B TalneTrkax. OH OKa3bIBaeTCsi B KPOBOTOKE MaTepu U
MIPOHUKAET Yepe3 IUIAIEHTY B KPOBOTOK peOeHKa, MOoJAaBisis runodus mioja u mpeaoTBparias
M30BITOYHBIA CHHTE3 KOPTUKOTpomuHa runoduzom. JlanHoe seyeHue ObiBaeT 3((HEKTUBHBIM,
€CJIM OHO HAYaTo cpa3y Mocje yCTaHOBICHHs (PakTa OEpeMEHHOCTH.

Mexny 10 u 14 Henenamu OepeMEHHOCTH Y KEHIIMHBI MPOU3BOIUTCS 3a00p TKaHM uyepe3
meiiKy MaTkd (OMOTICHS BOPCHH XOPHOHA), YTOOBI OMpPENENUTh MON peOeHKa U Haaudue HId
orcyrcteue AI'C y ruoza.

Ecnu npu aHanuse BBIABIEHO, YTO IUIOJ 370POB, JIEYEHHE JIEKCAMETa30HOM MOKHO IIPEKPATUTH.
KopoTkuii nepuon ne4eHns He OKaKET IIPU 3TOM OTPULIATEIILHOTO BIMSHUS Ha Pa3BUTHE IUIOAA.
Ecmu y muioga my»xckoro noisa onpeneneHo Hanure AI'C, neuenue Tak xe MOKHO IIPEKPaTUTh,
TaK KakK M30BITOK aHAPOT€HOB HE OKaKET MATOJIOTMYECKOTrO BIUSHHS BHYTpHUYTpoOHO. Ecnmu

mioa C ATC — ACBOYKa — MaTCpu HeO6XO,Z[I/IMO INpUHUMATh ACKCAMCTA30H B TCUCHUC BCeit
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OepeMEHHOCTU. DTO 3HAYUTENHHO CHIDKAET MACKYJIWHU3AIUIO HAPYKHBIX TOJIOBBIX OPraHOB U
YMEHBIIIAET O0BEM OIEPATHBHOTO BMEIIATEIHCTBA TPU TPOBEACHUM TUIACTUKUA HAPYXKHBIX
TEHUTAINN, KOTOpas MOXKET MoTpeOoBaThCcsl BHOCHEACTBUU. Kak HW3BECTHO, JICUCHHE
JIEKCaMETa30HOM HE HMEET IaTOJOTUYECKOTO BIIMSHUS Ha pa3BuTue pedeHka. Co CTOPOHBI
MaTepH BO3MOXHBIC OCJIOXKHEHUSI CBOJATCS K NMpUOaBKE Beca W IMOBBIIICHHOMY OOpa30BaHHIO
pacTsLKeHUN Ha KOe (CTpuil).

YTo TaKoe HEOHATAIbHBII CKPUHUHT a]PEHOTeHUTAJBLHOI0 CHHApoMa?

B cBsi3u ¢ Tem, uro AI'C nocraroudo dacroe 3abosneBanue: 1 u3 10TbIC HOBOPOKIECHHBIX MOXKET
00JieH, MHOTHE CTpaHbl BKIIOUWJIM €r0 B MPOTpaMMy HEOHATaJIbHOTO CKpUHUHTA. YTO 3TO
o3HavaeT? KaxxjoMy HOBOPOXKICHHOMY B POJIUILHOM JIOME Ha 4-i1 IeHb KU3HHU OepeTcs Karuis
KPOBH U3 TISITKM W HAHOCHUTCS Ha CHEIHaIbHYIO0 (QuibTpoBaibHYt0 Oymary. M3 storo msTHa
KpoBH B J1ab0OpaTOpWH TPOBOJUTCS JUATHOCTHKA Cpa3y HECKOJBKHX YaCTBIX W TAKEIBIX
3a00JI€BaHU, JIEYUTh KOTOPHIE HAO Cpa3y IMOCIe pOXKJeHUs. B Hamiei ctpaHe HEOHATaIbHBIA
CKPUHUHT TIPOBOJIUTCS HA Takue 3a00eBaHus, KaK (DEHMIKETOHYPHUSI, BPOK/ICHHBIN THIIOTUPEO3,
aJpEHOTEHUTATBHBIM  CHHAPOM, MYKOBHCIMAO3 U Trajmakro3emus. llpm mpoBeneHuun
HEOHATaJbHOTO CKpUHUHTA 3a0ojeBaHue BBIBIAIOT Ha 10-14 nmeHp ku3HU peOeHKA. ITO
MO3BOJISIET CBOEBPEMEHHO HauyaTh JIeUeHHE, M30€KaTh TaKUX TSOKENBIX CHUTYallMi Kak
COJIbTEPSIIOIIMKA KpHU3, a y JIeBOYEK C BBIPAKEHHOM aHApOreHH3aluell HapyKHbBIX MOJIOBBIX
OpraHoB — H30eXaTh OMTMOOK B BEIOOPE TOJIOBOM MPUHAIC)KHOCTH.

Kaxkoe jieyenne He00X0AMMO NMPOBOAUTH MPH aIPEHOTeHUTAJIbHOM CHHApPOMe?

Jleuenue noppasnensierca Ha 2 OCHOBHBIE TPYIIIbI: MEIUKAMEHTO3HOE (JIeueHue MpenaparaMu
CTEpOUIOB) U XHUPYpruueckoe, KOToporo TpeOyroT 00ibmuHCTBO aeBouek ¢ AI'C.
MenukaMeHTO3HOE JIeYeHHE 3aKJII0UaeTCsl B MPUMEHEHHH KOPTH30Jia MIIM €ro aHajoroB, YTOObI
MPEeIOTBPATUTh M30BITOUHYIO BBHIPAOOTKY aJPEHOKOPTUKOTPOMHOrO ropMoHa rumnoduzom. [lpu
cTpecce, Hampumep Impu Ooje3HH peOeHka, 103y MpenapaToB KOPTH30Jia HE0OXO0IuMO
YBEIIMYUTh, TaK KaK HOpPMaJbHO padoTaromias KOpa HAAMOYEUHUKOB MPH JTAHHOW CUTyalluu
MPOIYLIUPYET KOPTU30J JIOMOJIHUTENnbHO. KopTu3onm aersM Ha3Hayaetcs B BHJE TaOJNETOK,
MMEIOIINX JCHCTBYIONIEE BEIIECTBO T'MAPOKOPTH30H, MACHTUYHOE HATypalbHOMY KOPTH3O0Y.
[TogpocTkamM W B3pOCIBIM MOTYT OBITh Ha3HAUEHBI AHAJIOTH KOPTH30JIA: MPEAHU30JOH WU
JNEKCaMETa30H. OJTHU CTEPOMAbl PA3IMYalOTCAd 10 AaKTUBHOCTH, JOCTYIHBI, OTHOCHUTEIHHO
HEZOPOTH U BBITYCKAIOTCS B YAOOHOU TableTHpOBaHHOM dopme.

s netei, UMEIONIUX CUMITOMBI MOTEPU COJM B CBSI3U C JA€(DUIIUTOM ambIOCTEPOHA, OJHOMN
Tepanuu ruAPOKOPTU30OHOM HEAOCTATOYHO. TaKkue AeTU HYKAAI0TCS B 3aMECTUTENIbHOW Tepanuu

AHAJIOT'OM aJIbJAOCTCPOHA, KOTOpBIﬁ 00BIYHO JacTCA B BUIC TabJIETOK (I)J'Iy,}:[pOKOpTI/BOHa.
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Ha nepBoM rojty >KuM3HU J€TU C TEHJCHIMEH K MOTEpPE COJU HYXKAAIOTCA B JIOMOJHHUTEIHLHOM
BBEJICHUU COJIM B ©XEAHECBHBIA parnuoH. [locne roga >KM3HM TPHUMEHEHHWE KOpTHHeda U
CTaHJAPTHOU COJIEBOW AMETHI OOBIYHO JOCTATOYHO VIS MOJIEPKAHUS HOPMAJIBLHOTO COJIEBOTO
OanaHca B OpraHusMe.

TakTnka TPUMEHEHHS CTEPOWJIOB ¥ KPAaTHOCTh WX BBEICHUS BBIOMPACTCS BPAYOM
WHIUBUAYAIBHO JUISl KaXJ0ro KOHKpPETHOro pedeHka. OOBIUHO I'MJIPOKOPTU30H Ha3zHadaeTcs 3
pasa B JIeHb, IPEIHU30JI0H U JIEKCaMEeTa30H — B JBa mpuema. DiIyApoKOPTU30H AaeTcs 2 pa3 B
JIEHb, U COJIb — HECKOJIBKO pa3 B JCHb.

B omnpeneeHHBIX CUTYaIUsaX, HAPUMEpP, MPH PBOTE WU €CIU PEOCHOK MPOIYCKAET MPHEMBI
npenapara, TuIJpOKOPTU30H HEOOXOMMO BBOJIUTH B MHBEKIMIX. PomuTen u peGeHOK cTapIiero
BO3pacTa JOJDKHBI OBITH THIATENHHO OOy4YEHBI, YTOOBI B HEOTJIOKHOW CHUTYyalllu, HEOOXOAuMast
MTOMOTITh MOTJIa OBITh OKa3aHa B IOMAITHUX YCIOBHSIX.

XUpyprudyeckoe JeUeHHe: OOBIYHO MPOBOJUTCS HA TIEPBOM - BTOPOM TOAY >KH3HH, KOTJa
peOCHOK YK€ MOXET ObITh 0E€30MacHO OINEPUPOBAH, HO €IIe HEe JOCTATOYHO B3POCIBIA IS
OCO3HAHUS HEMPABMIILHOCTH CTPOCHUS HAPY)KHBIX TCHUTAJIHIA.

O6beM omepaluy 3aBUCHUT OT CTENEHM MACKYJIMHM3AIMM HApYXHBIX TeHuTanauii. OObuHO
XUPYPTY HEOOXOUMO OUYCHb aKKypaTHO MPOU3BECTH PE3EKINIO (MCCEUCHUE) KIIUTOPa, COXPaHsIs
COCy/bl U HEPBHBIE BOJIOKHA, YTOOBI COXPAaHUTh YYBCTBUTEIBHOCTh. TakkKe XUPYPr MOXKET
MOTBITATBCS OTKPBITH BXOJl BO Biaranumie. [IpolomKuTenbHOCTh MpeObIBaHUs B CTallMOHAPE
MIpU ATOM 00BIYHO JocTuraet 10 aHei.

WNuorpa ObIBaeT HEBO3MOXKHO OKOHYATEIBHO OTKPBITH BXOJl BO BIIarajlviie NpU MEpBOU
orepanuy, MOSTOMY JJIsi HEKOTOPHIX JEBOYEK OIMepanusi MPOBOAUTCS B HECKOJIBKO 3TaroB.
OObIYHO BTOpOIl 3Tam HPOBOAWTCSA B mHepuoj IyOeprara, A0 Havaja MOJjoBoM >xku3Hu. [Ipu
Hayane myOepraTa JIeBOYKa JOJDKHA ObITh MPOKOHCYJIBTUPOBaHA JHOO  XHUPYProm,
OTIEpUPOBABILIUM JIEBOUKY paHee, TM00 TMHEKOJIOTOM, JJIsl pelIeHUs BOIpPOca O HEOOXOAUMOCTH
BTOPOTO 3Tara oneparuu.

IIpuHoCHT JiM Tepanusi cTePOUIaMH Bpe/ 310POBbIO?

Jleuenue ctepouiaMu >KM3HEHHO HEOOXOAMMO PEOEHKY IJii HOPMAalbHOTO POCTa M Pa3BUTHA.
IIpn anmexBaTHOM H03e MOOOYHBIX 3(D(PEKTOB IeueHHs] HE OTMEYAeTCs, TaK KaK KOPTH30J
3aMeIaeT CTePOUIbl, KOTOpPhIe B HOPME JIOJDKHBI BHIPAOATHIBATHCA KOPOW HAAMOYEYHHKOB. B
cllydae, eclii J103a THAPOKOPTHU30HA HEaJeKBATHO BEIHKA, CKOPOCTh POCTa 3aMETHO CHHKAETCSI.
HeonpaBnanHo HuU3Kas 1032 MPHUBOIUT, HANPOTHB, K YCKOPEHHIO POCTAa U K TOSBICHHUIO

IPHU3HAKOB MPCKIACBPCMCHHOI'O IIOJIOBOT'O Pa3BUTHUA 3a CUCT M30bITKA AHIPOTCHOB.
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CnumkoM BBICOKAs J03a (PIyApOKOPTH30HA MOXKET MPUBECTH K TOBBIIICHUIO apTEPHAIBLHOTO
JABJIEHHs, HO 3Ta IpoOjeMa 4acTO BO3HUKAET JIMILIb Ha MEPBbIX Mecsuax ku3Hu. Eciau nosa
IIPEBBILLIEHA, TO apTEPUAJILHOE JAaBJIEHUE BPEMEHHO IOBBIIIAETCA M MPUXOAUT B HOPMY HOCIE

CHIDKEHUSI J103bl (UIyIApOKOpTH30HA. Bamr jedanuii Bpau MOKET PEKOMEHJO0BAaTh PEryJsIpHOE
U3MEpEHUe apTepUaIbHOro JaBJICHMUSL.

B kakmux no03ax nposoautcs Jedyenne? Kakumu anaauszamMu He0o0X0IMMO KOHTPOJHMPOBATH
aJeKBATHOCTbD JiedeHHs1? Kak 4yacTo Hy’KHO KOHCYJIbTHPOBATHCS B KJIMHHUKe?

J103b1 IpenapaToB MHAUBUAYAIBHBI JIJIs1 KaXK10TO ManueHTa. OObIYHO, 1eTH 0€3 COTBTEPSIONIEro
KOMITOHEHTa HY)KJAIOTCSl B MEHBIIINX J03aX, YeM JIETH ¢ cosbTepstouieil popmoii. Jloruuno, 4ro
C BO3pacTOM U IO Mepe pocTa pebeHka, eMy TpeOyroTcsi OoJibine 10361 penapara. B nmepuon
ny0eprara J03UpOBKA MOKET U3MEHATHCS ObICTpEE.

AZIeKBaTHOCTh [103bl THAPOKOPTU30HA OLIEHUBAETCSl IO IMOKa3aTeiasiM CKOPOCTH pocTa U
KOCTHOTO co3peBaHusl. [lokazaTenu pocTta I0JKHBI TIIATENIbHO (GUKCUPOBATHCS MPH PETryISPHBIX
OCMOTpax B KIuHUKE (3-4 pasa B roj).

Crnenyrommil AMarHOCTUYECKUN MOKa3aTelb, UCIOJIb3YEMBIN B C OLIEHKON CKOPOCTH POCTa, 3TO
JaHHbIE peHTreHorpaguu KUCTell pyK. DTO HCCIeOBaHUE HA3bIBACTCS ONpPEEICHNE KOCTHOTO
BO3pacTta W sBIAETCS WH(OpPMATUBHBIM ¢ 2 JeT. Eciam KOCTHBIM BO3pacT Mporpeccupyer
CIIMIIKOM OBICTPO, 3TO 03HAYAET, YTO /1032 THIPOKOPTU30HA HEAOCTATOYHA.

Hetn ¢ AI'C noimkHBI TIocemaTh KIMHUKY 3-4 pa3a B TOJ C IeNblo moadopa a03bl. B cpemnem
J03a Ipemnapara yBeiauuuMBaeTcs BpauoM 1 pa3 B roxa. Ilpu kaxxaoMm BuzuTEe HEOOXOIMMO
MIPOU3BOJIUT, M3MEPEHUE apTepuasbHOro mJaBieHus. OmpeneneHue KOCTHOTO BO3pacTa
npoBoauTcst 1 pa3 B rox (2 pa3a B roj 1o ocoObIM MOKa3aHUsM.) AHaIU3bl KpOBH OepyTcs Ha
ycMoTpeHre  Bpada.  OOBIYHO  MPOBOAWMTCS  KOHTposib  ypoBHs  170HIT  (17-
TUAPOKCUIIpOTecTepOoHa) — TokazaTens, mnosbimawomerocs npu AI'C. KpoBp Ha aHammu3
HeoOX0IMMO caaBaTh YTpoM /10 9 yacoB, yepe3 2 yaca mociie npuema npemnaparoB. [lokazarens
170HII Ha ¢oHe nedeHus MOXKET ObITh YMEPEHHO MOBBIIIEHHBIM. JTO HE O3HA4aeT, YTO J03a
TUAPOKOPTU30HA HemoctaTtouHa. HaobGopoT, mpu Hu3kux nokaszarensx 170HII Bpau Oymer
PEKOMEH/I0BATh CHU3UTh JI03y THAPOKOPTU30HA, T.K. B 3TOM CIy4yae CYHIECTBYET OIACHOCTH
nepeno3upoBKy mpemnapara. Jloza GpuyapokopTH30Ha KOHTPOIUPYETCs MOKa3aTeNsiMU PeHUHA U
coJlelt Kanmus 1 HaTpusl B KpoBH. HemocTatok 10361 (IyApPOKOPTHU30HA IPUBOAUT K TOBBIIICHHIO
YPOBHSI pPEHHMHA, Kamusi U CHIDKeHUI0 Hatpus. [lepemosmpoBka (ayapokopTH3oHa Ha000POT
COMPOBOXKIACTCS CHM)KCHHEM YpPOBHSI pEeHWHA, Kalus B KpoBW. JIFOObIE pe3ynbTaThl aHAIHM30B

6y,Z[yT OLCHCHBI Bpa4OM B COBOKYIIHOCTH C HAHHBIMU CAMOYYBCTBHSA pe6eHI<a, IIoKa3aTcIIMHU
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apTepUaIbHOTO JIABJICHUS, TMHAMUKU Beca U pocTa. TOJIbKO MOCIE 3TOr0 Bpay MOXKET U3MEHUTh
7103y MPUHUMAEMBIX ITPENapaToB.

Byaer sim Moii pe6eHOK HOPMAJIbLHO PACTH, M JOCTUTHET JIM OH YJAOBJIETBOPUTEIbHOIO
KOHEYHOro pocra?

[Ipn anexBatHOM Jsieuenun Juist aered ¢ AI'C BO3MOXHO JOCTHKEHHE KOHEYHOTO pPOCTa B
nepeiesniax HOPMaJIbHBIX 3HadeHuil. Ho nake mpu Xopoliem JieYeHWHM HE BCErja YAaeTcs
VIYYIIUTh MOKAa3aTeId pOCTa, U KOHEYHBIA POCT HEKOTOPHIX MAIMEHTOB MOXET OBITh HIKE
oxxunaemoro. [Topoit no3a, HeoOxoaumas st nedenust AI'C, cozmaet mpo6iieMbl ¢ TIOSIBIEHUEM
130BITOYHOTO BECa, YTO OCOOEHHO aKTyaJbHO JUIsl IEBOYEK B MOAPOCTKOBOM Bo3pacte. B cBoro
odepesb, M30BITOK Beca 3aTPyAHSIET KOMIICHCAIMIO 3a00JI€BaHUs, TOBBIIICHHBIC MOKAa3aTeIn
170HII 3actaBnsioT Bpaya MOBBIMIATH J03Y THAPOKOPTHU30HA, YTO MOXKET MOBBIIATH BEC
MaueHTKH. Bo3HUMKaeT NOpPOYHBIM Kpyr, pa3opBaTh KOTOPBIH TOMOXKET 00s3aTeIbHOE
coOroieHre JUETHI.

B kakoe Bpemsi 1HsI He0OX0AMMO 1aBaTh peOeHKY npenapar?

Pexxum mpumema mpemapara CBs3aH TPEXIE BCETO C WHIWBHAYAIBHBIMH OCOOEHHOCTSIMH
KaxJ10ro pedenka. OnTuMaabHyl0 CXeMy JICYeHUs MoAOWpaeT jedamuid Bpad. [ uapokopTH30H
00BIYHO PEKOMEHIYIOT NIPUHUMATh B PaBHBIX J103aX Tpu pasa B jaeHb: B 7.00, B 14.00, B 22.00.
[Ipennu3zonon HaszHavyaeTcsa aBa paza B cyTkd B 7.00. u B 22.00. OxgHa TpeTh 1036l Npenapara
MIPUHUMAETCS YTPOM, JIBE€ TPETU — Ha HOUb. OJJHAKO Bpay MOXKET PEKOMEHI0BATh OOJIBIIYIO 103y
MPEAHU30JI0Ha YTPOM M MEHBIIYI0 B BEUYEPHHE YaChl B 3aBHCHUMOCTH OT WHJIWBHUAYaJbHBIX
ocobeHHOCTel pebeHka. JlekcamMeTa3oH WHOTAA MOXKET Ha3HA4aTbCsd OJIHOKPATHO HA HOYb.
OayIpOKOPTU30H PEKOMEHIYIOT MpUHUMATh OBkl B AeHb B 9.00 u B 17.00. Bosbias no3a
rpenapara Ha3Ha4yaeTcsl B YTPEHHHUE 4Yachl, WM Ipenapar peKOMEHAYIOT IPUHUMATh B PABHBIX
703aX yTPOM U BedepoM. Y JIeTei MepBOro roja *XU3HU MOTPeOHOCTh B (IyApOKOPTHU30HE
BBILIE, YEM Yy JETEeW CTapuiero BO3pacTa, TAKUM JETAM Bpad MOXKET PEKOMEHIOBaTh MpUEM
mnpenapara TpU pa3a B CYTKM, OJHOBPEMEHHO C THIAPOKOPTHU30HOM. Y CTaplIux AeTell B
nmyOepTaTHOM BO3pacTe KOMIEHcalus 3a00JieBaHUS MOKET OBbITh 3aTpyJHEHa, OCOOEHHO Y
JeBOYEK C U30BITKOM Beca. B 3TuX ciydasx Bpady MOXET pPEKOMEHIOBAaTh KOMOWHAIUIO
MpenaparoB C HCMIOJIb30BAHUEM THUIPOKOPTU30HA B YTPEHHHE M JIHEBHBIE Yachl, a IPHUEM
MpeIHU30JI0HA HA HOYb, T.K. IPEHU30JIOH JEUCTBYET JUTUTENbHEE U o0ecrieunBaeT cBoil apdext
B TEUEHHE BCE HOUU M PAHHUX YTPEHHUX YaCOB.

Kakue mepol 00151cHbl 0b1mb RPUHAMBL 6 HEOMIONCHOU CUMYAUUU NPU AOPEHOZEHUMATIbHOM

cunopome?
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Kak yxe roBopuiaoch, T'MAPOKOPTH30H HUIPAcT OYEHb BAaXHYIO pOJib JJI OpraHu3Ma B
CTpECCOBBIX cuTyanusx. OOBIYHO B 37J0pPOBOM OpraHu3Me BhIPAOOTKa KOPTU30JIa MOBBIIIAETCS
npu 3a00JIeBaHUSX, TPaBMaX, XUPYPrUUYECKUX BMEIIATEIbCTBAX M Ip. BakHO MOMHHTBH, YTO
HaanoyeyHuku jrozed ¢ AI'C He MOTYT OCYILIECTBUTH a/IeKBaTHBIN OTBET HA CTPECC, MOITOMY
[P CcTpeccax HEOOXOJUMO YBEIWYMBATh /103y THIPOKOPTU30HA, HUMHUTHUPYS E€CTECTBEHHYIO
peakumio HagnmoyeuyHukoB. Jlns Benmenmst pebenka ¢ AI'C Bo Bpemst HH(EKIMOHHOTO
3a00JIeBaHUs WJIM WHOTO COCTOSIHHS, BJIMSIOIIET0 Ha MOTPeOHOCTh B Mpenapare, HNMEIOTCS

CIIEyIOIIE PEKOMEHIAINH:

1) Ecou cocrosinne pebeHKa HE BBI3BIBACT OIACEHWN, HANPUMEP MPHU JIETKOW MPOCTYyHAe, TO
YBEJIMUYEHUS 103bl THAPOKOPTU30HA HE TpeOyeTCsl.

2) Ecmu pebGeHok He3A0poB (IpuU pecnupaTopHOW HHGEKIMM WM Tpu mpobieMax c
MUIIeBapeHHEeM) U HE MOXKET BECTH OOBIYHBbIM 00pa3 >Ku3HM (MOcelmaTh HIKOJIYy M T.IL.),
PEKOMEHAYETCs YBEIMUMBATh OOBIYHYIO CYTOUHYIO 03y THJIPOKOPTH30HA B 2 pa3a, pacrupeaenss
€€ Ha TP paBHBIX IpueMa. Yepes 2-3 1HS mocie BBI3IOPOBICHUS] MOKHO BEPHYTHCS K MPEKHEN
mo3e. Ecimm uMerorcss XoTsd OBl MaJIeHIliie COMHEHMS B TOM, KakK JEHCTBOBAaTh B JaHHOMU
CUTYALINH, IOCOBETYUTECH C BPAuOM.

3) Ilpu TspKenmbIX 3a00JieBaHMIX, OCOOCHHO MPOTEKAIONMUX C KUIKAM CTYJIOM M PBOTOM,
JOTIOTHUTENBHO JOJDKEH  ObITh BBEIEH BHYTPUMBIIIEYHO  T'HAPOKOPTH30H, T.K.TaOJIETKU
pebeHok ycBauBath He MoxeT. Ilpu noemopnoit peome, crabocmu, nOmMAUGOCMU pedEeHKa
2UOPOKOPDMU3O0H 00JIHCEH Oblmb 686€0€H POOUMENAMU HEMEONeHHO, He 00XHCUOAACH
PeKomeHnOayuii eautezo nevauieco épaya. Ilpomeonenue ¢ oannoil cumyayuu 4pe3evbluaiiHo
onacno!!! Ecnu umeromcsa Kaxkue-iubdo comMHeHUus, e6ce20a Jiyyuie Nepecmpaxosamucs,
coenag UHBEKUUulo, a nomom 3adaeamsv eonpocwvt eépauy! Hnvekyus udpoxopmu3zona 6
OaHHOM Clyuae He NpuHecem HUKAKO20 8pedd, a HaANPOMmue, MOMNcem OKa3amov peuiaroujee
énuaHue 0na cnacenua xcusHu peoenka! OO0s3aTensHO OOCYIUTE 3TO C BpayoM 3apaHee U
Hay4YUTECh TEXHUKE BHYTPUMBILIEYHOTO BBeJACHUsA. DIAaKOHBI C pacCTBOPOM THIAPOKOPTHU30HA
MOTYT XPaHUTBHCS MpU KOMHATHOU Temmeparype. O0s3aTebHO KOHTPOJUPYHTE CPOK I'OJTHOCTH
THJIPOKOPTU30HA U MEHSNTE MPOCPOYEHHbIE (IIaKOHBb!!

AJleKBaTHOU 10301 T'MAPOKOPTU30HA JJI1 BHYTPUMBIILIEYHOTO BBEACHUS CUUTAETCS: 25 Mr Ajs
TPpYAHBIX AeTeil, SO Mr A JeTeill JOMKOJIBHOTO U MIIAJIIEro MKOJbHOTo Bo3pacta u 100 mr ams
JeTel cTapiiero Bo3pacTa. [ MAPOKOPTH30H HEOOXOoauMo HabpaTh B INNPULl W CAEIATh
BHYTPUMBIIIEYHYIO MHBEKLUIO B OOKOBYIO CPEHIOI YacTh ArOAuIbl. Vcrmonb3yercs uria ans

BHYTPUMBIIIICYHBIX HHBGKHHﬁ, KOTOpass BBOAUTCA Ha IOJHYH JIWUHY. OOBIYHO TIOCIIE JTOrO
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COCTOSIHHE peOeHKa 3aMEeTHO YIIY4IIaeTcsi, OJJHAKO, HECMOTPSl Ha 3TO, HEOOXOMMO KaK MOXHO
CKOpee IOCTAaBUTh Bpaya B W3BECTHOCTh O MpoucuieameM. Ecnm yiaydiieHHs COCTOSHUS HE
OTMEYAeTCsI, U CUMIITOMBI COXPAHSIOTCSI, 0COOEHHO, €CIIM PeuYb UJET O PBOTE, CIEAYET BbI3BATh
CKOPYIO WJIM HEOTJIOKHYIO TTOMOIIb M JIOCTaBUTh PEOCHKA B CTAIMOHAP /ISl KOPPEKIIUN BOIHO-
COJIeBOTO OajaHca IMyTeM BHYTPHUBEHHOTO BBEJCHHUS KHUJIKOCTH.

4) Xupypruyeckue BMEIIATEIbCTBA, TPeOyrolmMe oOIled aHecTe3UH, JOJDKHBI 00s13aTelbHO
MPOBOJUTHECS TOCJIE TPEABAPUTEIBHON HWHBEKUWU THAPOKOPTU30HA JI0 IPUMEHEHHUS
00e300mmBaHus. Y naneHue 3y0oB 0e3 OCJIOKHEHUH ¢ MECTHOM aHecTe3uel OObIYHO He TpedyeT
BBIIIEYKa3aHHBIX MPEA0CTOpoKHOCTEN. B m000M citydae, 00s3aTeIbHO OCTaBbTE CTOMATOJIOra
B M3BECTHOCTH O 3a00JIEBAHHUH BAIlIeTO peOeHKa.

5) YrtoObl 0OJETYUTH KOHTAKT MEXKIY POTUTENSIMH M JICYallUM BpAdYOM, HMEET CMBICI
MOCTOSIHHO BECTH JTHEBHUK CaMOYYBCTBHUSA, e MapalieIbHO OTMEYAloTCsl Bpems U J103a
MIPUHSATBIX MPETIapaToB.

IIpornBoONOKa3aHbl U peOeHKY NPOPUIAKTHYECKHE IPUBUBKU?

Her. J[lo3a cTepounmHbIX mpenapaToB, KOTOPYIO TIOJydaeT Baml pPeOCHOK, SKBHUBAJICHTHA
KOJIMYECTBY CTEPOMJHBIX TI'OPMOHOB, MPOIYLUPYEMOMY KOpPOM HaANOYEYHUKOB 3I0POBOIO
4yejroBeKa, M IpU NOJOOpPaHHOM [103¢ HET OCHOBAHUH OTMEHATb HEOOXOIUMbIE
pO(UIAKTUYECKHE IPUBUBKH.

Ecnu BBI ¢ peOCHKOM HaxXOIUTECh B OTHE3/IE W/WIIH 3a PYOSKOM, MpU cebe HEOOXOTUMO UMETh
MEAULUHCKUI TIOKYMEHT, COCTaBJICHHBIN BalllUM JICYaIllUM BpauoM, B KOTOpPOM OyZeT pacrucaHa
HE TOJIbKO €KEJHEBHAs Tepanus, HO M JaHbl COOTBETCTBYIOLIME PEKOMEHJAlMM Ha Cilydai
HEOTJI0KHOHM cutyauuu. OTNpaBisiich € MOE3/KY, NPOKOHCYJIbTUPYHTECh CO CIELUAINCTOM B
OTHOILIEHHH JIEKAPCTB, KOTOPbIE HEOOXOJUMO B3ATh B JIOPOTY.

IIcuxosiornyeckue npoodaemMbl B ceMbe

Kak rosopuiocs BHaudaine, nocraHoBka auarHo3a AI'C 0ObIYHO sBISETCS 3HAYUTEIIBHBIM
CTpEeCcCcOM JUIs YJIEHOB CeMbU 00JbHOTO pebeHka. OCOOEHHO B TeX cilydasix, Korja 3abojeBaHue
BJIMSIET HA BHEIIHUIN BUJ MIOJIOBBIX OPTraHOB JIEBOUYEK, CEMbsI HCIIBITHIBAET OOJIbIINE MPOOIEMBI U
Heyno0cTBa MpU OOCYKICHUU JTAaHHOM MpOOJeMBbl ¢ APYTMMHU OJIM3KUMHU U WIEHAMH CEMbH.
[TonoBble Opranbl JEBOYKM — HE MIpeaAMeT 00cyxkaeHus B ceMbe. OO 3TOM JOJKHBI 3HATh TOJIBKO
caMmble OJIM3KHME: poAauTenan U 0aOylIku, €ciM OHM HpPUBJIEYEHBI K yXony 3a pebenkom. He
peKOMEH/yeTcs OThaaBaTh peOeHKa B JIOIIKOJIBHBIE YUPEKICHHS, IOKa HE IPOBEIEHO
XUPYPru4yecKoe HCIpPaBICHUE HAPYKHBIX IMOJIOBBIX OpraHoB. Camu J€BOYKH OBIBAIOT ITyOOKO
M0/IaBJICHBl HEOOXOJUMOCTBIO OCMOTpA IMOJIOBBIX OPraHOB U TOCIEIYIOIIET0 XUPYPruyecKOro

BMCIIAaTCIIbLCTBA, 0COOCHHO €CIIH ACBOYKA — MOJAPOCTOK. Cnez[yeT OTMCTUTB, YTO B TCX ClIydadX,
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KOoTrJa omnepanusa Mo HCIPaBJICHHUIO HAPYXHBIX ITOJIOBBIX OPraHOB ObLIa MMpoBC€ACHA B paHHEM
BO3pacTe, HET HUKAKON HEOOXOIMMOCTH IOKa3bIBaTh JEBOYKY T'MHEKOJOTY A0 IyOepTaTHOTO
BO3pacTa. OZ[HEIKO MBI MOKCM YBCPUTH, YTO YYBCTBa IIOJABJICHHOCTH MW 3aMCHIATCIILCTBA,
KOTOPBIC UCHBITBIBAOT POAUTCIIN — aI[eKBaTHBIf/'I OTBCT IICUXHWKHU Ha CO3AaBIIYIOCA CHUTYAlHIO. B
MCIUIHUHCKUX YYPCKIACHUAX BO3MOXHO IIOJYYCHHC KOHCYJIbTAlUKU CIHCHHUAIN3UPOBAHHOTO
TICHXOJIOTA.

Kakas noaiep:Kka oKka3bIBaeTCsl CeMbSIM MAIHEHTOB C A/IPEHOr e HUTAJIbLHBIM CHHAPOMOM?
I[J'Ifl MHOTHUX pO}IHT@J’ICfI BaXXHO OBIBAET MO3HAKOMUTHLCS C APYTrUMH CEMBSAMH, B KOTOPBIX
nmMeercs pedeHok, ctpanaromuii AI'C. CpaBsTech 00 3TOM y CBOETO JIeHaIlero Bpaya.

Uro kacaeTcsi (pMHAHCOBOM MOMOILU CEMBSM, TO MHOTHE POAUTETN O(QOPMIISIOT MHBAIUIHOCTD
JUTsl CBOMIX JIETEH, UTO JTaeT ONpe/esieHHbIe (PMHAHCOBBIE MPEUMYIIECTBA. ITO 0COOCHHO Ba)KHO
JUTsL IeTeH JIOIIKOJIBHOTO BO3pacTta, TpeOyrommx Oojiee 9acToro W TIIATEIIBHOTO HAOIMIOACHUS
Bpayeil.

13380:11)1188

AIPEHOTEHUTATbHBIN CHHAPOM — 3a00JICBaHUE, JIIT KOTOPOTO CYIIECTBYIOT METOJIBI JICUCHUS.
Hetu ¢ AI'C BeayT HOpMaIbHBIN 00pa3 )KU3HU, U UX MPOJOJIKUTEIHPHOCTD )KU3HU COOTBETCTBYET
TaKOBOM JJIsi 370POBBIX JIOJEH Mpu NpaBuiIbHOM JjeueHud. COTHU MAlMEHTOB C JaHHBIM
JIMarHo30M, CTaJId B3pOCIBIMH, WMEIOT HOPMalbHbIE CEMbHM M 3JIOPOBBIX JETEH, MOIYUHIN

o0paszoBaHue, CTaJIM CIEIUATUCTAMHU B CBOSH 00J1aCTH ¥ aKTUBHBIMH WICHAMH OOIIIECTRA.
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Hpuioxenue I'l Cxema crepousorenesa ¢ ykazanueMm (pepMEHTOB, YUaCTBYIOIIMX B CHHTE3E

KOPTH30J1a, 1e(EKTHl KOTOPBIX IPUBOIAT K BPOKICHHON TUCHYHKIIUN KOPBI HAATIOUYECYHUKOB

XONeCTepPUH
HO
P450scc l o N
/o
P450c17 ‘OH p4a50c17
_— —_—
NPEerHeHosoH /C 17a-rnapokeu- AErMapoanmMaHapoCTEPOH
HO HO NPErHeHooH HO
3-HSD l o 3p-HSD o SB-HSDl o
o
/ V4
o
P450c17 P450c17 P450arom
—_— _—
_—
p nporecTepoH /Ji; 17a-rugpokeu- aHapoCTeHANOH 3CTPOH
o o nporectepoH o] HO
PA50c21 OH pasoc21l /" 17B-HSD 17B-HSD
o 0 OH OH
11-pe3okcu-
KOPTUKOCTEPOH P450arom
—_—
acTpaguon
o7 TECTOCTEpPOH HO
P450c11 l o

HO

anb4oCTepoH
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Hpuioxenue I'2 Ilikana Ilpagepa i OUEHKA CTENCHH BUPHIM3AIUU HAPYKHBIX

ITIOJIOBBIX OPraHOB IIPpU BpO)I(I[GHHOfI I[I/IC(l)YHKL[I/II/I KOpPbI HAAIMOYCYHHUKOB

Bladder
Miillerian duct
Undifferentiated Miillerian tubercle

————— stage Primitive uretha —————————>>
Vaginal Vaginal

plate plate

Praostatic
utricle

Vagina

o\ \Sw \SB R \ B YD | Sv

Normal ¢ Normal

Perineal urethra

Female Male
Female Indifferent Male

Genital
Tubercle

Glans - Glans

Genital Fold
Urethral = Urethral Groove

%3 Groove
|\ *—-Anus

94 v
cmori:‘}/’\# Roere W77 ™ ST RGP \/9»/ \,ﬂ/ \,ﬁ/ \,ﬁ/ 9
Labia Minora 8;:’,:2;3' @ ® @ & Co O scrotal
Mos 1 J_ L 2L L 3L L =g

Normal ¢ 1 2 3 4 5 Normal o

Genital Swelling

: Scrotal
Labial Swelling

Swelling

Labia Scrotum

Majora

Prader A Der genitalbefund beim ppseudohermaphroditismus femininus der kengenitalen adrenogenitalen
syndroms. // Helv Paediatr Acta, 1954, N9, p.231-248

1-51 cTeneHb BUPHIU3AIUH — TUIIEPTPOQHS KITUTOPA U HOPMAJIBHBIA BXOJ] BO BJIaralIuIIe.

2-51 CTENICHb BUPWIIN3ALUU — THIIEPTPO(DUS KIIUTOPA M YaCTHYHOE CpaiieHre OOJIBIINX MOJOBBIX
ry0 (BbICOKas 3a/IHSISI CTIaiika).

3-1 CTeleHb BHPWIM3AIMK — KIUTOP TUNEPTpoPupoBaH u cHOpPMUpOBAHA €ro ToJIOBKa,
CpallleHHe TI0JIOBBIX TYO (POPMUPYET YPOTESHUTAIBHBIN CHHYC — €IMHOE MOYEIIOJIOBOE OTBEPCTHE
y OCHOBaHUS KIIUTOPA.

4 — 5 CcTemeHb BUPWIM3ALUU — THIEPTPO(OUPOBAHHBIA KIUTOP HAMOMHHAET HOPMAJbHBIH
MOJIOBOM  4JieH, OJIHAKO UMeEeTCsl ero uckpuBieHue (puxcamuss K MPOMEKHOCTH),

ypOFeHI/ITaJ'IBHBII\/’I CHUHYC OTKPBIBACTCA Ha CTBOJIC UJIM TOJIOBKEC IIOJIOBOT'O YJICHA (HI/IHea.TIBHaSI

yperTpa).
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Hpuinoxenue I'3 Illkana Tanuep s OUEHKU CTa Uil TIOJIOBOTO PAa3BUTHSL
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Craany pa3BUTHS MOJIOYHBIX JKeJI€3 U MTOJIOBOI'O OBOJIOCEHHS Yy IEBOYEK Mo Tanner.

Monounvle dscenesvi: 1 craaus: MONOYHBIE Kene3bl mpermyOepTaTble, [IpemyOepTaTHbIil skene3ncras
TKaHb OTCYTCTBYET, AUAMETP apeoisl < 2 ¢M, apeosibl OJEIHO OKpAIlEHbI. 2 CTaaus: MOJIOYHBIC XKEIe3bl U
apeoJsbl BRICTYNAIOT B BUJE KOHyca 0e3 BBIAENCHUS MX KOHTYPOB, IOSBJISETCS NUTMEHTALMs apeoibl. 3
cragust - Apeojia HHTEHCHBHO OKpAllleHa, BHICTYNAET B BHUJE BTOPOrO KOHYCAa HaJ TKaHbIO MOJIOYHOH
xKesesbl. 4 cTalus - BRICTYIIAaHHUE apeoJibl U COCKa HaJ IPYAHON KeNe30i; apeojia HHTEHCUBHO OKpalleHa,
BBICTYIIA€T B BHUJI€ BTOPOI'0 KOHYyCa HaJl TKaHBIO MOJIOYHOH JKene3bl 5 - B3pOCible KOHTYpPHI TPYIHOH
JKeJIe3bl C BHICTYIIAHUEM TOJIBKO COCKa; KOHTYP MEXIY TKaHBIO MOJIOUHOI >KeJe3bl U apeoiol CTiIaskeH.
Ilonosoe osonocenue: 1 ctanus - OBOIOCEHUE OTCYTCTBYET. 2 CTAAUS - POCT PEIKUX MUTMEHTHPOBAHHBIX
BOJIOC Ha MOJIOBBIX I'y0ax. 3 cTaaus - BOJOCHI CTAaHOBSATCS TEMHEE U TYILE, PaclojiaraloTcsi Ha JOHHOM
cowleHeHnu. 4 cramusi- ['ycTble, B3pOCIOro THIa BOJOCHI, HE PACIPOCTPAHSIOLIMECS HA MEIUAIbHYIO
MOBEPXHOCTh O&nep.. 5 - Bomocsl B3pocnmoro Tuma, pacnpocTpaHsomuecs B ¢GopMe KIACCHYECKOTO

TPEYTrOJIbHUKA.
Marshall WA, Tanner JM (June 1969). "Variations in pattern of pubertal changes in girls". Arch. Dis. Child. 44

(235): 291-303. doi:10.1136/adc.44.235.291.
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Craanu NONOBOrO PasBUTHUSA Y MaJIBYMKOB. | cTaaus -OBOJNIOCEHHE OTCYTCTBYET; SIMUKH, MOIIOHKA M
monoBoi wieH nomyOepraTHeie. O0beM smdek 2-3 ML 2 CTaaus - POCT PEAKUX MHTMEHTHPOBAHHBIX
BOJIOC BOKPYI' OCHOBAHUSI IOJIOBOT'O WICHA; MOIIOHKA YBEIUYMBACTCS, CTAHOBUTCS CIIErKa OKPAIICHHOM.
Ob0bvem simuek 4 mul. 3 cragust - BOJIOCHI CTAHOBSITCS TEMHEE W TyIIE, PAcIoJIaraloTcsi Ha JIOHHOM
COWJICHEHMH;, HAYMHAETCd POCT IIOJIOBOrO WieHa B JUIMHY; MOIIOHKA Ha4yMHAET NpPUOOpeTaTh
cxnaguaToctb. O0beM stmuek 10 mit. 4 craaus - oBonoceHue JIOOKOBOI 00JIaCTH MOTHOE, HO OTCYTCTBYET
OBOJIOCEHHE OE/ep M HIDKHEW YacTH JKHMBOTA; TIOJIOBOM YJIEH MPOIOJDKAET PacTy B JUTMHY; YBEIUYMBACTCS
JWaMeTp TOJIOBKM; Hapy>KHbIE T'€HUTAIMU NpuoOperaroT murmeHrtanuioo. OoveMm sudek — or 12 mi. 5
cragust - Bspocneiii  «poMOOBHIHBIN» THUI OBOJOCEHHS; HApPYXHBIE TEHUTAIMH JOCTHUIAIOT

MaKCHUMaJIbHBIX pa3MepoB. O0beM simuek — oT 15 min.
Marshall WA, Tanner JM (February 1970). "Variations in the pattern of pubertal changes in boys". Arch. Dis. Child.
45 (239): 13-23. doi:10.1136/adc.45.239.13
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Ipunoxkenue /1. Popma peueHsuu st 0GpopMIIeHUS NPeII0KEHUN U

3aMe4YaHUuil K NPOEKTY KIMHUYECKHX PEKOMeHIaluil
Peuensusa na nmpoekt kimnaudeckux pekomenmanuii BPOXJIEHHAS JUCOYHKIWA KOPBI
HAJITIOYEYHUKOB (AJJPEHOI' EHUTAJILHBII CUHJIPOM) "
®ammug 1.0.:
KonTakTHbIE TaHHBIE:
Mecto paGoThI:
JlOKHOCTB:
Jara 3anmonHeHus:
1.  TlpencraBnennsrii  mpoekt KP  «BPOXIEHHASA  JUCOYHKIMA  KOPBI
HAJITTIOYEYHHUKOB (AJJIPEHOI'EHUTAJIbHBIN CUHJIPOM)» Bam nousiten? JA/HET
2. Bame orHomenne k 3HaunMoctH KP «/lmarHocTmka W Je4eHHE BPOKIECHHOTO

TUIIEPUHCYJIMHU3MA Yy JeTel» JUIsl CHCTeMBbl 3apaBooxpaHeHus Poccuiickon denepanuu:

3. IlpencraBnennsiii mnpoekt KP " BPOXIAEHHAA JAMCOYHKLIHWA  KOPBI
HAJITIOYEYHUKOB  (AJPEHOTEHMTAJIBHBIM CHUHJPOM) " Gyzer moieseH
(6ecroneseH) ISl MPAKTHYECKOTO 37PaBOOXPAHECHUSI, U B YEM €T0 TOJIb3a (OTCYTCTBHE IOJIb3HI,
Bpen)?

4. IlpencraBnennsii mnpoekt KP " BPOXIEHHASA JAUCOYHKIOMA  KOPbI
HAJIIIOYEYHUKOB  (AJIPEHOTEHUTAJIBHBIA ~ CHUHIPOM)" COOTBETCTBYET

(mpoTuBOpeunT) 3aKoHOAATeNbCTBY Poccuiickoit ®enepauuu wunu (M) 3aKOHOJATEIHCTBY
cyonekTa Poccuiickoit @enepanun) (eciau IPOTUBOPEUYHUT, TO KAKUM MMEHHO JOKYMEHTaM U B

9EM).

5. IlpeacraBnennsiii mnpoekr KP " BPOXIAEHHASA JUCOYHKIUWUA KOPBI
HAJITIOYEYHHNKOB (AI[PEHOFEHHTAHbeIﬁ CUHIPOM) " cooTrBercTtBYeT (HE

COOTBETCTBYET) CJIOXKUBIIEHCS THUIMYHOW TpaKTUKe B 3ApaBOOXpaHeHHWU Poccuiickoit

69



®depnepanuu (€Cau HE COOTBETCTBYET, TO B UEM).

6. Vkaxure Apyrue cooOpakeHwus, IIPEIOKEHUS:

7. B ciydae Hecornacus ¢ OTaenbHbIME 1oJioxkeHusmMu npoekra KP " BPOXIEHHASA
JIMCOYHKIUS KOPBI HAZIIIOYEYHUKOB (AJIPEHOI' EHUTAJIBHBI CUHIPOM)"
MNPpEATTIOKHNUTE CBOU BAPpHUAHTEI C YKA3aHUEM CTpPAaHUIbI U ITYHKTA, OTHOCUTCIIBHO KOTOPOT'O

MIpeI0KEHbl U3MEHEHUsI (0POPMIISIETCS B COOTBETCTBUU C TaOIULIEH ).

Ne n/m Howmep [Ipunoxenue O6ocHOBaHUE Hcrounukn
CTpaHULIbI, WIM 3aMe€YaHue | MperyIoKeHus JUTEpaTyphl,
Ha3BaHHE WIM 3aMEYaHus | MOATBEPKAAIOIINe
MyHKTa MpeI0KEeHUs WIH
3aMevyaHus

[Ipocum BeIcHaTh Bamty perensuto Ha agpec |_marusya@mail.ru s cpok mo «08» oxrtsi6ps

2021 r. BKJIIOYUTEIBHO.
B cooTBeTCcTBUUM CO CIIOKHUBIICICS MEXKIyHAPOIHON MPAKTUKON B Cilydae OTCYTCTBUs Barei

PEUOCH3MN IIPUHUMACTCA PCIICHHE O TOM, UYTO Ber cormacHel co BceMH IIYHKTaMH

IMpEACTABICHHOI'O IIPOCKTA.
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