YTBepxaeHo:

Ob1iecTBeHHAs OPLHI
~ R
o

Kannunyeckue pekoMeHaanun

BPOXKJIEHHAS JUC®YHKIINA KOPBI
HAJIIIOYEYHUKOB
(AAPEHOTEHUTAJBHBII CUHIPOM)

Koauposanue no MexayrapoiHoit E25/E25.0/E25.8/E25.9
CTaTUCTHYECKOH KiTaccH(pUKAImK GOe3 el i
pobJIeM, CBSI3aHHBIX CO 3[J0POBBEM:

Bo3spactras rpymnma: JIEeTH

I'on yTBepxaenus: 2025

Pa3paboTunk KIMHUYECKOH PEeKOMEHIAIHH:

O6IIICCTB€HH2UI opraHnu3anus «Poccuiickas acconyanus SHIOKPUHOJIOTOB»




OrnasneHue

(00 £:1:3) (5] 1. (ST T PR P PP PP PPRTOPPRORN 2
(03107 (o1 Q0] N L2011 (S350 1 (PP PP PPPPPP PP 4
TEPMUHBI M OTIPEIICIICHIIS ...veereeeanreesseeesseessseassesssseeseessseeseeasseesseessseebeeasneenseeanneeaseeanneennneanneennneas 5
1. Kparkas nnpopmanus mo 3a00JI€BaHUIO WIKA COCTOSHUIO (TpyTIIe 3a0071eBaHNN HITH
o e 1o (0T 1 170 ) SRR UPRRUPROPPRTIN 6
11 Omnpenenenue 3a00JIEBaHUS WIH COCTOSHUS (TPYIITBI 3a00JICBaHHUIA WITH COCTOSIHUN ) . 6
1.2 DTHOJIOTHSA U TIATOTeHE3 3a00JIEBaHUS UJIM COCTOSHUSA (TPyMITbI 3a00JI€BaHUM WITH
LoaTo (0T 11707 ) PR R UPROPPR 6
1.3 DNHUAEeMHOTIOTHS 3a00JI€BaHUS UJIM COCTOSIHUS (TPYIIIBI 3a00JIEBaHUIN HIIH
LoaTo (0T 1 1707 ) TP R PUPROPPR 7
14 OcobeHHOCTH KOIUPOBaHUs 3a001€BaHUS WU COCTOSHUS (TPYIIIBI 3a00JI€BaHUIN HIIH
COCTOSTHUI) 110 MeXIyHapOoJHOM CTaTUCTUYECKOM Kinaccudukanmu 6one3neit u npodiem,
CBSI3AHHBIX CO 3HOPOBBEM ....eeieiiutrriresiusrreesssstnseessassseeesasssseesassssseesassseeessasseseessassneeesannesesssnsnnseesas 7
1.5 Knaccugukarus 3aboeBaHus UM COCTOSTHUSA (TPYMITBI 3200JI€BaHUH HITH
LoaTe (0T 1 1707 ) PP UPROPPR 8
1.6 Knuanueckas kapTuHa 3a00JIeBaHUS WM COCTOSHUSA (TPYIIIBI 3a00J€BaHUIN WITH
IO 1o 03 11707 PP O O TP PP PP PP 8
2. Jlnarnoctuka 3a001€BaHMsI UM COCTOSIHUS (TPYyMIbl 3a00J1€BaHUIN WIIM COCTOSIHUI),
MEAUIMHCKHUE MOKAa3aHUsI U TPOTUBOMOKA3aHUS K TPUMEHEHUIO METOJIOB TUATHOCTHUKM ............ 10
2.1 TKATOOBT T AHAMHES .....veeuteeiiietie st e stee st ettt sttt et e sbe et e e s be e et e e naeeaneeanneenne e 11
2.2 (00376770 0 N11:95 (1SR 0 10100 (31 (0 : Y25 1% (TR 12
2.3 JlabopaTopHbIE TUATHOCTHYECKHE UCCHETOBAHM. . .eeuvvenrieseeanreenteeaneeesineaseessneseeenes 13
2.4 NHcTpyMeHTaIbHBIE JUATHOCTUYECKHE UCCIEHOBAHMS «.vvvvveieireeeiriesiireesieee s e 20
2.5 JZREES (SR 17E: ) s (01wH N7 L (<10) (97 (I (6oh) (91 (0): ) 614 0 A 21
3. Jledenue, BKITFOYAst METUKAMEHTO3HYIO M HEMEANKAMEHTO3HYIO TEPAITAH, TUETOTEPAITHIO,
00e300MBaHNe, MEIUIIMHCKHE MTOKA3aHUS U IPOTHUBOMOKA3aHMSI K IPUMEHEHHUIO METOJIOB
B (5 (53170 SR TP U PR T PP PPR PP 22
3.1 «KOHCEPBATHUBHOE JIEUEHUE ....ccuvviiriieissiiesireaieesiss st siae e s s e e s 22
3.2 (XUPYPTHUECKOE JIEUCHIE ... vvervveanreessreasseessreasseessseasseessseaseessesaseessneasnesssnsassessnnsannes 23
3.3 |0 (TR (e ()2 1 (O PP RU PR TP 24
4. MenaunuHckas peabuIuTaIys ¥ CaHATOPHO-KYPOPTHOE JICUeHUE, METUITUHCKHE TIOKa3aHUs
Y TIPOTHBOITOKA3aHMSI K MPUMEHEHHUIO METOIOB METUITMHCKOW peaOuIuTaIlMH, B TOM YHUCIIC
OCHOBaHHBIX Ha MCITIOJIH30BAHUH MIPUPOTHBIX JTCUCOHBIX (PAKTOPOB ...cuvveerrrenrierireanreesieeanseesaneanees 26
5. [Ipodunaktrka u TUCIIaHCEpHOE HAOIIOICHHE, METUIIMHCKUE TTIOKA3aHUs 1
MPOTHBOIOKA3aHUS K TPUMEHEHHUIO METOOB MPOPHIAKTHKH ....vvvvvveesrisiessieeresseesiesssesnesseennens 26



5.1 [TpOPUITAKTHKA OCTPBIX COCTOSTHIM .. veevvvreesrriessiriessieeessseeessseesssseessssesssssesssssessssseesnsees 26

5.2 Junamudeckoe HaO0eHUEe (MOHUTOPUHT Tepanuu) npu nedummre 21-
7011010 0 B £ 3 PP PPR PP 29
5.3. Junamudeckoe HaO0eHre (MOHUTOPUHT Tepalku) y AeTei ¢ peakumu GpopmMamu
|2 711 1 5 B SR PPRUPROPPROPPS 32
6. Opranu3anuys OKa3aHUS METUITAHCKOM TIOMOIIIH .....vvvesvreessreressseessssesssssessssnesssssessnssessnseeens 33
7. HomnonaurenpHas uHGopManus (B ToM yuciie (aKTOPbl, BIUSIOIIAE HA UCXO]T
3200TCBAHUS MITH COCTOSTHIS ) +uvvveassveesssrtesssesesssesessssssssssessssesssssesssssesssssesssssessnssessnssesssssessnssessnsees 34
Kputepuu olieHKH KaueCTBA MEIUIIMHCKON TIOMOIIIH ... vveeusveeesutreesureessnreessnseesssseesssneesssnesssneesnnnes 36
(03117 (6100 Q012 1<) 02 140 ) 5 GO PR TR 37
[Tpunoxxenue Al. CoctaB paboueil rpymisl o pa3paboTKe U NEPECMOTPY KIMHUYECKUX
SOV (5] 01 1112 1 2 G SO PP UP PR PPRRPPR 46
PYKOBOIMTEII]: ...cooiiiiiiiii ittt ss e s b e st e e s beaeansna e 46
ABTOPDI TEKCT A ..ottt e e st e et e e be e e s bn e e annes 46
16 ) SO 12 1 ) RS OPRSPPRSPR 46
[Tpunoxenue A2. Metomoyorus pazpaboTKH KITMHUYECKUX PEKOMECHIAIMM .. vvvvvvvveesireesiveennenes 48
[leneBast ayAUTOPHSI TAHHBIX KITHHUUECKUX PEKOMEHTAIIHIM: .. .vvevveeirieieeairiesieesnieesieeenee e 48
[Topsiok OOHOBICHUS KITUHUYECKUX PEKOMEHIAITHI. ... vveeevveeiirieesiiieasireessiieessieeessineesnneesneneens 49

[Tpunoxxenne A3. CripaBouHble MaTE€pHUAJIbl, BKJIFOUAsi COOTBETCTBHE IMOKAa3aHUM K TPUMEHEHHIO
U MIPOTUBOIIOKA3aHUH, CIOCOOOB MPUMEHEHHMS U 103 JIEKAPCTBEHHBIX MPENapaToB MHCTPYKIMH
10 IPUMEHEHUIO JIEKAPCTBEHHOTO ITPEIIAPATA ...t sareeesireeessresssinesssssessssnesssnsessneeesneeesnnsessneas 50

[Tpunosxxenre B. THOOPMAITUS JAITT TTAIICHTA .....cc.vveaueeeiieeanreesieeeseeesseesnseesseesnneesseessneesseeaseessnesnns 52

[Tpunosxxenune I'1-I"3. [lIkansl O1ieHKH, BOMPOCHUKH U JPYTHE OLIEHOYHbIE HHCTPYMEHTHI
COCTOSIHMS TIAIIUEHTA, [IPUBEACHHBIEC B KIIMHUUYECKUX PEKOMEHIALUAX .oovvvveriiiieiiiieiiiee i 63



Cnmcok cokpameHui

AJl — apTepuanbHOE JaBJICHUE

Al — aprepuanpHas TUIIEPTEH3US

AKTT — agpeHOKOPTUKOTPOIHBIM TOPMOH

BJIKH — BposkneHnHast tucyHKIUS KOPBI HAIMTOYEUHUKOB
AI'C - aipeHOreHUTaIbHBINA CUHIPOM

21-J10K - 21-1e30KCHKOPTH3O0IT

TMC — TanzieMHasi Macc-ClIEKTPOMETPUS

V31 — ynbTpa3ByKOBOE UCCIIEIOBAHUE

YCC — gacToTa cepIeuHbIX COKpAIICHHIA

MK - MuHEpalIOKOPTUKOUBI

OKO — skcTpakopriopalibHOE OTIOAOTBOPEHUE
11-JTOK - 11-ne30KCUKOPTH30I

170HP — 17-runpokcunporecTepox

AI'DA - meruaposnuaHapoCTEPOH

HAI'SAc - neruaposnuanpocTeponHa cyiabhar

SD — ko3 pULHEHT CTaHIAPTHOTO OTKJIOHEHUS
I1C - monoBbIe cTEPOHIBI
KT - xomnbroTepHas ToMmorpadus

MPT - MarHMUTHO-pe30HaHCHAasi TOMOTrpadus



Tele/IHLI n onmpeaecacHus

BpoxnenHass JUCPYHKIUS KOPbI HAANMOYEUHUKOB (3IPCHOTCHUTAIBHBIA CHHIPOM,
BPOJKCHHASI THIIEPIUIA3Us HAIIOUYCYHUKOB) — rpyIina 3a00€BaHHii C ayTOCOMHO-PEIIECCHBHBIM
TUIIOM HACJICOBAHUSA, B OCHOBE KOTOPBIX JIGKUT JEPEKT OJHOTO U3 (EPMEHTOB WU
TPaHCIIOPTHBIX OCIIKOB, MPUHUMAIOIINX yIaCTHE B OMOCHHTE3€ KOPTHU30J1a B KOPE HAAMMOYCUYHUKOB

IlpexneBpeMeHHOe aJpeHapXe - W30JMPOBAHHOE MOSIBJICHUE JIOOKOBOTO OBOJIOCCHUS Y
neTen o 8 jer.

T'oHagoTpPONMH-3aBHCMMOE TNpeKIeBPEMEHHOE I10JI0BO€ pPa3BUTHE - IIOSBICHHE
BTOPHYHBIX ITOJIOBBIX MTPU3HAKOB Yy JIEBOYEK JI0 8 JIET U Y MaJIb4YHUKOB JI0 9 JieT, 00YCIOBICHHOE
NPEKICBPEMEHHON aKTUBALIMEH THITOTAIAMO-TUITO(MH3APHON CHCTEMBI.

OnpenejieHde MMPOKOro crmekTpa crepouaoB merogoMm TMC - KoiuvecTBEHHOE
oIpezieJIeHHe OCHOBHBIX CTEPOUIHBIX TOPMOHOB M HX METAOOIUTOB B CBIBOPOTKE KPOBH METOI0M
TaHJIEMHOU XpoMaTo-macc-criekrpomerpueii (LC-MS/MS).

YpoBeHb I0CTOBEPHOCTH 10KA3ATEJbCTB - CTEIICHb YBEPEHHOCTH B TOM, YTO HAWICHHBIN
3¢ deKT OT MPUMEHEHUST MEAUITUHCKOTO BMEIIATEIbCTBA SIBISETCS HCTHHHBIM

YpoBeHb y0eIuTeIbHOCTH PEeKOMEHIAIMIl - CTEICHh YBEPEHHOCTH B JOCTOBEPHOCTH
s¢dekTa BMEIIATSILCTBA U B TOM, YTO CJICJIOBAaHHE PEKOMEHIAIMIM IPUHECET OOJIBIIIE TOb3HI,
4eM Bpe/ia B KOHKPETHOM CHUTYaIluu

CioxuBIIasicsi KJIMHHYecKasi mpakTtuka - (aarn. good practice point, GPP)
UCIIOJIB3YETCS TS TE3MCOB-PEKOMEHIAIIN I, OTHOCAIINXCS K COOpY ajao0 U aHaMHe3a MalMeHTa,
(bU3MKaTPHOMY OCMOTpY TAllMeHTa, a TAKXKe XapaKTePH3YIOIINX OPTraHU3aIlHi0 MEIUIIHHCKOM
noMoIH (OpraHu3aIMio MEIUIIMHCKOTO TPOIIECcca) B Cilydae, eClId OTCYTCTBYIOT JI0Ka3aTeIbCTRa,
MOJTyYEHHbIE Ha OCHOBAHWHU DPE3YJbTATOB CHCTEMATHYECKOTO MOMCKAa M OTOOpa KIMHHYECKHX

HUCCJIETOBAHUM.



1. KpaTkasi undgopmauus mo 3a60/ieBaHNI0 HJIH COCTOSTHUIO (TpyInme

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1 Onpenenenne 3a00/1eBaHUsl WK _COCTOSIHMS _ (Ipynnbl__3a00J1€BaHMI _ WJIN

COCTOSIHMIA)

Bpoxxnennast auchyHKIUS KOpbl HAINOYEUYHUKOB (apEHOTCHUTANBHBIM CHHAPOM,

BpOXKJICHHAsT HAJAMOYEYHUKOBAs THIEPIUIAa3usi) — Tpynna 3a00JeBaHUN C ayTOCOMHO--
PCUCCCUBHBIM THUIIOM HACJICAOBaHHA, B OCHOBC KOTOPBIX JIC)KUT IlG(l)GKT OJHOI'O Hu3
(epMEHTOB M1 TPAHCIIOPTHBIX OEJIKOB, IPUHUMAIOIINX y4acTHe B OMOCHHTE3€ KOPTHU30Ja B

Kope HaanoueuHukos [1, 3, 78]

1.2 ITHOJ0IrNsl M NATOreHe3 3a00JeBaHusl WM _COCTOSIHUSA (IPYIIILI 32001eBaHMI

HJIA COCTOSTHUI)

B ocnoBe Bcex ¢opm BJIKH nexar marojormueckue BapHaHTHBIE 3aMEHbl B TIeHax,
OTBEYAIONIUX 32 CHHTE3 (EPMEHTOB WM KO(hEpPMEHTOB CTEPOUIOTEeHEe3a, a Takke reHa STAR,
KOJIMPYIOIIETO OeJIOK, KOTOPBIH y4acTBYET B TPAHCIIOPTE XOJIECTEPHHA BHYTPh MUTOXOHAPHIA
[30, 33, 34, 36, 38, 50, 56, 92]. Jlns Bcex ¢hopm BJIKH mokazaH ayToCOMHO-PEIIECCHBHBIH
TUI HAcJeIOBaHUs, T.€. JJIs MPOSBICHUS 3a00J€BaHUs HEOOXOAUMO HaJIMYUe MyTalUd Ha
o0oux amnensx. Takxke npu Bcex ¢popmax 3a00jeBaHUS UMEETCS] T€HOTUIT-(DEHOTUITHYECKAst
KOPPEISIHS, IPU KOTOPOH BBIPAKEHHOCTh KIIMHUYECKUX MTPOSBICHUH HATPSMYIO 3aBUCHT OT
cTerneHu HapyleHus GyHKuuu pepmenta. Takum o0pazoM, oNucaHbl Kiaccuyeckue (HopMbl
3a0o0JeBaHMs C J€0IOTOM KIMHMYECKOW KapTUHBI B PaHHUI HEOHaTaJbHBIN Nepuoa, U
HEKJIaccuuecKue crepToie hopMbl 3a00eBaHMs, KOTa KIMHIUYECKas: KapTUHA pa3BUBAeTCS B
Oostee Mo3AHEM JIETCKOM BO3pacTe, B MEPHO/ ydepTaTa HiTH JaKe Y MOJIOBIX B3pOCibiX [34,
83, 89]. Ilpu HaIWMYMU KOMIAYH/-TETEPO3UTOTHBIX MYTAllUi, KIMHHYECKYI KapTHHY
OTIpeNieNIsieT MeHee «TsDKeTash MyTallus.

[Tpu Bcex ¢opmax BJIKH ormeuaercs aedpuuuT KopTH30/Ia, YTO MO MEXAHU3MY
OTPHIIATEILHOM 0OpaTHOM CBsI3M NMPUBOAUT K moBbieHnt0 ypoBHs AKTI u runepmiasuu
HA/IMTOYEYHUKOB. B pesynbraTe CTHMYISIIUN HAAMOYEYHUKOB IMPOUCXOAUT H30BITOUHOE
HAKOIJICHHE CTEPOUIOB, TPEAIIECTBYIOMNX (QepMeHTaTHBHOMY Onoky. KimmHndeckas
kaptuHa kaxaod ¢opmel BJIKH o6ycnoBiena nedhuuuToM ropMOHOB, CHHTE3 KOTOPBIX

HEBO3MOXXEH IPU JaHHOM (PEpMEHTATUBHOM OJIOKE, U M30BITKOM IPEIIECTBEHHUKOB.



1.3 DNUAEMHUOJIOrNS 3200JeBaHUS WJIH COCTOSAHUA (Irpynnbl 3200J1eBaHNH

HJIN COCTOSTHUN)

Camoit yactoii dopmoit B/IKH, na kotopyro npuxomurcs 6oinee 90% OONbHBIX,
sBisieTcs aeunut 21-ruapokcuiiassl. PactipoctpaneHHOCTh neduimTa 2 1-rujpoKcuiassl B
MHUpPE, paCCUMTAHHAs 110 TAHHBIM HEOHATAJILHOI'O CKPUHUHTA, cocTaBiisieT 1 ciyyait Ha 14 000
KHMBBIX HOBOPOXICHHBIX[65]. B Poccun mo naHHBIM HEOHATaNbHOTO CKPUHUHTA YacTOTa
Kiaccuaeckux (Gopm neduimra 2 1-ruapokrcunassl coctaBiseT 1 cimydail Ha 9638 KUBBIX
HOBOPOXIEeHHBIX [7]. MIMeeTcsi pa3HuIla B paclpOCTPaHCHHOCTH 3a00JCBaHUS B PErMOHAX
Poccuiickoit @enepanii ¢ MakCUMalbHOM 4acTOTOW B YpanbckoM dDenepaibHOM OKpyTre
(1:6749) u munnmanbHoii - B CeBepo-3anaanom Denepansaom okpyre (1:14876) [5, 7, 8, 12,
16]. PacnpocTtpaneHHOCTh Hekiaccudeckoir Gopmbl nedunurta 21-ruapoKcuiasbl B MUpPE
cocraBmsieT 0,1—0,2%, cpeau eBpeeB-alikeHa3u JaHHas Gopma BCTpedaeTcs 3HAUUTEIbHO
yame — 1—2%. MuHuManbpHasi pacpoCTPaHEHHOCTh HEKJIAcCHUYECKO (GopMbl nedunura
21-runpokcuiassl, pacCuMTaHHAas Ha OCHOBAHWU  ONPEACICHUS T'EeTEPO3UTOTHOTO
HOCUTENILCTBA ABYX HamOoinee wacteix Myrtamuii B reHe CYP21A2 mo ¢opmyne Xapmau-
Baiin6epra nHa mnpumepe MockoBckoil obnactu, coctaBmwia 1 ciydaii Ha 2206
HOBOPOXICHHBIX [4].

Bropoit mo pacnpocrpanennoctu ¢opmoit BJIKH sBnsercs aedunur 11B—
ruapokcunassl. B mupe nannas ¢popma BJIKH BecTpeuaercs B 10 pa3 pexe, yem Kiaccuyeckue
dopmbl gedunnta 21-ruapokcunassl. PacnpocrpaneHHocTs Aeduiuta 11B—Tuapokcuiassl
B Poccun He m3ydena. OctanmbHble popmbl BJIKH BcTpeuatroTcst 3HaumMtenbHo pexe. s
HeKoTOpbIX peakux Gpopm BJAKH xapakTepHa BbICOKast 4aCTOTa BCTPEUAEMOCTH B OT/ACIIBHBIX
MOMYJISAIUSX, YTO OOBSICHSIETCS KaK 4acTOTOW OJM3KOPOACTBEHHBIX OpakoB, Tak U dhdexTom
ocHoBarenss. Tak  ommcaHa  BBICOKash  paclpOCTPAaHEHHOCTb  jaepuuura  3B—
TUAPOKCUCTEPOUI— AETUAPOTeHasbl, KoTopas cocTaBiger 1 ciaydaid Ha 22679 XKUBBIX
HOBOpOXIeHHBIX B Pecy0suke Ocerusi[13].

YuuTeiBas mogaBisitoniee npeodnananne nedunurta 2 1-THAPOKCUTIA3BI CPEId BCEX
¢opm BAKH, ocHOBHasi yacTh KIMHUYECKUX PEKOMEHJAIMI OTHOCUTCS K TUArHOCTUKE U
JICYSHUIO UMEHHO 3TOH (POPMBI.

1.4 Oco0eHHOCTH KOIUPOBAHHSA 3200J€BAHHS HWJIH  COCTOSAHHS (IPVIILI

3200JeBAHUI WJIN COCTOSTHUN) M0 Me;KIVHAPOAHOW CTATHCTHYECKON KJIacCu(puKanmuu

00J1e3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

E25 - AnpeHOoreHHTaNBHBIC PACCTPONCTBA
E25.0 - BpoxneHHble aIpeHOTCHHUTAIbHBIC HApYIIEHWs, CBS3aHHBIE C JeQHIIUTOM

dbepmMeHTOB



E25.8 - JIpyrue angpeHoreHuTaIbHbIE HAPYIICHUS

E25.9 - AnpeHoreHuTanbHOE HAPYIICHHUE HEYTOUHEHHOE

1.5 Kaaccudukanus 3a0ojieBaHUS MJIU COCTOSIHMSA (TPynnbl 3a00J1eBAHUI WM

COCTOSIHMIA)

Ha ceromgnsimauii  neHb wu3BecTHO 7 (GOpM  BpOXKACHHOW JUCPYHKIIUH  KOPBI

Hagnoueynukos (BJKH):
+ JlunouaHasa runepruiazus KOpbl HaJIOYEYHUKOB (MyTallUu IeHa, KOAUPYIOIIEro
6enok StAR);
»  Jlebunur 20,22-necmomnassl (11a-rugpokcunassr);
« Jlepummr 17a-rugpokcunasei/17,20-muaser;
*  Jlepuuut 3B—TUAPOKCUCTEPOUIETHIPOI €HABHI,
+  Jlepuuur 21-rugpokcuinaspl;
» Jlepuuur 11B—ruapokcumnassl;
+  Jlepuuur okcuaopenyKTassl.

Buytpu kaxaoil ¢GopMbl BBIAEISIOT KIAaCCHUYECKHE M HEKJIACCUYECKHE BapUaHTHI, B
3aBUCHUMOCTH OT TSKECTU M CPOKOB KIMHUYECKUX NpOsBIEHUH. JleeHne Ha KIACCHUECKYIo U
HEKJIACCUYECKYI0 OopMYy OO0YCIIOBIEHO pa3HON CTENEHbIO CHIDKEHUS aKTUBHOCTU (DepPMEHTa, 4TO
OIpEEIAETC KOHKPETHON MyTaluen.

[Ipu gedummre 21-ruapokcunassl BBIACIIIOT 3 KIMHUYECKUE (OPMBI: 1BE KIIACCUUYECKHE
- COJBTEPSIONIYI0, BHPUIBHYIO U HeKJaccuueckyro ¢GopMmy 3aboneBanus. Ilpu HysneBoii
aKTUBHOCTH (hepMeHTa ompesesseTcss TOTaJbHBIA NEePUIUT TITIOKO- U MUHEPATOKOPTUKOUIOB,
YTO NPUBOAMUT K COJIBTEPSAIOIIEMY COCTOSHHUIO B IEPHOJ HOBOPOXIEHHOCTH U BBIPa)KEHHOM
BUPWIN3ALMU HApYKHBIX TeHUTaNul y eBouek. [Ipu octaTouHol akTuBHOCTH (hepmeHTa OT 1 110
10% pa3BuBaeTcst BUpMiIbHas (opma 3aboseBaHus 0e3 HapylIeHUsS MHHEPaTOKOPTHKOUIHOM
(GyHKLNY, HO IPUBOJAIIAS K BHYTPUYTPOOHON BUpHIU3aluy 1ioja. [lpu aktuBHOCTH (hepMeHTa
6onee 10% BupuaM3alMs MPOSABISAETCA TOJBKO IMOCIE POXKICHHUS B BHUJE NPEKICBPEMEHHOTO
azipeHapxe B 4-5 jieT, yCKOpeHHsI pocTa U KOCTHOTOo Bo3pacra[7, 18, 78].

1.6 Kamnudyeckassi KapTHHA 3200J€BaHUA WM COCTOSHUSA (IPYIIILI

3200JJeBAHUN WJIN COCTOSTHHNA)

Xapakrepublil 415 Beex ¢popm BIAKH neduuut koptuzona nposBiasieTcs CKIOHHOCTBIO K
TUIIOTTIMKEMUUYECKOMY CHHAPOMY, OCOOEHHO BBIPR)KEHHOW Yy TPYIHBIX JE€TE€H M B CTPECCOBBIX
cutyauusax. CrnenupuyeckuM CUMOTOMOM Ae(uuuTa KOPTU30Ja SBJISETCS TMIIEPIUTMEHTaLUs
KOYKU BCJIEZICTBUE BBICOKOTO YPOBHS IIPOONIMOMEIIAHOKOPTHHA U €TI0 IIPOU3BOIHBIX.

B 3aBucumoctu ot ypoBHs pepmeHTaTHBHOTO O710Ka Bee popmbl BJIKH MoxxHO paznenuTth



Ha 2 rpynmnbl: npu aedunute pepMeHTa Ha HadalbHBIX dTamax crepounorenesa (medumur 11a-
runpokcunassl, negext STAR-nporenna, neguuut 17a-ruapokcuiasbl) umeercs: OJ0K Ha MyTH
CHUHTE3a aHJIPOTEHOB KaK B HAJIIOYEYHHUKAX, TAK U B FOHAJAX, YTO MPUBOJUT K HEIOCTATOUYHOMN
MaCKYJIMHU3AIMHU HapY>KHBIX TOJIOBBIX OPraHOB Y IJI0/10B ¢ kapuotunom 46XY; npu nedunure
dbepMeHTOB Ha OoJiee MO3IHUX dTanax CTePONI0reHe3a, MPOTEKAIOIIUX TOJILKO B HAITOUEUHUKAX
(medunur 21-ruapokcunasel, AeUIUT | 1B—THIPOKCHUIA3BI), MPOUCXOIUT HAKOIUICHUE
HAMOYEUHUKOBBIX aHJPOTE€HOB, YTO IMPUBOAUT K BHYTPUYTPOOHON BHUPWIM3ALMU IIJIOJOB C
kapuotuniom 46XX. Ilpu nedurure 3B—THUAPOKCUCTEPOUIIETHAPOTCHA3BI TIPH POXKICHUN
OTMEYAETCSl HEMPABUIIBHOE CTPOECHUE HAPYKHBIX IMOJOBBIX OPraHOB Kak IpHu Kapuotune 46XX,
Tak ¥ npu kapuotune 46XY, MOCKOIBbKY HMeeTcs OJIOK Ha MyTH CHHTE3a TECTOCTEPOHA, YTO
IPUBOJUT K HEJOCTATOYHON MACKYJIMHM3alUU Yy MaJlbUYMKOB, HO HAKAaIUIUBAETCS B H30BITKE
cnabeie anaporensl ([AI'DA), 4To BBI3BIBAET HEOONBIIYIO BUPUIH3ALUIO y JIEBOUYEK. Takxke,
HEIMPaBUJIbHOE CTPOCHUE HAPYKHBIX I'€HUTAIMI KaK y MaJbUMKOB, TAK U Yy JIEBOUEK MOXKET
HaOJII0AaTHCS IPH ePUIIUTE OKCUIOPETYKTA3HI.

B nocrraransHOM niepuosie GopMbl, COMPOBOKAAIONINECS N30BITKOM HaIOYSUHUKOBBIX
AQHJPOr€HOB, IMPOSBISIOTCS YCKOPEHHMEM pOCTa, YCKOPEHHMEM KOCTHOIO BO3pacrta H
npekIeBpeMeHHbIM aipeHapxe. Haobopot, mpu popmax BJIKH ¢ HapymieHnem cuHTe3a MOJIOBBIX
CTEpOMIOB, B MOJPOCTKOBOM BO3PACTE Pa3BUBAETCS TMIEPrOHAIOTPONHBINA IMIOTOHAIU3M KakK y
MaJIbUUKOB, TaK U y 1€BOYEK.

B oTHomeHun HapylieHUs MHHEPATOKOPTHUKOUIHOW (YHKIIMM HAINOYEUHHUKOB BCE
dopmer BJIKH Takke MOXHO pa3ienuTh Ha 2 TPYMIbL: MPOTEKAIOMHe C JIe(UIIUTOM
MUHEPATOKOPTUKOMIOB (nedurut 11a-ruapokcunasel, nepexr STAR-nporenHa, neunur 38—
TUAPOKCUCTEPOUICTUIPOTEHA3bI, AePUIUT 21-THapokcuiaspl, AePUIUT OKCHIOPEAYKTA3bl),
MPOTEKAKIINE C U30BITKOM MUHEPATOKOPTUKOUAOB (Aeduuut 11B—ruapokcunasbl, neGUiuT
17a- rugpokcunasel). KIMHUYECKUMU TPOSBICHUSAMH ACPHUIMTa MHHEPATOKOPTUKOUIOB
ABIIAIOTCS MPU3HAKU CHUHApPOMA MOTEPU COJIU: TOIIHOTA, HEYKpOTHMasl pBOTa, CHUXkeHue AJl,
norepss  Beca, OJKUAKMH cTynl W 00€3BOXKEHHOCTh  opranm3ma. Jlns  nedunura
MUHEPAJTOKOPTUKOUJIOB XaPAKTEPHBbI 3JEKTPOJIMTHBIE W3MEHEHHsS B BUJAEC TUNEPKATUEMUU U
TUIIOHATPUEMHH, TOPMOHAIBHBIM MapKEepOM SIBJISIETCS MOBBIIIEHUE YPOBHS PEHHMHA B KPOBH.
N30bITOK MUHEPaTOKOPTUKOUIOB BEJIET K (POPMHUPOBAHHIO CTOMKOM apTepHabHOM T'MIIEPTEH3UH,
CONPOBOXKAAIOIICHCS BBIPAXKEHHOW TMIIOKAJIMEMHEN C XapaKTepHBIMH CUMIITOMAMHU MBIIIEYHON
C1ab0CTH, MOJMYPUU U TIOTUAUIICUN, TOPMOHATLHBIM MapKEPOM SIBJISIETCSI CHIDKEHHBIN YPOBEHb

penuHa mna3mel. Kimnandeckas kaptuna Becex ¢popm B/IKH npexacrasnena B Tabnure 1.



Taomuma 1.

KnuHMKO-TOpMOHAIBHBIE XapaKTEPUCTHKH pa3inyHbix Gopm BIAKH.

®opma BJIKH reH MK [IC Knuauyeckast kapTuHa I'opmonanbHbIi
Cunapom 46XY 46 XX Mapkep
moTepu Crtpoenune CrpoeHne
com/Al’  [reHuTanmit/ TCHUTAINN/
[0JI0BOE M0JI0BOE
pa3BHUTHE pas3BuTHE
Medexr StAR nportenHa STAR ! | |Cumgpom [XKenckoe/ bKeHckoe / HET
(JIunouaHas TUIepIUIa3Hs 8pll1.2 noTepu TUIIOTOHAAU3M  [THIIOTOHAJU3M
HaII04YEYHHKOB) conun
Nedunur 11a-runpoxcmnazer  [CYP11AL ! | |Cunmpom [Kenckoe/ bkeHCKoe / HEeT
(medurur 20,22-necmonaser)  |15923-024 noTepu TUIIOTOHAIU3M  [THIIOTOHAJU3M
conu
Jledext 17 a- CYP17 1 | AT [TpomexyTouHoe, pKeHCKOe/ Jlezokcu-
rugpokcunasel/17,20-nmaspl 10024.3 OIIKe K [CHIOOTOHAIM3M  [KOPTUKOCTEPOH,
KeHCKOMY/ KOPTHKOCTEPOH
CHIIOTOHAIM3M
Jledexr 3B— HSD3B2 ! | |Cungpom [[IpomexxytouHoe [[IpomexxyTouHOe |AS5-cTepouasr:
TUPOKCUCTEPOU - 1p13.1 [OTEpU C OIIKe K [IPETHEHOJIOH,
IeruIpOreHaspl coJTn AQHApPOTreHU3aLKEN PKEHCKOMY 170H-
B myOeprarte TIPErHEHOJIOH,
JII'DA
Jedunur 21-rugpokcunaspl CYP21A2 lumn | 1 |CuHIZpOM  |[MYKCKOE npomexxyrouHoe |170HP
6p21.3 HOpMa oTepH
cost/N
Nedunur 118—ruapokcunassl (CYP11B1 1 T Al MYKCKOE npomexxyrouHoe (11-J10K,
8921 11-nge30kcu-
KOPTHKOCTEPOH
JleuuT OKCUIOPEAYKTa3bI POR lum | | [Her MPOMEXYTOUHOE [mpomexyTouHoe |170HP,
7911.2 HOpMa [IPOreCTEePOH,
170Hnpersneno
JIOH

Takum oOpa3om, ¢u3MKadbHOE O0CJIEIOBaHHE HOBOPOXKIECHHBIX B TEPBYIO OYEpEb

MOJPa3yMEBAET OILIEHKY CTPOEHUS HAPYXKHbIX TeHHTaIWi no mkaie [Ipamepa u BbIsSBICHUE

MMPU3HAKOB COJIBTCPAOUICTO CHHApPpOMA: 0663B0)KI/IB3.HI/I€, CHMIKCHHEC BCCA, CpbI'MBAaHUs, YIIOpHaA

pBOTA.

OcMoTp aeTeit moapa3yMeBaeT OIICHKY OOIIEro COCTOSHUS, U3MEPEHHE POCTa U MacChl Teja, C

OHeHKOI\/’I CTaHAAPTHBIX OTKJIIOHEHHH OT MOMYJIAIUOHHBIX HOPM, OLCHKY BTOPHUYHBLIX IIOJOBBIX

npusHakoB. O0s3aTeNnbHBIM sBisgeTcs u3Mepenne Al y aereit ¢ monospenuem Ha BJIKH.

2. JlmarHoctuka 3a00/ieBaHUs WIH COCTOSTHMS (TPyNibI 3a00/1eBAHUIA WJIN

COCTOHHI/Iﬁ), MECIUIUHCKHUC TMOKA3aHUA M IIPOTUBOINOKA3AHUA K IPUMCHCHHUIO

METO/J0B JHATHOCTUKH

Beenenne: s pazmuunbix  Gopm  BJIKH xapaktepHo pa3zHooOpasue KIMHUYECKHX

nposiieHuil. CUMIITOMBI 3a00JIeBaHUS ONPEIENSIOTCS Ne(DUIIMTOM OJHUX M U30BITKOM JIPYTHUX

KJIACCOB CTEPOUIOB, OOYCIOBJICHHBIX KOHKPETHBIM (epMEHTAaTUBHBIM O10KOM. OCHOBHOI
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nabopaTopHbIi MeTon auarHocTuku Bcex ¢dopm BJKH - 310 ompenenenue pasiuyHBIX
KOPTHKOCTEPOUIOB B CBHIBOPOTKE KpoBH. IIpyM KiacCHYEeCKMX BapuaHTaxX 3a00JIeBaHHUS
CTCPOUIHBIC COCAMHCHUA, NPCAIICCTBYIOIINC (l)epMeHTaTI/IBHOMy 6HOKy, IIOBBIIIICHBI B JECATKU
pa3, 4TO HE BBI3bIBACT 3aTPYAHEHUH B NOCTAaHOBKE auarHosa. CreayeT MOMHHUTb, YTO BCE
CTEpOHMHBIE COEIMHEHUS HMMEIOT CXOXKYI0 XHMUYECKYI) CTPYKTYpY, YTO OOycClaBIHMBaeT
3HAYUTEIbHBIN MEPCKPECT MCKIAY HUMHAU npu ONpCaACIICHUU ux KOHLCHTpAalUun
UMMYHO(DEPMEHTHBIM WJIM  PaJMOMMMYHOJOTMYECKMM METOJOM. B  HacTosmiee Bpems
MaKCHMaJdbHOW HMH(POPMATUBHOCTHIO 00JaZaeT METOA MYJIbTHCTEPOMJIHOTO aHallu3a C
MPEIIIECTBYIOIIUM pa3JelieHHeM BCEX CTEPOMIOB C MOMOIIbI0 XpoMarorpaduu WM Macc-
CIICKTPOMCTpPUH. HpI/I HCIIOJIb30BAHWU JAHHOI'O METOJa MOKXHO HC TOJIBKO OIMPEACIUTb TOYHYIO
KOHILCHTPAIUIO CTCPOUJIHBIX COGI[I/IHeHI/If/'I, HO W OLOCHUTH COOTHOMICHUC MNPCAIICCTBCHHHUKOB H
MPOJYKTOB pa3inuHbIX (hepMeHTOB. B Tabnuie 1 mpeacraBieHbl KIMHUYECKUE OCOOCHHOCTH U

rOpMOHaJIbHBIC MapKepbl Kakaou u3 popm BJAKH.

2.1 JKa100b1 M1 aHAMHE3

BBenenue: npu kinaccudyeckux ¢opmax 3a0oseBaHus AeOIOT KIMHUYECKOM KapTUHBI, Kak
[IPaBUJIO, ITPOUCXOAUT B HEOHATAJIbHBIA NEPUOJ B BUIEC HENPABUIBHOIO CTPOCHHS HAPYKHBIX
TEHUTAIIUN U COJIBTEPSIIOIIEr0 CUHApOoMaA. VCKiItoueHre COCTaBISIIOT TMIIEPTOHUYECKUE (POPMBI
BJIKH, npy KOTOpBIX MOBBILIEHUE APTEPUAIBHOTO AABJICHUS, KAK IPABUIIO, HAYMHAETCS B pAHHEM
JIETCTBE.

IIpu Heknaccuueckux (ctepthix) (opmax BJIKH knuHMueckue MNposSBICHUS MOTYT
Ne0ITHPOBaTh KaK B MEpUOJE JIETCTBA, TaK U B MyOepTaTHOM BO3pacTe, a MHOT/AA JAMArHoO3

YCTAaHABJIIMBACTCA YK€ BO B3POCIOM COCTOSAHUMU.

PexoMeHyeTcsl BCEM JIETSIM C HEMPABWIIBHBIM CTPOSHHEM HaPY)KHBIX ITOJIOBBIX OPTaHOB HITH
C HECOOTBETCTBUEM HAPY)KHBIX MOJOBBIX OPIaHOB KAPHOTHUIY HCKIIOYATh BPOXKICHHYIO
arcyHKIUIO KOpbI HaanodeyHukoB[55, 70, 87].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB - D)

PeKOMeH)lyeTCﬂ BCEM JICTAM C HCIPABUJIILHBIM CTPOCHUCM HAPYXKXHBIX IIOJIOBBIX OPraHOB

YTOYHSATH PE3yJIbTaThl HEOHATAIBHOTO CKPUHHMHTA ¢ 1enbio uckimouenus BJIKH[76, 87].

YpoBeHb yoenureabHocTn pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB - 5)

PexoMeHnayercsi BceM JETAM C TpH3HAKaAMH TIPEXKICBPEMEHHOTO aapeHapxe (IT0JIoBOe

OBOJIOCEHHNE, BO3HHUKIIIEE JI0 8 JIET Y IEBOYEK WIIH /10 9 JIET Y MAJIbYMKOB) IPOBOIUTH IUATHOCTUKY
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JUTSL UCKJTFOUEHHS BPOKIACHHOM AUCHYHKIIMK KOPbI HaamoueyHnkoB[18].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB - 4)

Pexomenayercst BceM JEBOYKAM C MTPU3HAKAMU THIIEPAHAPOTSHUH (H30BITOUYHBIN POCT BOJIOC HA
TeJe, YIOpHasl YrpeBas Chlllb, YBEIHUECHUE KIIUTOPA) MPOBOAUTH JUATHOCTHKY JJISI HCKITFOUCHUS
BPOXKIECHHON AUCHYHKIIMK KOPBI HaAmoueuHuKoB[28, 46].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB - 2)

2.2 duzukajIbHoe 00CTAeI0BAHUE

Beenenue: (u3nKanpHOEe 00CIIeI0BAaHNE HOBOPOXKACHHBIX B IIEPBYIO 0OYEpEb
HO/IPa3yMEBAET OLICHKY CTPOCHHs HApyXKHBIX I'eHUTaIWi 1o mkane [Ipagepa W BbIsBICHHE
NPU3HAKOB COJIBTEPSIONICIO CUHAPOMA: 00E3BOKUBAHUE, CHIDKEHHE BECa, CPHITUBAHHMS, YIIOPHAS
pBOTA.

OcMoTp neTeli moapa3zyMeBaeT OLEHKY OOLIEro COCTOSHHS, U3MEPEHHE POCTa M MAacChl
TeNa, C OLEHKON CTaHIAPTHBIX OTKJIOHEHWH OT MOMYJSLUOHHBIX HOPM, OLIEHKY BTOPHUYHBIX
HIOJIOBBIX MTPU3HAKOB.
PexomeHnayercsi BceM HOBOPOXICHHBIM C HEMPABUIIBHBIM CTPOCHHEM HAPY)KHBIX ITOJIOBBIX
OpraHoOB MPOBOMTH OICHKY CTPOSHHS FCHUTAIHIA Mo mikaie [Ipanepa ¢ 1enbio OlEHKH CTeIIeHH
BUPWIN3AIMHK TIOJIOBBIX opraHoB [33, 78, 84].
YpoBensb yoenureabnocTn pekomenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB - 5)

KommenTapuu: wrana I[Ipaoepa npedcmasnena 6 npunosscenuu I'1.

PexoMeHnayeTcsi BceM HOBOPOXXKJICHHBIM C HEMPABWIHHBIM CTPOECHUEM HAPY)KHBIX TOJIOBBIX
OpPTraHOB MPOBOJUTH OIIEHKY OOIIETO COCTOSHUS, IIBETa KOXKHBIX MTOKPOBOB, COCTOSIHUS Typropa
TKaHEH, YpPOBHS apTepUaIbHOTO JIaBJIICHUS M JUHAMHUKY BEcCa JUIs CBOEBPEMEHHOTO BBISIBICHUS
NPU3HAKOB coybTepsirolnero cunapomal33, 84, 89, 90].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - D)

KomMeHTapuu: xiunuvueckue nposeienus CuHOpoma nomepu Cou 8 8ude Cpbleusanuil, nomepu

8eca, JHCUOK020 CMYA, CHUNCEHUS APMEPUATbHO20 0A8NIeHUs U NPUSHAKO8 IKCUKO3A BOZHUKATIOM,
kak npasuno, Ha 10-20 0ensv dcusnu, moeoa Kax 31eKmpoumuble UsMeHeHUs 8 8Uoe

cunepkajiuemuu U cunonampuemuu MONCHO gbukcupoeamb panvuie.

Pexomenayercst BceM JeTsM C TpPU3HAKaMH MPEKIECBPEMEHHOTO aapeHapxe (MojoBoe
OBOJIOCEHHE, BO3HUKIIEE 10 8 JIeT y JeBOYEK WIH 10 9 JeT y MalbUHMKOB) MPOBOIUTH
AHTPONIOMETPUYECKHE UCCIIeTIOBaHUS (M3MEPEHHE POCTa M MACChI Tella) C OLIEHKON CTaHIapTHBIX

OTKJIOHEHHH OT MOMYJIANUOHHBIX HOPM C HCJIBIO PAHHCTO BBISABJICHUA KIMHUYCCKUX IMPU3HAKOB
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BPOXKIECHHON AUCHYHKIIMK KOPBI HaarmoueqHukoB [18].

YpoBeHb yoenuTeJbHOCTH pekoMeHanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbCTB - 4)
KoMmMmeHnTapuu: omauyumensHot yuepmoi 8poA#COeHHOU OUCHYHKYUU KOPbl HAONOYEUHUKOB OM
UOUONAMUUECKO20 NPedHcOeBPeMeHH020 aopeHapxe aensiemcs yckopernue pocma donee 2 SD u

onepeosicenue KOCmHoco eo3pacnma bonee uem na 2 200a om nacnopmmroco.

PexomeHayercsi BCeM JIETAM C [pHU3HAKaMHU TPEXICBPEMEHHOrO anpeHapxe (MoJoBoe
OBOJIOCEHHE, BO3HHKIIEE JI0 § JIET) MPOBOAUTD OLICHKY IT0 IiKajie TaHHep ¢ IebI0 OIpeIeICHUs
CTaIuu 1MoJIoBoro passurus [18].

YpoBeHb yoenuTesbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB - 4)

Kommenrapum: wxana Tanmep 01 oyenKu cmaouu NOJN0B020 pDA3GUMUSL NPeOCmasiiend 6
npunodicenuu (I'2-I'3). Juccoyuayus medxncoy cmaouetl noio6o2o pazeumusi u 00ny6epmanmHuim
PA3MEPOM AUUEK MOJICEM CEUOCMENbCIBO8ANb 8 NOJIb3Y HAONOUEUHUKOBO20 2eHe3d AHOPO2EHO8
u mpebyem UCKIOUeHUs. BUPUTbHOU/HeKIaccuieckol gopmsl dedhuyuma 2 1-2udpokcunaszvl uiu

depuyuma 1 18-eudpoxcunasol.

2.3 JlaGopaTopHble IUATHOCTHYECKHE HCCIETOBAHNS.

2.3.1. Inarnoctuka aedpuuura 21-rupokcusiazbl B paMKax HeOHATAJIbHOI0 CKPUHHHTA

Heduuut 21-ruapokcmiaszbl MOAXOAUT JJIsi MPOrpaMMbl HEOHATAJbHOIO CKPUHUHTA,
IOCKOJIbKY SIBJISIETCS 4YacThIM, MOTEHIMAIbHO JIETAJbHBIM 3a00J€BaHUEM, HMEET UeTKUH
JUArHOCTHYECKUI Mapkep u nojanaercs jeueHuto. C 1977 r. cnavana B mrare Ansicka CILA, a
3aT€EM W B JIPYIMX pETrHOHAaX BHEAPEH TOTAJIbHBIM HEOHaTalbHbIM CKpuHUHT Ha BJIKH.
JlutepaTypHble JaHHBIE CBUAETENBCTBYIOT 00 3¢ dexTuBHOCTH ckpuHuHTa[26, 40, 65, 82, 85].
HeoHnatanpHasi CMEPTHOCTB OT COJIBTEPSIOLIETO Kpu3a 0e3 Auartosa cocramisia oT 4 10 10%,
HEMpaBWIbHOE OmpejeieHue mnona y naeBouek — 1o 10% cioyuaeB[9]. Tlocne BHempeHwus
CKpUHMHra ManbuukoB W JeBouek ¢ BJIKH cramo mopoBHy, W Yactora BCTPEYaEMOCTH

3a0oJieBaHus moBbIcuaach[26, 40, 82, 85].

PexoMeHnayercsi BceM HOBOPOKICHHBIM MPOBEICHUE TOTAJIHHOTO HEOHATAIHHOTO CKPUHHMHTA C
orpeziesieHneM | 7-THIPOKCHITPOTECTEpOHA CIIEIHATbHBIMIA Ha0OpaMH, CTaHIapTH3MPOBAHHBIMU
JUIsl HEOHATAJIbHOTO CKPHHUHTA, ISl HCKIoueHus aedunmra 2 1-ruapokcunasei[26, 40, 65, 82,
85].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)
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KommenTapuu: 6 Poccuu neonamanbhwiili ckpunune cywecmayem c cepeounsi 2006 2., 6
pe3yivmame ue2o 4acmoma 8blANeHUs OAHHO20 3a001e8aHUs 8blpocia boee yem 6 2 pasa.
Kpome mozo, cokpamuncsa cpox nocmanosku 0uazHo3a u cmenensb SUNOHAMpuemMuu, 4mo, no
OAHHbIM TUMepamypul, yayyuiaem 6 OdibHetiuiem cnocooHocmu demetl K 00y4eHuo.

Ilpoyedypa ckpununea exnrouana 6 cebs 3a00p Kposu y OOHOULEHHBIX HOBOPOICOEHHbIX HA 4-¢
cymxku Hcuztu, y Hedonowennwvix na 7—10-e cymku, u onpedenenue 6 oopasyax yposus 170HP ¢
HOMOWBIO CREeYUATbHBIX HAOOopos Oas ckpununea. B 2023 2. 6 nmpoepammy ckpununea Owvliu
BHECEeHbl UBMEHEeHUsl, O]l NPOBEOeHUs] HEOHAMAIbHO20 CKPUHUHeAd HA BPONCOeHHble U (Uau)
HacneocmeeHHble 3a001e8aHUsL U PACUUPEHHO20 HEOHAMAIbHO20 CKPUHUH2A HA 8PONCOEHHbLE U
(unu) HacnreocmeeHHble 3a00ne8anusi 3a60p 00paAs3yo8 KPOBU OCYWECMEIAIM U3 NAMKU
HOBOPOIHCOEHHO20 uepe3 3 uaca nocie KopmiaeHus, 6 eozpacme 24 - 48 wacoe ocusnu y
OoHouenHo2o u Ha 7 cymiu (144 - 168 uacos) sicusnu y HeOOHOUEHHO20 HOBOPOICOEHHO2O.
Hcnonvzyromes pazuvie omceuxu 8 3a8UCUMOCIU OM 8eCa NPU POACOEHUU, KOMOpble ONpedeieHbl
o kaxcoou nabopamopuul[65]. Ilpu nonosxcumenvhom pesyiomame CKPUHUHSA CEEOCHUS
nepeoaromcsi 8 NOJUKIUHUKY NO Mecmy JHCumenbcmea pedeHKd, nocie u4e20 Npo8oOUmcs
NOBMOPHBIL 3a00p KPOoS8U 05l pemecmupo8anusl.

Coenacno  Oanmbim — qumepamypvl, 015l HEOOHOUWLEHHBIX — HOBOPONCOEHHBIX — 2pA0aAyUs]
ouaenocmuyeckoeo ypoeuss 170HP 6onee umgopmamusna, eciu npoucxooum ¢ ydemom

2ecmayuoHHo20 603pacma, a He éeca npu podicoenuu [44].

Pexomenayercst TmanueHTaM C TOJOXHUTEIbHBIMH — pe3ylbTaTaMd Ha TIEPBOM  JTarle
HEOHATaJbHOIO0 CKPUHHUHIa Ha BTOPOM 3Tamne (peTecTupoBaHue) ompeneieHue ypoHs 170HP
(B03.032.001), a mpu BO3MOXXHOCTH HCITOJIb30BaTh KOMITJIEKCHOE OIPE/ICICHUE KOHIIEHTPAIHH
CTEPOUJIHBIX TOPMOHOB METOJOM TaHJIEMHON MacC-CIIEKTPOMETPUU C JAIbHEHIIMM pacueToM
cooTHoIeHus crepouioB: (cymma 170HP u 21-JI0K)/xoptuson[1, 47, 49, 57, 68].

YpoBeHb yoeauTeIbHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH /10KA3aTEIbCTB - 3)
KommenTapuu: NON0JHCUMENbHASL NPEOCKA3AMENbHASL UEHHOCTb NepP8o20 2mana
HeOHamanbHo20 CKpuHuHea cocmasnsem om I 0o 5%, m. e. cpedu 6cex NONOHCUMENbHBIX
pe3yvibmamos moavko om 1 0o 5 demeii uz 100 nonoscumenvhvix 06pasyo8 OelicmeumenbHo
umerom BJ[KH, ¢ ocmanvHulx cyyasx 2mo J0ACHONOJIONCUMENbHbIE pe3yibmambl. Yuumovieas
bonvuue 9KOHOMUYECKUe U IMOYUOHANbHbIE 3ampamvl, 6 C6A3U ¢ OO0NbUUM KOIUYeCEOM
JIONCHONONONCUMETILHBIX CTIYHAE8 OblI0 NPEONOHCEHO NPOBOOUMb NOGMOPHOE MECMUPOBAHUE C
ucnonvzoeanuem manoemnou macc-cnekmpomempuu (TMC). Ilo Oanuvbim Hemeykux asmopos,
ucnonvzosanue TMC u onpedenenue pacuemuozo noxkaszamensn (cymma ypoeuet 170H-

npocecmepona u 2I-0e30kcukopmuszona, OeleHHAs HA YPOBeHb KOPMU30.1a) Noevluiaem
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ROJIOJCUMENbHYIO npedcKazamenvHylo yennocms 0o 100%[42]. Homumo evisenenus depuyuma

21-2uopoxcunazol, TMC nozeonsiem ouacnocmuposams u peoxue ¢opmor BIJKH[43].

Pexomenayercss mpueM (OCMOTp, KOHCYJbTAllMsl) Bpavya-IETCKOTO DHIOKPHUHOJOTa BCEM
HOBOPOXKICHHBIM C TIOJIOKHUTEIBHBIM PE3yJIbTATOM PETECTUPOBAHUS 110 TaHHBIM HEOHATAIbHOTO
CKPHHMHTA M JIeTSM C HENPaBWIbHBIM CTPOCHHUEM HApPY)KHBIX TIOJOBBIX OpPraHOB U
MOJIOKHUTEIIBHBIM Pe3yJIbTaTaM MEPBOTO ATala CKPUHUHTA ISl PEIICHUS] BOIPOCca O Ha3HAYCHUU
tepanuu[76].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbCTB - D)
KommeHTapum: VUUMBIBASL BO3MOHCHOCHb TOHCHONOTIONHCUMENLHBIX PE3VIbMAmo8
HEOHAMANbHO20 CKPUHUHEd, d MaKdice mom Gakm, 4mo HeOHAMANbHbIU CKPUHUHE NO360J5em
8bIABUMb HEOOILULOL NPOYEHM demell ¢ HeKlaccuueckol ghopmotl depuyuma 2 1-euopoxcunasol,
KOMOPbIM He mpebyemcs Ha3HayeHue jledenus, 6cem 0emsam ¢ NOAOHCUMENbHBIM Pe3VIbmamom
HEeOHAMAIbHO20 CKPUHUHEA HeOOX0OUM OCMOMP 8PAYA-0eMCKO20 IHOOKpuHoioza. Henpasunvhoe
cmpoenue HApYHCHbIX NONOBbIX OP2AHO8 6 COYEMAHUU C NOLONCUMENTbHLIM Pe3VIbmamom
CKPUHUH2A OOHO3HAYHO NO360JIem YCMAHOBUMb OUACHO3 Y 0eB04eK U HA3Hauums mepanuto. B
Mo Jice 8peMst 8CeM MANbUUKAM U QeBOUKAM C NPAGUILHBIM CIPOEHUEM HAPYIHCHBIX 2eHUMAULL
Modcem nompeboeamvcsi OONOIHUmMeNbHoe 00ciedo8anue.

PexoMeHayeTcsi vicciaeI0BaHNE 3JIEKTPOJIMTOB KPOBH (MCCIICIOBAaHHE YPOBHS HATPHUS B KPOBH,
UCCIIC/IOBAaHHE YPOBHSI Kl B KPOBU) BCEM JIETSIM C MOJOXKUTEIBHBIM PE3yJbTaTOM
HEOHATAIbHOTO CKPUHHUHTA JJIS1 BO3MOYKHOTO BBISIBIICHHSI COJIbTEPsItOIei hopMbl 3a00meBanus[1,
8, 12, 16, 81].

Yposenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB - D)
KomMmeHTapum: guiasnenue eunoHampuemuu 6 COYEemaHuu ¢ 2unepkaiuemuell no3goasiem
ouasHocmupogams  convmepsauyo  gopmy oeduyuma 2 1-euopokcunazvl. Heobxooumo
omMmemumy, UmMoO OOHOU U3 Yeaell HEeOHAMANbHO2O CKPUHUHeA SGIAemCcs OUAeHOCMUKA
3a001e6aHUsi 00 pPA36UMUsl KIUHUYECKOU KAPMUHbL COIbMEPAIOue20 CUHOPOMA, KOMOpas KAk
npasuno oebromupyem Ha 2-3 neoensax xcuznu. K momenmy nonyuenus pesyibmamos CKpUHuHea
(10-14 cymxu ocusnu pebenxa) Oadice npu OMCYMCMEUU KIUHUHYECKOU KAPMUHbL CUHOPOMA

nomepu Coju 'y nayuenma YoHce umMeroncs 3J1eKmpojiumnuble HapyuleHUsl.

PeKOMeH}lyeTCﬂ MPOBCACHUC MOJICKYJIAPHO-TCHCTUUCCKUX I/ICCHCI[OBaHI/Iﬁ AJIL YTOYHCHUA
bopMbI 3a00JI€BaHUS ¥ TCHETHYECKOTO KOHCYIbTHPOBAHUS CEMbHU IpU HeoOxoaumocTu[2, 7, 20,
39] .

YpoBeHb yoenuTelbHOCTH pekoMeHanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)
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KommenTapuu: npu noepanuunsix snauenusx 170HP («cepas 30Ha») 8 pamkax HEOHAMAaIbHO20
CKpUHUH2A U NPU NOCAEOYIOUeM 2OPMOHAILHOM 00CIe008aHUU NO OAHHLIM 3apYOEeNHCHOU
JUMepamypvl peKoMeHOYemcs npogooums cmumyaupyiowuii mecm ¢ npenapamamu uz ATX-
epynnot AKTI" (HO1AA), umo sensiemcs «zonomoeim cmandapmomy ouaznocmuxu BJKH. TTpu
COMHUMENLHBIX Pe3yIbmamax npoovl UlU HeBO3MONCHOCMU ee NPOBeOeHUs. PEeKOMEHOO0BAHO
MOeKyIApHO-2eHemudeckoe ucciedosanue cena CYP21A2.

Heghexm 21-euopoxcunaszvl obycnosien muozouuciennvimu mymayusimu cena CYP21A2,
KOOupyrowezo OanHulil smom gepmenm. I'en pacnonodicen Ha KOpOMKom niede 6-ii Xxpomocomvl
paoom ¢ anasuvim komniekcom cucmocosmecmumocmu (HLA). B nenocpeocmeennoti 6iuzocmu ¢
ecenom CYP21A2 pacnonooicen ncesdoeen CYP21P. Dmu cenvt gvicokocomonocuunsl, 00HAKO,
yuacmayem 8 mpanckpunyuu 21-zuopokcunazolt monvko CYP21A2, umerowuti 6 ceoeti cmpyxkmype
10 mpanckpubupyemvix sx3ono08 u 9 ummponos, a CYP21P sensemcs nceeooecenom, m.x.
cooepoicum  psio Mymayutl, u3-3a KOMOPLIX KOOUpYembvlll umu 0OenoK NOIHOCMbIO JUUUEH
akmugHocmu. TanoemHas opeanu3ayusi 6biICOKOLOMONIOSUYHBIX 2eHO8 C030dem NpeOnoCbLIKU K
YACMBIM PEKOMOUHAYUIM MeAHCOY HUMU 8 8ude 3ameujeruss 0oabuto2o ppaemenma cena CYP21A2
AHANIOZUYHBIM (PPACMEHMOM NCeBO02eHA UNU NEePeHOCA MANEHbKUX (pasmMenmos nces0o2eHa 8
akmueHwllli 2eH (2eHHas KoHeepcus). 11000bHble Mymayuu Mo2ym Npueooums K NOIHOU UIU
yacmuyHou nomepe epmenmamuenol akmusHocmu 21-eudpoxcunazvl. B nacmoswee epems
onucanvl boree mpexcom mymayuii CYP21A2, npusooswux k degpexmy 21- euopoxcunasol, HO
85% ecex cnyuaes npuxooumcs na 12 uacmuix mymayuii, nepeuwieowiux uz ncegdoeena. Hatioenwi
onpeoeieHHble KOppeusiyuu Mencoy 6U0OM Mymayuu U KIUHUYECKUM GAPUAHMOM MedeHUs
sabonesanusi[30].

Ha nepsom smane MoneKyIsApHO-eeHeMU4eCKOU OUACHOCIUKU BO3MONCHO NPOBOOUMb NOUCK
yacmoix mymayuti 6 2cere CYP2LlA2. Buisgnenue eomosucomuou mymayuu uiu 08yxX
2emepo3UCOMHbIX  MYymayutl no3eoasem Hnocmasumes ouazros. Ilpu ob6Hapyicenuu 00HOU
2emepo3uUcOMHOL Mymayuy Uiy npu OMCYMCMEUU YACMbIX MYymMayuil nposooumcs noaHoe

cexeenuposanue cena CYP21A2[30].

2.3.2.lnarHoctuka jaepunura 21-ruApoKcWiIa3bl BHE NPOUEAYPhl HEOHATAJIHLHOIO
CKpPMHUHIA
Pexomenayercss s AeTed, HE NPOLICANIMX MPOLEAYPY HEOHATAIIBHOTO CKPUHUHTA, IS
MOATBEPXKIACHUS/UCKIIOUeHUsT  nedurura 21-rTuapokcuinasbl  UCCleIOBaHWE ypoBHS  17-
THAPOKCHIIPOT€CTEPOHA B KPOBHU B YITPEHHEE BPEMS B CIEAYIOIIUX CIydasx:

1. Ilpy HenpaBWJIBHOM CTPOCHMM HApYyKHBIX IIOJIOBBIX OPraHOB M OTCYTCTBHH

NalbIMPYEMbIX TOHAJ WK Kapuotune 46XX;
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2. llpu KIMHUYECKON KapTUHE CHHIpOMA IMOTepU CONH (CPhITMBaHUE, HEYKpOTHMast

pBOTa, MOTEPs Beca, pa3BUTHE KCUKO3a, CHIbKeHue AJl);

3. Ilpu nosiBIEHHUHU TOJOBOTO OBOJIOCEHHS Y JeTel 10 8 JIeT;

4. VY neBouek ¢ cummnTomamu runepanaporenun[l, 18, 27, 33, 34, 78, 89, 90].
YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEILCTB - D)
KoMMeHTapumM: ocHOGHbIM Kpumepuem 2OPMOHANbHOU OUACHOCIUKU HedocmamoyHocmu 21-
euopokcunasvl asisiemcsa nogviuienue yposusa 17-OHP 6 cvigopomke kposu. Coodepowcanue 17-
OHP npu xnaccuueckux gpopmax sabonesanus 6onee wem 6 10 paz npegviuiaem HOpMAaAmMueHbvie
0715 603pacma pebeHKka noKasamenu.

[Ipu momo3peHUMM Ha BPOXKICHHYIO IUCHYHKIUIO KOpPHI HAAIMOYEYHHKOB MEIeCO00pa3HO
KOMIUIEKCHOE OIpe/ieJIeHNEe KOHIEHTPAMU CTEPOUAHBIX TOPMOHOB METOJIOM TaHAEMHOM Macc-
cnekrpomerpuu [69].

YpoBeHb yoenuTesbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB - 5)

KommenTapuu: credyem nomnums, umo 6ce cmepouoHvle COEOUHEHUS UMEIOM CXOJHCYIO
XUMUYECKYIO CIMPYKmYpy, 4mo 00yclasnusaenm 3HAYUMeNbHbll NepeKpecm MexHcoy HUMU npu
onpeoeneHuu ux Koumyewmpayuu. B Hacmoswee epems MaKCUMAIbHOU UHGOPMAMUEBHOCBIO
obnadoaem Memoo MYIbMUCNEPOUOHO20 AHAIU3A C NPEOUeCmBVIOWUM pa30esieHUeM 6cex
cmepoudo8 ¢ NoMowblo xpomamozpaguu uiu macc-cnekmpomempuu. llpu ucnonvzosanuu
O0aHHO20 MemoOa MOJCHO He MOJbKO Oonpedenums MOUYHYI0 KOHYEHMPAyuio CmepouoHbixX
CcoeOuHeHUll, HO U OYeHUMb COOMHOUleHUe NPeOUeCMBeHHUKO8 U NPOOYKMO8 PA3IUUHBIX
Gepmenmos. Buvissnenue 6 npobe Kposu nogululeHHo020 yposHs 2 1-0e30KcUuKopmu30ia a61saemcs

cneyughuueckum maprepom oegpuyuma 2 1-2u0pokcunasoi.

Pexkomenayercst I€TSM C TPEXKACBPEMEHHBIM aJpeHapXe B COMHUTENBHBIX CIy4asX MPOBEICHUE
MOJIEKYJISIpHO-TeHeTHUecKoro uccienoBanus rena CYP21A2 nns moATBep:KIeHUS/UCKITIOUEHUS
nedunumra 2 1-ruapokcunasei[34, 38, 39, 46, 89].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB - 4)
KommenTapuu: na nepgom smane ocyuecmensemcs nouck yacmolx mymayuii 6 cene CYP21A2.
Buvisgnenue ecomosucomuoi mymayuu uau  08yX 2emMepO3UOMHLIX MYmayuti Nno3801s1em
nocmasume ouacro3. Ilpu oOHapysceHuu OOHOU 2emepOo3USOMHOU Mymayuu uiu npu

OMCYmMCcmeuu 4acmulx Mymayutl nposooumcsi noixoe cekeenuposanue cena CYP21A2.
Pexkomenayercst JeTsM C TMPEXKICBPEMEHHBIM aJpeHapXe TNPU BBIPAKCHHBIX IMPHU3HAKAX

TUTICPAHAPOTCHUH W OBICTPO MPOTPECCUPYIONMICH BUPWIM3AIMU C IMeNbio auddepeHnmnantbHon

JTUAarHOCTHKHA MEXIYy BPOXKICHHOW IUCYHKIMEH KOpbl HAAMOYEYHHMKOB H OOBEMHBIMHU
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00pa30BaHUAMH HAAMOYEYHUKOB IPOBEICHUE MPOOHI ¢ AekcameTazoHomM**[1][3].

YpoBeHb yoenuTeJbHOCTH pekoMeHanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - D)
KoMMeHTapuu: npu 8podicoenHolt Ouc@yHKyuu Kopvl HAONOYEUHUKO8 BblCOKUe 003bl
0eKcamemasonHa™* npueoosam K 3HAYUMOM) CHUICEHUIO YPOBHS AHOPO2EHO8, Mo20d KAK npu
AHOPO2EHNPOOYYUPYIOWEl ONYXOlU YPOB8eHb AHOPO2EHO8 He MeHsAemcs Ha (DOHe B8e0eHUs.
Odexcamemazona™*. [Ipomokon nposedeHnus npoovl uOeHMu4eH MAlol 0eKCamemasoHo8oll npooe,
UCNONBL3YEMOU NpU OUACHOCTNUKE 2UNEPKOPMUYUIMA: 00 Npobbl Oepemcs aHauuz Kposu Ois
onpeoeeHus AHOPO2EHO8 (uccnedosarue VPOBH5L 17-eudpokcunpoececmepoHna,
0e2u0pO3INUAHOPOCMEPOHA CYIbama, 0bwe2o mecmocmepoHa 6 Kposu ) u KOpmu3oud, 3amem
6 meyeHue 2 Cymoxk npuHumaemcs oekcamemaszon™* 6 doze no 0,5me x 4 pasa 6 cymku (4me na
npoby) u Ha mpemuti OeHb YMpPOM Oepemcsi aHalu3 KPOBU HA COOepIHCAHUE AHOPOSEHO8
(uccneoosanue ypoems 17-2udpokcunpozecmepona, 0e2u0pPOdINUAHOPOCMEPOHA  CYabghama,

0buge20 mecmocmepoua 6 Kposi) U Uccied08anue YposHs KOpmu30.ia Kposu.

PexomeHnayercst BceM JCTSM cTapiie 3 MeCsIeB ¢ MOI03pCHUEM Ha AePUIHT 2 |- THAPOKCHIIA3HI
WIM C YCTAQHOBJIECHHBIM JHAarHo3oMm neduuura 21-TUIpoKCHiIa3bl ONpeIeiCHUe PEHHHOBOM
aKTUBHOCTH IJIa3Mbl KPOBM WJIM  MCCIIEJOBaHUE YPOBHS pPEHHWHA B KPOBU  JUIs
TIOITBEPIKICHHS/UCKITFOUCHUS IeUIIUTa MHUHEpaoKkopTukon10o8[24, 37, 61].

YpoBeHb yoenurenbHocTH pekomenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB - 4)
KommenTapum: 3nauumoe nosviuienue penuna niazmuvl (bonee 10ne/mn/uac ons akmusHocmu
penuna naasmel unu oonee 100mMxME/mn Onsa npamozo penuna) cuoemenbcmeyiom 6 Noib3y

depuyuma MuHeparoKoOpPmMuKoUoos.

2.3.3 lnarHocTuka peAKux GopM BpokKIeHHOH TUCHYHKIUH KOPbI HAINMOYEYHNKOB
BBeneHue: OCHOBHBIE KIMHHUYECKHE CHMITOMBI H JIaOOpaTOpHBIE MapKepbl peakux Qopm
BPOXKIIEHHON TUCHYHKIIMN KOPBI HAAITOUYEYHUKOB TPE/ICTABICHBI B Ta0OmmIe 1.

PexoMeHnayercsi TPOBOJUTH IIMTOTEHETHYECKOE HCCIENOBaHWE (KapUOTHM) Yy  BCeX
HOBOPOXKJICHHBIX C HENPABHIBHBIM CTPOCHHEM HAPYKHBIX T€HUTAIUN C IEJBIO BBISBICHUS
HECOOTBETCTBHHU CTPOCHHUSI HAPYKHBIX MOJIOBBIX OpraHoB kapuotumy [19, 70].

YpoBeHnb yoenureasnoctu pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB - 5)
KomMmeHnTapuu: 011 aunoudHou eunepniazuu Kopvl HAONO4euHuxos, oas oeuyuma 1la-
euopokcunasvl, 0aa  Oeuyuma  17a-eudpoxcunasel, Oeguyuma  36-2UOPOKCUCMEPOOU-
Ode2udpoeenasvl U 01 oepuyuma OKCUOOPEOYKMA3vl XAPAKMEPHO HENPABUIbHOE UTU HCEHCKOe
cmpoenue HapyxicHulx eenumanuti npu kapuomune 46 XY, u naobopom ons degpuyuma 116—

2U0p0KCMJZd3bl XapaKkmepHo HenpaeulbHoe CmMpPOEHUe HAPYI;HCHBIX NOJN0BbIX OpcAHO6 npu
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kapuomune 46XX, ona oeguyuma 36-cudpokcucmepoou- oOe2udpozenasvl u O Oehuyuma
oKkcuoopedykmasvl npu xapuomune 46XX 603MmodcHa HeOONLWAA BUPUIUAYUS HAPYHCHBIX

NoJI06bIX OPSAHOB.

PexoMenayercss IIpy Halu4uu BO3MOXKHOCTU IIPOBEICHHE KOMILUIEKCHOIO OIpPEIEICHUs
KOHIICHTpAllUd CTEPOMIHBIX TOPMOHOB METOJOM TaHAEMHOM MAacC-CIHEKTPOMETPUH Y
HOBOPOXJCHHBIX IIPU HECOOTBETCTBUU CTPOCHUS HAPYKHBIX IIOJIOBBIX OPraHOB KapHOTHUILY C
1eIIbIO BBISIBIICHHSI BPOKACHHOMN TC(YHKIMU KOPBI Hano4eqyHukoB[19].

YpoBeHb yoenurenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB - 5)

KomMenTapuu: nposedenue MyromucmepouoHo2o aHamu3a y oemell ¢ HapyuieHuem
Gopmuposanus noia nozeossiem OUAHOCMUPOBAMb 6Ce KIACCUHEeCKUe 8apuaHmol HApyUleHUuli
cmepoudoceneza. s kaxcoou Gopmer BIKH xapaxkmepno nogvlutenue ONnpeoeieHHblx

cmepouoos, Komopule ykazanvl 6 maoauye 1.

PexomentyeTcsi nCCeI0OBaHUE AIICKTPOIUTOB KPOBH (MCCIIEAOBAaHNE YPOBHS HATpPHs B KPOBH,
UCCIIC/IOBAaHUE YPOBHSI Kalusg B KPOBH) Y HOBOPOXKICHHBIX IPH HECOOTBETCTBUH CTPOCHUS
HApY)KHBIX TIOJIOBBIX OpPraHOB KapHOTHITY C IENbI0 BBISIBICHUS MHHEPATOKOPTHKOUTHOM
Henocratounoctu[84, 90].

YpoBenb yoeautenbHocTH pekomenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTENLCTB - 5)
KomMmenTapum: pazsumue corbmepsioujeco CUHOPOMA Y HOBOPOICOCHHBIX MOJCEm NPUBECU K
MAACENbIM NOCIEOCMBUAM 8NIOMb 00 JIEMANbHO20 UCX00d, NOIMOMY 8CEM HOBOPOHCOEHHLIM C
HeNnpasuibHbIM CMpPOEHUeM NON06bIX OP2AHO8, NPUYUHOU Ye20 Mo2ym Oblmb peokue Qopmbl
BDONCOEHHOU OUCPYHKYUU KOPbI HAONOYEUHUKOB, HEeO0OXO0OUMO UCCAed08amMb YPOBEHb KANUs U
Hampus 6 Kpoeu. lunepkanuemus 6 couemanuu ¢ 2unOHaAmMpuemuell AGNAIMCA NPUIHAKAMU

depuyuma MuHepaioKOpmMuKouoos8 u mpeoyom HemeoleHH020 HA3HAYeHUs Mepanuu.

PexoMeHnayercsi wuccleOBaHWE YPOBHS — aJIpEHOKOPTHKOTPOITHOTO TOPMOHAa B  KPOBH,
HCCJICIOBAaHKUE YPOBHsI OOIIET0 KOPTHU30Ja B KPOBHU, UCCIIEIOBAaHIE YPOBHS PEHHHA B KPOBU WIIH
ONpeJieJICHUe PEeHUHOBOM aKTUBHOCTU IJIa3Mbl KPOBH, MCCIEIOBAaHUE YPOBHS albJOCTEPOHA B
KpPOBU Y HOBOPOXIEHHBIX C HECOOTBETCTBHEM CTPOCHHUS HAPYKHBIX IIOJOBBIX OpPTraHOB
KapUOTUTTY  JUIi  TIOATBEP)KICHUS/MCKIIOUEHUS  BPOXKIACHHOW  TUCHYHKIMH  KOPBI
Hajanoueunukos[19, 70].

YpoBeHnb yoenquteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJIbCTB - 5)
KommenTapuu: noswviwenue yposus AKTI y HOB0pOdICOeHHO20 ¢ HENPABUNbHBIM CMPOEHUEM

HAPYJICHLIX 2eHUMANULl N0360Jislem  OUASHOCMUPOBAMb O0O0UH U3 8APUAHIOE BPONHCOEHHOU
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oucyukyuu Kopvl HA0NOYeyHuKos. IlosviuieHue Ypo6Hs peHUHA KPOBU 8 COYEeMAHUU C HUSKUM
ypogHem anvoocmepona ommeuaromca npu gopmax BJIKH, npomekarowux c Odepuyumom
MUHEPATOKOPMUKOUOO8 (TUROUOHASL 2UNEPNAA3Us HAONoYeyHUKo8, dedpuyum 1la-euopoxcunaszot

(Oepuyum 20,22-0ecmonasvt), Oepuyum 3 6- 2uOPOKCUCMEPOOOe2UOPOeHA3bL).

Pexomenayercst uccieqoBaHHE I[IUPOKOIO CHEKTpa CTEPOUIIOB (HCCIEAOBAaHUE YPOBHS
aH/IPOCTEHIMOHA B KPOBH, HCCIIEIOBAHNE YPOBHS OOIIET0 TECTOCTEPOHA B KPOBH, HCCIIEJOBAHUE
YPOBHSI KOPTUKOCTEPOHA B KPOBH, HCCIIETOBaHNE YPOBHS | 1-1€30KCHKOPTHKOCTEPOHA B KPOBH,
HCCJIEIOBaHKUE YPOBHS 00IIEr0 KOPTH30Ji1a B KPOBH, HCCIIEIOBAHNE YPOBHS aJIbJIOCTEPOHA B KPOBU
WIM KOMILIEKCHOE OIpEeeIeHHe KOHIEHTPALUU CTEPOUJIHBIX TOPMOHOB METOJIOM TaHJIEMHOM
MacC-CIIEKTPOMETPUH ) MPU HATHMYUHU ApTEPHATBLHOW THICPTEH3UU y JIEBOYCK C CHUMIITOMAMHM
TUTIEPAaHIPOTCHUN WM Y MAJIbYUKOB C CUMITOMAaMH JIOXKHOTO IMPEKICBPEMEHHOIO ITOJIOBOTO
pasBuTHs I UCKItoueHus nedunuta 118- ruapokcunasei[6, 19, 50].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB - 5)
KommeHnTapumn: wnaruuue HU3KOpeHUHOBOU aApmMepuaibHOU 2UNEePmeH3uu 6 COYEemAaHuu C
CUMPMOMAMU 2UNEPAHOPO2EHUU ABNAIOMCS XapaKkmepHulMu 05 Oegpuyuma 1 16— cudpokcunasol,
umo noomeepicoaemcs 8bICOKUM ypoenem 11-0e30kcuxopmusona u 11-

de3OKcuK0pmui<ocmep0Ha 6 COYemaHul ¢ 8bICOKUMU HAONOYESYHUKOBLIMU GHOPOZQHCM/!M.

PekoMeHyeTcst TIPOBEICHNE MOJIEKYIISIPHO-TEHETHYECKON THATHOCTUKU JUIS TTOATBEPIKICHHSI
penkux GopM BpOKIACHHON TUCPYHKIIMHA KOPBI HAAMOUYCUHHKOB B COMHUTEIBHBIX CIYYasx UIH C
eSO CEMEWHON TeHeTHYECKON KOHCYbTaruu[6].

YpoBeHb yoenurenbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 5)

2.4 NHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE HCCIIe/I0BAHUS

Pexomenayercesi eTIM C MPESKISBPEMEHHBIM aJpeHapXe MPOBeJIeHUEe PeHTreHorpaguu KUCTH
JUTSL OTIPENICIICHUsI KOCTHOTO Bo3pacta[3].

YpoBeHb yoenuTelbHOCTH pekoMeHanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEIbCTB - D)
KommenTapum: onepedicenue kocmnozo 8o3pacma Ha 2 200a u 6ojiee nacnopmHbulil XapakmepHo
0Nl 8PONCOEHHOU OUCHYHKYUU KOPbl HAONOYEYHUKO8 6 Omiauyue Om UOUONAMUYecKo2o

npejicoespemMeHH020 aopeHapxe.

Pexomenayercst AeTsAM C TNpPEeXAEBPEMEHHBIM aJpeHapXe IMpU BBIPAKEHHBIX IMPU3HAKAX

TUTICPAHAPOTCHUH W OBICTPO MPOTPECCUPYIONICH BUPWIHM3AIUN C IeNbi0 TuddepeHnrnaIbHON
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JIMAarHOCTUKU MEXKAY BPOXKICHHONH AUCOYHKIMEH KOpPBI HAAMOYECYHUKOB M OOBEMHBIMHU
00pa30oBaHUSMHU HAJIIIOYCYHUKOB IPOBEICHUE BU3YAIM3AIMH HAAMOYCUYHUKOB C TOMOIIBIO
yIBTPa3BYKOBOTO UCCIICIOBAHUS HAIIOUYCYHUKOB, KOMITBIOTEPHON TOMOTpaguu HAAIIOYCUHUKOB,
MarHUTHO-PE30HAHCHOU ToMOorpaduu HaaoueuHuKoB[66, 73, 74].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB - D)

PexoMeHnayeTcst J€BOYKaM IOAPOCTKOBOTO BO3pacTa € CHUMITOMAaMH TUIEPAaHAPOTCHUU
npoBeneHue Y3M opraHoB Majoro Ta3a C LEIbI0 MCKIIOYEHHS OBapHAJIbHOIO TeHe3a
runepanaporennu[10].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB - 5)
KomMmeHTapum: y 0esouex ¢ HapyuieHusmu MeHCmpyaibHO20 YUKLA HA (POHe ameHopeu Modcem
onpeoensamvcs yMepeHHo No8blUeHHbIU YposeHy 1 7-eudpokcunpozecmepona. Boiaenenue na Y31
VBeNUUeHHbIX AUUHUKO0G (Donee 12mn) aensiemcsi 0OHUM U3 C8UOemeNrbCmE 8 NOIb3Y 08APUATLHOO

2ernesza eunepaHOpoeeHuu

Pexomenayercs nposeaeHue Y3 opraHoB Majioro Tasa M axoBbIX KaHAJIOB Y HOBOPOKIEHHBIX
C HETIPaBHJILHBIM HITH )KEHCKUM CTPOEHHEM HAPYKHBIX TTOJIOBBIX OPTraHOB Mpu KapuoTuie 46 XY

JUTsl yTOYHEHHs pactosokenus tectukyn [19, 70].

YpoBeHb yoenurenbHocTH pekomenanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB - 5)
KommeHnTapuu: omcymcmeue mamxu y HO80podcOeHHo2o ¢ kapuomunom 46XY npu
HeNpasUIbHOM UNU JICEHCKOM Mune CMpOeHUsi HAPYICHLIX 2eHUMAUll Modcem Oblmb npu
8DOACOEHHOU OUCHYHKYUU KOPbL HAONOYEYHUKO8 (NPU TUNOUOHOU SUNEPNIA3Ull HA0ONO4YeUHUKOS,
npu  Oeguyume 1la-euopokcunasel, Oegpuyume  17a-eudpoxcunrasvl, Oepuyume  36-

2UOPOKCUCTNEPOUD-0e2UOPO2EHA3bL).

2.5 NHble 1TMATHOCTHYECKHE HCCIIEI0BAHUS

Pexomenayercsi mpueM (OCMOTp, KOHCYJIBTalMsl) Bpada-AeTCKOrO YpOoJiora-aHIpoJiora W/iiiH
Bpava- aKyliepa-ruHeKoJI0ra JJisi BCeX JETeH ¢ HeMpPaBUIIbHBIM CTPOCHUEM HAPY)KHBIX TIOJOBBIX
OpPraHoOB TpPH BPOXKICHHOW AUCOYHKIMH KOPbI HAIMOYCUYHUKOB C MENBI0 IUIAHHUPOBAHHS
Xupypruueckoit koppekuuu[11, 41, 79, 93].

YpoBeHb yoenureasHocTn pekomenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB - 5)

21



3. Jlequne, BKJIIOYasd MCAUKAMCHTO3HYI0O U HECMCAUKAMECHTO3HYIO TEPAIIUH,
ANETOTEPAININIO, 066360JII/IB8HI/IC, MEAUIMNHCKHE NMTOKA3aHUA U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/0B JICUCHHUA

3.1 «KoHcepBaTHBHOE JIeYEeHH €)

BBenenue: ocHoBoil Tepamuum mpu  Bcex ¢dopmax BJIKH sBnsercs  HasHaueHue
[IIOKOKOPTUKOUIOB, KOTOPBIE TIO3BOJISIOT 3aMECTUTh JCPHUIMT KOPTU30Ja U TeM CaMbIM
nonaButh u30bITouHyro cekpeunto AKTI. B pesynpTare cHukaercs MOpOAYKLIHS
HAAMOYEUHUKAMHU TEX CTEPOUTIOB, KOTOpble B HU30OBITKE CHHTE3UPYIOTCS NPU JTAaHHOM

(dbepMEeHTaTUBHOM OJIOKE.

PexoMeHayeTcs1 BCeM JIETSM C YCTAaHOBJICHHBIM JTMAarHO30M KJIaCCUYECKOM (hOpMBbI BPOXKIEHHOM
TUCQYHKIIMM KOpPbI HAJIMOYEUYHUKOB HA3HAUYEHUE THIPOKOPTH30HA** B TaOIeTUpOBAHHOMN
bopme[22, 76, 86].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH JJ0KA3aTeJILCTB - 4)

He pexomenayercsi y neTeil B mepuoja aKTUBHOTO pPOCTa HMCMOJIb30BaTh TIFOKOKOPTUKOHIBI
(mpeaHU30MOH**,  METHIMpPEeNHU30JI0OH™*, nekcameTazoH** U T.M.) MPOJOHTUPOBAHHOTO
neiicteus[21, 35].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB - 4)

KommenTapum: cywecmeyrom pasiuynvle MeOUKAMEHMO3Hble npenapamsi, obnadarouue
2NIIOKOKOPMUKOUOHOU  GKMUBHOCMbIO:  2UOPOKOPMUZOH™*,  NpeoHUu3010H™>,  KOpmu3oH,
Odexcamemason™*.  Cunmemuueckue  2IHOKOKOPMUKOUObL — NPOLOHSUPOBAHHO20 — OelCmBUs.
(npeonuzonon™*, dexcamemaszon™*) oxaszviearom HecamusHoe 6lUsIHUE HA Npoyeccvl pocma. Jns
oemetl ¢ OMKPLIMbIMU 30HAMU POCMA, 0COOEHHO MAAOULe20 803PACMA, HAUOOIee ONMUMATbHLMU
npenapamamu  ciedyem — cyumams — madiemuposamHvle  GopMbl  2UOPOKOPMUZOHA X,
Ilepsonauanvuas cymounas 003a 2UOPOKOPpMU30HA™¥, HeobOX0O0umas O0as NoOAsIeHUs
usbimounoii cexpeyuu AKTI y 0emeii nepgozo 200a acusnu, moxcem oocmueams 20 me/m?. Y
Odemetl cmapuie 200a CymouHasi 003a 2UOPOKOpmMu30Ha™** 6 cpednem dodicna cocmasisimo 10—

15 me/m?. Ilpenapam daemcs mpu pasza 6 Cymxu 6 pagublx 003ax Kaicovle 8 uacos.

Pexomenayercss mnpu HEBO3MOXKHOCTM KOMIEHcauuu 3a0oneBaHus Ha (OHE TMpuema

TUAPOKOPTU30HA™** y neTeil moJIpOCTKOBOTO BO3pacTa € 3aKPHITHIMU WMJIH OJU3KUMH K 3aKPBITHIO
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30HAMH POCTa HCIOJIb30BaHUE TIIOKOKOPTUKOMIO0B (kog ATX HO02AB) (mpemuuzomon™* wimm
JeKcaMeTa3oH**) ¢ mposioHrupyembim aeiicteuem [17, 29, 35].

YpoBeHb yoenuTeJbHOCTH pekoMeHanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)
KommenTapum: y demeil ¢ 30Hamu pocma, OAUSKUMU K 3AKPLIMUIO, 803MOJICHO NPUMEHEHUe
2NIIOKOKOPMUKOUOO8 NPOTIOHSUPOBAHHO20 Oelicmausl, okasvlearowux donee svipadicentwviti AKTI -
nooasastowuil dppexm. Cymounas 003a 5Mux npenapamos O0JNCHA COOMEEMCMBEO8ANb
IKBUBANIEHMHOU Q03¢ 2udpokopmuzona** 10-15me\wm2 6 oenv (npeonuzonron**- 5-7,5 me/cym 6 2
npuema, oexcamemazon** -0,25-0,5 me/cym 6 1-2 npuema). /{na maxcumaibHo2o nooasieHus
cexpeyuu AKTI I\3 cymounoti 0oszvl naznauaemces 6 ympennue yacwl (8 7.00) u 2\3 0o3el - neped

crHom (8 23.00).

Pexomenayercss BceM netsmMm ¢ conbrepstomiet  ¢opmoit  BJAKH  nazHauenwue
GurynpokopTuzoHa**, AeTsM TPyTHOrO BO3pacTa II0KAa3aHO JIOTIOJIHUTEILHOE BBEJCHHE B
MUINEBOM PAaIMOH MTOBAPEHHO cou 2.2 MMoJb/Kr/neHs [24, 37, 58, 61].

YpoBeHb yoenuTEeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB - 4)
KommeHnTapuu: npu  coanemepsitowei.  Gopme  BJIKH  neobxoouma — mepanus
MUHEPANOKOPMUKOUOOM (PyOpoKopmuzoHom™**, komopwiti HasHauyaemcsi ¢ 0oze 0,05— 0,15
me/cym 6 1—2 npuema (6 6.00-7.00 u ¢ 16.00-17.00). ¥V 0emeti epyoHoeo o3pacma nompeoHocms
68 MUHEpaNoKOpMUKouoax eviue u modcem oocmueamsv 0,3 me/cym (cymounyro 003y
pexomenoyemcsa — pazoeaumsv Ha 2-3 npuema). YV Oemeiti 0e3 KIUHUYECKUX NPOAGIEHUU
conbmepsoueo CUHOpOMA ~ MOJicem ommeuamvcsi  CYOKIUHUYECKull  Oeqhuyum
MUHEPATIOKOPMUKOUOO8, Kpumepuem Komopo2o A6IAemcs NOGbIUEHHbI YPO8eHb peHuHd. B
MAKUX CAyHasx modice NOKA3aHO Ha3HadyeHue GayopoKopmuzoHa™*. Jlemsm epyonozo eospacma
NOKA3aHO OONOIHUMENbHOE 88e0eHUe 8 NUWEBOU payuoH nosapenHou coau 6 koauuecmse (,1-0,2

cp. Ha Ke eeca.

3.2 «XHUpYPruyecKoe Je4eHue

Pexkomenayercst BceM JI€BOYKaM ¢ KiaccudeckumMu gopmamu aedummra 21- TuapoKcunasbl u
neburuta 11B—TUapOKCHIA3bl ¢ BUPWIM3AIMENW HApYKHBIX TEHHTAIUN MPOBOIUTH
(eMHHU3HUPYIONIYIO TUIACTUKY HapyKHBIX reHutanmii[3, 11, 14, 15, 41, 79, 93].

YpoBeHb yoenureabHocTn pekomenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB - 5)

KomMmeHnTapuu: 6 nacmosiwee epems 01 0eB04eK C HUBKOU CMenenvlo supunuzayuu (0o 3

cmenenu no knaccuguxayuu Ilpadep npu Hu3Kol noocuHKmepHol Gopme ypoeHUmanibHo20
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CUHYCA) DeKOMeHOYemcsi npogedeHue 0OHOIMANHOU NIACMUKY, BKIIOUArOwel onepayuu Ha
KAUMOpe ¢ COXPAHEHUem CcOCyOUCMO-HEPBHO20 NYYKA U UHmpoumoniacmuky. /[nsa degouek c
8bICOKOU (POPMOLL YPOLEHUMANLHO20 CUHYCA CPOKU U 00bEM XUPYPIUUECKO20 BMEeUamenbcmed 00
Hacmosiuje2o momenma ouckymupyromcsi. Ilposederue 00HOIMANHO20 NeyeHUs 8 MAAOEHUeCKOM
go3pacme umeem Kak C80U NpeumMywecmea (0OHOIMANHOCMb JIeYeHUsl, BO3MONCHOCHIb
UCNONb308AHUSL  NPENYYUANbHOU MKAHU O  UHMPOUMONIACIUKY), MAK U He0oCmamKu
(hopmuposanue pyoyo6020 cmenosa erazaiuwa, 4mo mpedyem OyHCUpo8aHus uiu NOSMOPHOU
onepayuu). Ilpu 08yxa3mannom nevueHuu nepewlii Sman, GKI0UAWUL ONEPayuy Ha KIumope u npu
HeoOX00UMOCMU paccedenue YPOoSeHUMAIbHO20 CUHYCA, BbINOIHACMCS HA NEPEOM 200) JHCUZHU, 4
8MOpOU dman — UHMPOUMONIACTNIUKA — NOCIe OOCHMUNICEHUS XOpoulell ICMpPOo2eHU3ayuUU
eenumanuu. Tpebyromces oanvHeuuue uccied008anuusi C OYeHKOU KOCMemuUyecko20 pe3yibmama u

@DYHKYUOHANBbHOU cocmagnsouell 80 83pOCioM 803pacme.

PexoMeHayercst BceM JIETIM C BPOXKICHHOM JUC(YHKIMEH KOPBI HAANOYECYHHUKOB C
HEMPAaBWIBHBIM CTPOCHHEM HAPYXHBIX TE€HUTAIHH IPOBOAUTH XUPYPIUYECKYIO ILIACTHKY
HApYKHBIX T€HUTAINI B COOTBETCTBHHM C BBHIOPAHHBIM IIOJIOM BOCIHTaHUs ((hEMHHU3UPYIOIIAs
IUTACTHKA HAPYXHBIX TeHUTAIMH JUIA JEBOYEK W MACKYJIHHH3HPYIOIIAs IUIACTHKA HapyKHBIX
reHuTanuii s Maiapunkos)[41, 55, 70].

YpoBeHb yoeaureabHocTH pekomMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB - 5)

3.3 HHoe JieueHue

BBenenue: ofHUM M3 OCIOXXKHEHMH AMUTENbHOM nekommeHcanuu tex ¢opm BJIKH, xotopsie
IOPOTEKAIOT ¢ M30BITOYHBIM CHHTE30M HAAMNOYEYHMKOBBIX aHJaporeHo (meduuur 21-
TUAPOKCUIIA3hl U AepuuuT 11B-ruapokcuiasel) BIsSETCS MpOrpeccusi KOCTHOro Bo3pacta. [lpu
JOCTHKEHUM MyOepTaTHBIX IOKa3aTeleldl KOCTHOrO BO3pacTa y JEeTe MOXeT pPa3BUThCS
TOHAJOTPONMH3aBUCUMOE TPEXKACBPEMEHHOE II0JI0BOE pa3BuTHe. [l TNOATBEpKIEHUS
IPEX/IEBPEMEHHOW aKTHBAIlMM TUIOTATAMO-TUIO(U3aPHO-TOHATHONH CHUCTEMBbI TPOBOAUTCS
npoba ¢ aHajloraMM TOHAJOTPONMHPWIM3UHT TOpMOHA. B cilydae HeyaOBIETBOPUTEIHLHOTO
POCTOBOTO TIPOTHO3a (Tpe/oIaraeMblii KOHEUHBIH pocT MeHee 150 cM y keHuuH U Menee 160
CM y MY)XYMH) BO3MOXKHO Ha3Hau€HHE aHAJIOroB IOHAJAOTPONMMHPHUIM3UHI ropmoHa (kog ATX
LO2AE) no cranmaptHoii cxeme[31]. Ha done GroxmpoBaHus MOJIOBOTO pa3BUTHS Y ACTEH, Kak
MIPaBHJIO, CHUYKAETCS CKOPOCTh POCTa. B Takux citydasix BO3MOXKHO JTOTIOJIHUTEIbHOE IPUMEHEHHE
npernapaToB FOPMOHA POCTa € IEIBIO YAYUIIEHUS pOCTOBOro mporHo3al7, 59].

MHOrumMu  KJIMHULIACTAMU  OTMEYAETCS  CJIOKHOCTb  KOMIIEHCALIUHM  BPOXAECHHOMN
TUCQYHKIIMM KOPbI HAAMOYEYHUKOB B MyOEpTaTHOM BO3pacTe, 4YTO CBA3aHO KaK C

MICUXOJIOTMYECKUMH OCOOEHHOCTSIMH TIOJIPOCTKOB, MPUBOAAIIMME K HAPYILICHUIO PeKUMa ITpruemMa
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mpenaparoB, TaKk W C (U3UOJIOTMYECKUMU OCOOCHHOCTSMH IyOEpTaTHOTO TIEPHOA,
MPHUBOAIINMHA K U3MEHEHHIO (DAPMAKOKUHETHKH TITFOKOKOPTUKOUIOB. C IEIhI0 KOMITCHCAITUN
KIIMHUYECKUX HpOSIBJIeHI/IfI THICPAHAPOTCHHUU 1pU  HCBO3MOXHOCTH  OCKaJIaliM  JO3bI
TIIFOKOKOPTUKOHJIOB, BO3MOYKHO Ha3HAYEHHUE JIEBOYKAM-TIOAPOCTKAaM aHTHaHAPOreHoB (koq ATX

GO3H)[53]

PexoMeHnayeTcsi Ha3zHau€HHE JIOMOJHUTENBHBIX METOAOB JICUEHMs, TaKUX KakK Ipernaparsl
comatorponHoro ropmona (kog ATX HOL1ACO1), aHanoru roHagoTPONUH-PHIM3UHT TOPMOHA
(kom ATX LO2AE) mnamueHtam ¢ BpOXKACHHOH AMCOYHKIMEW KOPbI HAJIIOYECYHUKOB I10
MOKa3aHUSAM C LIeJIBI0 YIYYIIEHUs] pOCTOBOI'O IPOTHO3a B PaMKax KIMHUYECKUX MCCIIEJOBAaHUN B

CIeNHaTM3UPOBAHHBIX IIEHTPaX ¢ pa3perneHus komuTera 1o 3tuke[31, 53, 59, 67].

YpoBeHb yoeauTeJIbHOCTH peKkoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB - 3)

Kommenrapum:  ananocu  conadomponun-punuzune — 2opmona (koo  ATX  LO2AE)
(#mpunmopenrun** ¢ 0oze 3,75me e/m 1 paz 6 28 oneu unu 11,25me ¢/m 1 paz 6 12 nedenv,
#Hneunpopenun™* ¢ 0oze 7,5me 6/m 1 paz 6 28 oneti unu 11,25m2 6¢/m 1 paz 6 12 nedenw - neuenue
ocyujecmensaemes 8 COOMeemcmsuy ¢ COOMEEenCcmsayoWUMU KIUHUYECKUMU DPEeKOMEHOAYUAMU
«lIpeacoespemennoe nonogoe pazeumue»[94]. Ilpenapamer copmona pocma (comamponun** 6
0o3ze 0,035me na ka/cym n/k 6 eeuepHue 4acvl exceOHesHo) makice Mo2ym Obimb HAZHAYEHbL 8
cyuae Heyoo8iemeopumenbHO20 pOCmMo8020 NPOSHO3d (Npednoazaemblil KOHEYHbLL POC MeHee

150cm y orcenwyun u menee 160cm y myscuun);

Pexomenayercst Ha3HaUEHHE AHTUTMIIEPTEH3UBHBIX CPEACTB MALIUEHTaM C TUIIEPTOHUYECKUMU
dopmamu BJIKH (medunur 17a-ruppokcunassl, aepuuur 11B— ruapoKcuiasel) MpH
HEJOCTAaTOYHOW KOMIIEHCALlUM apTepHabHOM TUIEepTeH3uu Ha QoHe 0a30BOM Tepamnuu
riokokoptukonnamu[27, 50].

YpoBeHnb yoenureasnocTu pekomenanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB - 5)
KommeHnTapum: npu coxpausiowelicas apmepuanvHoli 2unepmeH3uu Ha Qone mepanuu
enoKoKopmukouoamu  npu  eunepmonudeckux — ¢gopmax BJKH nokazano mnazuauenue
OONOJIHUMENbHOU 2UNOMEH3UGHOU Mepanuy 6 Cclyuyde HeGO3MOICHOCMU ICKANAYUU O003bl

anokokopmukouoos. [45, 51].
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4. MeanuuHCKasi peadMIIMTALMA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMUIMHCKHUE MOKA3aHUA U NPOTUBONOKA3aHUA K IPUMEHEHUI0 METO/10B
MEIULMHCKOH peadnjnTanuu, B TOM YUCJIe OCHOBAHHBIX HA UCII0JIb30BAHUHT

NPUPOAHBIX JIeYeOHBIX (PAKTOPOB

Pexomenayetcsi BceM ceMbsiMm ¢ HoBopokneHHbIMU ¢ BJIKH u getsam ¢ BJIKH, oco6enno B
ny0epTaTHOM BO3pacTe, NpUEM (TECTUPOBAHUE, KOHCYJIbTALUMs) MEIUIMHCKOrO IICHXOJIOra,
3HAKOMOTO C JIaHHBIM 3a00JICBAaHUEM C IIENbI0 OKa3aHUE TICUXOJOTHYECKON TOMJCPKKUA M
ncuxortepanuu [48, 63, 72, 76].

YpoBeHb yoenutesibHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB - 5)
KomMmMmeHnTapuu: pooicoenue pebenka ¢ HenpasuIbHboIM CMpPOEeHUEM HAPYICHBIX 2eHUMANULL, M.e. C
HEoONnpeoeleHHOCmbl0  NOoAd, 4acmo AGIAemcsi Cmpeccom Oas cembl, umo mpeodyem
Keanupuyuposanroi nomowu ncuxonoza. llompedHocms 6 NONCUSHEHHOU 3AMECMUMENbHOU
2OPMOHANLHOU mepanuu U y2po3a pazeumusi OCMPLIX COCMOAHULL 8 6ude KpUu3os O0Cmpol
HAONOYEYHUKOBOU HEOOCMAMOYHOCIU 6bi3bl8alom 00eCnoOKOeHHOCb KaK camMux oemell, mak u
ux pooumenet. Ilcuxonoeuueckoe conpogoxicoeHue nayueHmos u 4ieHo8 ux cemell He MmoJbKO
VAyHmaem Kawecmeo MHCU3HU NAYUueHmos, HO U NO8blUAem NPUBEPHCEHHOCMb K aedeHuto. B
nOOPOCMKOBOM 803pacme y MHo2ux nayuenmos ¢ B/IKH, nepenecuiux niacmuieckyio Xupyp2uro
HA HAPYHCHBIX 2eHUMANUSAX, BGO3HUKAIOM GONPOCHI O MNOJNOBOU NPUHAONEHCHOCMU U O
nepCneKmu8ax Noa06OLU HCUSHU U epmuilbHOCMU, YUMo noouac mpeodyem 3aHAmull ¢ NCUXO0I020M
OJ151 NPUHAMUSL 3A001eBAHUSL.

5. IIpopuiaakTtuka u JUCHAHCEPHOe HAOJOAeHHe, MeIUMIUHCKHE
NMOKA3aHUS M IMPOTHBONOKA3AHUA K TNPHUMEHEHHMID METOJ0B

NPoPUIAKTUKH

5.1 IpoduIakTHKA OCTPLIX COCTOSHUIN

Beenenue: HpO(I)I/IHaKTI/IKa npu BpO)KI[CHHOﬁ ILI/IC(byHKI_II/II/I KOpPBI HAAINTOYCYHUKOB HAITPABJICHA HAa

MpeaoTBPAICHUEC KPU30B OCTpOfI HAJIIOYEIYHUKOBOM HETOCTATOYHOCTH.

Pexomenayercst yBelIMUYeHHE 103bl TIIIOKOKOPTUKOWJOB B 2-3 pa3a JETAM C KJIACCUYECKUMH
dopmamu BJIKH npu npucoenvHeHnHn MHTEPKYPPEHTHBIX 3a00J€BaHUIl ¢ TeMIepaTypoil Tena
Boiie 38°C, mpu racTpo’HTEpUTax ¢ 00E3BOXKHMBAHHUEM, IIPU XUPYPrUUYECKOM JICUEHUH U TPHU
CEpbE3HBIX TpaBMax C LENbI0 IMPEAYNPEKIECHUS KpU3a OCTPOH  HAANOYEUHUKOBOU
HepocraTounocrtu [32, 77].

Yposenb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB - 4)
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He pexomeHnayeTcsi yBeIHueHHE JJ03bI MITIOKOKOPTUKOHUIOB Y JIETEH C KIIACCHYECKUMHU (popMaMu
BJIKH mnpu XpOHMYECKHX TIICHXOAMOIHMOHAIBHBIX W (PU3MUECKUX HArpy3kax ¢ IeJblo
HPEIYIPEKACHHS IEPET03UPOBKH IIIFOKOKOPTHKON10B[88].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)

KommenrTapuu: oJemu c¢ «xnaccuveckumu ¢opmamu BJKH umerom  XpoHuueckyro
HAONOYEeYHUKOBYIO HEOOCMAMOYHOCb, C1e008AMENbHO, 8blOPOC 0OCMAMOYHO20 KOIUYEeCm8d
2NIIOKOKOPMUKOUO08 KAK PEaKyusi Ha CMpecc )y HUX He803MOdCeH. Dmo OuKmyem HeobXxo0umocms
NOBbIUEHUS 003bl 2IIOKOKOPMUKOUOO8 8 MAKUX CIIYYAsX, KAK ONepamusHoe jleyeHue, Tuxopaoxa,
obe3gooicueanue unu maxcenas mpaema. Ilpu unmepryppeHmmuvix 3a001€8aHUAX  003d
2NIIOKOKOPMUKOU008 yeenuuusaemecs 6 2—3 pasa. Ilpu pazeumuu aopenanosoco Kpusa

mpebyemcsi napenmepaibHoe 86e0eHuUe IOKOKOPMUKOUOO8.

Pexomenayercst BceM MalMEeHTaM C [OJ03PEHHEM Ha KpPU3 OCTPOM HAAMOYEUHUKOBOM
HEJOCTAaTOYHOCTH HE3aMEUIMTEILHOE MapeHTepalbHOE BBEICHUE THAPOKOPTHU30HA** B mo3e
2mr/kr (MakcumanbHo 100 mr) (metsM 1o 28 OHEW KU3HU — 4 MI/KT) € TOCISAYIOUIUM
MPOJOHKEHUEM BBEACHHS THIPOKOPTU30HA™* M mapeHTepalbHbIM BOCIIOIHEHHEM >KUIKOCTH C
1eJIbIO KYITMPOBAHMS KPH3a U HOpMau3anuu coctossuust [62, 64, 71, 80].

YpoBenb yoenuteabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommenrtapuu: [Ipoussecmu napenmepanvroe 601i0cHoe 8sederue cuopokopmuszona™* 50-100
me/m2 unu u3 pacuema 2-4me/xe. Pacuem 003 maxoice 803M0O4CEH 8 3A8UCUMOCTNU OM 803PACMA
nayuenma: 6/m uau 6/8 60a0cno 00 2 nem (<15 ke) - 25me, ¢ 2 0o 6 nem (15-25 xe) - 50me, ¢ 6
agem u cmapwe (>25 xe) - 100mz__cudopoxkopmuzona™*. Jlanee npooondxcums 66edeHue
euopoxopmuzona** ¢ 0oze 50-15-100 me/m2/cym aubo 6 sude HenpepvléHOU UHDY3UL, TUOO 8 8Ude
yemvlpex pazoeneHHblx 003, 6600UMbIX Kadcobie 6 Yaco 6HYmMpUGEHHO UNU HYMPUMBIUEYHO UTU

88edeHue 2udpoxopmu3ona™* uz pacuema 003wl cuopoxkopmuzona** 2 me/ke kaxcovie 6 4acos.

Ilapenmepanvtoe socnonmneHue AHCUOKOCIU:

- npu woke unu cpedret/msaxicenol decuopamayuu secmu 6/8 0,9% pacmeop nampus

xnopuda** ¢ doze 10-20mn/ke

- Hayamo nocnedyowyio noodepicusarowyio ungysuonnyio mepanuio. 0,9% pacmeop nampus

xnopuda ** unu 5% pacmeop dexcmpo3zor **

- Npu ypoeHe 2noK03bl Kposu meHee 3,5 Mmoawv/1 — 6600ums 6/6 6ontocno 10% pacmeop

dexcmposwl** 6 00ze 2-5 ma/ke
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Kaosicowie 2 uaca - uccnedosanue yposHs Kaius, Hampus, 2i0K03bl 8 KPOSU, d MaKice
usmMepeHue apmepuairbHo20 0asieHus Ha nepugdepuyecKux apmepusx, usmepenue 4acmomul
cepoyeobuens.

Ilpu Hopmanuzayuu yposHell Kaius, Hampus — Nnepexoo0 HA 6/M 68edeHue pacmeopa
2UOPOKOPMU3OHA™™* ¢ NOCMeneHHviM CHUCeHUeM 003bl U Nepex00OM HA NepopaibHble

npenapamot. Dryopokopmuzon** nazuauaiom npu 003e euopoxopmuzona™** < 50 me/cym.

Pexomenyercsi TmamyeHTaM C BPOXKAEHHOM JUCQYHKIHMEH KOpPBl HAAIOYEYHHKOB IIPU
HEOOXOIMMOCTH TPOBEIEHHUS XHPYPIrHYECKHX BMEIIATENLCTB IMOJ OOWIeH aHecTe3uen
NEePeXOoANTh Ha MapeHTepalbHbIe (POPMBI TUAPOKOPTH30HA** WIIM BBEJEHHE CTPECCOBBIX 103
THIPOKOPTU30HA™* C I[eNbI0 NpenoTBpAIleHUs] Pa3BUTHS KpH3a OCTPOW HAAMOYECYHUKOBOU
HemocratouHocTH [62, 64, 75, 80, 91]

YpoBeHb yoenutesibHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB - 5)

KommenTapuu: [lpu xupypeuueckux onepayusix c obweti amecmesuel, @emunusupyuetl
NAACIUKE HAPYHCHBIX SeHUMANULL, MAXCENbIX MPAsmMax, pooax u 3a001e6aHusx mpedyiouux
UHMEHCUBHOL Mepanuu: HenocpeOCmMEeHHO nepeo anecmesuell Heobx00UMo OOIOCHOe 86e0eHUe
2UOPOKOPMU3OHA™™ 6 003e 2 me/Kke 6/6 unu 6/m (015 HedoHOuenHbIX Oemell u demeti maaoduie 28
CYMOK JHCU3HU 6 003e 4 Me/K2) ¢ nocaedyrouwum npooOIHCEHHbIM 86e0eHUeM SUOPOKOPMU3OHA ™ *
6/8 KaNebHO CO CKOPOCMbIO 86€0€HUsL U3 PACHema.:

- npu macce mena menee 10 xe: 25 me 3a 24 yaca

- npu macce mena 10-20 ke: 50 me 3a 24 uaca

- npu macce mena 6onee 20 ke: y oonybepmamuwix oemeti— 100 me 3a 24 uaca, y

Ooemeti nybepmamammnoeco eozpacma - 150 me 3a 24 uaca.
B nocneonepayuonnom nepuooe 6 meuyeHue Nepevix CYMOK BO3MOINCHO NPOOOJHCUMb 6/8
KanenvbHoe 68e0eHUe 8 YKA3AHHbIX 8blule 003aX WU nepeumu Ha OONIOCHOe 8/6 Ul 6/M 66edeHue
euopokopmuzona™** uz pacuema 2 me/ke xanxcovie 4 yaca. Ilocre cmabunuzayuu cocmosHus —
nepelumu Ha NepopabHbIlL Npuem UuOpoKopmuszoHa** 6 cmpeccosvix 003ax (yseruvumso
CMAaHOapmuyto cymounyio 003y 6 2 pasa 8 meuenue 48 uacos ¢ nociedylouwum nocmeneHHbiM
CHUDICEHUEM 003bl 00 00bIUHOU mepanesmuyueckoli 003vl. IIpu nepexode na nepopanvhwlil npuem
2UOPOKOPpMU3OHA™® U Hanuuuu y nayueHma MuHeparoKOpmMuUKOUOHOU HeOOCmAmoYHOCHU,
PEKOMEHO0B8AHO HA3HAYUUMb (hIYOPOKOPMU30H™* 6 cmanoapmuotl 003e, Noay4aemot nayueHmom

0o onepamueroco emeliameilbemed.
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5.2 JInHamMuueckoe HaoOgi0neHue (MOHHUTOPHMHI Tepanuu) npu aebunure 21-

THAPOKCHJIA3bI

Beenenwue: nensto Tepanuu npu BJAKH siBasiercs moabop MUHMMaNbHOU 3P QPEKTUBHON 03B
[IIIOKOKOPTUKOUIOB. J{uHaMudeckoe HaOI0ieH!e MalueHToB ¢ Ae@uuurom 21- rugpokcuiiasbl
TpeOyeT MOCTOSHHOTO TOJCpKAaHUSI PABHOBECHS MEXAYy H30BITKOM TJIFOKOKOPTHKOHJIOB,
MNPUBOISAIIMM K Pa3BUTUIO MEIMKAMEHTO3HOTO cuHapoma KyimHra ¢ mojaBiieHHEM poOCTa,
M30bITKOM Beca, moBbllieHHueM AJl, U HEJOCTaTKOM TIIIOKOKOPTUKOUIOB, TPUBOSAIIUM K
Pa3BUTHIO TUINEPAHIPOICHUHU C YCKOPEHHUEM pOCTa, OINEPEeKEHHEM KOCTHOIO BO3pacTa H
MPOSIBIICHUEM CUMIITOMOB BHPUJIM3AIUH.
PexoMenayercsi mpoBOIUTh OOCIIEIOBAHNE W KOPPEKIMIO TEPANIUU Y JIETEH C KIIACCUYECKHUMH
dbopmamu nedunmTa 21-ruapokcuiia3bl MEPBOro roja KU3HU He pexe 1 pa3 B 1-3 Mmec. ¢ 1enbio
OILICHKH KOMIICHCAIUH 10 CJIEAYIOIIEMY MPOTOKOIY:

1. uccnenoBaHue ypOBHS Kalus U HATPUS B KPOBH,

2. NWHAMHKA Beca U U3MEPEHHE apTepUaIbHOTO JaBJICHUS Ha TieprudepruaecKux

apTepusix;

3. wuccnenoBanue ypoBHs 17-ruapokcumnporectepona B kposu [7, 23, 25, 76, 89].

4. ompeneneHre PEHUHOBOW aKTUBHOCTH TJIa3Mbl KPOBU WJIM UCCIIEIOBAaHUE YPOBHS

PCHHUHA B KPOBU (I[J'Ifi HUCKITIOYCHUS ICPEAO3UPOBKU MI/IHepaHOKOPTI/IKOI/II{OB).

YpoBeHnb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 4)

KommenTapum: demu nepgozo 200a Hcuznu 00N4CHbL HAONI00AMbCs ¢ nepuooudHocmoio 1 pas 6
1—3 mec. Kpumepuem adexsamnocmu 3amecmumenbHOU mepanuu y epyOHbX 0emell 8 nepayio
ouepedsv sAeisemcs Kpugas Habopa eeca. YoosnemseopumenvbHulii HAOOp 6eca, Omcymcmeue
CpvieUBaHUll ceudemenbecmsyrom 00 agpgekmusnom neuenuu. Excemecauno onpedensirom yposHu
NEKMPOIUMO8 KPOSU, O KOMOPbIM noddupaemcs 003a (uyopokopmuzona**. Jlnsa akmusHocmu
peHuHa naasmel y oemetl maaouie 3 mMec HCUZHU He CYujecmseyem 4emKux Kpumepues, nodmomy
OGHHBINL NOKA3AMenb UCNOIb308aMb OJisl OYEHKU AOeK8AMHOU 3AMeCmumenbHoOU mepanuu
MuHepanoxopmuxouoamu cioxcuo. ¥Yposenv 170HP onpedensiom kaxicovie 3 mec 0151 noobopa
0o3vl  eudpoxopmuzona**.  Cnedyem ommemums, UYMO HEOOCMAMOUHOe NOOABIEHUE
2UNEPAHOPO2EHUU HA NEPBOM 200V IHCU3HU He NPUBOOUM K CYUWECMBEHHOU NPOZPECcCUU KOCIMHO20
so3pacma, moz0a Kax nepedo3UposKa 2uoKOKOPMUKOUOO8 6 IMOMm Nepuod OKd3bleédaem

He2amusHoe GausHUe HA KOHEeYHblll pocm nayueHmoe.

Pexomenayercst MpoBOAUTH OOCIIEJOBAaHUE U KOPPEKIIMIO TEpalluu y JeTel ¢ KJIacCUYeCKUMU

dbopmamu aedunuta 2 1 -ruIpoKcuIa3bl JOIMyOepTaTHOTO BO3pacTa cTapiie 1 rojia >ku3Hu C IENTbI0
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OILICHKH KOMIIeHcAuu He pexxe | pa3za B 4-6 MecsI1IeB 10 CIIEAYIONEMY POTOKOIY:

1. ckopocTh pocTa, TUHAMHKA BECa, U3MEPEHUE apTEPUATLHOTO JIABJICHHS Ha

nepudepruIecKux apTepusix, OICHKa CTaIuHU TIO0JIOBOTO pa3BUTHS 0 TaHHEpY;

2. peHntreHorpadus KUCTH - ONpeesieHne KOCTHOTro Bo3pacta (1 pas B ron);

3. wmccaenoBaHue YpoBHs 17-rHAPOKCHIIPOreCTEpOHA B KPOBH, OOIIETO TECTOCTEPOHA
B KPOBHU, OIIPE/IeIICHUEe PCHUHOBON aKTHBHOCTH TUIa3MbI KPOBH MJIM UCCIICIOBAaHHE
YPOBHS PEHHUHA B KPOBH,

4. mpoba c aHajoramMM TOHAJOTPONHUH-PUIM3UHT-TOPMOHA TPH MOJO3PEHUU HA

TOHAIOTPOIUH-3aBUCHMOE MTPEIKICBPEMEHHOE MTOJIOBOE Pa3BUTHC,

5. yapTpa3ByKOBOE HCCJICIOBAaHHE OPTaHOB MOIIOHKH Y MajbuMKOB crapiie 5 set (1

pa3 B 2 rojia);

6. yIBTpa3BYKOBOE MCCIICOBAaHUE HAAIOYEYHUKOB (TIPH T TEIBHOM
nexkomrnencanuu)[7, 76, 89].
YpoBeHb yoenurenbHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB - 5)
KommenTapuu: demeii cmapue 200a 8pau-0emcKuil IHOOKPUHOLOZ O0JIdHCeH ocmampusams [

paz 6 3— 6 mec. /st 5moul 603pacmMHOl Kame2opuu cpeou Kpumepues a0eK8amHocmu mepanuu
Ha nepevill NIAH 6bIX00AM Kpuas pocma U OUHAMUKA NPOSPeccut KOCMHO20 803pacmd.
CHudiceHue cxopocmu  pocma  ceudemenbCcmeyem o NnepeoosuposKe  2I0KOKOPMUKOUOOS.
Veenuuenue cxkopocmu pocma no cpagHeHur0o ¢ B03PACMHLIMU HOPMAMU U ONepedceHue
RACHOPMHO20 803PACMA KOCMHBIM O0/lee ueM Ha 200 3a 1 200 co6opsim 0 HedOCMamouHol 003e
2noKkokopmukoudos. Llenesvim yposnem 170HP sensemcs 6epxusisi epaHuya HOpMbul ULU
HeCKObKO evlute. Y Oemell 00 Hayana nybepmama u 0e80YeK-NOOPOCMKO8 UHGOPMAMUBHBIM
Modcem Ovbimb onpeoeieHue YpPosHs MeCcmoCmMepPOHd, KOMOPbIL ompadxcaem OAumenbHOCb
cywecmeyroweli eunepanopozenuu. Hebonvuwioe nogviuenue yposus 170HP npu nopmansHvix
VPOBHAX mecmocmepoHa He mpebyem nogvluieHus 003vl 2UOPOKOPMUZOHA ¥,

Pexomenayercsi MpOBOUTH 00CIIEIOBAaHUE W KOPPEKIIMIO TePaIlliU y JIeTel ¢ KIIACCHICCKUMHU
dbopmamu nedunmta 2 1 -ruapoKcuiiazpl MyoepTaTHOTO Bo3pacTa He pexke 1 pa3 B 3-6 Mec. ¢ 1enbio

OILICHKH KOMIIEHCALIUU MO CJEeIYIOIIEMY IPOTOKOIY:

1. cxopocth pocra, JUHAMUKA Beca, H3MEpPEHHE apTEpUAIbHOIO JaBJICHUS Ha
nepupepuyecKux apTepusix;
2. OIIeHKa JWHAMHKH MTOJIOBOTO Pa3BUTHS;

3. pentreHorpadus KUCTH - OTpeielieHne KOCTHBIN Bo3pacT (1 pa3 B ron);
4. wuccnenoBaHue YpoBHs 17-THAPOKCUTIPOreCTEPOHA B KPOBH, OOIIETO TECTOCTEPOHA
B KPOBU (LTSI IEBOYEK ), OTIPEICIICHUE PEHHHOBOW aKTHUBHOCTH IIJIa3Mbl KPOBH HITH

HCCJIEIOBAaHHE YPOBHS PEHUHA B KPOBH,
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5. yIBTpa3BYKOBOE MCCJIEAOBAaHUE OPTaHOB MAJIOTO Ta3a y AeBOYCK (TI0 MOKA3aHUSIM);

6. yJIBTPa3ByKOBOE MCCIIEOBAHNE OPraHOB MOILIOHKH y MasibukoB (1pa3 B 1-2 roxa)

7. yIbTPa3BYKOBOE MUCCIICTOBAHHUE HAIIOUECYHUKOB (IIPH UTHTEIHLHOM
nexomiieHcanun)[ 76, 89].
YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB - D)
KomMmeHnTapuu: oco6oco enumanus mpeodyiom noopocmku ¢ B/KH, nockonbky 6 smom
603pacmHoOU nepuod onpeodensemcs 0y0ywas @GepmuibHOCMb U  Peanru3yemcs pocmosol
nomenyuan. Ilepedo3upoexka 2n0KOKOPMUKOUOO8 6 MO 8pemMs HpUBOOUm K KOHEYHOLl
HU3Kopociocmu nayuenmos. B cesasu ¢ ocobenHocmamu memaboiusma Kopmusona 6 nepuoo
nybepmama o4eHb CI0AHCHO 00OUMbCA AOeKBAMHO020 NOOAGIEHUS. SUNEPAHOPOSEHUU, He BbI3blEAS
npu 3MoM CUMNMOMO8 nepedo3uposxu. Ilosmomy uabrooame 3a noopocmkamu ¢ BIAKH
Heobxooumo 1 paz 6 3-6 mec. B oannoii 603pacmuoll epynne 03M0iceH nepexoo Ha Npenapamol
2NIIOKOKOPMUKOUO08 NPOJOHSUPOBAHHO20 OeliCEUs NPpU YCI08UU HATUYUSL ONUSKUX K 3AKPLIMUIO
30H pocma u 0ocmudicenusi Koneynoz2o pocma. Kpumepuamu adexeamnocmu mepanuu ciyxcam
OuHaMuKka pocma u eeca, a makKdx#ce CKOpOCMb npozpeccuu nonoso2o passumus. Kax
2Unepanopozenus, maxk U SIMPOLEHHbI 2UNEPKOPMUYUIM NPUBOOAM K 3A0epIHCKe HON08020
PA38UMUSIL.

B cnyuae onumenvhoii dexommnencayuu 3ab6o0ne8aHus HeoOX0OUMbL OONOJHUMENbHbLE
Memoowl 0bcnedosanus. Ymoobvl UCKIOUUMb pazsumue 6MOPULHLIX A0eHOM, nposooumcs Y3U
HAONOYeuYHUKo8. Y MAanbyukos OONOIHUMENbHO NPOBOOUMCS YIbMPA38YKO80e UCCIe008aHUe
0pP2aH08 MOUWOHKU C Yebio BblIAGNIeHUs. 2UNEePRAA3UU IKIMONUPOBAHHOL HAONOYEYHUKOBOU MKAHU
6 Aauukax. Hanuuue smopuyHvlx a0eHom 8 HaONOYeUHUKAX UIU 00BbEMHBIX 00PA308aHUL 8 AUYKAX
mpebyem yicecmoyeHus KOHmposa 2unepanopo2enuy. B maxux ciyuasx unu nosviuiaemcs 003a
2UOPOKOPMU3OHA™™, UMU nayueHm nepesooumcs ¢ 2UOPOKOPMU3OHA™* Ha npenapamol
2NIIOKOKOPMUKOUOO8 NPOJIOHSUPOBAHHO20 OeltiCEUsL.

Ilepuoowr  Onumenvholi  nNEPeodo3UpOBKU  2TIOKOKOPMUKOUOO8 — MO2YH  Bbl3bl8anb
OCI0JCHEHUS, K KOMOopbim OMHOCAMCSL odicupetue, UNEPUHCYTUHEMUS] u
UHCYTUHOPE3UCTNEHMHOCMb. B demckom u noopocmkoom 6o3pacme OaHHble OCIONCHEHUs He
mpebyiom  OONONHUMENbHO20  00CNe008aHUs, A Npu  JedeHuu, NOMUMO  KOPPEeKyuu
2NIIOKOKOPMUKOUOHOLL mepanuu, NPUMeHSAIOmcs Ouemomepanusi U pusudeckue HazpysKu.

Bo 6ce 6ospacmuvie nepuoovl, Kpome 2pyoHoco 6o3pacma, Ol KOppeKyuu
MUHEPATOKOPMUKOUOHOU Mepanu UCNOb3Yemcs YPO8eHb AKMUBHOCMU PEeHUHA NAA3Mbl UIU
VPOBeHb NPAMO20 PeHUHA, KOMOPblll HEOOX0OUMO NOOOEPAHCUBAMb HA 8ePXHEl 2PAHUYE HOPMbI.

Jnumenvnas  nepedo3uposka  MUHEPANOKOPMUKOUOOS — NPUBOOUM K  CHOUKOU

apmepuaﬂbnoﬁ cunepmen3uu U CHUMNCEeHUuro YpOoe6HsA PEHUHA. B maxux CYHasx CHUsCeHue 003bl
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Gyopokopmuzona** HysicHO nposooumv noo KOHMpPOeM AKMUBHOCMU PEeHUHA NAA3Mbl UTU
APAMO20 pEHUHA, M. K. HOPMAIU3AYUSL APMEPUATbHO20 OAGLeHUs MONCem NPOUCXOOUMb
MeOoneHHo U Oadce Nompeb08amb BPEMEHHO20 HA3HAYEHUs 2UNOMEH3USHOU mepanuu
(ucnonv3yromes O10Kamopsl KalbyUesbixX KAHAL08).

Tosvluenue axmusHOCMU pPeHUHA NAA3MbL 0aXce NPU OMCYMCMEUU IIEKMPOIUNMHBIX
U3MeHeHUll OuKmyem HeoOXx00UMOCMb YeeaudeHUs: 003bl MUHEPATIOKOPMUKOUOOS.

5.3. Jlunamuueckoe Ha0J0AeHHe (MOHUTOPHHI TepamuM) y jeTeil ¢ peIKkuMH

dopmamu BAKH

Pexomenayercst mpoBOUTH 00CIIEI0BAaHUE U KOPPEKLIMIO TEPATIUH Y IETEH C peIKUMU (opMaMu
BJIKH c menpio OleHKHM KOMIIEHCAIMM C 4acToToM | pa3 B 3-6 MecsleB MO CIEAYIOIIEMY
IPOTOKOITY:

1. wuccinenoBaHue ypoBHS KalMsl U HaTpUsl B KPOBH,

2. CKOpOCTb pOCTa, IMHAMMKA Beca, U3MEPEHUE apTepUaIbHOTO JaBJICHUs Ha

nepupepuyecKux apTepusix;

3. ompeneneHne peHUHOBOW aKTUBHOCTH IJIa3Mbl KPOBH HJTH HCCIIEJOBAHUE YPOBHS

peHUHa B KpOBH;

4. ompenerneHue UHIMPOKOrO cIrekTpa cTepousoB (mns kaxaod ¢opmer BJIKH
TpebyeTcs onpeaeaeHre CBOUX MapKepoB - corjiacHo Tabnuue 1);

5. pentre”orpadus KUCTEH ¢ OmpeneleHHeM KOCTHOro Bo3pacta | pa3 B roja mpu
nepunute 11B—runpokcunaspl, 11 apyrux ¢opm B/IKH no nokazanusim;

6. ynbTpa3ByKOBOE MCCIEIOBAHHE OPraHOB Majioro Tasza mnpu kapuotune 46XX
HauuHas ¢ MyOepTaTHOro BO3pacTa MpHU JUIONIHONW TUIepIUIa3ui Ha/AMOUYEeYHUKOB
JUTSL CBOEBPEMEHHOT'O BBISIBICHUSI (DOTITUKYISIPHBIX KUCT;

7. ompeneneHUe ypOBHEH TOHAJOTPONMHOB KPOBU  (MCCIEIOBAaHUE  YPOBHS
JTIOTENHU3UPYIOLIETO TOpMOHA B CBIBOPOTKE KpOBH, YPOBHS
(GOTMKYIOCTUMYIHPYIOIIEro TOPMOHAa B CHIBOPOTKE KpoBH) it ¢popm BJIKH,
MPOTEKAIUX C JACPHUIMTOM IIOJOBBIX CTEPOUJOB, C Hayaja IyOepTaTHOro
BO3pacTa Ui ONpe/IesIeHNs] CPOKOB Havajia Tepanuu MoJI0BBIMU CTEPOUIAMU;

8. HabmoneHue Kapauoora c IIPOBEJCHUEM INEKTPOKApAUOTPaMMBl,
sXOKapauorpaduu ¥ CyTOYHOIO MOHUTOPHPOBAHUS apTEPHAIBLHOIO JaBJICHHUS IO
NOKa3aHUAM y JAeTell ¢ TMIepPTOHNYECKUMH (OPMAMU BPOXKACHHOW IUCHYHKLIUU
KOpbI HaamoueyHukoB[1, 27, 36, 57, 84]

YpoBeHb yoenureabHocTn pekomenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB - 5)
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6. Opranu3amnusi oKa3aHusi MeJUINHCKON MOMOIIH

IMoxa3zanus 1 rocIUTATU3ANUH B MeIUIIUHCKYIO OPTraHU3ALMIO:
['ocniuTanuzanys B CTallMOHApP WM JHEBHOM CTAllMOHAP JETEH C HEMPaBUILHBIM CTPOCHHEM
HApY>XKHBIX TIOJIOBBIX OPraHOB C IEJNbI0 YTOYHEHHUS NPUYMHBI 3a00JeBaHHMS U BbIOOpa
IIOJIOBOM IPUHAJJIEKHOCTH;
OKCTpeHHasi TOCHUTAIN3ALMS JIeTeill B CTallOHAp C MPU3HAKAMU CUHIpPOMA MOTEPH COJH
JUIsL YTOYHEHMs JMarHo3a M MPOBEICHUS SKCTPEHHBIX MEPOINPHUSATHI MO0 KYMUPOBAHHUIO
KpHU3a HaAINOYEUHUKOBON HETOCTATOYHOCTH;
OKCTpeHHasi TOCHUTalu3alusg JeTe B CTAaUUMOHAap C YCTAHOBJEHHBIM JMArHO30M
BPOXKACHHAST MUCHYHKIUS KOPbl HAAMOYEYHUKOB MPU BO3HUKHOBEHHUU KpHU3a OCTPOM
HAAMOYCUYHUKOBOIM HEIOCTATOUHOCTH;
[InanoBas rocnuTanu3anys B CTalMOHAP UM JTHEBHOM CTAI[MOHAp JETEH C M0103PEHUEM Ha
BPOXKIEHHYIO TUCQYHKLIUIO KOPBI HAAMOYEYHUKOB TPHU OTCYTCTBUH BO3MOKHOCTH
MPOBEJICHUS IEPBUYHOTO 00CTIEI0BaHNUs B TIOJTHOM 00beMe aMOyIaToOpHO;
[InanoBas rocnuTaNu3alys B ClCHUATU3UPOBAHHBIN CTAI[MOHAP WM JHEBHOW CTAallMOHAp
JeTe C IMOJ03pEHHMEM Ha MPEeXKJAEBPEMEHHOE II0JIOBOE pa3BUTHE IPU OTCYTCTBUU
BO3MOXXHOCTH YTOYHEHHS JMarHo3a W OIpPENeNIeHUs] TAaKTUKA BEJCHUS B YCIOBHSAX
TOCIUTAIA3ALNN B TEKYIIEH MEIUIIMHCKON OpraHu3alny;
[TnanoBas rocnuTaaM3anys B CTALlMOHAP UM JTHEBHOH cTallMoHap aeteil ¢
YCTAHOBJICHHBIM JIMarHO30M BPOXKJICHHOM TUCHYHKIIMU KOPBI HAAMOYEYHUKOB MPU
OTCYTCTBHUH
BO3MO>XHOCTH aMOyJIaTOPHOTO 00cCJe10BaHus B IIOJIHOM 00bEME;
[TnanoBas rocnuTaiu3anys AeTed B cTallOHAp AJIS IPOBEACHUS XUPYPTUUECKOT0 JICUEHUS
(TmacTvKa HapyKHBIX TCHUTAIUH ).

IMoka3aHus K BBIMKMCKE MMAIMEHTA U3 METUIIMHCKON OpraHu3alHu:

[Tpu rocrnutanu3any HOBOPOXKIEHHOTO ¢ HapylIeHneM (OpMHUPOBAHHUS I10J1a BBIITHUCKA €r0
BO3MOYHA M1OCIIE OIMPEeNIEHUS] TAKTUKH B OTHOIIEHUH BBIOOPA MOJIOBOM MPUHAIIEKHOCTH
U JICUEHUS;
B cnyuae »9KkcTpeHHOM rocnurtaiu3aly pedeHKa ¢ KpU30M  HAJANOYEYHUKOBOM
HEJ0CTAaTOYHOCTU BBIMHMCKA U3 CTAallMOHApa OCYIIECTBISETCS IOCIE KYNMUPOBAHUS KpU3a
HA/IMTOYEYHNKOBOW HEIOCTATOYHOCTH U TepeBoja peOeHKa Ha MpueM TabJIeTHPOBAHHBIX
IpernapaTos;
B cnydae rocnutanuzanuu pebeHka ¢ MOJ03PEHUEM Ha BPOKICHHYIO JUCPYHKIIMIO KOPBI
HAAMOYEUYHUKOB BBIMMCKA TAIlMeHTa W3 CTalMOHapa WM JHEBHOIO CTalMoOHapa

OCYHICCTBIIACTCA IMOCJIC YTOYHCHUS JUArHO3a U ONPCACIICHUS TaKTUKHU JICUHCHU A
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4. B cnyyae rocnuTaiM3allid peOEHKa C YCTAaHOBJIEHHBIM JIMAarHO30M BPOXKICHHOMN
TUCOYHKIIUM KOPBl HAAMOYEYHUKOB JISI JAUHAMHYECKOTO OOCIEIOBAaHHMS M KOPPEKIUH
TEpanuy TAalUeHT MOXeT OBITh BBIIHCAH IIOCIE 3aBEPIICHHUS IPETYCMOTPEHHOTO
KJIMHUYECKMMHM DPEKOMEHJAIMsAMU o0beMa OO0CIe0BaHUs W KOPPEKLUH I0JIy4yaeMOMH
TEPAIHH.

5. B ciyuae rocnuranusanuu nanuenta ¢ BIKH s npoBeaenust Xupypruueckoro jgeueHus
NAIMEeHT MOXET OBITh BBIMUCAH JOMOW IO OKOHYAHUM JAHHOTO 3Tama ONEepaTHBHOIO
JICYEHUs] TPU YCJIOBHM YIOBJIIETBOPUTEIBLHOIO CAMOYYBCTBUS M OTCYTCTBHUS IPU3HAKOB

HaJMOYEYHUKOBOM HETOCTATOYHOCTH.

7. JlomosiHuTeabHast uHGopManus (B ToM uncie GakTopbl, BJAUSIONIAE HA

UCXO0/1 3200/1€eBAHNUS UJIH COCTOSTHHA)
BBenenne: kak mis 1F000r0 MOHOTEHHOTO 3a0oieBaHus, A BceX (OpM BpOXKIACHHOU
TUCHYHKIMM ~ KOpPbl  HAANMOYCYHHKOB  BO3MOXKHO  IPOBEICHHE  IPEHATAIBHOH |
NPEUMIUTAHTAIMOHHOMN TMarHOCTUKU B CEMbSIX, YK€ UMEIOIIHX JIeTel C JaHHOM MMaTOJIOTUEH.
PexoMenayeTcsi paccMaTpuBaTh MPEHATAIBHYIO U TPEUMIUIAHTAIIMOHHYIO JHATHOCTHKY C IIEITBI0
POXJICHHS 3/10pOBOT0 peOeHKa KaK He0O0s3aTeNbHYIO MPOIeTypYy, KOTOpast IPOBOAUTCS TOJIBKO I10
KENaHUIO POJAUTENIEH B CEMbsX, MMEIOIUX OOJILHOTO peOeHKa, U TOJBKO MPH YCIOBHH, YTO

poauTenu OyayT mpepbiBaTh OepeMeHHOCTh 00abHBIM 110 10M[60].

YpoBeHb yoenurenbHocTH pekomenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB - 4)
KommenTapum: o011 nposedenus npenamanvHou OUASHOCMUKU HEOOXOOUMO 3HAMb 2eHOMUN
oboux pooumerneii. /[uacnocmuxa nposooumcs Ha 9—10-ii nedenax cecmayuu nymem noaydenus
HHK u3 6opcun xopuona u onpeoenenus Haauuus Mymayuii 2eHa, 0meemcmeenHo20 3a pa3eumue
oannot ghopmul BIJKH.

Hns BJIKH BO3MOXHO [IPOBEICHHUE IPEAUMIUIAHTALIMOHHON JUarHOCTUKHU.
[TpenquMIIaHTalMOHHOE TE€HETUYECKOe TECTHPOBAHHWE MOXKET TIPOBOAMUTHCA TOJNBKO TpHU
NPUMEHEHHH BCIIOMOTATENILHBIX PEMPOAYKTHBHBIX TEXHOJIOTHH, 8 IMEHHO YKTPaKOPIIOPaTbHOTO

omnonoTBopenus (9KO) ¢ nHTpamIa3MaTnyeckoi HHBEKIUEN ClIepMaTO301I0B.

He pexomeHayercsi NMPOBOAUTH IMPEHATAIBHYIO TEpPANHMIO BPOXKIEHHOW IUCHYHKLIUU KOPbI
HA/AMOYEUYHUKOB, OHA JOJKHA PACCMaTPUBAThCS KaK IKCIEpUMEHTaIbHAsl, IPOBOANMAS B paMKax
KJIMHUYECKHX HMCCIEJOBAHUN B CHELMAIM3UPOBAHHBIX LIEHTPAX, UMEIOIUX COOTBETCTBYIOLIHMM

POTOKOJI UCCIICIOBAHMS U pa3pelieHre KoMmuTeTa 1o 3tuke[52, 54].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbLCTB - 2)
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KommeHnTapuu: npenamanvras mepanus npog8ooumcs ¢ yeawvio uzoexncams Uiy CHU3UMb CMeneHs
BUPUTUZAYUU HAPYICHLIX NOJIOBbIX OP2AHO8 Y NA00A MHCeHCKo2o noaa ¢ Oepuyumom 21-
euopokcunazvl unu 11s6-eudpokcunasvl. /s mepanuu npumeHsiemcs oekcamemason**, komopwii
He uHakmusupyemcs niayeHmapuou 11e-2uopokcucmepoudoe2uopo2enasol u NpoHuUKaem K
nnooy. Ilockonbky mepanus 00IHCHA HAYUHAMBCA C MOMEHMA YCMAHO8NeHUs OepemMeHHOCU,
K020a YpOGeHb KOPMU30IA Y NA00d OYeHb HU3KUL, MO 8 OnpeoeleHHble Nepuoobl YPOBeHb
2NIIOKOKOPMUKOUO08 OyOem 3HA4YUmenbHo npegvluiams gusuonocuveckuu. Ilpenamanvuasn
mepanus He No380jsiem u3oexcamsv 8 OdlbHelueM NONCUSHEHHOU mepanuu U He SAGJIAemcs
NPOPUIAKMUKOL CONLMEPAIOWUX COCMOSHULL 8 NOCepo008oM nepuode. Tepanus noxkasaua
MONILKO NI00AM JHCEHCK020 noaa ¢ degpuyumom 2 1-eudpokcunasol. Jeduyum 2 1-euopokcunasol
ABNACMCS AYMOCOMHO-PEYEeCCUBHbIM 3a001e8aHUeM, U 8 cemMbe, umeroueli 6oIbHo20 pedenKa,
8eposimHOCmb bepemenHocmu 601bHOU 0egoukoti cocmasnsiem 12,5%. [lockonvky npeHamanvHas
ouazHocmuxa 603mModicHa moavko Ha 10-ii nedene bepemennocmu, mo 6 87,5% cuyuaes nioo
Oyoem HANPACHO NOAYYAMb BbICOKUE 003bl 2NHOKOKOPMUKouoos ¢ 4—b6-u do 10-1i nedenu
eecmayuu. M3eecmubl ompuyamenvHvlie NOCI€0CMEUs 8030€CmEUs 0eKcamemasona™™* na mamo
80 8peMsl bepeMeHHOCmU: NamoJl02U4ecKull Habop eeca, HapyuleHusl Y2e800H020 0OMeHA U PUCK
pazeumusi apmepuanvHol ecunepmeHzuu. He 0o koHnya u3yuenvl 603modicHble 3hdexmol
6030€LCMaEUsL 8bICOKUX 003 0eKCaMema3ona ™™ na nioo na panuux cpoxkax cecmayuu. Beaeocmeue
8Ce20  BLILUEUZNIONCEHHO20 NPEHAMANbHAS Mepanus He Moxcem Oblmb pPeKoMeHO08aHa OJis

6HeOpenUsl 8 KIUHUYecKyI0 npakmuky. Tpebyromcs oanvHetiuiue uccie0o8anusl.
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurepun kavyecTBa

OIIeHKa BbIITOJTHCHU A

[IpoBeIeHO LUTOTEHETUUYECKOE HCCIIE0BAaHUE (KapHOTHUII) Y|
[AI[IEHTOB C HENPAaBUJIBHBIM CTPOCHHMEM Hapy>KHBIX IOJIOBBIX
OpPraHOB IIPU [TIOCTAHOBKE JUAarHo3a

na/Her

Vccienoan YPOBEHD 17-runpoxcunporecTepona
npu
TMarHOCTHKE 3a00JICBaHMS

na/Her

Hasnauena Tepanus 6 mabnemupoanHol Gopme npu
ycmanosnennom ouaznose Kiaaccuieckoi Gpopmel nepunmra 21-
THJIPOKCHIIA3HI

na/aer

[IpoBouTCS NUMHAMMYECKOE HAOJIOJEHHE 3a MalUeHTaMU C
YCTaHOBJICHHBIM ~ JTuarHo3oM jaepumura 21-
'MJIPOKCHUIIA3bI

[IepBOro roja Ku3HU He pexe 1 pa3 B 3 Mecsua, crapue 1 roaa
PKU3HU HE pexe 1 pa3a B 6 MecsIieB

na/aer

[Ipu AMHaMUYeCKOM HaOJIOJJCHUH 32 allUEHTaMHU C 1eULIUTOM
21-ruppokcuiassl MEPBOTO roja JKM3HM He pexe | paz B 3
Mecsila, crapiie | roga »Ku3HM He pexe | paza B 6 Mmecsies
[TPOBEJICHO HUCCIIEI0BAaHUE YPOBHS | 7-TMAPOKCUIIPOTECTEPOHA

na/Her

[Ipu TuHAMUYECKOM HAOIIOIEHUH 32 MAIlMeHTaMU C 1e(DUIIUTOM,
21-tunpokcunasbl (C compTepsomei Gopmoli 3a0oeBaHUN)
MEepBOro Toja KU3HU He pexke 1 pa3 B 3 mMecsla mMpoBEACHO
MCCIICIOBAaHNE YPOBHS O3JICKTPOJIUTOB KpOBH (uccredosarnue]
VPOBHA Kanus 8 KpOosU, UCCIe008aHIUe YPOBHS HAMPUsL 8 KPOBU),
crapie | roxa *u3HM HCCIEA0BAaHUE YPOBHS PEHMHA IUIa3Mbl HE

exe | pa3a B 6 mecsiieB

nma/Her
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Ipunoxenue A2. MeTo10s10rusi pa3padoTKu KIMHAYECKUX PEKOMEeH Al

IleaeBas ayvIUTOPHUA JAHHBIX KJIMHUYECKHX PEKOMEHIAIIMM:

1. Bpau-geTckuii SHIOKPHUHOJIOT
2. Bpau-nemuarp;

3. Bpau-nHeonarosor

4. Bpau-akyuep-ruHeKoJIor

5

Bpau-gerckuii yposor-anaposaor

Tabauua 1.11Ikana onenku ypoBHel 1ocToBepHOCTH aokazareiabcTs (Y /)it MmeToaoB
JMArHOCTHKH (JMAarHOCTHYECKUX BMEIIATEIIBCTB)

YA Pacummmdposka
1 |Cucrematndeckne 0030pBI HCCIICIOBAaHUN C KOHTPOJEM pPedEepeHCHBIM METOJIOM WIIH

CUCTEMATUYECKUN 0030p paHIOMHU3UPOBAHHBIX  KIMHUYECKUX  MCCIEJAOBAaHUN C
[IPUMEHEHUEM METa-aHaau3a

2 |OTnmenpHBIE UCCICOOBAaHHS C KOHTPOJEM pEePEepeHCHBIM METOJOM WM OTICNIbHbBIC
PaHIOMU3MPOBAHHBIE KIMHUYECKUE HCCIEIOBaHMS M  CHUCTeMaTH4YecKhue 0030phbl
MCCIIEIOBaHUM J1I000TO Ju3aiiHa, 32 MCKIIIOUEHUEM DPAHIOMHU3UPOBAHHBIX KIMHUYECKUX
VCCIIEI0BAHMI, C IPUMEHEHHEM MeTa-aHalIn3a

3 I/ICCJ'IGI[OBE[HI/ISI 0e3 IMOCJICAOBATCIIBHOTO  KOHTPOJIA pe(l)epeHCHLIM METOAOM HIIHN
NCCICIOBaHUsA C pe(i)epeHCHBIM METOJOM, HE MABJIAIOOIMMCA HC3aBUCHMBIM  OT
HMCCICAYyEMOI'0 METOAa WM HCPAHAOMUSUPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAHUSA, B TOM
UHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHC HCCJIICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO ClIydas

5 MMeeTcs uiibs 000CHOBAHHME MEXaHHU3Ma JIEHCTBUS WMJIM MHEHHE OKCIICPTOB

Ta6auna 2.11Ikana oueHku ypoBHEH nocToBepHOCcTH AokazaTenbeTB (Y /J)mist MeTonoB mpoduIakTHKH,

JICUCHHUA U pea6I/IHI/ITaL[I/II/I (HpO(bI/IJ'IaKTI/I‘-ICCKI/IX, J'IC‘-IC6HBIX, peaGI/IHI/ITaHI/IOHHLIX BMCI_HaTCJ'IBCTB)

YA Pacuugposka

1 |Cucremaruueckuii 0630p PKU ¢ mpumeHeHneM MeTa-aHaan3a

2 |Otnenpable PKU 1 cucteMaTndeckue 0030phl HCCIISIOBAaHUH JIF000TO TU3aiiHa, 3a
uckmouenneM PKH, ¢ mpumeneHneM Mera-aHajin3a
3 |HepanaoMu3upoBaHHBIE CPABHUTENbHbIE HCCIIEAOBAHMSI, B T.4. KOTOPTHBIE UCCIIEIOBAHUS
4 HecpaBHUTEIbHBIC MCCIIEIOBAHNUS, ONTMCAHNE KIIMHUYECKOTO CyJast MJIH CEPUU CITy4dacsB,
MCCIIEIOBAHMSI «CITyYaii-KOHTPOJIbY
5 |Mmeertcs muib 000CHOBaHNE MEXaHU3Ma JCHCTBUS BMEIIATEILCTBA (OKITHHUICCKUE
MCCIIeIOBaHMsI) MJIM MHEHUE SKCIIEPTOB
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Tab6uamnuna 3.
[Ikana oueHku ypoBHe# yoeauTenbHOCTH pekomenaanuii (YVYP) mis MeTonoB npouiakTHKY,
JMAarHOCTUKY, JIEUEHHs U peabuauTanuy (MpopuIakTHYeCKUX, IUArHOCTHYECKHX, JIEYEOHbIX,

peadMIIMTAIIMIOHHBIX BMEIIATEIIHCTR)

YYP Pacumdposka

A CunpHasi pekoMeHgamnusi (Bce paccMarpuBaeMble KpUTepud 3(G(HEKTHUBHOCTH
(MCXOMBl) SIBIIIIOTCS BAXHBIMH, BCE HCCICIOBAaHHMS HMEIOT BBICOKOE WIIH
VIOBJICTBOPUTEIILHOE  METOJOJIOTMYECKOE  Ka4eCTBO, HMX  BBIBOJBI  IIO
WHTEPECYIOIIUM HCXOJIaM SIBIISTFOTCS] COTJIACOBAHHBIMH )

B YcioBHast pekoMmeHJanus (He BCE paccMaTpuBaeMble KpUTEpUU SPHEKTHBHOCTH
(MCXOmBI) SIBISAIOTCS BaKHBIMHM, HE BCE MWCCIICIOBAHUS HMEIOT BBICOKOE WIIU
YIIOBJIIETBOPUTEIHHOE METOJOJIOTMYECKOE KAaueCTBO W/WIM WX BBIBOJBI IO
MHTEPECYIOIINM HCXO0/1aM He SIBJISTIOTCS COTJIaCOBAHHBIMHU)

C Cnabast pexomeHganus (OTCYTCTBHE JIOKA3aTENIbCTB HAJUICKAIETO KadecTBa (Bce
paccMaTpuBaeMbie KpuTepuu 3 (HEKTUBHOCTH (MCXO/bI) SBISIOTCS HEBAXKHBIMHU, BCE
MCCJICIOBAHUS HMMEIOT HM3KOE METOJ0JIOTHYECKOE KAaueCTBO M WX BBIBOJIBI TIO
MHTEPECYIOIIMM UCX0JIaM He SIBJISIOTCSI COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHIa.

MexaHu3smM  OOHOBJIEHUS  KJIMHMYECKUX  pPEKOMEHJALMA  IpelycMaTpuBaeT  HX
CHUCTEMATHUYECKYIO aKTyaJIM3AIMIO - HE PEKE UEM OJIMH pa3 B TPH T'0fla,a TAKXKe MPH MOSBICHUN HOBBIX
JAHHBIX C ITO3UIINN }10K33aT€HBHOﬁ MCIUIIUHBI 110 BOHpOC&M JAUAarHOoCTUKH, JICUCHUA, HpO(l)I/IHaKTI/IKI/I
U peadMIuTaluy KOHKPETHBIX 3a00JIeBaHMIA, HAIMYMN OOOCHOBAaHHBIX JOTOJHEHHI/3aMedYaHul K

panee yrBep)ka€HHBIM KP, HO He yaie 1 pa3a B 6 Mecsues.
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Ipunoxkenune A3. CripaBo4HbIe MaTepHaJIbl, BKJIKYas COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U IPOTUBOMOKA3AHU, ClI0CO00B NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX NMPeNapaToB HHCTPYKIUH N0 NPUMEHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparTa

Cxema cmepoudocene3a c yKazaHuem (epmeHmos, y4acmeyrowux 6 CuHmese KOpmusoid,

Odeexmul KOMOPbIX NPUBOOSIM K BPOIHCOEHHOU OUCPHYHKYUU KOPbL HAONOUEUHUKOB

XONecTeprH
HO
P450scc l o o
/o
P450¢17 'OH P450c17
—_—T —_—l
NPerHeHoNoH 17 o-ruppokcu- DEerngpoannaHg pocTepoH
HO HC nperHeHonoH HO
3HSD | o  36HSD o 3p-|-|snl .
/
wOH
P450c17 P450c17 P450arom
—_—l-
y nporecTepod 17a-rnapokcu- AHAPOCTEHAWMOH 3CTPOH
o nporecTepoH o HO
P450c21 oH P450c21 o 17-HSD 17p-HSD
(o] QO OH OH
11-ge30KcH-
KOPTWKOCTEPOH P450arom
_—————
11-0230KCUKOPTU3ON acTpaguon
G o TectocTepoH  HO
P450c11 l oH

8]
P450 aldoi C{ o
HO OH

y anbgocTepPoH
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IIpunoxenne b. Anropurmsl JeiicTBUi Bpada

’ HAB/IIOAEHWE HE TPEBYETCH

Peaynstathl
HeOHATaNLHATo
CKPHHUWHTE

OcmoTp 3HAOKPHHONOrA

Mansumk \.ﬁeaauxa

INEKTPONUTI KPOBK ‘

HCHI™* uau
OTCYTCTBME AMYEK B
MOWOKKE

l JAMarHo3 uekmosen

A

[ K* M Natd ’ '\ K*; Na* 8 Hopme ‘

Mpoba ¢ cHaKTeHOM UK aHanus reda CYP21A2 —

Ha3HayeHue Ha3HayeHue

~

[MIOKOKOPTUKOMAOB MWHEPANOKOPTUKOWA0B

[eHotun cootsetcTayet HK dopme J

( [lnarvos nogTeepmaeH/resorun ]
L coorsercrayer CT uau 1B dopmam

* HCHT = HEnpaBuAbHOE CTROEHME HAPYMHLIX reHuTanui; CT = conbTepriowan
dopma, MB = npoctan supuasHan opma, HK = Heknaccruecxan dopma
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Mpunoxenue B. Undopmauus 1/ manueHra
Yro o3HauaeT “ApeHOreHUTAIBHBII CHHAPOM™?
TepMuH “AnpeHOT€HUTATBLHBIA CUHAPOM’ WM MPUHATOE B OTCUYECTBEHHOW MEJIUIIMHE Ha3BAHUE
«Bpoxnennas aucpyHkius Kopel  HaamodewHwkoB» (BJIKH) roBopuT 0  HapymeHum
(GYHKIMOHMPOBAHUS HAAMIOYSUHUKOB, IPUBOIAIIEM 3a4aCTyI0 K H3MEHEHUSIM CO CTOPOHBI HAPY>KHBIX
TEHUTAJIHN.
Hanmoueunnku - mapHble OpraHbl, pasMepamMu He Ooiee (acoluHbl, pacrojaralonmecs B
HEMoCpeACTBEHHOM O0IM30CcTH K oukaMm. OHU COCTOST U3 2 OCHOBHBIX YacTei. BHyTpeHHSss 4acTh, Tak
Ha3bIBa€MbIN - MO3TOBOM CIIOH, IPOAYLUPYET agpeHalInH. Bropas yactp - HapyXHasi - HOCUT Ha3BAHUE
KOPKOBOTO cjios, GyHKIUs KoToporo pu AI'C HapytieHa.
Kaky1o pyHKuMIO BBINOTHSIET KOPKOBBIH CJIOH HAANOYeYHHKA?
KopkoBblii cil0oM npoayuupyer psii TOPMOHOB, HAa3bIBAIOIIMXCS CTEPOMAAMM, KOTOPbIE MOMANAIOT
HEIMOCPEACTBEHHO B KPOBOTOK M WIPAIOT BAXKHYIO POJIb B IMOJAEPKAaHUM OCHOBHBIX JKU3HEHHBIX
GbyHKIUH opraHu3ma.
OTU CTEpOMbl CHUHTE3UPYIOTCS M3 XOJECTepUHA U JENATCS Ha 3 OCHOBHBIE TPYIIIbI: KOPTU30J,
aNbJ0CTEPOH U aHJIPOTEHbI WIIH, KaK UX MHAY€ HA3bIBAIOT, MY>KCKHE MOJIOBbIE TOPMOHBI.
Koptuzoan perymupyer paOoTy MHOTMX CHCTEM OpraHu3Mma, BKJIIOYas KpOBOOOpalleHue Hu
MOJJIEp)KaHUE YpPOBHS TJIIOKO3bl KpoBU. KopTH3oa Takke moMoraer OpraHU3My CHPaBISATBCS CO
CTpeccamu, TAKUMHU KaK UH(MEKITUU U TPABMBI.
AJIBI0CTEPOH OTBEUaET 3a MOAJEP)KaHUE HYKHOTO YPOBHS coyu (HaTpusi) B opranusme. KommuectBo
COJIH, TOJIy4aeMOil HaMU 3a CYTKH C MHUIIEH, 3aBUCUT OT BUA YIOTPEOISIEMBIX MPOAYKTOB, U TOYKU
MPEMSATCTBYIOT €€ HaKOIUIEHUWI0O B OpraHu3Me, HMHaye 53TO MOTIJ0 Obl BbI3BATH IOBBILLIEHUE
apTepHalIbHOTO JaBjieHUs. B To jxe BpeMs NMOYKH NPENITCTBYIOT U30BITOUHOMY BBIBEJICHUIO COJIM U3
opranusMma. Ilpu HemocraTke cOJM BO3MOXXHO DPa3BUTHE CHMIITOMOB OOE3BOXKMBAHHMS U PBOTHI.
ANBIOCTEPOH MOMOTAET OPraHMW3MY COXPAHATH COJIb, U €CIU YeNIOBEK MOTPEOJIieT Majo COJd C
MPOAYKTaMHU THTaHHUA, albJOCTEPOH BKJIOYaercs B pabory. Ecnu ke HaobopoT B paluoHe
MIPUCYTCTBYET MHOTO COJIM, KOPKOBBIM CJION HAJIMOYEYHUKOB CHUYKAET CHUHTE3 allbJJOCTEPOHA M
MIO3BOJISIET COJIN BBIAEIATHCS C MOYOH.
AHIpoOreHbl (My>XCKHE TOJOBBIE TOPMOHBI) MPOAYLUPYIOTCS KOPKOBBIM CIIOEM HAJIOYEYHUKOB Yy
npenacraBuTeneid o0oux nosos. [ToMuMo 3TOrO, y MY>KUYMH, aHAPOTE€HbI CUHTE3UPYIOTCS AUYKaMu. Y
MaJIbUMKOB U JIEBOYEK aHAPOTE€HbI OTBEYAIOT 32 MOSBIECHUE JIOOKOBOTO OBOJIOCEHUS B IEPUO/T [TOJIOBOTO
CO3PEBAHUS
Kakum 00pa3zom Kopa HaANO4YEeYHUKOB NPOAYHUPYET HE00X0AMMOe KOJINYeCTBO KOPTH30J1a?

KonnuectBo  KopTH30j7a, MNPOAYLHMPYEMOTrO  HAAINOYEYHHKAMH, KOHTPOJIUPYETCS  Kele30M-
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KOOPAMHATOPOM - FMNO(GU30M, KOTOpas pacloiaraeTcst B MOJIOCTU Yepera U COeAUHSAETCS ¢ APYrou
JKeJe301 - TUIoTagaMycoM. B Tom citydae, eciau cojep:kaHue KOpTU30J1a B HUPKYJIUPYIOIIEH KPOBU HE
JOCTaTOYHO JJIsl TIOJ/ICPKaHMs )KU3HEHHBIX (DYHKIMH, TUIIOTATAMYC YJIaBIUBAET 3TO, U 3aCTaBIIAET
runo¢u3 BeIpadaThIBaTh FTOPMOH KOPTUKOTPOIMH WIH aAPEHOKOPTUKOTPOIHbINA ropMoH (AKTT).
AKTI' nomagaer B KpOBOTOK, YJIABIMBACTCS KOPKOBBIM CJIOE€M HAAINOYEYHUKOB, WU MPOLYKIMS
Koptu3ona Bospacraer. Korga HOpMmanbHas KOHUEHTpAalMs KOPTHU30JIa JOCTUTHYTA, 3TO
PETUCTPUPYETCS TUTIOTATAMYCOM, U cTUMYJIsiUs BeipaboTkn AKTI runodusom npekpamaercs. Ecim
HAIMEHT MoJIy4aeT Ipenaparsl KOPTU30J1a U3BHE B BUJE TAOJIETOK MM MHBEKLMH, TUIOTAIAaMYC 3TO
qyTKO ynaBiuBaeT U nojasiser BoipaboTky AKTI™ u3 runodusa. Kopkosblil cnoil HaanoueyHuka He
CTUMYJIUpYyeTcs. JJaHHBI MOMEHT Ype3BbIUaiHO BaxkeH i nmoHuManus tepanuu AI'C.

Yro siBiIsieTcs NPUYUHOM a/IPeHOTeHUTAJIBHOI0 CHHAPOMa?

IIponiecc cuHTE3a KOPTU30J1a U3 XOJECTEPUHA BKJIIOYAET B ce0sl LENyI0 LIENOUKY MpEeBpalleHul, rae
KaX/1as U3 CTQJAMN OCYLIECTBISETCS C MOMOILBIO CHEelHaIbHbIX OEIKOB, Ha3bIBAEMbIX (hepMeHTaMM.
Ecmu xoTst 661 oiH U3 5 (epMEHTOB, YUaCTBYIOIIMX B CHHTE3€ KOPTH30JIa HA PAa3HBIX CTAIMIX HE
paboTaeT HOpMaJIbHO, BO3HUKAET 3a00JICBaHHE - BPOXKICHHAsI TUCHYHKINS KOPBI HAIMOYeUYHUKOB. [Ipu
AeuuuTe KOPTU30Ja B LIUPKYIUPYOLIEH KpOBH, THNIO(U3 yIaBIUBAET €r0 HU3KYIO KOHIEHTPALHIO U
IIBITAETCSl YCUIIUTH JIEHCTBUE HA KOPY HAAIIOYEUYHUKOB NOCPEACTBOM ycuiueHHoU nmponykuuun AKTT.
OTO MPUBOJIUT BTOPUYHO K M3OBITOYHOM CTUMYISALIMM KOpPbI U €€ yrouleHuto. Takum oOpazom,
BO3HMKAET Tak Ha3blBaeMas ‘‘rumnepruiazusi kopbl”. Knaccuueckast popma AI'C BbI3BaHa neUIIMTOM
¢dbepmenTa 21- rupokcuiasbl, IpU ’TOM HapyIIaeTcs CUHTE3 KaKk KOPTH30J1a, TaK U ajlbJI0CTEpOHA MTPU
COXpaHHOHM NMPOJYKLMU aHJPOTreHOB. ITO o3Ha4aeT, 4To u30bITok AKTI mpuBOAMT K MOCTOSHHOM
CTUMYJISIUM KOpPBl HAANOYEYHUKOB U €€ €IMHCTBEHHOM COXpaHHON (QYHKUMU - MHPOAYKIHH
aHaporeHoB. Takum o00pazoMm, B 3aBUCUMOCTH OT TsbKecTH (epmeHTatuBHOro nedexra, AI'C c
nepuuuToM 2 1-ruapoKcuiiasbl MposiBiISeTCs NeQULIUTOM KOPTHU30Ja M allbJOCTEPOHAa U H30BITKOM
IIPOAYKIIMH aHJPOT€HOB.

Kakum 00pa3om agpeHOreHNTAJbHBIH CHHAPOM BJIHsSIET HA COCTOSIHHE 310POBbS AeTeH?
[IposiBnenus knaccuueckoit AI'C 3aBHcHUT OT moja pebeHKa M CTeNeHH Hexoctatka (epmeHta 21-
TUAPOKCHIIA3BI.

MaJib4MKH ¢ IOJTHBIM O0TCYTCTBHEM (pepMeHTa 21 -ruapokcuiassl: [lpy pokaeHny BHEIIHUN BUL
peOeHKa - HOpMaJIbHbIHM, M IEPBBIMHU IPOSIBICHUSMH OOBIYHO SBJISAIOTCS IJI0XOH amleTuT, MoTepsi B Bece
U DIHA301bI PBOTHI MEXIY | M 2 HemensIMH XU3HU. DTO IMPOMCXOAMUT U3- 3a IOTEPH COJIM U BOABI,
CBSI3aHHOM C HEJOCTaTOYHOCTBIO ajbJoCTepoHa. JlaHHOE cOCTOsIHME TpeOyeT HEeMEIJIEHHOIO
BpaueOHOr0 BMEUIATEIbCTBA.

JleBOYKH € MOJHBIM Ae(pUIUTOM: BHYTpHyTpOOHO IO KEHCKOTO MOJa MOABEPraeTcs NeHCTBUIO

H30BITKA AHAPOI€HOB M3 HAAIIOYCYHUKOB, YTO BBI3BIBACT H3MCHCHHUA BHCHIHCIO BHJA HAPYKHBIX
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IIOJIOBBIX OPraHOB II0 MYXXCKOMY THUIly. B pe3yinbrare Goiblue MOJOBbIE I'yObl HAalOMUHAKOT IO
CTPOEHHIO MOLIOHKY, KIIUTOP 3HAaYUTEIBbHO YBEJIMUMBAETCS B pa3Mepax U MOXKET 110 BUJly HAIOMUHATH
nenuc. MHorma xmutop OBIBa€T HACTONBKO YBEJIWYEH, YTO C TIEPBOTO B3TJs/la HEBO3MOXKHO
pa3o0parhbCsi, K KEHCKOMY WMJIM K MYKCKOMY IOy OTHOCHTCA PEOECHOK, YTO SIBJISETCS CUJIbHBIM
IICUXOJIOTMYECKUM CTPECCOM ISl POAUTEICH.

BHyTpeHHHE TOJIOBBIE OpPTaHbl JA€BOYKH (HOPMUPYIOTCS HOPMAJIbHO: UMEETCS MaTKa, BIIAarajuile |
SMYHUKA. B nanpHeieM 1eBoYKe He00X0IUMMO MPOBEICHNE TUTACTUYECKOM ONEPAIIUU 110 KOPPEKITUN
BHelHero Bujaa reHutanuil. Ecom nmarHo3 AI'C ycranaBiuBaeTcss He cpa3y, TO B KIHMHHKE
MIPUCOEANHSIOTCS CUMIITOMBI IIOTEPHU COJIM U KUAKOCTH, ONMCAHHBIE BBIILIE.

MajbuuKkH ¢ HemOJHBIM AepuuuToM 21-rUAPOKCHIA3BI: NIEPBBIE MIPOSBICHUS BO3HUKAIOT MO3%KE
(Mexay 2 ¥ 4 rogamMu KU3HH): YCKOPSIETCS POCT, YBEJIMYEHHE IOJOBOro ujaeHa. Bo3MOXKHO Takke
HOSIBJIEHHE JJOOKOBOI'O OBOJIOCEHU S, KaK pe3yJIbTaT 30bITKA aHIPOI€HOB.

JleBOYKH ¢ HENMOJIHBIM AepUUUTOM 21-rHAPOKCHJIA3BI: bylyT XapakTepHbl BCE T€ K€ NPU3HAKU
M30BITKAa aHJIPOTEHOB, TAKME KAaK BBICOKHH POCT, JIOOKOBOE OBOJOCEHHE M HEKOTOPOE YBEIHUYCHHE
KJIUTOpA.

Manpyuky ¥ J1€BOYKM OyJyT MMETh CPaBHHUTEIbHO BBICOKMH POCT ISl MX BO3pacra, OJHAaKo 0e3
JIeYeHHsI UX KOHEYHBIH pOCT Oy1eT HU3KUM 32 CUET BIMSIHUS aHAPOTEeHOB HAa KOCTHOE CO3pPEBaHUE. 30HBI
pocTa 3aKphIBAIOTCS PAHO U KOCTHU TEPSAIOT CIIOCOOHOCTh PACTH.

Jletu ¢ yacTUYHBIM JepUIUTOM 2 1-THAPOKCHIIa3bl HE UMEIOT KIMHUYECKUX CUMIITOMOB ITOTEPU COJIH,
OJIHaKO OoJjiee MpUCTAIbHbIE OMOXMMHMUYECKHE W TOPMOHAJIbHBIE TECThl MOTYT BBISBJISATH MPU3HAKU
CKPBITOM MOTEPHU COJIN.

Haxkonern, cymectByeT TepMHH “Heknaccuueckas ¢opma AI'C”, mpu KoTopoil nepuuut dpepmeHTa
He3HauuTelleH. B 1eTckoM Bo3pacTe 3TOT JUarHo3 NpakKTUYECKU HE BBICTABIISETCS, HO MOXKET SIBISTHCS
MIPUYMHON HEPETrYISIPHOCTH MEHCTPYaJIbHOTO LIUKJIA U N30BITOYHOT'O OBOJIOCEHUS Y MOJIOABIX JKEHILUH.
Kak Bo3HMKaeT apeHOreHNTAIbHBIH CHHAPOM?

3aboneBanue Haciaenyercs. UToObl MOHATH 3TOT MEXaHU3M, HEOOXOAMMO 3HAaTh HEKOTOPYIO
MH(OpPMALIHIO O T€éHaX U XPOMOCOMaX.

bepemeHHOCTh BO3HUKAET MPU CIAMSHUM OTIIOBCKOTO CIIEPMATO30MIa U MAaTEPUHCKOU SHIEKIIETKH.
3areM KJIETKH HAuYMHAIOT JEIUTHCSA U JUPPEepeHIUPYIOTCS Ha KIETKH Pa3IMYHBbIX OPTaHOB M TKaHEH:
TKaHb MO3ra, MbIIIEYHas TKaHb, ME€4YeHb, Koxka MU T.A. MHopmanus, Mo3BOJSAIOMAs BOCCO3IATh
YeJI0BEKa U3 OJHOW KJIIETKHM, HaXOIUTCs B I€HaxX, a I'eHbl (POPMUPYIOT HUTEBHIHBIE CTPYKTYpBI,
Ha3bIBaeMble XpomocoMmamu. Kaxmas kieTka comaepXuT 23 mapbl XpOMOCOM, MpPU 3TOM OJHA
XpoMocoMa U3 Iapbl - MaTEPUHCKAsl, Apyras - OTLOBCKas.

IIpu AI'C onvH M3 I'€HOB, pacrojararolUics Ha JBYX mapax 6-ii XpOMOCOMBI NOBPEXACH, YTO HE

MOo3BOJIsIET (EPMEHTY HOPMAIBHO CHHTE3MPOBATHCS. Y poauTene OoJbHOrO pedeHKa, oJHa
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XpOMOCOMa COJEPKUT IMOBPEXKACHHBIN I'eH, a Ipyras - 3J10POBbIN.

Takue poauTeny Ha3bIBAIOTCS ‘3710poBbIe HOocuTenu”. Ecimm oTmoBckas xpomocoma ¢ J1e()eKTHBIM
TCHOM COEIMHUTCS C MAaTEPUHCKOM XPOMOCOMOH1 C Ie()eKTHBIM T€HOM, OHHM COCTaBAT Hapy XpOMOCOM
C JBYMs IaTOJIOTUYECKUMHU TE€HAaMH, IMOJIyYUB KOTOPYIO, peOEHOK OyaeT HMMeTh KIMHHYECKHe
nposiBiienuss AI'C.

Ecnu nedextHas XxpoMocoma OTILA CIMBAETCS ¢ HOPMAIBHOW XpPOMOCOMOW MarepH (WM Hao0O0poT),
pebeHoK OyzmeT “310pOBBIM HOCUTENEM’, KaKk M ero poxutend. llpu ciaMsHUM OBYX HOpPMAalbHBIX
XpOMOCOM, peOeHOK OyIeT 37J0pOB U HE OYAET SABIATHCA “30POBBIM HOCUTEIIEM .

B cembe, re ponuTenu SBISIOTCA «3J0POBBIMU HOCUTEISIMHI» BEPOSTHOCTH POXKIEHUS OOIBHOTO
pebenka cocraBisier 25%. Takoit TUN HaciemnoBaHHs Ha3bIBaeTCs peneccuBHBIM. HeobOxommmo
MOTYEPKHYTh, YTO €CIH POAMUTENH SBISAIOTCS HOCHTEISIMH, PUCK POXKACHHUS OOJIBHOrO pebeHKa
cocraBiseT 1:4 aysa kaxaon nocienyroiiei bepeMeHHoCcTU. Eciu B ceMbe yxke nMeeTcst OAUH OOJIbHOM
peOEHOK, 3TO HE O3HAYaeT, YyTo 3 pebeHKa OT MOCIeYIOIUX OepeMeHHOCTEH OyIyT 3A0POBHI.

MoryT Ji1 BHYKH YHACJIe0BaTh Ty Ke NATOJOTUI0?

Korga pedenok ¢ AI'C BbIpacTaeT, ¥ y HET0O MOSBJISIFOTCS CBOM COOCTBEHHBIE JIETH, BEPOSITHOCTH TOTO,
4TO XpOMOCOMa NapTHepa OyAeT cojepkaTh MaTOJIOTMYEeCKUi reH mana. Eciu mpeamnonoxXurs, 4ro
HapTHEP 3/I0POB U He ABISAETCA “30POBBIM HOCUTENIEM’, TATOJIOTHUECKUH reH Oy1eT KOMIIEHCUPOBaH
HaJU4YMeM HOPMAaJIbHOTO, W BCE JIETH OT MoJ00HOro Opaka OyayT “310pOBBIMH HOCUTEISIMU .
BeposiTHOCTh BCTpeun ABYX 310pOBbIX HocHTenel paBHa 1: 50. Puck 3HaunTeNbHO BO3pacTaeT mpH
KpPOBHO POJICTBEHHBIX Opakax, B CIy4ae €CIM MaTh U OTELl SBJISIOTCS ABOIOPOJAHBIMU cHOCaMU.

Jnsa nereii ot 6paka uenoseka, ctpanatoniero AI'C u “310poBoro HocuTens ~ puCcK Bo3pacrtaeT 1o 1: 2.
Hopmanbhno ju nporekaer mydeprar y aereit ¢ AI'C, u Mmoryt jim getu ¢ AI'C umeThb COOCTBEHHBIX
aerei?

VY nerel, perymsipHO TMONYYaIOIIUX aJIeKBaTHYI0 3aMECTUTENIbHYI0 TEpamuio, MOKHO OXHJATh
HOpPMAaJIbHBIX CPOKOB Hayajia U TeueHus myOeprata. Vimeercs TeHaeHIMs K Oosee MO3JHEMY Hadaly
MEHCTpYyalMii ¥ JAUCOYHKIMU SUYHUKOB. JleyeHHe TIIIOKOKOPTUKOMAAMHU TaKXe BIUSET Ha
CTaHOBJIEHHE MEHCTPyaJIbHON (DYHKIIMH, TO3TOMY YpE3BbIYaHO Ba)KHO MPOJOJKATh HAOIIOIEHUE 32
JI€BOYKAMHU B MTOJIPOCTKOBOM MEPHO/IE€ U BO B3POCIOM BO3pacTe.

JIeBOUKH € BPOXKICHHOHN TUCPYHKLMEH KOPBI HAIMOYEUHUKOB UMEIOT NMPaBUIbHO C(HOPMHUPOBAHHbIE
MaTKy U IMYHMKH, CJIEI0BATEIBHO HET IPUUUHBI CUNTATh, YTO OHU HE MOTYT UMETh JI€TEN, U Yy MHOTUX
KEHIIMH ONKMCAHO HOpMalbHOE TeueHue OepeMeHHOCTU. JIeBOUKH, y KOTOPBIX MPUCYTCTBYET
BBIPDQXKCHHBIA COJBTEPSIOMINNA KOMIIOHEHT, MOTYT HMMETh ONPENEIECHHBIE TPYJIHOCTH B TEUCHHE
OepeMEeHHOCTH, MO3TOMY HEOOXOJMMO YETKO KOHTPOJIUPOBATh AJCKBATHOCTb TEPANMH, OCOOEHHO
KOI'Zla IEBOYKA PELIAET CTaTh MaTEPBIO.

Y wmanpunkoB ¢ AI'C mpu ycloBMM KOMIICHCAIIMM 3a00JIEBaHMsI PEMPOIYKTUBHAS (PYHKIUS HE
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HapylIeHa.
MozkeT JI aIpeHOTreHNTAJbHBIH CHHAPOM OBITH BbISIBJICH /10 POKIeHUs pedeHKa, 1 HMeeTCsl JIH
KaKoe-JIn00 JieyeHrne Ha BHYTPUYTPOOHOM 3Tare pa3BUTHA?

B nacrosiniee Bpemsi B ceMbsiX, T1i€ YK€ UMEETCs OJUH OOJIbHOM peOeHOK, MPOBOAMUTCS JOPOI0BAs
nuarHoctuka. Jljis 3Toro HeoOXOAMMO HMMEThb pPe3yJbTaTbl I€HETHUYECKOrO HCCIEAOBAHUS KpPOBU
poauTteneil u pedeHKa, u IMyTeM UCCIICA0BAaHMUS TKaHEH I aMHUOTUYECKOH JKUIKOCTH TT0J1A, MOKHO
yCTaHOBUTH MOJI peberka u Hanmare y Hero AI'C. C moMoIIbio TeHETUYECKUX aHAIIM30B KPOBU OpaTheB
U CecTep, MOXKHO TaKKe€ YCTAaHOBUTH ‘“‘HOCUTEIBCTBO .

Ecnu nnon s»keHcKoro mosa, He00X0JUMO MPEAOTBPATUTh MACKYTMHU3AIUIO HAPYKHBIX TeHUTAIHHI MO/
neiictBueM H30bITKa aHAPOT€HOB. DTO BO3MOYKHO CHENaTh, HA3HAYUB MATE€pPH INIIOKOKOPTUKOU]
nexcameTa3zoH™* B Tabnerkax. OH OKa3bIBae€TCS B KPOBOTOKE MAaTE€PH M MPOHUKAET Yepe3 IUIAICHTY B
KpPOBOTOK peOeHKa, MoAaBIisAs TUnodu3 1ioja u npeaoTBpaiias H30bITOUHbIN CHHTE3 KOPTUKOTPOIIMHA
runoduszom. Jlannoe yeyenne ObiBaeT d(H(PEKTUBHBIM, €CIIM OHO HAYATO Cpa3y IMOCIE YCTaHOBJICHUS
(akTa OEpeMEHHOCTH.

Mexny 10 u 14 Henensimu 6€peMEHHOCTH Y KEHIIUHBI IPOU3BOJUTCS 3200p TKAHU Yepe3 LKy MaTKu
(Omoricust BOPCHH XOpPHOHA), 4TOOBI ONpENeNUTh Mol pedeHka U Hanmuuue win orcyrcrBue AI'C y
10/a.

Ecnu npu ananmuze BBISBIEHO, YTO IJIOJ 370POB, JICYEHHE JEKCAMETa30HOM™* MOMXHO HpPEKpaTUTh.
Kopotkuii nepro iedeHust He OKa)eT MPH 3TOM OTPULIATEIBHOIO BIUSHUS Ha pa3BUTHE moja. Eciu
y IUIOAA MYXCKOTO T0Ja ONpPEAENeHO HaJUuuKe BPOKICHHOW MUCOYHKIMU KOpPbI HAANOYEYHUKOB,
JIeYeHHE TaK e MOXKHO NMPEeKpaTUTh, TaK KaK M30BITOK aHJIPOr€HOB HE OKaXET MaTOJOTHYECKOro
BIIMSIHUS BHYTpUYTpoOHO. Eciu miiof ¢ BposkeHHOM TUCHYHKIUU KOPHI HaIMOYEUHUKOB - JIEBOYKA -
Marepu HEOOXOMMO MPUHUMATH JEKCAMETa30H*™ B TeueHUE BCeH OEpEMEHHOCTH. DTO 3HAYUTEIHHO
CHIDKAeT MACKYJIMHM3AIMI0 HapYyXXHBIX IIOJIOBBIX OpPraHOB M YMEHBIIAeT O0BEM OINEepaTHUBHOIO
BMEIIIATENIbCTBA MPU MPOBEICHUH TUIACTUKHM HAPY)KHBIX T€HUTAINH, KOTOpask MOXET MOTpeOoBaThCA
BIiociencTBUHM. Kak U3BeCTHO, JeueHHe AeKCaMeTa30HOM™** He MMeeT MaToJOrMYeCKOro BIMSHUS Ha
pa3zButue pederka. Co CTOPOHBI MaTepu BO3MOKHBIE OCJIOKHEHHUS CBOJATCS K MpHOaBKe Beca U
MOBBIIIEHHOMY 00pa30BaHUIO PACTsHKEHUN Ha KOe (CTpuil).

Y10 TaKkoe HEOHATAIbHBIH CKPUHUHT aIPEHOTeHUTAJLHOI0 CHHAPOMA?

B cBs13u ¢ TeM, 4TO BpoXkaeHHas JUC(YHKIMS KOPbI HAIMOYEUHUKOB JOCTATOUYHO YacToe 3a00JIeBaHHeE:
1 u3 10TBIC HOBOPOXKIACHHBIX MOXET OOJIEH, MHOTME CTpaHbl BKIIOUWIM €ro B MpOrpamMmy
HEOHATAIBHOTO CKpUHUHTA. YTOo 3TO 03HavaeT? KaxkioMy HOBOPOKAECHHOMY B POJMJIBHOM JIOM€E Ha 4-
i JeHb XU3HU Oepercs Karulsi KPOBU M3 MATKHM M HAHOCHUTCS Ha CIEHUANIbHYIO (DUIBTPOBAIBHYIO
Oymary. V3 3Toro nsTHa KpOBH B JIAOOPATOPUH MTPOBOIUTCS JUATHOCTHKA CPa3y HECKOJIBKUX YaCThIX U

TSDKENBIX  3a00JIeBaHMM, JIEYMTh KOTOPBIE HAI0 Cpa3y TMocie poXaeHus. B Hamed cTpane
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HEOHATAJbHBIA CKPUHMHT MPOBOJUTCS Ha Takue 3a00JeBaHUs, KaK (PEHUIIKETOHYpPHUSI, BPOXKIACHHBII
THIIOTHPEO3, aJPCHOTCHUTAIBHBIA CHHIPOM, MYKOBUCIHIO3 M ramakro3emus. llpum mposeneHuu
HEOHATAJFHOTO CKPUHUHTA 3a00seBaHue BBIABIAIOT HAa 10-14 neHp xu3HU pebeHKa. ITO MO3BOJSET
CBOEBPEMEHHO HayaTh JIeYeHHEe, N30ekKaTh TAKUX TSDKENBIX CUTYAllMil Kak COJIbTEPSIONINI Kpu3, a y
JICBOYEK C BBIPAKCHHOW aHIPOTeHU3alUell HAPYXKHBIX TOJOBBIX OPraHoB - M30exaTbh OMMOOK B
BBIOOpE MOJIOBOW MPUHAIICKHOCTH.

Kaxkoe 1eyeHue He00X0AMMO NMPOBOAUTH NPH AIPEHOTeHUTAIbHOM CHHApPOMe?

Jleuenue monpaznenseTcs Ha 2 OCHOBHbIE TPYMIbI: MEIUKaMEHTO3HOE (JieueHue IpernapaTaMu
TJIFOKOKOPTUKOMI0B M1 MUHEPAIOKOPTUKOUIOB) U XUPYPTUYECKOE, KOTOPOro TPeOYIOT OOJNBIINHCTBO
JIEBOYEK C BPOXKJIEHHON MUCHYHKINN KOPHI HAAITOYEIHUKOB.

MennkaMeHTO3HOE JICUeHUE 3aKII0YacTcs B NMPUMEHEHWH KOPTH30Jla MM €r0 aHajoroB, YTOOBI
MPEeIOTBPATUTh U30BITOYHYIO BBIPAOOTKY aApPEHOKOPTUKOTPOMHOro TopMmoHa runoduzom. [Ipu
cTpecce, HarnpuMep npu 0oJe3Hu pedeHka, 103y MpenapaToB KOPTU301a HEOOXOAUMO YBEITUYHUTh, TaK
KaK HOPMaJbHO paboTaromias Kopa HAAIMOYEYHUKOB MPH JaHHOW CHUTYAIMH MPOIYIUPYET KOPTHU30I
JOMOHUTENBHO. KOpTH30I NeTaM Ha3HadaeTcs B BUJE TaOJIETOK, MMEIOIINX JIEHCTBYIOIIEE BEIIECTBO
THJIPOKOPTU30H™*, HJIEHTUYHOE HaTypallbHOMY KopTH3oiay. [logpocTkaM M B3pOCIbIM MOTYT OBITh
Ha3HAYEHBI IPYTHe TIIOKOKOPTUKOABL: MPETHU30JOH™* nn gexcaMeTazon™*. DTH IIIOKOKOPTUKO/IBI
pa3NUYarTCA MO0 aKTUBHOCTH, JIOCTYITHBI, OTHOCHTEIHHO HEJIOPOTH W BBHITYCKAIOTCS B yIOOHOM
Ta0JIeTUPOBAHHOU (hopMme.

Jlnst neteit, IMEIOINX CUMITTOMBI TIOTEPU COJH B CBSI3U C A€(DUITUTOM allbOCTEPOHA, OJJHON Tepanu
THJIPOKOPTU30HOM** HepocTarouHo. Takue AeTH HYXJArTCS B 3aMECTUTENIBHOM Teparmuy aHaJIoroM
aJIbJIOCTEPOHA, KOTOPBINA OOBIYHO /1aeTcsl B BUE TaOJIETOK (DIyAPOKOPTU30HA™ ™.

Ha mepBoM rojy KU3HU JIETH ¢ TCHICHINEH K ITOTEepe COJIU HYKIAIOTCS B JOMOTHUTEIHLHOM BBEICHUH
MOBAPEHHOI CONM B eXeIHEeBHBIH pannoH. [locie roma sxu3Hn mpuMeHeHHe (QIyapoKopTH3oHA** u
CTaHJAPTHOM COJIEBOM AUETHI 0OBIYHO JOCTATOYHO JUISI OIEPKaHUsl HOPMAJILHOTO COJIEBOTO OajlaHca
B OpraHu3Me.

TakTHka TPUMEHEHUS TIIOKOKOPTHKOWIOB W KPAaTHOCTh WX BBEICHUS BBIOMpAeTCs BpadyoM
MHIUBUAYAIBHO JJIs K&KJ0TO0 KOHKpEeTHOro pedenka. OObIYHO THApOKOPTU30H™* Ha3HauaeTcs 3 pasza
B JIEHb, MPEAHU30IOH™** 1 nekcameTazon** - B 1Ba mpuema. OuyapokopTU3oH** maercs 2 pa3 B I€HB,
Y TIOBapEHHAas COJIb - HECKOJIBKO pa3 B JIEHb.

B onpeneneHHbIX cuTyanusix, HampuMep, MPU PBOTE HIHM €CIH PEeOCHOK MPOMYCKAaeT IpPHUEMBbI
npenapara, THIPOKOPTU30H** HeoOXOAMMO BBOJIUTH B MHBEKIUAX. Pomurenu u peOEHOK CTapiiero
BO3pacTa JIOJDKHBI OBITh TIIATETFHO O0YUYEHBI, YTOOBI B HEOTIIOKHOM CUTYaIlMH, HE00X0uMast MOMOIITh
MorJ1a ObITh OKa3aHa B JOMAIIHUX YCIOBHSX.

Xupyprudeckoe jedeHre: 00bIYHO MPOBOIUTCS Ha MIEPBOM - BTOPOM T'OJly JKU3HH, KOT/1a peOCHOK yxKe

57



MOET ObIThb 0€30IacHO OIEpPUPOBaH, HO €II€ HEe JOCTaTOYHO B3POCHBIA A OCO3HAHMS
HENPABWIBHOCTH CTPOEHUS HapY>KHBIX F€HUTAIIUH.

OOBeM omepanuy 3aBUCUT OT CTETIEHH MACKYJIHMHH3AIMU HAPYXKHBIX TeHUTanuil. OOBIYHO XUPYpry
HE00XO/MMO OYEHb AKKypaTHO IMPOU3BECTH PE3EKLHUI0 (HMCCEYEHUE) KIUTOpa, COXPaHss COCyIbl U
HEpPBHBIE BOJIOKHA, YTOOBI COXPAHUTh YyBCTBUTEILHOCTh. TaKkKe XUPYPT MOXKET HOIBITaThCSI OTKPHITh
BX0/J] BO Braraiuiie. [IpogomkuTeTsHOCTh MPeObIBaHUS B CTAIIMOHAPE MPH 3TOM OOBIYHO JOCTHTaeT
10 nuei.

WHorzna OblBaeT HEBO3MOXKHO OKOHYATEJILHO OTKPBITh BXOJ BO BJIarajMiie IpU MEpPBOH ONepaiui,
MIO3TOMY JUUIsl HEKOTOPBIX JIEBOUYEK OIepalysi IPOBOAUTCS B HECKOJBKO 3TanoB. OOBIYHO BTOPOH 3TaIl
IIPOBOAMTCS B IepHo mydepTara, 10 Havaa 1nojaoBoi xu3Hu. [Ipu Hauane mybepraTta AeBOUYKa JOJIKHA
OBITh TIPOKOHCYJIBTHPOBAHA JHOO XHUPYProM, OIEPUPOBABIINM JCBOYKY paHee, JTHOO0 THMHEKOJIOTOM,
U1l pELIeHUs BOIIPOca O HEOOXOIMMOCTH BTOPOT'O JTara OrepaLuy.

IIpunocHT JiM Tepanusi CTEPOUIaAMH Bpel 310pPOBbI0?

JleueHue TIIOKOKOPTHKOJAMU M MHUHEPAJIOKOPTUKOUJAMH >KU3HEHHO HEOO0XOAMMO PpeOEHKY Ul
HOPMAaJILHOTO pocTa u pa3Butus. [Ipu ajekBaTHOM 103€ MOOOYHBIX F(P(EKTOB JICUCHUST HE OTMEYALTCH,
TaK KaK TJFOKOKOPTHKOUIBI 3aMELIal0T CTEPOU/IbI, KOTOPhIE B HOPME JIOJIKHBI BBIPA0AaThIBaThCS KOPOil
HAJMOYEUYHUKOB. B cilydae, ecnu 103a INIIOKOKOPTUKOUAOB HEAJEKBATHO BEJIHMKA, CKOPOCTb POCTa
3aMeTHO CHIbKaercs. HeompaBnaHHO HM3Kas 103a NPUBOJIUT, HANMPOTHUB, K YCKOPEHHUIO POCTa U K
MOSIBJICHUIO TIPU3HAKOB MPEKIEBPEMEHHOI0 TIOJIOBOTO Pa3BUTHUS 3a CUET N30BITKA aHIPOTCHOB.
CnumikoM BbICOKast /1032 (hIyIpOKOPTU30HA™®* MOMKET MPUBECTH K TOBBIIICHUIO apTepUaIbHOTO
JaBlieHHs, HO 3Ta MpoOiieMa 4YacTO BO3HUKAET JMIIb Ha MEPBBIX Mecsuax xu3Hu. Ecmm noza
IIPEBBILIEHA, TO apTEPUAIBHOE JABJICHUE BPEMEHHO IIOBBIIACTCS U IPUXOJUT B HOPMY IIOCIE
CHWXEHUs J03bl (GayapokopTu3oHa**. Bam nedamuii Bpad MOXKET PEKOMEHJIIOBATh DPETYISIPHOE
U3MEpEeHUE apTepUaIbHOTO JaBICHHUS.

B xakmx no3ax nposoaurcs JedeHue? Kakummm aHanu3amMu Heo0X0AMMO KOHTPOJIMPOBATH
aJeKBATHOCTBD JieyeHHs1? Kak 4acTo Hy’KHO KOHCY/IbTHPOBATHLCS B KJIMHHUKe?

Jlo3bl mpenapaTtoB MHAWBUIYATbHBI A Kaxjaoro mnamueHtra. OObIUHO, AeTH 0€3 CONBbTEPSIOIEro
KOMITOHEHTa HYXKJAIOTCS B MEHBIIUX J103aX, YeM JETH C coJibTepstomei (hopmoit. JIoruaHo, 4To ¢
BO3PACTOM M 10 Mepe pocTa pebeHKa, eMy TpeOyroTcs 0oJbIlue 036! penapata. B nepuoxa nybeprara
JI03UPOBKA MOKET U3MEHSATHCS ObICTpee.

AZEKBaTHOCTb J103bl TUAPOKOPTU30HA™** OIIEHMBAETCS 1O MOKA3aTeNIIM CKOPOCTH POCTa U KOCTHOTO
co3peBaHus. [lokazaTenu pocTa JOJIKHBI TIIATEIBHO (PMKCHPOBATHCSA MPU PETYIAPHBIX OCMOTpPax B
kinHuke (3-4 pasza B ron).

Crnenyronmii AMarHOCTUYECKUI MTOKA3aTeNb, UCIIOJIb3YEMBbIN C OLIEHKOW CKOPOCTU pOCTa, ITO TaHHBIE

peHTreHorpaguu KHCTEH pyK. DTO HCCIIEOBAaHUE HA3BIBACTCS OINPENEICHHE KOCTHOTO BO3pacTa W
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ABJIsIeTCA UH(OPMATUBHBIM C 2 JieT. Eciau KOCTHBIN BO3PACT MPOrpeccUpyeT CIMIIKOM OBICTPO, 3TO
03HAYaeT, UTO /1032 TUAPOKOPTU30HA™* HepocTaTOYHA.

Jletu ¢ BpOxIeHHON TUCHYHKIMEH KOPBI HAIMOYEHYUKOB JOJDKHBI ITOCEIATh KIMHUKY 3-4 pa3a B oA
C Llesblo o0opa 103bl. B cpennem no3a npenapata yBenuuusaercsi BpadoM 1 pa3 B roa. Ilpu kaxxaom
BU3UTE HEOOXOAMMO IPOM3BOJIUTH U3MEPEHHUE apTepuanbHOro AasieHus. OnpeneneHue KOCTHOTO
Bo3pacTta nmpoBoauTcs 1 pa3 B rox (2 pa3a B roJ1 mo 0COObIM NOKa3aHUSM.) AHaIN3bI KpOBU OepyTcs Ha
ycMoTpeHne Bpada. OOBIYHO NMPOBOAUTCS KOHTposb ypoBHs 170OHII (17-ruppokcumporectepona) -
[OKa3aTessl, MOBBIIIAIOIIErOCsl MPU BPOXKICHHON AMCOYHKIMU KOpbI HaanodeyHHkoB. KpoBb Ha
aHaJIM3 HEOOXOJMMO cllaBaTh yTPOM J10 9 yacoB, yepes 2 yaca rociie npuema npenapaton. [lokazarens
170HII Ha ¢oHe nedeHUs MOXKET OBITh YMEPEHHO IMOBBIIICHHBIM. JTO HE O3HAYaeT, 4To /032
TUIPOKOPTU30HA™* HeocTaTOYHA.

HaoGopor, mnpu Huskux mnokazarensx 170HII Bpau Oyzer pexkoMEeHIOBAaTh CHU3HUTH JI03Y
IMJIPOKOPTU30HA™*, T.K. B 3TOM CiIy4ae CYyLIECTBYeT ONACHOCTb INEpeNO3MpPOBKH Mpenapata. Jloza
GbiryapokopTH3oHa** KOHTPOIHMPYETCS TOKa3aTesIMA PEHHMHA M COJEW Kajlus W HATPHUs B KPOBH.
Henocrarok 10361 hiayapokopTu3oHa** MpUBOAMT K MOBBIIICHUIO YPOBHS PEHUHA, KU U CHUKCHHUIO
HaTtpus. Ilepeno3upoBka QuyIpoKOpTU30HA™* HAO0OOPOT COMPOBOKAAETCS CHHKEHHEM YpPOBHS
pEeHMHA, Kanus B KpoBH. JI10Oble pe3ynbTaThl aHATU30B OYyAyT OLIEHEHbI BPauyOM B COBOKYITHOCTH C
JAaHHBIMU CaMOYYBCTBHS peOeHKa, OKa3aTeIsIMU apTepUaIbHOTO JIaBJICHUs, TMHAMUKH BEca U POCTa.
Tonpko mocie 3Toro Bpad MOXKET U3MEHHUTD 103y PUHUMAEMBIX ITPErapaToB.

Byaer i1im moii peGeHOK HOPMAJILHO PACTH, U IOCTUTHET JIM OH Y/A0BJIETBOPUTEJIbHOI0 KOHEYHOI0
pocra?

IIpu agexBaTHOM JIEUEHUU JJIs JeTel C BPOXKJICHHOM MuchyHKIMEH KOpbl HAAMOYEYHUKOB BO3MOKHO
JOCTUKEHHE KOHEYHOI'0 POCTa B Mepeziesiax HOpMalbHbIX 3HaueHuid. Ho naxe mpu xopoiieM jgeueHun
HE BCErJa yJaeTcsl yAyUYlIUTh MOKAa3aTeNIU POCTa, U KOHEUHBIM POCT HEKOTOPHIX HAIlUEHTOB MOXKET
ObITh HIKE oxkupaemoro. [lopoit 1o3a, HeoOXxouMast Ui JIeYeHUs BPOXKIECHHON NUCHYHKIIUU KOPBI
Ha/ITOYEYHUKOB, CO3/1aeT MPOOIIEMbI C MOSIBIIEHUEM U30BITOYHOTO BECA, YTO OCOOCHHO aKTyallbHO JUIs
JIeBOYEK B MOJPOCTKOBOM Bo3pacTe. B cBoro odepenb, M3OBITOK Beca 3aTPyAHSET KOMIIEHCAIIUIO
3a0oyieBaHus, TOBBIIIEHHbIE TokazaTenu 170HII  3acraBistor Bpaua TOBBIIATH 103y
THJIPOKOPTU30HA™*, 4TO MOXKET MOBBIIIATH BEC MAIMEHTKU. BO3HUKAET MOPOYHBIA KpyT, pa3opBaTh
KOTOPBIN MOMOXET 0053aTeIbHOE COOII0/IEHUE TUETHI.

B kakoe Bpemsi 1HSI He00X0AMMO 1aBaTh pedeHKy npenapar?

PexxuM mpuema mpenapara CBs3aH NPEXKIE BCEr0 ¢ MHIMBUAYAJIbHBIMH OCOOEHHOCTSIMM Ka)kJOTO
pebenka. ONTUMaIBbHYIO CXEMYy JIedeHHs Moadupaer jevaimiuii Bpad. ['uapokopTtuzoH** 0OBIYHO
PEKOMEHIYIOT IPUHUMATh B PaBHBIX J03aX TpH pa3a B aeHb: B 7.00, B 14.00, B 22.00. [Ipexauzonon™*

Ha3Hayaetrcs JBa paza B cyTku B 7.00. u B 22.00. OgHa TpeTh 4036l Mpenapara MPUHUMAETCS YTPOM,
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JIB€ TPETHU - HAa HOYb. OHAKO Bpay MOKET PEKOMEHI0BAaTh OOJBIIYIO 103y MPEIHU30I0HA** yTpOM U
MEHBIIYI0 B BEYEPHHE YaChl B 3aBHCUMOCTH OT WHAMBHUIYAIbHBIX OCOOEHHOCTEH peOeHKa.
JlekcamMeTa3zoH™* pHOrZIa MOXET Ha3HA4YaTbCsd OJHOKPAaTHO Ha HOYb. DIyIpoKopTU30H™*
PEKOMEHYIOT MPUHUMATh ABaXKbI B 1IeHb B 9.00 u B 17.00. bonpias go3a npenapara Ha3HAYaeTcs B
YTPEHHHE Yachl, WK IIpenapaT peKOMEHAYIOT IPUHUMATh B PABHBIX J03aX YTPOM U BeUepoM. Y AeTeit
MIEPBOTO T0JIa )KU3HU MOTPEOHOCTh B (IIyAPOKOPTHU30HE™ * BEIIIE, UeM Yy JeTel CTapIlero BO3pacTa,
TaKUM JETSIM Bpad MOXET PEKOMEHJI0BaTh MPUEM IIpernapara TpU pa3a B CYTKHM, OJHOBPEMEHHO C
TUAPOKOPTU30HOM™ *. ¥V cTapmnx ereil B myOepTaTHOM BO3pacTe KOMIIEHCAlUs 3a00IeBaHUsI MOXKET
OBITh 3aTpyIHEHA, OCOOCHHO Y IEBOYEK C U30BITKOM Beca. B 3TuX ciryuasix Bpau MOXKeT peKOMEHI0BATh
KOMOWHAIMIO TPENapaToB C UCIOIBb30BAHUEM THIPOKOPTHU30HA™* B yTpeHHHE W JHEBHBIC Yachl, a
IIPUEM IPEIHU30JI0OHA** Ha HOYb, T.K. IPEIHU30JI0H™* NeMCTBYET JINTENbHEE U 00ECIIEUMBAET CBOM
3¢ (deKT B TedeHHne Bcell HOUM U paHHUX YTPEHHUX YacoB.

Kakue mepovl 00niicHbl 0blmb RPUHAMBL 8 HEOMJIONCHOU CUMYAUUU NPU AOPEHOZEHUMATbHOM
cunopome?

Kak yxe ropopusioch, ruipOKOpTU30H** UrpaeT oYeHb BaXKHYIO POJIb JUIs OpraHU3Ma B CTPECCOBBIX
curyanusax. OObIYHO B 3/I0pOBOM OpPraHHU3Me BbIPAaOOTKa KOPTU30J1a MOBBIIIACTCS MPH 3a00JI€BaHUSX,
TpaBMax, XUPYPruyecKMX BMEIIATENbCTBAX U Mp. BakHO MOMHUTH, YTO HAJAMOYEUYHUKH JIIOJIEU C
BPOKJICHHON IUCHYHKIMEH KOpbl HAJINOYEYHUKOB HE MOTYT OCYIIECTBUTH aJ€KBATHBIA OTBET Ha
CTpecc, MOATOMY IpH CTpeccax HEOOXOAWMO YBEIMYMBATH /103y TUAPOKOPTU30HA®*, MMUTUDPYS
€CTECTBEHHYIO pEaKlIMI0 HaAMOYeuyHUKOB. /{151 BesieHus: peOeHKa ¢ BpOKICHHON NUChYHKIMEN KOPBI
Ha/IMTOYEHYNKOB BO BpeMs HH(EKIMOHHOTO 3a00JIeBaHUSI MJIM WHOTO COCTOSIHUS, BIIMSAIOLIETO Ha

HOTpe6HOCTB B IIpe€riapare, UMCIOTCA CICAYIOINNE PEKOMCHAAINN:

1) Ecnu cocrosiHme peOCHKAa HE BBI3BIBACT OIACEHHM, HANpHMEp, NpPU JIETKOW MpOCTyAe, TO
YBEITUYEHUS 1036l THAPOKOPTH30HA™* He TpeOyeTcs.

2) Ecnu pebeHOK He310poB (IPU pecUpaTOPHOi HHOEKIMH WK MTPU MpoOIeMax ¢ MUIIEBAPSHUEM )
1 HE MOXKET BECTH OOBIYHBIN 00pa3 >KU3HM (ITOCElaTh KOy U T.II.), PEKOMEHAYETCsl YBEITUYUBATh
OOBIYHYIO CYTOUHYIO 03y THAPOKOPTH30HA™* B 2 pa3a, pacnpeaessis ee Ha TpU paBHBIX Mpuema. Yepes
2-3 1Hs TIOCTIe BBI3IOPOBIICHUS MOKHO BEPHYTHCS K pexHel 103e. Ecian umerorces xots Obl Maseiime
COMHEHHMS B TOM, KakK JICCTBOBATh B JAHHOW CUTYallH, TOCOBETYHUTECH C BPAauOM.

3) Ilpu TsoKenbIXx 3a00JCBAaHHUAX, OCOOEHHO TMPOTEKAIOMIMX C JKUAKHM CTYJIOM W PBOTOM,
JOTIOJTHUTEBHO AOKEH OBITh BBEJICH BHYTPUMBIIIICUHO THAPOKOPTU3OH**, TaKk Kak TabIeTKH peOCHOK
yCcBauBaTh He MOXKeET. IIpu noemopnoii peome, cradocmu, ROMAUCOCHIU PEOEHKA 2UOPOKOPMUIOH™™
00.151ceH ObIMb 86€0CH POOUMENAMU HEMEOTIEHHO, He 00HCUOAACH PEKOMEHOAUUIL 6auLe20 J1e4a|e2o

eépaua. Ilpomeonenue ¢ oannoii cumyayuu upeseviuaitno onacuno!!! Ecnu umeromcesa kakue-auoo
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COMHEHUsA, 6ce20a jiyuuie nepecmpaxosamucs, c0enas UHbEKYuio, a noOmom 3a0aeams 60NPOCH
epauy! Huvekuyus cuopokopmu3ona** e OamHom cjyyae He NpUHecem HUKAKO20 6peda, a
Hanpomue, modcem 0Kazamoy peuwiaroujee auaAHue 014 cnacenus ycusHu pedenka! O06s3aTEIbHO
o0CyaMTe 3TO C BpayOM 3apaHee U HAyYUTECh TEXHHUKE BHYTPUMBILIEUYHOrO BBeAeHUS. DIaKOHBI €
pacTBOPOM T'MJIPOKOPTU30HA™* MOI'yT XpaHUTbCA IpU KOMHATHOM Temmeparype. OO0s3aTesbHO
KOHTPOJHUPYNUTE CPOK TOJHOCTH THAPOKOPTU30HA™* U MEHANTE MPOCPOUCHHBIE (pIIaKOHBI!
AZEKBaTHOM 1030 THAPOKOPTH30HA** I BHYTPUMBILIIEYHOTO BBEACHUS CUHTAETCS: 25 Mr Juis
TPYIHBIX AeTei, SO Mr 1y1st IeTei JOMIKOILHOIO U MIIAJIIETO MKOIbHOro Bo3pacta u 100 Mr niis gerei
cTapILero Bo3pacta. 'uapokopTu3oH** HeoOXoauMo HabpaTh B LINPUI] U CAETATh BHYTPUMBIILICYHYIO
UHBEKLHUI0O B OOKOBYIO CPEIHIOI YacTh sroauibl. Vcmonb3yercs uriia ajii BHYTPUMBIILIEYHBIX
UHBEKLUH, KOTOpasi BBOAUTCS Ha MOJIHYIO AIMHY. OOBIYHO MOCIIE 3TOTO COCTOSIHME peOeHKa 3aMETHO
yJaydIllaeTcs, OJHAKO, HECMOTps Ha 3TO, HEOOXOOUMO KaK MOXXHO CKOpee IOCTaBUTh Bpaya B
U3BECTHOCTh O IMpoucieameM. Eciau yaydileHUus COCTOSIHMS HE OTMEYaeTcs, UM CHUMITOMBI
COXPAHSIIOTCSl, OCOOEHHO, €CIM peub HIET O PBOTE, CIEAYET BbI3BATh CKOPYI WM HEOTIOXKHYIO
IIOMOULIb W JOCTaBUTh peOEHKa B CTallMOHAp JUIsl KOPPEKLUHU BOJHOCOJIEBOrO OanaHca IyTeM
BHYTPUBEHHOT'O BBEJICHHSI KUIKOCTH.

4) Xupyprudeckue BMEIIATENbCTBA, TpeOyroomme OOmeld aHeCTe3WH, JOJDKHBI —00s3aTelbHO
MPOBOJUTHECS ~ TIOCJIE€  TMPEIBAPUTENBHON  MHBEKIUH  THAPOKOPTH30HA** 10  NMpUMEHEHHS
o0e30o0nBaHud. YpaaneHue 3yO0oB 0e€3 OCIOXKHEHHM ¢ MeCTHOW aHecTe3ued OObIYHO He Tpelyer
BBIIIIEYKA3aHHBIX MPEAOCTOPOKHOCTEH. B mroboM ciydae, 00s13aTeNnbHO MOCTaBbTE CTOMATOJIOTA B
M3BECTHOCTH O 3a00JIEBaHUM Balllero peOeHkKa.

5) Uto0bl 00JErynTh KOHTAKT MEKAY POJUTEIISIMHA M JICYALIMM BPAa4OM, UMEET CMBICI MOCTOSHHO
BECTH JIHEBHMK CAMOYYBCTBHS, T'/I€ ApaUIEIbHO OTMEUAIOTCS BPEMS U J103a IPUHATHIX IIPETapaToB.
IIporuBonoka3ansbl 14 pedeHKY NpoduaIakTHYecKrne NPUBUBKH ?

Her. Jlo3a TIIIOKOKOPTHKOWIOB, KOTOPYIO IOJy4aeT Ball peOCHOK, SKBUBAJIEHTHA KOJIUYECTBY
CTEPOUIHBIX TOPMOHOB, MPOIYLHPYEMOMY KOpPOW HaJAMOYEYHUKOB 3J0pOBOIO YEIOBEKa, U MpHU
0100paHHOM /103€ HET OCHOBAaHUH OTMEHSATh HEOOXOUMbIE MTPOPUIAKTHUECKUE TPUBUBKU.

Ecnu Bbl ¢ peOeHKOM HaXOAHUTECh B OTHE3JE W/MUIU 3a pyOekoMm, MpH cede HeoOXOIUMO HUMETh
MEIUIUHCKUI JOKYMEHT, COCTAaBJICHHBIHM BalllUM JIEHall[UM BPauoM, B KOTOPOM Oy/eT pacrnucaHa He
TOJILKO €KEAHEBHAs Teparusi, HO M JaHbl COOTBETCTBYIOIINE PEKOMEHIAIMM Ha CITyyail HEeOTJIOKHOM
cutryanuu. OTOpaBIsISICh C MOE3KY, IPOKOHCYIBTUPYHTECH CO CHIENIMAINCTOM B OTHOILIEHUH JIEKAPCTB,
KOTOpbIE HEOOXOUMO B35ITh B JOPOTY.

IIcuxosioruyeckue npodaemMsl B ceMbe

Kak roBopmiioch BHauaie, MOCTAHOBKA JUArHo3a BPOXKIEHHOW IUCHYHKLIUU KOPHI HAAMOYEYHUKOB

OOBIYHO SIBJISICTCS] 3HAYUTEIBHBIM CTPECCOM JIJIs WICHOB CeMbH 001IhHOTO pedeHka. OcoOeHHO B TeX
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clTydasix, Korjia 3a00JIeBaHue BIUSCT Ha BHEIIHUI BUJI ITOJIOBBIX OPTaHOB JICBOYECK, CEMbS HCITBITHIBACT
OospIe TPOOJIeMBl M HEYIO0OCTBa MPU OOCYKJICHUH JaHHOW MPOOJIEMBI C APYTUMHU OTU3KUMH H
qJieHaMu ceMbH. [10JI0BBIE OpPraHbl AEBOYKHU - HE MPEAMET 00CYXaeHUs B ceMbe. OO0 3TOM JOIKHBI
3HATh TOJILKO CaMble OJIM3KHUE: POAUTENN 1 0a0YIIKH, €CITH OHH TIPUBJICYCHBI K YXOy 3a peoeHkoM. He
PEKOMEHIyeTCs OT/IaBaTh peOCHKa B JIOIIKOJIBHBIC YUPESKICHHS, IIOKA HE MMPOBEACHO XUPYPTrUIECKOE
WCIPABIICHUE HAPYKHBIX TIOJNOBBIX oOpraHoB. Camu JEBOYKH OBIBAIOT TIIYOOKO ITOJaBJICHBI
HEO0OXOIMMOCTBIO OCMOTpA IMOJIOBBIX OPraHOB M TMOCIEAYIOUIETO XUPYPTHUYECKOTO BMEIIATEIHCTBA,
0CcO0EHHO ecli JIeBOYKa - MOJAPOCTOK. CielyeT OTMETHTh, YTO B TEX CIy4asx, KOTJa ONeparus 1o
WCIIPABJICHUIO HAPYXHBIX TOJOBBIX OpPraHOB OblIa MPOBEJCHA B PaHHEM BO3pacTe, HET HUKAKOM
HEO0OXOIMMOCTH MOKA3bIBATh JEBOYKY THHEKOJIOTY JI0 IyOepTaTHOro Bo3pacta. OJHAKO MBI MOXKEM
YBEPHUTh, YTO YYBCTBA IOJABICHHOCTH W 3aMEIIATeIhCTBA, KOTOPHIC HCIBITHIBAIOT POJUTEIN -
aJICKBATHBI OTBET MCUXUKU Ha CO3/ABIIYIOCS CUTYAIMI0. B METUIIMHCKUX YUPEKIACHUSX BO3MOMKHO
MOJyYCHHUE KOHCYJITAIIMH CIICIIMATM3UPOBAHHOTO TICKXO0JIOTA.

Kakas nogiep:xka oka3bIBaeTcsl CEMbSIM MANUEHTOB C aIPEHOreHUTAJIBLHBIM CHHIPOMOM?

JIJiss MHOTHX POJUTENICH BaXKHO OBIBACT MO3HAKOMHTHCS C JIPYTUMH CEMBSMH, B KOTOPBIX HMEETCS
pebeHOK, CTpadaroIIuii BpOXKACHHON nuchyHKIMEH KOphl HaAMo4edHUKoB. CrpaBbTech 00 3TOM Yy
CBOETO JICYaIeTro Bpaya.

Uro kacaetcsi (PMHAHCOBOW ITOMOIIU CEMbSIM, TO MHOTHE POJTUTEIH O(QOPMIISIOT WHBAIHIHOCTD IS
CBOUX JICTEH, UTO JaeT OIpe/esieHHbIe (DMHAHCOBBIE MPEUMYIIECTBA. ITO OCOOEHHO BaXKHO IS IeTeH
JIOTIKOJILHOTO BO3pacTa, TpeOyronmx 00jIee 4acToro U TIIATEIbHOTO HAOII0IEHUs Bpayei.
Bpo:kaennasi n1ucyHKUMsA KOpPbI HAANMOYEYHMKOB - 3a00JieBaHUE, A KOTOPOTO CYIIECTBYIOT
METO/IbI JIeueHusl. J[eTu ¢ BpokIeHHOM Auc]yHKIIMEH KOpBl HAIMOUYEYHUKOB BETyT HOPMAaJIbHBIN 00pa3
KU3HU, W HX TPOJODKATEIHHOCTh JKM3HH COOTBETCTBYET TAKOBOW IS 3IOPOBBIX JIFOACH TIPH
MpaBWIbHOM JiedeHUH. COTHH IMallMEHTOB C JIAHHBIM JIMArHO30M, CTaJId B3POCIBIMH, HMEIOT
HOpMaJbHBIE CEMbU M 370POBBIX IETEH, MOIYYHIH OOpa3OBaHUE, CTAM CIEIUAIUCTAMH B CBOEH

00JIaCTH ¥ aKTUBHBIMH YJICHAMH O6H_ICCTB3..
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Hpuioxenue I'1-I'3. IlIkaabl OleHKH, BONPOCHUKH U APYrHe OLCHOYHbIE
HHCTPYMEHTbI COCTOSIHUS NALMEHTA, IPUBEACHHbIC B KIIMHUYECKHX

peKoMeHIaAuUsIX

Ipusoxenue I'l. Ilxana Ipagepa Ais ONEHKH CTeNeHH BHPWIM3AIMH HAPY/KHBIX
MO0JIOBBIX OPTaHOB NPH BPOKIAEHHON JUCPYHKIMH KOPbI HANOYEYHUKOB
Hcrounuk Prader A Der genitalbefund beim pseudohermaphroditismus femininus der kengenitalen
adrenogenitalen syndroms. // Helv Paediatr Acta, 1954, N9, p.231-248

Ha3nauyenme: olieHKa CTEIICHH BUPHIIN3AIIMH HAPY)KHBIX ITOJIOBBIX OPTaHOB Yy JICBOYEK I'y0 (BBICOKas
3aQHSS CrIaiika).

Hladder
Mdllerian duct

Undifferentiated \ 7= Millecian tbercle
2 -<— stage - Prmitive urethra —————=» /
7 Vaginal / ‘S S ) i Vaginal
plate — plate
Prastanc
- ~— = wincle
’
S \B \Bw \Ay \ Do >f20 ?(;3.1(/ g7
5 = <
Normal ¢ 1 2 3 < 5 Normal & Perineal urethra
1§
Female Male
Female Indifferent Male
_- Genital
Glans Tubercle - Glans
S Genital Fold ~
;Jé%ma( 3§ Urethral Genital Swelling . —z=- Urethral Groove
A4 Groove > Scrotal
'E:Gbrfl':-lng [ +—Anus Swelling
Swel o
z A, o X Prapuce = ~ Urethral Orilice
Clitoris - S g e / —av” ﬂ‘/' e N v \
Urethrat 4 o
Labia Minora - Orifice (’.) (?-) (T) (v"‘) ( ~‘v) ( «_) \.A./\ Scrotal
— : 1 ] L] | ' Raphe
Labia ~ Vaginal Scrotum
Majora Oo%'nlmg — A A A -/I”“ N s

Normai ¢ 1 2 3 4 5 Normal
2 cTeneHb BUPHJIM3AIUH - THIICPTPODUS KIUTOPA U YACTUIHOE CpaleHUue OOJIBITUX MOJIOBBIX
3 cTemeHb BHPHJIM3ALMH - KIUTOP TUHEPTPOPHUPOBaH U CHOPMHUPOBAHA €0 TOJIOBKA, CpAILICHHE

MOJIOBBIX T'y0 (hOpMUpYET YpPOr€HHMTAJIbHBIM CHUHYC - €IMHOE MOYEIOJIOBOE OTBEPCTHE y OCHOBAHUS
KIIUTODA.

4 - 5 creneHb BUPWJIM3ALMM - TUIIEPTPODUPOBAHHBIN KIUTOP HAMOMHHAET HOPMAaJIbHBIN MOJIOBOM
YJieH, OJHAaKO HMEETCS €ro HMCKpuBJIeHHE ((puKcalusi K MPOMEKHOCTH), YPOTCHUTAIbHBIM CHHYC

OTKPBIBAETCS HA CTBOJIE WJIM FOJIOBKE TIOJIOBOTO WieHa (MUHealbHas ypeTpa).
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Ipuioxkenue I'2 - llkana Tanuep AJis1 OUEHKH CTAAMI MOJI0OBOT0 PA3BUTHS Y IEBOYEK

Hcrounnk: Var Marshall W. A., Tanner J. M. Variations in pattern of pubertal changes in girls.
Archives of Disease in Childhood. 1969. Ne 235 (44), ctp. 291-303.

B

Craguu pa3BUTHS MOJIOYHBIX 7KeJjie3 U M0JIOBOI0 OBOJIOCeHUS Y 1eBo4Yek no Tanuep.
Monounvie sceneswi:
1 craausi: MOJIOYHBIE XKeJe3bl MPernyoepTaTHhIE, JKEIE3UCTasi TKaHb OTCYTCTBYET, IUAMETP apeoJIbl
MeHee 2 CM, apeoIbl OJIETHO OKpAIIICHBI.
2 cTaamMsi: MOJIOYHBIE JKeJIe3bl W apeoJibl BRICTYITAIOT B BHJIC KOHYca 0€3 BBIJICIICHUS WX KOHTYPOB,
MOSIBIISIETCSA MUTMEHTALIUS APEOJIBI.

3 craaus - apeojla MHTEHCHUBHO OKpallleHa, BBICTYNAeT B BHJE BTOPOr'0 KOHYca HaJ TKAHBIO
MOJIOYHOM KeJIE3hI.

4 cragus - BBICTYIAHHE apeolibl U COCKa HaJ TPYTHOM >Kele30i, apeojia HHTEHCUBHO OKpallieHa,
BBICTYIAET B BIJI€ BTOPOTr0 KOHYCa Ha/l TKAHbIO MOJIOYHON KEJIe3bl.

5 cragus - B3pOCIbIE KOHTYPHI TPYAHOMN JKee3bl ¢ BBICTYMAHHEM TOJIBKO COCKAa, KOHTYpP MEXAY
TKaHbIO MOJIOYHOM >KEJIE3bI U apEOJION CTIIa)KEH.

Ilonogoe osonocenue:

1 craaus - 0BOJIOCEHHE OTCYTCTBYET.

2 cTaams - POCT PEIKUX MUTMEHTUPOBAHHBIX BOJIOC Ha TIOJIOBBIX Ty0ax.

3 cTagus - BOJIOCH CTAHOBSITCS TEMHEE | T'YIIIE, pacIojaraloTcsl Ha JIOHHOM COYJICHEHUH.

4 cTagus - TYCTHIE, B3pOCIIOrO TUIA BOJIOCHI, HE PACIIPOCTPAHSIONIUEC Ha MEIHAILHYIO
MTOBEPXHOCTDH O&Mep.

S5 cTaaMs - BOJOCHI B3POCIOro THIIA, pACIPOCTPAHSIONINECS B (POPME KIIACCUYECKOTO
TPEYroJbHUKA.
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Hpnﬂomem/le I'3 - lIkana TaHHep AJ151 OLEHKH CTAAM M10JI0BOI0 PA3BUTHUSA Y
MaJb4YHKOB

Hcrounux: Marshall W. A., Tanner J. M. Variations in the Pattern of Pubertal Changes in Boys
Archives of Disease in Childhood. 1970. Ne 239 (45). C. 13-23.

CTaaum moJioBoro pa3BUTHS Y MaJIb4YHKOB.
1 cragusi - OBOJOCEHHE OTCYTCTBYET; SIMUKH, MOIIOHKA W TOJIOBOM WJIEH AOMyOepTaTHbIe, 00bheM
su4eK 2-3 MIL
2 cTaaus - pOCT PEIKUX MUTMEHTUPOBAHHBIX BOJIOC BOKPYT OCHOBAHUS MTOJIOBOTO WIEHA; MOIIOHKA
YBEJIMUMBACTCS, CTAHOBUTCS CIIETKa OKPAIICHHOW, 00BEM sIueK 4 MIL.
3 cTaaus - BOJIOCKHI CTAHOBSTCSI TEMHEE U TYIIE, PACIlOIararoTCs Ha JOHHOM COUJICHEHUH; HAUNHAETCSI
POCT TIOJIOBOTO YWIEHA B JJIMHY; MOIIOHKA HAYMHAET MPHOOPETaTh CKIAI4aTOCTh, 00beM ssuuek 10 mit.
4 craaus - OBOJOCEHHE JOOKOBOI 00JaCTH MOJHOE, HO OTCYTCTBYET OBOJIOCEHHME OENep M HIKHEH
YacTH KMBOTA; TOJOBOW WICH MPOJOJDKAET PACTH B JUIMHY; YBEIWYHBACTCS IHAMETP TOJIOBKH;
HapyXHbIC TCHUTAJINH MPHOOPETAIOT MUTMEHTAIINI0, 00bEeM SHUYEK - OT 12 MII.
5 craamsi - B3pOCIBI «POMOOBHIHBIN» THIT OBOJIOCCHHS; HApY)KHBIE TEHHUTAINU JIOCTUTAIOT
MaKCUMaJIbHBIX Pa3MepoB, 00BEM sSUYEK - OT 15 MiIL.
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