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Cnuncok cokpalieHuun

BI" — BpOKI€HHBIN THIIOTUPEO3

I'T'C — runotaiamo-runoduzapHas cucteMa

I'TI — runonuTyutapusm

UMT — unnexc Macchl Tena

JII" — mroTeMHU3UpPyIOUIUMA TOPMOH

MPT — marauTHO-pe30HaHCHAass TOMOTpadust
[IITP — npexaeBpeMEeHHOE TTOJI0BOE Pa3BUTHE
P®II — pagnodapmarieBTraeckuii mpenapar

TI" — TupeornoOyuH

TPI" — TupeOTpONMUH-PUIU3UHT TOPMOH

TTI" — TMpeoTpONHBIN TOPMOH

TADB — ToHKOHTrOJIbHAS acTIUpallMOHHAs OHUOTICHS
V3U — ynbTpa3zByKOBOE UCCIIEIOBAHUE

OCT — GoTUKYIOCTUMYIIUP YOI TOPMOH
YCC — gacToTta ceplIeYHbIX COKpaIleHUn

HPK — muToBHIHAS KKene3a

OKT — snexrpokapauorpadus

Ox0KI" — axokapauorpadus

O30T — anexTposHIedanorpadus

SD — crangapTHOE OTKIOHEHHE

SDS — k03¢ uiimeHT cTaHIapTHOTO OTKJIOHEHUS
T3 — TpUHOATUPOHUH

T4 — TUpOKCUH

IIHC — nenrpanbHast HepBHas CUCTEMa

IQ — intelligence quotient (¢ aHri1. K03(pHUIUEHT UHTEIIIEKTA)
WISC — Wechsler Intelligence Scale for Children (mkana ornenxu 1Q mst nereit)

TepMuHbI M onpeaeneHus
FI/IHOTI/IpOKCI/IHeMI/IH — 9TO HEAOCTATOYHOCTb TUPCONIHBIX TOPMOHOB.
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HeonartanpHplii CKpUHUHT — 3TO MaccOBOE€ OOCIeIOBaHHE BCEX HOBOPOXKIECHHBIX JeTEeH Ha
runotupeos ¢ onpeaeneHuemM TTI B kanwuisspHON KpOBH, NO3BOJIAIOLIEE BBIIBUTH OOJIBIIMHCTBO
ciiyyaeB 3a00JIeBaHUS Ha JOKIMHUYECKOM JTale M CBOCBPEMEHHO Ha3HAuaTh 3aMECTHTEIbHYIO
TEpaIuo

Jucrenezust mmroBuaHou sxenesbl (LK) — 310 cTpykTypHOE HapylieHHe IIMTOBUJIHOM
JKeJle3bl, CBA3aHHOE C Je(EKTOM 3MOPHOHAIBHOIO Pa3BUTUS TUPEOUIHOMN TKaHU, MPOSBIISIOLIEECS
arsa3uei, reMuareHe3ueH, THIIOTIIa3ueil Wil dKTonuel (aucronueii).

JIMCrOpPMOHOT€HE3 — 3TO HapyIIEHHE BBIPAOOTKU WM TPAHCIOPTAa THPEOUABIX TOPMOHOB,
BO3HHUKAIOIIEE BCIEACTBHE (EPMEHTATUBHBIX Je(eKTOB (TpaHCIopTa io/aa, TEePOKCHUAA3HON
CUCTEMBbI, CHHTE3a TUPEOIJIO0YINHA, AeHOUPOBAHMUS).

[lepBuYHBI TUIOTUPEO3 — OTO KIMHUYECKUM CHUHAPOM, Pa3BUBAIOIIMKCS BCIEICTBHE
HEJIOCTATOYHOM MPOAYKIMU THPEOUIHBIX TOPMOHOB I10 NPUYUHE MEPBUYHOM NATOJIOTMM B CaMOU
K.

BropruHblii THIIOTHPEO3 — O3TO KIMHUYECKUH CHUHAPOM, PAa3BHBAOLIUMICSA BCIEIACTBUE
HepoctatouyHor npoaykumu TTIT mpu  orcyrcrBum nepBuuHoM mnartosornu camoit  IIDK,
MIPUBOIALIEH K CHIYKEHUIO €€ (QYHKIINU.

TpaH3UTOPHBIM TUNOTHUPEO3 — OATO  COCTOSHUE BPEMEHHOW  THUIOTUPOKCHUHEMUH,
comnpoBoxaatomieecs nosbimenuem TTT .

1. Kpatkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOSAHUIO (rpynnbl
3aboneBaHU UNN COCTOAAHUN)

1.1. OnpepneneHne 3aboneBaHUs UNU COCTOSAAHMA (rpynnbl 3aboneBaHUN WU
COCTOSIHUN)

Bpoxnennsnii runotupeos (BI') — ogqHo n3 Hambosiee 4acTO BCTPEUAIONTUXCS BPOKICHHBIX
3aboneBanuii 11K y gereit, B oCHOBE KOTOPOTO JICKHUT TMOJTHAS WM YaCTHYHAs HEAOCTATOYHOCTH
TUPEOUIHBIX TOPMOHOB, IMPUBOJSAIIAS K 3a/Iep’KKe Pa3BUTHs BCEX OPraHOB M CHCTEM OpraHu3Ma
[IPH OTCYTCTBUH CBOCBPEMEHHO HAYaToro JieueHus [1].

1.2. JtmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHU NN COCTOSIHUN)

BI' — rereporennas mo 3THOJIOTHH Tpymnma 3a0ojieBaHui, 00ycioBiIeHHbIX maroioruei DK,
rUnoTazamMo-Tunou3apHoOl CUCTEMbI WIIH IEpUPEPUIECKOTO IEHCTBUS TUPEOUTHBIX TOPMOHOB.

l'unotupokcuHeMus MTPUBOIUT K Pa3BUTUIO META00IMYECKUX HAPYIIECHUH, CHUKEHHUIO
CKOPOCTH OKHCIUTENbHBIX MPOLIECCOB U AaKTUBHOCTH (PEPMEHTHBIX CHCTEM, TOBBIIICHUIO
TpaHCMEMOpaHHOW KJIETOYHON MPOHUIIAEMOCTH U HAKOIUICHHIO B TKAHSAX HEJIOOKUCICHHBIX
MPOIyKTOB oOMeHa. JlehuuuT THPEOHIHBIX TOPMOHOB TIpyOO HapyllaeT MpOIEecChl poCTa,
¢ depeHINPOBKY BCEX TKaHEH U CUCTEM OpraHU3Ma.

Bonpiie npyrux ot HemocTaTka TUPEOHIHBIX TOPMOHOB y peOeHKa CcTpajaeT LeHTpalibHas
HepBHas cucteMa. Huskuii ypoBeHb THPEOUAHBIX TOPMOHOB, OCOOEHHO B IEPBbIE MECSIIBI KU3HHU,
MPUBOJUT K 3aJEP)KKE MPOLIECCOB MUEIMHU3ALMKA HEPBHBIX BOJOKOH, CHIKEHHIO HAKOIICHUS
JUNUAIOB M TJIMKONPOTEUJOB B HEPBHOM TKAaHM, YTO B KOHEYHOM HUTOr€ BBI3bIBAET
MopoyHKIIMOHATEHBIE HAPYIICHHUS B MEMOpaHax HEHPOHOB MPOBOAAIIUX ITyTEeH MO3ra.

Heobpatumocts noBpexaenuii [IHC npu BposkIeHHOM THIIOTHPEO3€ B YCIOBUSX OTCYTCTBHS
JICYEHUS CBsI3aHA C 0COOEHHOCTSAMU POCTAa U CO3PEBAHMS TOJIOBHOTO MO3Ta HOBOPOKIEHHOTO.

B mepuon makcumanbHOrO pocTa M AKTUBHOTO HEMpPOreHe3a, KOTOPbIA MPUXOIUTCS Ha
mepBele 6 MecsAleB JKU3HM pebeHka, MO3r OKasbIBaeTCsi OCOOEHHO UYBCTBHUTENEH K
HEOIaronpusATHBIM BO3JIECHCTBUSAM, B TOM YHUCIIE M K HEJJOCTATKy THpOKcHHA. [loaToMy TupeounHas
HEJ0CTaTOYHOCTh B KPUTHUYECKOM Mepuoae Hambomee ObicTporo passutus [{HC 3anepxuBaer ee
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CO3peBaHue, IPUBOJIS K HEOOpAaTUMO# yMCTBEHHOM oTcTanoctH [2, 3, 4, 5, 6].

1.3. dnuaemmnonorua 3abonesaHus N cocTosiHUA (rpynnbl 3aboneBaHUn Mnu
COCTOSIHUN)

Yacrtora BpOXISHHOTO  IEPBUYHOTO  rumoTthpeo3a  komebmercst ot 1:3000-4000
HOBOpOXKIeHHBIX B EBponie u CeBepHoit Amepuke, 10 1:6000-7000 HoBOpox)AeHHBIX B Anonuu. Y
JIUIl HETPOMJIHOM pachl 3a00JeBaHME BCTpeUYaeTcs J0cTaToyHo peako (mpumepHo 1:30000), a y
JAaTHHOAMEPHKAHIIEB, HANPOTHUB, YacTo (1:2000). Y neBouek 3aboeBanue BcTpeyaercs B 2-2,5 pasza
yaile, 4yeM y ManbuukoB. PacrpoctpanenHocts BI' B Poccuiickoin ®@enepanuu 1o pesyiapraTaM
HEOHATAJIbHOTO CKPUHUHTA cocTaBiseT | ciydait Ha 3600 HoBopoxaeHHBIX (1997-2015) [7-9].

1.4. OcobeHHOCTU KoaupoBaHusi 3aboneBaHUsi WM COCTOSIHMA (rpynnbl
3aboneBaHumn unm COCTOSIHUN) no MexayHapoaHow CTaTUCTUYECKOM
Knaccucukaumm 6onesHen n npobnem, CBA3aHHbIX CO 340POBLEM

E03.0

Bpoxnennsnii runotupeos ¢ auddy3HeIM 3000M. 300 (HETOKCHYECKHI) BPOKICHHBIN
MMapEHXUMAaTO3HBI.

E 03.1

Bpoxxnennslii runotupeo3 6e3 300a. Amasus IIUTOBUAHOM JKene3bl (C MHKCeneMoil).
Bpoxnennast aTpodusi IUTOBUIHOMN HKEJIE3HI.

E.07.1

JucropmonanbHbIi 300. CeMeiHbIN qucropMoHanbHbIi 300. Cunnpom [lenapena.

E.07.8

Jlpyrue yToO4YHEHHBIE OOJIE3HM IIHUTOBUIHON >Kene3bl. JlepekT THUPO3UHCBA3BIBAIONIETO
rnoOynuHa. KpoBousnusHrue B MMTOBUAHYIO kene3y. MHpapkT muroBumHo# xene3pl. CHHIPOM
HapylLEHUs 3yTUPE03a.

MKB-11: 5A00.0
ORPHAcode: ORPHA: 442

1.5. Knaccudukaumsa saboneBaHmMa Unu coctossHus (rpynnbl 3aboneBaHnn unum
COCTOSIHUN)

[IpuBonuM ob6wveauHeHHyr0 Kiaccudukanuio BI, B 0OCHOBY KOTOpO# MOJOKEHBI YpOBEHb
MOPAKEHUS, CTETICHb TSDKECTH U CTENIeHb KoMIeHcauu 3adoneBanust [10].

l. Mo aTnonorum

1. MepBUYHbLIN rMNOTUPEO3

A. [IncreHesnsa WMTOBUAHOMW Xenesbl

- Arenesus (amnasus);

- I'unonnazus;

- Jluctonus (3xTOMNNA);

- 'emuarenesus;

- JlucreHesus WIMTOBUAHON >KeJe3bl, acCOIMUpPOBaHHAs ¢ MyTanusMu reHoB NKX2-1,
FOXE1, PAX-8, JAGI u ap.

B. IucropmMoHoreHes

- Jledext Tpancmopra iona (myramuu reHoB SLC5AS, SLC26A4);

- Jledext mepokcunaznoit cucreMsl (myranuu renoB DUOX2, DUOXA2, TPO);
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- Jledbext cunTe3a TpeornoOynuHa (Myranuu resa TG);
- Jledexr neiiomupoBanus (myranuu reHa [YD);

2. LleHTpanbHbIX rTMNOTUPEO3 (BTOPUYHBLIU, TPETUYHBLIA TMNOTUPEO3)

- I'umotupeos, BBI3BaHHBIN HEAOCTATOYHOCTHIO (DAKTOPOB TPAHCKPHIILIMHU, BOBIICYCHHBIX B
MPOIIECCHl pa3BUTHS WK (yHKIMOHMPOBaHUs runodusa (myramun renos HESX1, LH3, LH4, Pitl,
PROP1);

- Uzonupopannas HenocratounocTs TTI (Myramuu rena, komupytomero @ -cyonemunuiy
TTT);

- Henmocratounocts TPI' (M3osnmpoBaHHast, CHHAPOM MOBPEXICHHUS THUMO(U3APHON HOXKKH,
MOBPEXKJCHNE FUIoTagamyca);

- Peaucrentnocts k TPI' (myrauuu rena peuentopa TPT);

3. I'Iepmbepw-leCKaﬂ Pe3NCTeHTHOCTb K TMpeonaHbIM ropMoHam

- PeaucteHTHOCTH K THpeouaHbIM ropMoHaM (MyTtauuu reHoB THRA u THRB);
- Hapymenue Tpancnopra THpEOUIHBIX TOPMOHOB (MyTanuu rena MCTS);

- ledext rena penentopa TTI (myranuu rena TSHR);

- [lceBmorumnonaparupeos tuma la (myranuu rena GNAS);

4. CuHapomanbHble hopMbl rMNnoTupeosa

- Cunpapowm Ilennpena (runotupeos, riyxoTa, 300) — myranuu rena SLC26A4;

- Curnpom bamdopna-Jlazapyca (runotupeos, paciiesnHa MITKoro Heba, BOJIOCH C OCTPBIMU
npsigsimu) — mytanuu rea FOXE1 (TTF2);

- Cunnpom Koxepa-JleOpe-Cemumnanxka (MbIIIeuHasi ICEBIOTHIEPTPOUS, THIIOTUPEO3);

- DKToAepMalibHAs JUCIIA3HSL, TUIIOTHIPO3, TUIIOTUPEO3, IIMIIHapHas IMCKUHE3HS,

- XopeoareTos, THIOTUPEO3, PECIIUPATOPHBIN IUCTpEecC-CUHAPOM — MyTaruu rena NKX2-1
(TTF1);

- OxupeHue, KOJUT, THUIOTUPEO3, THUNEPTpodus MHUOKapHa, 3aJep)KKa ICUXUYECKOTO
pa3BUTHS;

- HeonaranbpHblil caxapHblii 1uabeT, BPOXKICHHBIA THIIOTUPEO3, BPOKICHHAs TJayKoMa,
¢ubpom neuenu — myranuu rena GLIS3.

5. TpaH3UTOPHLIN FTMNOTUPEO3

- [Ipuem mMaTepri0 aHTUTUPEOUHBIX MPEeNapaToB;

- TpancrnunanenTapHsblil nepeHoc 6nokupyromux antuten K perenropy TTT;
- Jledbuuut mm u30BITOK Ho/1a y MaTepu WM HOBOPOKJIEHHOTO;

- 'omo3uroTHeie/KOMIayH reTepo3uroTHeie Myramnuu reHa DUOX2;

- I'erepo3urotnsie myrauuu rena DUOXA2;

- BpoxneHHasi reMaHrHOMa UM T€MaHTHOAHI0TEIMOMA TTEUCHH.

YacTtoTa BCTPEYaEMOCTH pPa3IUYHBIX (OPM U BO3MOXKHBIX MOJEKYISPHO-TEHETHUECKUX
neeKTOB MpeCTaBIeHA B IPUIIOKEHUN A3.

Il. Mo cTeneHu TAXeCcTHN

- JIaTEHTHBIH (CyOKIMHUYECKU) — TMoBbIeHHbIH ypoBeHb TTI mpum HOpMaabHOM ypOBHE
cBobogHoro T4,

- MaHugectHbli — runepcekpenus TTI mpu cHmwkeHHOM ypoBHE cBoOojHOrO Ta, Hammuue
KJIIMHUYECKUX MTPOSIBIICHUN;

- OCJIO)KHEHHBIH, P KOTOPOM MOXET OBITh KPETUHU3M, Cep/I€UHasi HEAOCTATOYHOCTD, BBITIOT
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B CCPO3HLBIC ITOJIOCTH, BTOPHUYHAA aICHOMA FI/IHO(I)I/I?;a.

lll. Mo cTteneHn KoOMNeHcauun

- KomIieHcnpoBaHHBIi;
- JIeKOMIIEHCUPOBAHHBIN.

OcnoKHEHHBIH THIOTHPEO3 (KaK MpaBWIIo, HE PACIIO3HAHHBIC BOBPEMS, 3aITylICHHbIE CITydan
3a0oneBaHns) 0€3 CBOEBPEMEHHO HA3HAYEHHOW M TPABHIBHO TOAOOPAaHHON 3aMeCTUTENIbHON
MEIMKaMEHTO3HOH Tepanmuy MOXET NMPUBECTH K Pa3BUTHIO THIIOTHPEOMIHOHN (MHKCEIEeMaTO3HOMN)
KOMBIL.

B nopasnsroneM OosbiminHCTBE citydaeB (85-90%) mmeer MeCTO MEpPBUYHBIN BpPOKJIEHHBIN
runotupeo3. Cpean MNEepBUYHOrO runotupeo3a 85% ciydaeB SBISAIOTCA CIOPAIUUECKHMH,
OOJBIIMHCTBO U3 HUX 00OycnoBieHo aucrenesuer (amobpuomnarueit) LK. Ilo maHHBIM pasnuyHBIX
aBTOpOB, areHe3us LK Bcrpeuaercs B 22-42% ciy4daes, B 35-42% TkaHb jkele3bl SKTOIMPOBaHA, B
24-36% umeet mecto runoriasus DK [11-13].

I'opazno pexe (5-10%) BcTpeyaroTcsi BTOPUUHBIA UM TPETHUUHBIN BPOXKACHHBIN TMIIOTUPEO3,
nposBIIsTIOIIKECs n30aupoBaHHbM AedurutoM TTT wiu runonutyutapuzmom [14].

Oco0oit ¢popmoit BI' sBrsieTcss TpaH3UTOPHBIM THIOTUPEO3 HOBOPOXKJIEHHBIX. JTa ¢opma
3a00JIeBaHMsI Yalle BCEro HAONOJAeTCsl B PETHOHAX, JHIEMHYHBIX [0 HEAOCTAaTKy Hoja.
TpaH3UTOPHBII THIIOTHPEO3 MOXKET BO3HHKHYTH W B PE3yJIbTaTe HE3PEIOCTH CHUCTEMBI
opraHuUKau Hola, OCOOCHHO y HEJIOHOUICHHBIX, HE3PEIbIX HOBOPOXKICHHBIX. K pa3BuTHIO
TPAH3UTOPHOTO THIIOTHPEO3a Y HOBOPOXKACHHOTO MOXKET TMPUBOJIUTH MPHEM MaTEPhIO BO BpeMs
OEpeMEHHOCTH THUPEOCTAaTUYECKUX U JAPYrMX IMpenapaToB, HApyLIAIOMUX CHHTE3 TUPEOMIHBIX
TOPMOHOB IIMTOBUIHON Xkene3oi miuoga. OmnucaHa TpaHCIUIALlGHTAapHas IMeperadya MAaTepPUHCKUX
onokupyromux antuteln K peuentopy TTI [2].

B cBsI31 ¢ pa3BUTHEM METOI0B MOJIEKYJIIPHO-TEHETUUECKOTO aHAJIN3a B3IJISL/Ibl HA 3TUOJIOTHIO
BPOXAEHHOTO TUIIOTUPEO3a B MOCIEIHHUE TO/bl BO MHOIOM M3MeHW1IMch. Ha cerogHsmHuii neHb
UAECHTU(GUIMPOBAH PsAJl TEHOB, MyTallMM KOTOPBIX MPUBOJAT K HAPYILIEHUSAM 3aKJIaIKH, MUTpaLUY,
middepenunpoBku DK, nedexram cuHTE3a TUPEOUIHBIX TOPMOHOB, HApYIIEHUSM T'MIIOTAIaMO-
runoguzapHoit ocu. OTcyrcTBHE crienu(UUIECKUX CUMIITOMOB, XapaKTE€PHBIX Ui ONPEAEICHHOTO
TeHETUYECKOTO0 J1e(eKTa, He MO3BOJISET IPOBOIUTh U30JMPOBAHHYIO JUATHOCTUKY OJJHOTO T€Ha A
uaeHTuGukanuu myrauuu. Haumbosee mmpoko wm3ydensl BapuaHThl aucrenesuu DK, onnako
[I0Ka3aHO, YTO HapylIEeHHE 3aKJIaJKU 3TOr0 KHM3HEHHO Ba)XKHOI'O OpraHa acCOLMUPOBAaHO C
MyTalUsIMH F€HOB TOJBKO B 2% CIIy4aeB, B OCTAJbHBIX CllydassX IPUYMHA OCTAETCsI HEN3BECTHOM. B
CTPYKType HacCJIEJCTBEHHBIX (hopM 3abosieBaHUs IpeobialaloliMMU MpUYMHAMU pazButus BT
SBJISAIOTCS 1€(DeKThl F€HOB JUCTOPMOHOI'CHE3a, O YEM CBHUJIETEILCTBYIOT PE3YJIbTaThl MOJIEKYISIPHO-
IeHETUYECKUX aHajau30B (moApoOHast uHpoOpManus O JeeKTax TIeHOB, MPUBOILIMX K
BPOXKICHHOMY THIIOTHPEO3Y, Ipe/ICTaBicHa B ipuioxennu A3) [15-19].

1.6. KnuHu4yeckas KapTuHa 3aboneBaHWA WNM  COCTOAHMA  (rpynnbl
3aboneBaHUN NN COCTOSIHUMN)

1.6.1. KnuHnyeckne nposiBneHns runotnpeosa

Knunudeckue mposBiIeHMs MEPBUYHOTO TUTIOTUPEO3a B OTCYTCTBUE 3aMECTUTEIBHON Teparuu
OTMCHIBAIOTCS CICTYIOIIMMHU OCHOBHBIMU cHHIApoMamu [ 1, 2, 20, 21].

1.6.1.1. OGMEHHO-rMNOTEPMUYECKMA CUHAPOM

- HOCTOSIHHOC YyBCTBO 3$I6KOCTI/I;
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- TIOHIKEHHAs TeMIIepaTypa Tena;
- YMEpPEHHOE YBEJIMYEHHE MacChl Tejla (BCIIEICTBHE YMEHBILICHHUS JIMMOIU3a U 3aJCP>KKU
BOJIbI).

1.6.1.2. Tpochuyeckmne HapyLLUEeHUA KOXN U ee NPUAATKOB

PazButne 5TOrTO CHHApPOMA CBS3aHO C HapylmIeHHEM OOMEHa TJIMKO3aMHUHOTIIMKAaHOB B
YCIOBHSX JePHUIHUTA THUPEOUAHBIX TOPMOHOB, CIIEJCTBUEM YEro SIBJSETCS TOBBIIICHHUE
rUIPO(OUITBHOCTH TKaHEH.

XapakTepHbl:

- MUKCEJIEMATO3HBbII MJIOTHBIA OTEK JMIA U KOHEUHOCTEM;

- OosblIMe TyOBl U SA3BIK C OTIIEYaTKaMU 3y0OB IO JIaTepalibHbIM KpasiM;

- "crapooOpa3zHoe JUI0" ¢ OrpyOeBIIUMU YEPTAMH,

- ToJICTas, cyxas, XOJIOAHas, OJieHasl KoXa C >KEeJNTOBaTbIM OTTEHKOM, HE coOupaemas B
CKJIQJIKM; IIETYIIEHUE Ha JIOKTSX;

- MEJUIEHHO pAacTylLIUe TYCKIJIbIE, JIOMKHE BOJIOCHI, YCHJIEHHOE€ WX BBINAJCHHE Ha TOJIOBE,
OpOBSIX, KOHEYHOCTSX BIUIOTH JI0 PA3BUTHS TOTAJIbLHOM aloOMeuH;

- TOHKHE HOT'TH C MPOJOJIbHOUN WJIM MOTEPEYHON HCUEPUEHHOCTBIO.

1.6.1.3. NopaxeHne HePBHON CUCTEMbI U1 OPraHOB YyBCTB

Pa3BuTHe 3TOro CHHApPOMa CBSI3aHO C YTHETEHHWEM BBICHIEH HEpPBHOW NEATENbHOCTH U
0€e3ycI0BHBIX pe(IeKCOB B YCIOBUSIX HEIOCTaTKa TUPEOUTHBIX TOPMOHOB. XapaKTePHBbI:

- 3aTOPMOKEHHOCTb;

- COHJIUBOCTb;

- CHIDKEHUE MaMSATH;

- TUTIOMUMMSL.

K cumnTomam nopaxenus nepudepuaeckoil HEpBHOW CHCTEMBI OTHOCSATCS:
- MapecTe3uu;
- 3aMe/IJICHUE CYXOKHIbHBIX pedeKcoB.

JluchyHKIMS OpraHOB 4yBCTB:

- CHIDKCHHE ciTyXa (OTEK CIYXOBBIX TPYO M CPEIHETO yXa);

- HapyIIeHne 00OHAHUS (M3-3a HAOYXaHMS CIM3UCTON 000JI0YKH HOCA);

- 3aTPY/JIHEHUE HOCOBOTO JIBIXaHHUS;

- MOHMXCHHE TeMOpa M orpyOeHHe Trosioca (BCIEACTBUE OTEKa M YTOJIIEHUS T'OJOCOBBIX
CBSI30K).

1.6.1.4. NopaxeHue cepaevHO-COCyaUCTON CUCTEMbI

HN3menenus CCpZ[G‘IHO-COCYI[HCTOﬁ CUCTCMbI IIpHU THUIOTHUPCO3C CBA3aHbI C YMCHBIIICHUCM
BJIIMAHHUA Ha CcepAuc THUPCOUAHBIX TOPMOHOB U KATCXOJIAMHUHOB, a TaKXKC C pPAa3BUTUCM
,[[I/ICTpO(I)I/ILICCKI/IX W3MEHEHHUH B MHOKapAcC.

XapakTepHbI:

- Opanukapausi;

- TJIyXOCTh TOHOB CEep/la;

- IOHW)KEHHOE apTepUaIbHOE JABICHHUE;
- CHIDKEHHE MYJIbCOBOTO JAABJICHMUS.
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Ha OKT™:

- CUHYCOBast OpaJuKapans;

- CHIDKEHHUE BOJIbTaXa 3yOLOB;

- nenpeccus cermenta ST;

- CHI)KEHHE, IBYX(a3HOCTh Wiu nHBepcus 3yoma T.

ApUTMHUH TIPH THIOTHPEO3€ BCTPEUYAIOTCS OYEHb PENIKO, OJJHAKO MOTYT IOSBIATHCSA Ha (oHe
3aMECTUTENbHON Tepalluu TUPEOUIHBIMU TOPMOHAMHU.

Ha Oxo-KT™:

- CHIDKEHHUE CUCTOJINYECKOU U auactonnueckoit pynkuuu JIK;

- YMEHBIIIEHUE COKPATUTEIHFHOM aKTUBHOCTH MUOKapaa ((ppakiuu BeIOpoca);
- YMEHBILIEHHE CEPJICYHOT0 BBIOpOCa;

- YMEHBIIIEHHUE yITapHOTO 00beMa.

1.6.1.5. \aMeHeHuUs1 CO CTOPOHDbI XeNyao4YHO-KULIEeYHOro TpaKTa

XapakTepHBI:

- 3aI0pBI;

- TUCKUHE3MS JKEITYEBBIBOISIINX ITyTEH;
- CHIOKCHHE alleTuTa.

1.6.1.6. HapyweHus KpoBeTBOpeHUs (AaHEMUYECKUN CUHOPOM)

OmHuM W3 XapakTepHBIX NPOSABIECHUN THIOTUPEO3a CIEAYeT CUWUTaTh HapyIICHHs
KPOBETBOPEHUS.

HaOmronarorcs:
- xene3o0euITHAS aHEeMUS;
- Bio-nedunurnas anemus (penko).

XapakTepHbl HapymeHUs! GyHKIIUA TPOMOOIIMTOB:
- CHIDKEHUE MX a/IF€3UBHO-arperaliioHHON CIoCOOHOCTH;
- HOpMaJIbHOE KOJIMYE€CTBO TPOMOOIIUTOB.

1.6.1.7. HapyweHue paboTtbl no4yek

- CHW)KCHHUE TI0YEYHOTO KPOBOTOKA (4acTo);
- CHW)KEHHUE CKOPOCTH KITYOOYKOBOH (PHIIBTpAIH;
- MOsIBJICHUE HEOOJBIION TPOTEMHYPUU (BO3MOXKHO).

1.6.1.8. AncdyHKUMA penpoayKTUBHON CUCTEMBI

[Ipy AIUTENTHPHO JEKOMIICHCHPOBAHHOM THIIOTHPEO3€ OTMEYaeTCsl 3aJIep)KKa TI0JI0BOTO
CO3pEBaHMsI.

VYV neBouek:

- BO3MOJKHbl HapylIE€HUs MEHCTPYaJIbHOTO LHMKJIA MO THUILYy OJUTOOICOMEHOpPEU WU
aMEHOpeH;

- QaHOBYJISITOPHBIE LIUKIIBIL.

B OonbiiuHCTBE CJIydacB O9TH HApYHICHUSA COYCTAKOTCA C ranaKTopeeﬁ n O6yCJ'IOBJ'ICHBI
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MOBBIIIEHHBIM YPOBHEM MPOJIAKTUHA (CHHIPOM THIEPIPOIAKTUHEMHUYECKOTO TUIIOTOHAAN3MA, WIH
CHHJIIPOM TIEPCUCTHPYIOLIEH ranakroper-aMmeHopen). Hammuume s3Toro cuuapoma y OOJBHBIX ¢
IIEPBUYHBIM TUIIOTUPEO30M U3BECTHO, KaK CUHIPOM Ban-Buka-Xenneca-Pocca.
l'uneprnponakTMHEMUsT TPHUBOAUT K HApYIIEHUSAM LUKIMYHOCTH BbiOpoca JII' m peuenuuun
TOHAJOTPOIIMHOB B TOHajaX. J{JIUTENbHO CyLIECTBYIOIIAs THUIEPIPOJAKTUHEMHS CIIOCOOCTBYET
Pa3BUTHIO BTOPUYHOTO TOJMKHACTO3a SUYHUKOB.

Cunpnpom Ban-Buka-I'pombaxa (J. Van Wyk u M. Grubach) — BapuaHT npexaeBpeMEeHHOTO
nosioBoro cospeanus (I1I1P) y meTeit ¢ mepBUYHBIM CKOMIIEHCHPOBAHHBIM THITOTHPEO30M [ 1, 2].

V¥ nesouek npusHakamu [P asmsrores:

- YBEIIMYEHUE MOJIOYHBIX JKEJIe3, MHOTJA C JIJAKTOpEEH, U MEHapXe;
- BeIcokue ypoBHU TTI m nponakTuHa;

- yMepeHHO ToBbINIeHHbIe KoHIleHTparuu JII' u OCT;

- V3-npu3HaKu KUCTO3HO-U3MEHEHHBIX SIMUHUKOB.

Y Manp4uKOB JAaHHBIM CUHIPOM XapaKTEpPU3YETCs:

- MakpoOpXW3MOM TMpU OTCYTCTBUM WJIH CJa0OW  BBIPAXKEHHOCTH  CHMITOMOB
aH/IPOT€HU3ALINY;

- 3HAUUTENbHO TOBBIMIEHHBIMH KoHUeHTpauusmMu TTT, mponakTHHa U TOHAAOTPOIHBIX
TOPMOHOB;

- TOomyOepTaTHBIM YPOBHEM TECTOCTEpOHa (Kak mpasuio) [1, 2].

1.6.1.9. NopaxeHne KOCTHO-MbILLUEYHON CUCTEMbI

Peskoe (B 2-3 pa3a) 3aMeyieHIE TIPOIIECCOB KOCTHOTO PEMOICTUPOBAHHUS:
- YTHETEHHUE KOCTHOM pe30pOIuu;

- YTHETE€HUE KOCTHOr0 00pa3oBaHus;

- 3a7iepkKa AU GepeHITMPOBKYA KOCTHON TKaHH.

[Ipu runoTHpeo3e MOryT pa3BUBATHCS MHUOIATHH, KaK ¢ TUIEPTPOQHEH MBIIII, TaK H C UX
atpodueii.

1.6.2. OCoOGeHHOCTU Te4YeHUs1 BPOXAEHHOro MNepBUYHOro runoTupeosa B
pa3nuyHoM Bo3pacTe

Knunuyeckre mnposBICHUS W TEYEHHE THUIIOTUPEO3a CYIIECTBEHHO pAa3JIMYaroTCs y JIUIL
pasHoro Bo3pacta [1, 2, 20, 21]. B merckom Bo3pacTe OHHU 3aBHCAT OT IEepHOJaa MaHU]ecTaru
3a00JIeBaHUs, JUIUTEIBHOCTH CHHIPOMA TMIIOTHPE03a U CPOKOB Hadajaa 3aMECTHTEIHLHOUM Teparuu.
Ha mepBom Mecsie >ku3HM peOeHKa, KOrJa paHHsS AMArHOCTHKA KpaiHe Ba)KHA, TUIIMYHAsS
knuHu4eckas kaptuna BI' nabnromaercs Bcero B 10-15% cimydaes.

1.6.2.1. CumnTomaTuKa nepBmyHoro BI' y HOBOpPOXAEHHbIX U rPyAHbIX AeTen

BI' y HOBOpOXIEHHBIX MPOSIBIISIETCA CIEYIOIIUMU CUMITOMAaMH:

- OTEYHOE JIUIO, TYOBl, BEKH, MMOJIYOTKPHITBIN POT C IIUPOKUM, "paciiiacTaHHbIM" S3bIKOM;

- JIOKaJIM30BaHHbIE OTEKH B BHJIE IUIOTHBIX "MOylIeueKk" B HAJKIIOUUYHBIX SMKAX, ThIIbHBIX
MIOBEPXHOCTAX KUCTEH, CTOTI,

- IPU3HAKKM HE3PEJIOCTH MPH JIOHOIIEHHOH 10 CPOKY O€peMEHHOCTH;

- HU3KHI, TPYOBIil rojioc mpH 1iave, KpHUke;

- MI03/IHEE OTXO0XKJACHUE MEKOHUS;

- MI03/1HEE OTHAJACHUE ITyITIOYHOIO KAHATHKA,
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- IUIOXAast AMUTEIIU3ALUs ITYIIOYHON PAHKU;
- 3aTAHYBLIASACA JKEITyXa.

Jletn 3a49acTyro pOXKIAOTCS OT MepeHoIeHHON OepeMenHocTH (Oomnee 40 Henenb) ¢ OONBIION
Maccoii Tena npu poxaeHuu (6omee 3500 r).

1.6.2.2. KnuHnyeckasa kaptuHa nepBu4yHoro BI' y neten paHHero Bo3pacTa

Y nereii Oosiee crapmiero Bo3pacta (mocie 5-6 MecsIeB) KIMHUYECKHE ITPOSIBICHUS
TUIIOTHPEO3a CXOXHU C MPOSABICHUSAMHU Yy B3pocCibIX. [IoMHMO 3TOTO, MpU OTCYTCTBUM JIEUEHUS Y
nerei ¢ BI' Ha mepBbIi I1aH BBICTYMAET HapacTarouias 3a/ep:kka ICUXOMOTOPHOTO, (pU3N4ECKoro,
a 3aTeM M MO0JIOBOTO Pa3BUTHUS.

Otcraer pa3BUTHE MOTOPUKH:

- JIETH BSUIbI, YaCaMU MOTYT JIEKaTh CIIOKOMHO, HE MPOSBIIsis O€COKOWCTBA ITPU TOJIOJIE;
- HE UHTEPECYIOTCS UTPYIIKAMU,

- IO3JHO HAYMHAIOT CUJACTH, XOJUTh.

KosxHbI€ TOKPOBBI:

- CyXue, )KEJITOBAThIe, METYIIaTCs W3-3a TOHWKEHHOW CEKPEIMU TIOTOBBIX U CAJIbHBIX JKEJe3,
MMEIOT "MpPaMOPHBIN' PUCYHOK, XOJIO/IHbIE Ha OLLYTIb;

- BOJIOCHI JIOMKHE Cyxue, 0e3 01ecKa, YCHIICHHO BBITIAal0T. XapaKTepHa ce0opest BOJIOCHUCTOM
YacTH TOJIOBEI, 104, BEK;

- HOI'TH JIOMKHE, C TPEeUIMHAMH;

- OTMEYAETCs MEJUIEHHBIN POCT BOJIOC U HOT'TEH.

XapakTepeH KOMIUIEKC peCIUPATOPHBIX CUMITOMOB:
- 3aTPyIHEHHOE HOCOBOE JbIXaHUE;

- CTPUIOD;

- IIMaHO3 HOCOTYOHOTO TPEYrOJIbHHKA;

- HU3KHH, TpyOBIi roJIoc;

- 4acThI€ MPOCTYIHbIE 3a00JIEBAHNUS.

Bripaxkensi:

- aluHAMUSL;

- TUMOTOHUS MBIIIIL: BBITYKIIBIN KUBOT C MYIMOYHOM TPBIKEH, pacXoxkACHUE MPSIMBIX MBIIII]
KUBOTA;

- OCaHKa C TOSCHUYHBIM JIOPJO30M, BBICTYMAIOIIMMH STOJUIAMH W TOJXYCOTHYTHIMU
KOJICHSIMU;

- 4YaCThI€ 3aMOPbI, METEOPU3M.

XapaKTepHBI:

- IOCTHATAJIbHOE OTCTaBaHUE B POCTE;

- TIporpeccupyolee 3aMeIIeHne CKOPOCTH pocTa (CKOpocTh pocta 6osee yem Ha 1 SD Himke
(Ipu XpOHOJIOTHYECKOM Bo3pacTe > 1 roja)) A COOTBETCTBYIOIIEIO XPOHOJIOTHYECKOI0 BO3pacTa
U ToJja;

- BBIp@XEHHAs HHU3KOPOCIOCTh (POCT HMXKE 3-TO MEPUEHTHI WIM HIKE 2 CTaHJapTHBIX
oTkJIoOHeHuH (< -2,0 SDS) ot cpenHeil B momyasuuu s COOTBETCTBYIOLIETO XPOHOJIOTHYECKOTO
BO3pacTa M oja);

- TIPONOPIUH Tela ONM3KK K XOHIPOAUCTPOPHUECKUM (KOAPPHUIMEHT "BEpXHUH/HIKHHUNA
cerMeHT" 00JIbIlIe HOPMAJIbHBIX 3HAYSHUH ).
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XapakTepHbI:

- HEIOPAa3BUTHE KOCTEH JIMIEBOTO CKEJIETa IIPH yOBICTBOPUTEIBLHOM POCTE KOCTEH Yepena;
- IIAPOKas 3amaBLias IEPEeHOCHLIA;

- TUIIEPTEIOPU3M;

- M03/IHEE 3aKPBITHE OOJIBIIOTO U MAJIOTO POJHUYKOB;

- I03/JHEE IIPOPE3bIBaHNE 3y00B U UX 3aI03/1a1as CMEHA.

XapakTepHbI:

- IPUTITYIIEHHBIE TOHBI CEPALIA;

- OpaguKapaus;

- (yHKIIMOHAIBbHBIN 1IyM;

- pacmupeHHbIe TPAHUIIBI CEPIIIA;

- IOHIKEHHOE apTepHaIbHOE U ITyJIHCOBOE JIABJICHUE,
- 3aJIeprKKa TI0JIOBOTO co3peBanus [1].

1.6.3. TpaH3UTOPHbIN rTMNOTUPEO3 HOBOPOXKAEHHbIX

TpaH3UTOpHBIN TUIIOTHPEO3 HOBOPOXKACHHBIX — COCTOSIHUE BpEMEHHOW (IpexojsIieil)
TUIIOTUPOKCUHEMHH, CONpOBOXAaronieecss mnopbimieHueM ypoBHs TTIT B kpoBu. TpanzutopHOE
noBbimieHrne ypoBHs TTIT B OONBIIMHCTBE CllydaeB CBs3aHO C (PYHKIIMOHAIBHOW HE3PEIIOCTHIO
rUnoTazamMo-Tunou3apHO CUCTEMBbI B TOCTHATAIbHOM IEpUO/IE.

JlaHHO€ COCTOSIHHE Yallle BCEro BCTPEUAeTCs B CIEAYIOIUX Cydasix:

- Y HOBOPOXKIEHHBIX, YbH MaTepu BO BpeMs OEPEMEHHOCTH HAaXOJIWINCh B COCTOSIHUU
nedunnuTa uin n30bITKA HOAa,

- Y HOBOPOXJCHHBIX C HU3KOW Maccoi tena mpu poxacHuu (< 1500 T) u HETOHOIIEHHBIX
neTelt (recTalMoHHbIN Bo3pacT < 37 Helelnb);,

- y A€Tei ¢ BHYTPUYTPOOHO# (M MOCTHATAIBHON) THIIOTPOHUEH;

- y JeTeil, po>KJIEHHBIX OT MaTepeil ¢ ayTOMMMYHHBIMH 3a00J1€BaHUSMH IIUTOBUIHOMN KeJle3bl
(BO3MOXHAas TpaHCIUIAIICHTApHAS Tepeada aHTuTes, omokupyrommx peuentop k TTI);

-y JeTeil, Marepu KOTOPBIX IMOJydyadd BO BpeMsi OEpPEeMEHHOCTH OOJbIINE J03bI
AHTUTHPEOUIHBIX MpernaparoB Mo Mooy Ooje3nu ['peiiBca. ¥ Takux gered, Kak MpaBUio, MpU
POXKJIEHUH HMMeeTcs 300, M0 Mepe BBIBEICHHUS JIEKAPCTBEHHBIX MpPENapaTroB W3 KPOBU peOeHKa
HaOJI0JaeTCsl TEHJICHIUS K €r0 YMEHBIICHHIO;

- y 1eteil ¢ BHyTpUYTPOOHBIMU BUPYCHO-0aKTEepHaIbHBIMU HH(DEKIUIMHU.

Ha srame mepBHYHOrO CKpPUHUHTA MPAKTHYECKH HEBO3MOXKHO Pa3JIMYUTh BPOXKJICHHBIA W
TPaAH3UTOPHBIN THIIOTHPEO3. Pa3rpaHnueHne 3TUX COCTOSHUN HeoO0XoauMo npoBoauTh Ha Il srare
CKPUHHHTA, TO €CTh B MOJUKIMHUYECKUX YCIOBUSX, MPU MOBTOPHOM OMpPENEICHUN KOHIICHTpAIIUi
TTI 1 cBo6oaHOTO T4 B CHIBOPOTKE HA (POHE OTMEHBI 3aMECTUTEIIPHOU TEpPaIUy.

Jepunur ona y matepu — camas yacTtas NpUYMHA TUIIOTUPEO3a Y HOBOPOXKIEHHBIX B
paiioHax, rJie BCTpedaeTcsl SHIAeMHUeCKUuid 300, 00yCIOBICHHBIN HEAOCTATKOM i0/1a B BOJIE U MUIIIE

[2].

[IpeauKTopsl TPAaH3UTOPHOTO TUIIOTUPEO3a:

- UCXOJHO HOPMaJIbHbIH ypoBeHb cBOOOIHOTO T4;

- TTT" xanwuisapHoit kpoBu Menee 30 MEn/n Ha sTane ckpuHMHTa;

- HU3Kas J103a #ICeBOTHPOKCUHA HATPUSA** B TEUEHHUE MEPBOTO T0/1a KU3HH [22].

VYpoBeHb yOeaUTETbHOCTH PeKOMEHAalK B (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 2).
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1.6.4. Bropu4HbI¥ runoTupeos

Bropuunblii runotupeo3 uyamie Bcero sBisieTcs cienctBuem runonutyutapusma (I'TI),
[I03TOMY HaJM4Me JPYruX TUNUYHbIX cuMmnTomMoB [Tl (mopoku pa3BUTHSA TOJOBHOIO MO3ra M
yepena; TUIOTVIMKEMUN; MUKPOIECHUS, KPUITOPXU3M Yy MaJb4YMKOB) IIO3BOJIET 3aIl0/I03PUThH
NpaBUIBHBIA JUarHo3. BTopuyHBI THIOTHPEO3, OOYCIOBICHHBIH HapylmeHHEM (YHKIUU
ageHorunodusa wim runotanamyca (myramuu reaoB Pit-1, PROP-1), conpoBoxmaercs neduurom
He Tosbko TTI, HO u Apyrux TpomHBIX TOPMOHOB. BpokaeHHsii n3oaupoBanHblil nepumut TTT —
KpaifHe pelIKoe ayTOCOMHO-PEIeCCHBHOE 3a00JIeBaHUE, NMPUUYMHON KOTOPOTO SIBIISIOTCS MYTalluu

rena TSH O~ u B- cyowbeaunuil. [23-28]

[lo cpaBHEHUIO ¢ MEPBUYHBIM, BTOPUYHBIN THIIOTUPEO3 XapaKTepusyercs OoJiee CTEpTON u
MSTKOW KIMHUYECKOW KapTUHOM.

[Ipu BTOpMYHOM FHIOTHPEO3€ KOHIIEHTpALMK 00111ero u cBo6o1HOro T4 CHUIKEHBI, a YPOBEHb
TTI mMoeT ObITh yMEPEHHO MOBBIIIEHHBIM, HOPMaJIbHBIM MJIM CHUKEHHBIM.

TpaH3UTOPHBIN BTOPUYHBIA TMIIOTHPEO3 Yallle BBISIBISIIOT y HEJIOHOIIEHHBIX U MaJIOBECHBIX
HOBOPOXKJEHHBIX. OH MOXKET OBITh OOYCIOBJIEH HE3PENOCThI0 THUIIOTATaMO-TUIIO(PHU3apHO-
TUPEOUTHOW CUCTEMBI WM TUIOMUTYUTAPU3IMOM.

OTnUYUTh UCTUHHBIA BTOPUYHBIN TMIOTUPEO3 OT TPAH3UTOPHOTO BTOPUYHOIO THUIOTHUPEO3a
Oo4eHb CJ0XKHO. CHmwxkeHne ypoBHeW Ts m T3 y HEIOHOIIEHHBIX HOBOPOXKICHHBIX OTPAXKAET UX
a/IanTalyIo K CTpecCy M He SIBJSETCS MOKa3aHWeM I 3aMECTUTENIbHOM Tepamnuu TUPEOUIHBIMU
ropmoHamu. K mepBomy — BTOpoMy Mecslly >KM3HH YpOBHU T4 M T3 B CBIBOPOTKE MOCTENEHHO
YBEJIMYUBAIOTCSA M JOCTUTAIOT HOPMAJIbHBIX 3HAUEHHH, XapaKTepHBIX Ul JTOHOIIEHHBIX JETel TOro
e Bo3pacta. Mcrunnple Hapymenuss Qynkmuu DK y Takux nmereli MOXXHO BBISSBUTH IOCIIE
HOpMaJTM3alliK UX Beca u pa3Butus [27, 28].

2. [InarHocTtuka 3aboneBaHMA WU COCTOSAHMA (rpynnbl 3aboneBaHMW WU
COCTOSIHUW) MeOULMHCKME MOKa3aHMA W MPOTUBOMNOKAa3aHUA K MNPUMEHEHUIo
MeTOAO0B ANarHOCTUKMU

Kputepun yctaHoBneHus AauarHosa. JlaGopaTopHble AuarHoctuveckue
uccnenoBaHuA

B Poccuiickoit @enepaunyi HEOHATaIbHbIA CKPUHUHT MPOBOJAUTCS TOJBKO HA BPOXKICHHBIN
MIEPBUYHBIN TUIIOTUPEO3.

Kpurepuu ycraHoBieHHs AMarH03a BPOKIEHHOTO IEPBUYHOTO THIIOTUPEO03a:

- ypoBeHb TTI BbIie HOpMBI

- Pexomenpayercst obcienoBaTh BCeX HOBOPOXKICHHBIX JJISi CBOEBPEMEHHOW UArHOCTHKU
3a00JieBaHUs TIO pe3ylbTaTaM HeoHaTalbHOTO ckpuHuHra Ha BI' w/mmm ompegenenuss TTI,
cBoboaHoro Ts ceBopoTkH [1, 2, 20, 21, 29-36].

VYpoBeHb yOeAUTEIbHOCTH PeKOMeHAaIHi A (ypOBEHb TOCTOBEPHOCTH JI0Ka3aTeIbCcTB — 1)

- Pexomennyerca onpenenenue TTI' B nsaTHE 1eIbHOM KPOBU JOHOIIEHHBIM HOBOPOXKICHHBIM
s BeisiBIeHUs Bl uepes 24-48 dacoB mocie poxkAeHus, HeIOHOIIEHHBIM — Ha 7 CYTKM >KM3HH [1,
2, 20, 21, 29-36].

VpoBeHb YOeAUTENbHOCTH peKoMeHAauid A (YPOBEHb JOCTOBEPHOCTH JOKA3aTENbCTB — 1)

OcHoBHas 1enb ckpuHUHra Ha BI' — MakcMManbHO paHHee BBISBIECHHE BCEX HOBOPOXKIECHHBIX
¢ noBeimeHHbIM ypoBHeM TTI B kpoBu. Jletn ¢ anoManbHO BeIcOKMM ypoBHeM TTI TpeGyror B

JanbHEHIeM yriyoJeHHOTo 00cieIoBaHus s MPaBUIIBHON JUarHoCTUKH 3aboneBanus [1, 20, 21,
29-35].
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Kommenrapuu. CKpUHUHT MO3BOJISIET IMOCTABUThH JWATHO3 B MEPBBIC THU JKU3HU peOCHKa 10
MOSIBIICHUS] Pa3BEPHYTOM KIMHUYECKOM KapTUHBI 3a00JeBaHHMsS W, TakUM o0pa3oM, u30exaTh
TSDKETIBIX TIOCJICACTBUIN 3a00JIeBaHus, B MEPBYIO OYepelb 3aePKKH YMCTBEHHOTO U (PU3MYECKOTO
pa3BuTHs pebeHka. B cBs3M ¢ [IOCTaTOYHO BBICOKOW BCTPEYAEMOCTHIO THUIOTHUPEO3a,
HE3HAYMUTEJIBHON BBIPAKEHHOCTBIO €r0 KIMHUYECKUX IIPOSIBICHUM B IIEPBBIE JHU U HEICIIN KU3HH,
a TaKXe CepbEe3HbIMU IOCIIEJICTBUSAMU IMO3JHEN NUMArHOCTUKHU, ¢ cepeiuHbl 70-X IT. BO MHOTI'MX
pa3BUTHIX CTpaHaxX MHUpa Oblila BHEJIPEHA rOCYAapCTBEHHAsl CUCTEMa HEOHATAJIbHOTO CKPUHHUHTA Ha
BpOXKACHHBIA TUnoTupeo3. HecMoTps Ha cCyllecTBEHHBIE 3aTpaThbl, MPOrpaMMa HEOHATAIBHOIO
CKPUHUHTA SBISICTCS SKOHOMHUYECKH »(dexTnBHONH. Heonaranpublii ckpuHuHr Ha BIT — 370
MaccoBoe 00ciieJOBaHUE BCEX HOBOPOKIEHHBIX JAeTed Ha rumnotupeo3 ¢ ompenenenuem TTI B
KalMWJUISIPHOM ~ KpOBH, TO3BOJISIIOLIEE BBIABUTH  OOJBIIMHCTBO CilydyaeB 3a0o0jieBaHHsS Ha
JOKJIMHUYECKOM ATAlle U CBOEBPEMEHHO Ha4aTh 3AMECTUTEIIbHYIO TEPAUIO.

- Pexomenayercss oOcnemoBanwe U najbHediee HaOmogeHuss nered ¢ BT s
MOATBEP)K/ICHUSI JUarHo3a B TpHU OJTana (CxemMa HEOHATaJIbHOTO CKPUHHMHra IpHUBEIEHA B
npuinoxxennu b) [1, 2, 20, 36].

YpoBeHb yOeaUTEIbHOCTH PeKoMeHAaIuil A (YpOBEHb JTOCTOBEPHOCTH JI0OKA3aTEILCTB — 1)

KommenTapuu.

- | aTan — poAunbHBINA JOM, CTallMOHAP, AETCKAs MOJIUKINHUKA

- Il aTanm — MeuKO-reHeTHYecKas KOHCYAbTaIus (LIeHTP),

- Il atan — nerckasi NOIMKIMHUKA UM MEIUKO-TeHeTHYecKasi KOHCYIbTauus (LeHTp).

I aran (mpeaHATMTHIECKU 3TaIl) — POMIIBHBIN JIOM, CTAITHOHAP, IETCKAs TOJTUKITMHIKA.

VY Bcex TOHOILIEHHBIX HOBOPOXJACHHBIX aHAIM3 KPOBH HA CKPUHUHT (KaNWJUIApHAs KPOBb M3
MATKH) OepyT HE MO3JHEE BTOPBIX CYTOK >KM3HH, Y HEJOHOIICHHBIX JeTeld — Ha 7 JEeHb KU3HU;
Karu (B KOJHMYECTBE 6-8 Kameib) HAHOCATCS Ha CIENHAIBHYI0 TOPUCTYI0 (DUIBTPOBATBHYIO
oymary (unbTp-0saHK).

Bce oOpasmbsl  KpoBH  OTCHUIAIOT B CIEHMAIM3UPOBAHHYIO  MEAMKO-T€HETHYECKYIO
Jab0paTOPHIO €KETHEBHO WK | pa3 B 2 qHS.

Il sTan (aHANIUTUYECKHIT) — EeTCKask MOJUKIMHUKA WM MEIUKO-TeHETUYeCKasi KOHCYIbTalus
(ueHTp)

B naboparopuu npooasT onpenenenue konueHTpanuu TTT B cyxux msTHax KpOBH.

Hns muarnoctuku BI' mpumensercss maccoBoe ompenaenenre TTIT B KanuuisipHOM KpoBU
(manpumep, Asrtollendust Heo-tupeorpomssiii  ropmon, ©Habop Perkin  Elmer, wmeton
uMMyHO(droopectienTHOro ananusza). I[loporoseie 3Hauenuss TTI ompenenstorcss Habopamu
MIPUMEHSIEMBIX TECT-CUCTEM B Ka)J0W JabopaTopuu. AHAlIM3 BBIMIOJIHSAETCS B TEYCHHE 72 4acoB
MOCJIe IOCTYIJICHUS TecT-0JIaHKa B 1TaOOpaTopHIo.

1. TTI" kanunnapHoi KkpoBu MeHee 9 MEn/n y noHomeHHoro pedeHka B Bo3pacte 4-14 cyrok
xu3HU U MeHee 11 MEn/n B Bo3pacte 10 3 CyTOK >KU3HU CUMTAETCS HOPMOW

2. TTT xanwmispHo#t kpoBu Bbiie 9 MEn/n y noHomenHoro pedenka B Bo3pacte 4-14 cyrok
*u3HU U Bbimie 11 MEn/n B Bo3pacte 10 3 cyTok xu3HU TpeOyeT moBTopHOTO omnpenenenust TTT u3
TOTO e oOpas3la KpOBH, MpU TOJYyYEHUU aHAIOTMYHOTO pe3ylbTaTa MPOBOAIT CPOUYHOE
yBenomienue JIITY ans nmoBTopHOTO 3a00pa KpoBH (peTecT) M JOCTAaBKU 0Opaslia B J1aOOPaTOpHUIO
HEOHATaJbHOTO CKPUHUHTA 715 onpeneneHust ypoBus TTI.

3. TTT" xanumnspHoit kpoBu oT 9,0 (y moHOILIEHHOTO pebeHKa B Bo3pacTe 4-14 CyTOK JKH3HN)
— 11 MEn/n (y monomenHoro pebGeHka B Bo3pacte 1o 3 cyrok >xu3Hu) 1o 40,0 mEn/m: B
nabopatopun TOBTOpHO onpenensior TTI w3 Toro »xe oOpasna KpoBM, MPH MOJYyYEHUH
aHAJIOTMYHOTO pE3yJIbTaTa MPOBOIAT CPOYHOE YBEAOMIICHHE MOJUKIMHUKU U 3a00p BEHO3HOM
kpoBu s onpenenenus TTT u cBobomHoro T4 B CHIBOPOTKE WM PETECTUPOBAHME (TIOBTOPHBIM
3200p KaMWJUTSIPHOW KPOBH).
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WHTepnperanus pe3yibTaToB PETECTUPOBAHUS B KAIMJUIIPHONH KPOBHU:

- TTI' kammisipHo#i kpoBu MeHee 11 MEn/n (s pebenka 10 3 cyTok xu3Hu), MeHee 9 MEn/n
(ot 4 1o 14 cyrok xu3nn) u Mmeree 5 MEn/a (crapme 14 cyrok skxu3Hn) — peOEHOK 3/10pOB;

- TTI' xanunnsipaoit kpoBu Oosiee 11 MEn/n (s pebenka 10 3 cyTok xu3nm), 6onee 9 MEn/n
(ot 4 no 14 cyrok xwu3Hu) u Gomee 5 MEn/n (mns pmereit crapme 14 nHeil) — yTOYHSFOIIAS
JIMarHOCTHKA.

WHuTepnperanus pe3yibTaToB UCCIEA0BAHUS BEHO3HOM KPOBU (YTOUHSIONIAS AUATHOCTUKA):

- TTT B ceiBopoTke MeHee 6 MEn/m, cBoGoanbiii T4 B mpenenax HOPMaJIbHBIX 3HAYCHUH:
peOeHOK 3/10POB;

- TTI' B ceBopotke oT 6 mo 20 MEx/n nmpu HOpmanmepHOM ypoBHe cBoOomHOTO T4 mmst
COOTBETCTBYIOIIETO BO3pacTa y pebeHka crapiie 3 Heaenb (21 qus):

a) IPOBEJICHNE TUArHOCTUYECKUX UCCIeI0BaHmi ¢ nenbio Buzyanm3anuu DK wim

0) oOcyXJIeHHE C ceMbel ABYX BO3MOKHBIX BApMAHTOB BE/IEHUS peOeHKa:

1) HeMmMemIeHHOE HayaJo TEpamuu JIEBOTUPOKCUHOM HATpUsl C  TOCJIEIYIOLIUM
perectupoBanueM tupeouanor (ynkuuu (onpenenenue TTT um cBobGomnoro T4 B CHIBOPOTKE) B
OoJiee cTapiieM Bo3pacte Ha (poHE OTMEHBI JICUCHUS UITH

2) BO3JepKaHUE OT TEpaIlUU JI0 MOJIy4eHHUS! pe3yibTaToB moBTopHOTO ompenenenus TTT u
cB000AHOTO T4 B CHIBOPOTKE, KOTOPOE JIOJIKHO OBITH MPOBEJCHO Yepe3 2 HeJleNH.

- TTI' B ceiBopoTke meHee 20 MEn/m, cBoOomubIii T4 HUXKE HOPMAIBHBIX 3HAYEHUU II0
Bo3pacTy (MeHee 10 mMoJIb/1T): IedeHHE JIEBOTUPOKCUHOM HAaTpHUsl HAUWHAETCS He3aMeIJTUTENbHO;

- TTT B ceiBopoTke Bbimie 20 MEn/n, gake mpu HOpMaibHBIX 3HAYEHHUSIX CBOOOAHOTO Ta
He3aMeUINTEIbHO Ha3HayaeTcs Tepanusi IEBOTUPOKCUHOM HaTpPUSL.

4. TTT xamumnspao kposu 6osee 40,0 MEn/n: B mabopatopuun nostopHo onpenenstor TTT
U3 TOro ke oOpaslla KpOBH, NMPHU MOJYYEHUU aHAJIOTMYHOTO pe3ylbTaTra — MPOBOISAT CPOUYHOE
YBEJIOMJICHUE TIOJIMKJIIMHUKA W 3a00p BeHO3HOU KpoBH i onpeaenenus TTT u ceobogHoro T4 B
ceIBOpoTKe. He mokunasce pe3ynbTaToB, HA3HAYAETCS 3aMECTUTENIbHAs TepaIvs JIEBOTUPOKCUHOM
HaTpHUsl, IPU HEBO3MOXKHOCTHU TMOJIY4YECHUs Pe3ylIbTaToB B JeHb 3a00pa kpoBu. Eciu momydeHHble
Pe3yIbTaThl OKAXKYTCS B MPe/Ie/iaX HOpMaNIbHBIX 3HaYCHUH, Tepanus OyaeT otmeHeHa [1, 2, 20].

II1 sTam — gerckas MOJIMKIMHUKA/ METUKO-TeHETHYeCKass KOHCYIbTaIus (LICHTP)
Ha sTom atame 3a aerbmu ¢ BI', BBISBICHHBIM IO Pe3y/ibTaTaM HEOHATAJIBHOTO CKPHUHHUHIA,
BeJETCS JUHAMHUYECKOE HAOI0AeHNE BpayoM-IeTCKUM SHA0KprHOIoroMm [1, 2, 20, 36].

2.1. XXanoo6bl U aHaMHe3

2.1.1. Nepnoa HOBOPOXKAEHHOCTHU

2KaoOsb1 Ha:

- OT€YHOCTH JINIIA;

- OOJBIIOH S3BIK;

- HU3KHUH TOJIOC IPH IIaYe M KPUKE,

- 3aTSHYBIIYIOCS JKENTYXY;

- MO3/IHEee OTHa/ICHNEe MYMTOYHOTO KaHATUKA;
- TIIOXYIO SMUTENHU3AIHNIO TYOYHOMN paHKU.

B anamHuese — IMEPCHOIICHHAA 6epeMeHHOCTB, 60J'H>H_Ia${ MaccCa TCjia IpU pOKACHHUU.
2.1.2. 1-¥ rog XXuU3Hun

JKanoOs! Ha:
- BSITIOCTD;

Ctpanuua 13 u3 33


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — BpoxaeHHbIn runotupeos y geten — 2024-2025-2026 (26.07.2024) — YTBepxaeHsl Muusgpasom PO

- aJIMHAMHUIO;
- OTCYTCTBUE OECIIOKOHCTBA ITPH MOKPOH MEJIEHKE U TOJI0/IE;

- OTCYTCTBUE UHTEpPECA K UTPYLIKAM;

- 331Ep>KKY MOTOPHOTO Pa3BUTHUS: JETH [103JHO HAUNHAIOT CUAETh, XOUTh;
- 3aI0pBl;

- CYXOCTb U LIENYIIEHNE KOXKHBIX IIOKPOBOB;

- MEUICHHBIN POCT BOJIOC U HOT'TEH.

2.1.3. JowKONbHbIX U MNAaALIMKA WKOSbHbIX BO3pacT

XKaoOsI Ha:

- CYXOCTb M LIENYIIEHHE KOXKHBIX IIOKPOBOB;

- "MpaMOpHBII" PUCYHOK KOXH;

- TUIIOTEPMHUIO;

- CYXOCTb, JIOMKOCTb U YCUJIEHHOE BbINa/IeHUE BOJIOC;
- MEJICHHBIN POCT BOJIOC U HOT'TEH;

- 3a10pBH;

- OTCTaBaHHUE B ICUXOMOTOPHOM Pa3BUTHUH;

- 3aIEPXKKY pOCTa.

2.1.4. Ctapwmn Bo3pact

JKanoOs! Ha:
-CwMm. 2.1.3.
- 3aJIepKKy moJsioBoro passutus [1, 2, 10, 20].

2.2. dDusnkanbHoe obcnegoBaHue

BI" y HOBOpPOXICHHBIX MPOSIBIISIETCS CIEAYIOIIUMU CUMITOMAMU:

- OombIIas Macca Tena npu poxaeHuu (> 3500 r);

- OTEYHOCTH JIUIIA, TYO, BEK, MOJTYOTKPBITHIA POT C IIMPOKKUM, "pacIuiacTaHHBIM" SI3BIKOM;

- JIOKQJIM30BaHHbIE OTEKH B BUJE IUIOTHBIX "MOaylIedek" B HAAKIIOUYMYHBIX SIMKaX, ThUIBHBIX
MOBEPXHOCTAX KUCTEH, CTOII,

- MPU3HAKK HE3PEJIOCTH MPU JOHOLIEHHON MO CPOKY OEPEMEHHOCTH;

- HU3KUH, TpyOBbId TOJI0C NP IJ1a4€ U KPUKE;

- MO3/IHEE OTXO0XKICHUE MEKOHHUS;

- MO3/IHEeE OTHAICHHE MYITOYHOT0 KaHATUKA, TUI0Xas SMUTENN3alus TyIIOYHOW paHKU;

- 3aTSHYBIIASCS KENTyXa.

KommenTapuu.

Jna nuarHoctukd BTy HOBOpPOXXIEHHBIX IeauaTpaM, HEOHATOJOraM M SHAOKPUHOJIOTaM
1IKana Amnrap moMoraeT 3amoJIo3puTh 3a0osieBaHue B paHHUE cpoku. [Ipu cymme GannoB Gonee 5
CIICYeT 3aro03pUTh BpOXKIeHHBIH runoTipeo3 ([Ipunoxenne A3, Tabnuna 4) [1].

[To3nuee, B Bo3pacte 3-4 Mecs1EB, NOSBISIOTCS CAEAYIOIINE CUMITOMBI:

- CHWOKCHHBIW allleTUuT, 3aTPyIHEHUS NIPU IJI0TaHUU;

- Ioxasi mpubaBKa MacChl Tena,

- METEOPHU3M, 3aI0PBbI;

- CYXOCTb, OJI€THOCTb, IIENyIIEHUE KOKHBIX TOKPOBOB;

- TUTIOTEPMUS (XOJIOIHbIE KUCTH, CTOTIbI);

- JIOMKHE, CyXUe, TYCKJIbI€ BOJIOCHI;

- MBbIILIEYHAsl TUTIOTOHUSL.
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Y nereii Oosee crapmiero Bo3pacta (mocie 5-6 MecsleB) KIMHUYECKHE IPOSIBICHUS
TUIIOTUPEO3a CXOXKU C MPOSIBIIEHUAMHU Y B3POCIIbIX.

IIpu orcyrcTBuM nedenus y nered ¢ BI' Ha nepBblii IUIaH BBICTYIIAET HapacTarolas 3a1epKKa
MICUXOMOTOPHOTO, (PU3MYECKOT0, a 3aT€M M MOJOBOTO PAa3BUTHSL.

JUia  nmerel ¢ TUNOTHPEO30M  XapaKTepHbl IIOCTHATAJIbHOE OTCTaBaHME B  pOCTE,
IIPOrpeccupyrolee 3aMeJIeHue CKOPOCTH pocTa (CKOpocTh pocta Oosee yem Ha 1 SD Huke (npu
XpOHOJIOTUYECKOM Bo3pacte > 1 roja) CKOpOCTH Ui COOTBETCTBYIOLIEIO XPOHOJIOIMYECKOTO
BO3pacTa M I0J1a), BBIPAKEHHAs HHU3KOPOCIOCTh (POCT HIKE 3-TO MEPUEHTUNISI WM HIDKE 2
CTaHJIApTHBIX OTKJIOHEeHUH (< -2,0 SDS) oT cpenHell B NOMyNALMU JUIsl COOTBETCTBYIOLIETO
XPOHOJIOTHYECKOTO BO3pacTta u nosa). [Iponopiuu tena y nereit ¢ rimoTUPE030M MPUOIMIKAIOTCS K
XOHJpoaucTpopuueckuM (K03 UUUEHT "BEepXHUM/HIKHUN cerMeHT" Oo0Jbllle HOPMAaJbHBIX
3HAUEHUM). [Ipy  3HAUUTETBPHOM  OTCTaBaHWU  KOCTHOTO CO3pEBaHus,  OLICHUBAs
MIPOMOPLUOHAIBHOCTh TEJIOCIOKEHUS, HEOOXOAWMO OpPUEHTHPOBAThCS Ha KOCTHBIM BO3pacT
pebeHka.

Hna  pereir ¢ BI'  xapakTepHbl HEIOpa3BUTHE KOCTEH JIMIIEBOIO CKEJeTa IMpHU
YIOBJIETBOPUTEIBHOM POCTE KOCTEH ueperna, IMIMpOKas 3amaBllias NEepeHOCUIla, THIEPTEI0pH3M,
MO3JJHEE 3aKpbITHE OOJNBIIOT0 W MaJloTO POJHUYKOB, IMO3/HEE Mpope3blBaHHE 3y0OB M HX
3aro3anas CMeHa.

OTtmeuaercs 3aJiepKKa MOJIOBOTO CO3PEBAHUS.

KommenTtapun. OcMoTp, u3MepeHne pocrta, Beca, MPOMOPIMNA Tesla MO3BOJSET 3ao03pUTh
3aboneBanue [1].

2.3. JlabopaTtopHble AMarHoCTUYeCKue uccregoBaHus

2.3.1. l'opMmoHanbHbIe uccnegoBaHuUA

- Pexomenyercst BceM maruentam ¢ Bl

- UccienoBanue ypoBHs TupeoTpornHoro ropmoHna (TTT) u uccienoBanue ypoBHs CBOOOTHOTO
tupokcura (CT4) B kpoBu BceM manuentam ¢ BI' miist onieHkn aiekBaTHOCTH MPUHUMAEMOMU J03bI
JIEBOTUPOKCUHA HATpHs ™ * uepe3 2 Henenu U 1,5 Mecsia nmociie Havyalia JeUCHHS;

- UcciieoBaHue ypoBHs TUpeoTporHoro ropmMoHna (TTT) u uccienoBanue ypoBHs CBOOOTHOTO
tupokcuna (CT4) B kpoBu BceM manueHTam ¢ Bl a1 ornieHKH aieKBaTHOCTH MPUHUMAEMOU JI03bI
JIEBOTUPOKCUHA HATPHUA™* Ha IEpBOM Tofy )KU3HH HE pexe 1 pa3a B 2-3 mec.;

- UcciieoBaHue ypoBHs TUpeoTpornHoro ropmoHa (TTT) u uccienoBanue ypoBHs CBOOOTHOTO
tupokcuHa (CT4) B kxpoBu BceM mnanueHTam ¢ Bl Ui OlIeHKH aIeKBaTHOCTH TMPHUHUMAEMOU JT03bI
JIEBOTHPOKCUHA HATPHA™* TIOCIIe MepBOTO T'0J1a )KMU3HU HE PeKe 2 pa3 B TOJI;

- ccneoBanue ypoBHs TupeorponHoro ropmona (TTI) u uccnenoBanue ypoBHst CBOOOIHOTO
tupokcuHa (CT4) B xpoBu BceM mnanueHTam ¢ BI' i1 onieHkH aiekBaTHOCTH PHUHHUMAEMOM J103bI
JICBOTUPOKCHHA HATpUA** uepe3 2 MecsIia Mocje Kaka0ro u3MeHenus no3uposku [ 1, 20].

VYpoBeHb yoeauTenbHoCTH pekoMenaauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapuu.

Y HOBOPOXKJICHHBIX ¢ KOMIEHCHPOBAHHBIM MEPBUYHBIM THIIOTUPEO30M Ha (poHE HOpMaTbHON
KoHIleHTpanuu cBobogHoro T4 ypoBenb TTIT MoxkeT ocTaBaThCs TMOBBIINICHHBIM BCJIEICTBUE
HE3PENOCTH TUTIOTaIaMO-TUIOPH3apHOI OCH.

B cnyuae tpansuTopHOoro mepBuuHOro rumnotupeosa ¢ynkuus DK nopmanuzyercs uepes
HECKOJIbKO HENedb WJIM MECSIEB TIOCIe€ POXKIEHUS, YTO BBIABIAETCS TMPU HNOBTOPHBIX
uccinenoBanusx TTI u ceoboaroro Ta.

[Ipu BTOpPHYHOM THUINOTHpPEO3€ KOHIEHTparus cBoOogHoro T4 cHmxkeHa, a ypoenb TTT
0OBIYHO HOPMAJIBHBIN, HO MOKET OBITh HECKOJILKO TIOBBIIIICHHBIM WJIA CHHYKCHHBIM.
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2.3.2. lononHuTesibHbleé ropMOHarnbHbIe UccrefoBaHUs

- Pexomennyercs uccienoBaHHE YPOBHS THUPEOrJIoOylMHAa B KpoBU mamueHtam ¢ Bl u
OTCYTCTBHEM IIMTOBHJIHOM JKEJIE€3bl B TUIMYHOM MECTE€ Ui BBISABICHUS OKTOINMPOBAHHOU
tupeouHoM TKanu [1, 20].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTapuu.

Konuenrpamus TI' 3HauntensHO cCHWkeHa npu amiazuu DK, HopMasibHas MiauM yMeEpEeHHO
CHIDKEHA [IPU €€ SKTOIMYECKOM PaclojI0KEHUH U MOBBILLIEHA IPY HapylleHusx cuHte3a T4 u T3 (3a
uckimoueHrneM Hapymenus cuare3a T17). Onpenenenue TI' B OONMBIIMHCTBE CllydaeB HE MO3BOJISET
TOYHO YCTAaHOBUTh NPUYUHY THUIOTUPEO3a, TaKk Kak ypoBeHb T nuimb nOpubIU3UTETHHO
COOTBETCTBYET Macce (pynkuonupyromiei Tkanu 11K,

2.4. MHCTpYMeHTa.HbeIe AnarHoctu4yeckme nccriegqosaHus

24.1.

- PexoMeHayercs perucrtpanms >JeKTpoKapAuorpamMMbl mnamueHtam ¢ BI' s koHTposs
tepanuu [1, 20]

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTapum.

JlaHHO€ WUCClIe[IOBaHUE BBISBISIET: CHUHYCOBYIO OpaauKap[uio; Y/UIMHEHHWE CHCTOJbL;
YMEHBIIEHUE aMIUIUTYyIbl KomIuiekcoB QRS; 3amemyienne BHyTpUIIpEACEpAHOMN, MPEIACEPIHO-
KEITYT0UKOBOU U BHYTPHKETYTOUKOBON IPOBOIUMOCTH.

2.4.2.

- PexoMeHayeTcsi BBINOJHEHUE pPEHTreHorpaduu KHCTH, PEHTreHorpaduu JIy4ye3arsCTHOTO
cycTaBa M peHTreHorpaduu KajeyeHHOro cycraBa mamueHtam ¢ BI' g ompeneneHust KOCTHOTO
Bo3pacra [1, 20].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEILCTB — 5).

KommenTapuu.

[IpoBenenue peHTreHOrpaguu KUCTEH C JIyde3amsiCTHBIMU CycTaBaMu (OmpelesieHue
KOCTHOTO BO3pacTa) BBISABISAET 3aJCPXKKY IOSIBICHUS sJep OKOCTEHEHHUS U HX ACHUMMETPHIO;
HapyIIeHHUE MOCJIE0BATEIbHOCTU CO3PEBAHUS.

[IpoBenenue peHTreHorpaduu KOJEHHBIX CYCTaBOB M CTOI BBISBIISET 33JE€PKKY KOCTHOTO
co3peBaHus (JOMHUHUPYIOUIUH CHOCOO OmNpenesieHus 3aJepKKH KOCTHOTO CO3pEBaHUA Y
HOBOPOKJIEHHBIX U AeTed miuaamiero Bozpacta B CIIHA u crpanax EC). UccnenoBanue BbISBISET
OTCYTCTBHE IIEHTPOB occuuranuu (dnuduzapHelii AUCTeHe3) AUCTAIbHBIX OTICIOB OEAPEHHBIX
KOCTEH, MPOKCUMAJIbHBIX KOHIIOB 0O0JIbIIIE0EPIIOBBIX KOCTEM M KyOOBHIHBIX KOCTEH.

Omnpenenenre KOCTHOTO BO3pacTa HCIOJb3YeTCS HE TOJbKO ISl JAUArHOCTUKU, HO W s
OIICHKH aJIeKBaTHOCTU TpoBoauMoil Tepanuu BI'. Pentrenorpadus KoJeHHBIX CYCTaBOB M CTOII
MOMOTAaeT YCTAaHOBUTH MPOJOHKUTEIBLHOCTh BHYTPUYTPOOHOTO Trumnotupeosa. PeHTreHorpadus
KHCTEeH TO3BOJISIET YCTAHOBUTH JJIUTENLHOCTh MOCTHATATHHOTO THIIOTHPEO3a.

2.4.3. YnbTpasByKkoBoe nccnepoBaHue LWMTOBUOHOMN Kenesbl 7]
napawmToBUAHbIX Xene3

- PexoMeH10BaHO yNbTPa3BYKOBOE HCCIEIOBAHUE HTUTOBUIHOM KeJe3bl U MapaliuTOBUTHBIX
xene3 mareHtaM ¢ BT st ompeneneHus HaNMWYHS/OTCYTCTBHSI TKAaHU IIMTOBUIHOW IKENE3bl,
OTIpEJICIICHUs] pa3MEPOB ¥ BBISIBJIICHUS Y3JI0BBIX 00pa30BaHUii IpH BpoXkaeHHOM 300e [1, 2, 13, 20].

YposeHs yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTHU J0KA3aTEIILCTB — 5).

KommeHnTapuu.
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Hnst nuarnoctuku skronuu DK pesynbratel Y3U manoungopmaruBusl. MHGOpMaTHBHOCTD
V31U npu BI' nNOBBIMIAIOT HCIHOJB30BAHUE IIBETOBOTO U 3HEPreTHUYECKOrO JOMIUIEPOBCKOTO
KapTUPOBAHUS U OLIEHKA MeCT Bo3MoskHOU 3kTonmH [13, 37]. Ecnu mo ganneiv Y3U murtoBuaHas
Kele3a UMeeT TUITMYHYIO JIoKanu3aiuio, To BI' MoxeT ObITh 00ycnoBiieH 0o nedekraMu CHHTE3a
T4 u T3, mubo TpaHCIIAIICHTAPHBIM IEPEHOCOM MATEPUHCKHUX THPEOOIOKUPYIOIINX AaHTHTEIL.

2.5. UHble gnarHoctu4yeckue mccrnenoBaHus

2.5.1. CumHTUrpacdumsa WwmMToBUAHOM Xene3bl (HaTpMA neptexHetat [99mTc])

- PekoMeH1yeTcs mpoBeieHne CUMHTUTpaduy IUTOBUIHOM JKeJe3bl C HATPHS MePTEeXHETATOM
[99mTc] mauuentam ¢ BI' nns noarsepxkaenus amiasuu 1LDK u onpenenenus aucronuu (3KTOMUM)
1K [13, 21, 37, 38].

Yposenb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuu.

CuuHTHTpadUIo MUTOBUIHON KeJIe3bl MOKHO MPOBOJUTH BeeM JieTsiM ¢ BI', HezaBucumo oT
BO3pacTa, B TOM YHCIJIC HOBOPOKJICHHBIM

Ecnru mpu mpoBeaeHWM  pajMOM30TONTHOTO CKAHMPOBAHMS IIUTOBHJIHAS Kejle3a He
BHU3YAJIM3UPYETCS, TUArHO3 HE BBI3BIBAET COMHEHHM. JTOT METOJ HCCIENOBaHUs (B OTIMYHE OT
VY3M) mno3BoisieT BBIABUTH JUCTONUYECKH (IKTOMHYECKH) pacrosiokeHHyro Tkanb LK.
BrimonHenne maHHOW TIpoLENypbl HE JIO/DKHO MeEIIaTh CBOEBPEMEHHOM CTapTy JICUCHUS
JIEBOTUPOKCUHOM HaTpus™*. OHO MPOBOAUTCS B KOPOTKHE CPOKH JIO0 HaYaja WM B TEUCHHUE 7 THEH
MOCJIe UHUIMAIMKA 3aMECTUTEIbHON TOPMOHAIBHON Tepanuu, Tub60 — Ha OHE OTMEHBI TEparuu B
TeyeHue 2-3 Henenb. [Ipumenenne paanodapmManeBTHUECKOro JUarHOCTHYECKOTO CPe/ICTBA HATPUs
neprexHerar [99mTc], U3 3KCTPaKIIMOHHOTO TEeHepaTropa 000OCHOBaHO cBOWCTBOM KieTok II[K
HaKaruIMBaTh JAaHHOE pajano(apMameBTHYECKOE TUArHOCTHYECKOE CPEeACTBO (HaOIIOAaeMbIi
MakcuMyMm HakoruieHust ¢ 10 mo 30 MuUHYTY MOcje BBEACHUS), B CHHTE3€ THPEOHMIHBIX TOPMOHOB
Hatpus neprexHerar [99mTc] He ydacTByer, Tak Kak He mojBepraetcs opranudukanuu. Harpus
neprexHerar [99mTc], W3 SKCTPaKIMOHHOTO TeHeparopa oO0JagaeT KOPOTKUM TEPUOIOM
nosypacnaaa (~ 6 4acoB) M, COOTBETCTBEHHO, JOCTAaTOYHO OBICTPO MOJHOCTHIO BBIBOJUTCS M3
opranu3ma. B Hacrosimiee BpeMsi HaKOIUIEH JIUTENbHBIA OonbIT (¢ 1960-X TOIOB) MCIOIL30BAHMS
Hatpus neprexHerar [99mTc| B neguaTpuyecKol mpakTUKE MPU MHOTHX HO30JOTHUSIX M JOKa3aHa
ero 0e30MacHOCTh. YCTaHOBIIEHO, YTO pyauMeHTapHas Tkanb LIDK mpu ee nucronuum (3xTOnun)
CrocoOHa JOCTATOYHO JIUTENBHO IMPOIYLIUPOBATh TUPEOUIHBbIE TOPMOHBI, €€ (YHKIMOHAJIbHAs
AKTUBHOCTb 3HAUUTEJIFHO CHUKAETCA MOCIIe JECATUIIETHETO Bo3pacTa. B 3TuX ciydasix MOXKeT ObITh
nuarnoctupoBad BI' ¢ mozguumu nposiienusamu (no3ausis gopma BIN). CyiecTByrOT pa3nudHbie
BapuaHThl aucronuu (3xtornuu) IIDK: B KopeHb si3pIKa UM 1O XOAY TUPEOIJIOCCAILHOTO MPOTOKA,
IIPH 3TOM MOKET HaOII0IaThCs camast pasinyHas crernens Tsokectu BI' [1, 2, 10, 13, 20, 37, 38].

2.5.2. MoneKkynsipHO-reHeTU4ecKas AMarHocTmka

- PexomeHmyeTcss MOIEKyIsIpHO-TEHETHYECKOe HCcleoBaHne mnamueHtaM ¢ BT mpu
MOJO3PEHUH Ha CHHAPOMANBHYIO TATOJOTHIO [UIS BBHISBICHHUS NPUYUHBI 3a00JIeBaHUA U B
CeMEIHBIX Caydasx 3a00JIeBaHMs /IS MEAUKO-TeHETHYECKOTO KOHCYabTUpoBanus [39-47].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

KommeHnTrapuu.

Bo3MOXHO mNpUMEHEHHE BBICOKOTIPOU3BOAUTENBHOTO MapajuIeNbHOTO CEKBEHUPOBAHUS
TeHOB-KaH/IMJATOB, OTBETCTBEHHBIX 3a pa3BUTHE BPOXKIACHHOTro rumotupeosa (PAXSE, NKX2-5,
TSHR, JAG1, FOXE1, NKX2-1, TG, DUOX2, DOUXA2, TPO, SLC5AS, IYD, SLC26A4, u T.1.).

ITokazana BbICOKAsi 3HAUUMOCTh MOJIEKYIIIPHO-T€HETHYECKOTO UCCIIEIOBAHUS ISl YCTAHOBKU
TOYHOTO JTHUOJIOTMYECKOTO JWAarHo3a, pe3ylbTaThl KOTOPOTO MOTYT OBITh HCIOJIb30BAaHBI TPU
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MPOBEJICHUH MPEHATATBLHOW AUATHOCTUKH B CIIydae TOITBEPKICHHS OWAIICIBHBIX MYTAIlMi WU
pH JI0OKa3aHHOM JIOMMHAHTHOM HacienoBanuu 3aboseBanus (PAX8, NKX 2-1, DUOXA?2).
HccnenoBanue MOKET MOMOYb B IMPOTHO3MPOBAHUM pricka moBTOopa Bl B ceMbe U BBISIBICHUU
COIYTCTBYIOIIEH TATOJOTHH, B TOM YHCJEC y WICHOB CEMbH, NMEPCOHAIM3HPOBATH JICUCHUE IS
npenoTBpameHuss oopazoBanus 300a (y mamuweHToB ¢ Myramusmu reHoB PO, TG, DUOX2,
DUOXA2).

3. JleyeHne, BKNo4vasn MeaAUKaAaMeHTO3HYH0O U HeMeOAUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, ob6e3bonnBaHue, MegULIMHCKUE MOKa3aHUA U npoTUBONOKa3aHuUA K
npuUMeHeHNno MeToa0B Jle4YeHusA

3.1. KoHcepBaTMBHOE nevyeHue

- PexoMmeHnayercs HaYMHATH 3aMECTUTEIBHYIO TEpaNuio MpernapaTaMu JICBOTHPOKCHHA
Hatpus™™* manuentam ¢ BI' ms nedenust 3aboneBanus cpa3y ke IMOCIE YCTAaHOBIICHUS JAHArHo3a,
ONTUMAJILHO B TIEPBbIC 2 HEICH KU3HH, a TAK)KE B COMHUTEIBHBIX ciydasx [1, 2, 3, 10, 20, 21].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

- Pexomenayercs Ha3Ha4yaTh BCIO CYTOUHYIO 103y JIEBOTUPOKCHHA HATPUSA™™* BBOJIUTH per os ¢
HEOOJBIIMM KOJIMYECTBOM XHUAKOCTH yTpoM 3a 30-40 mMuHYT 10 3aBTpaka namuentam ¢ BI' s
neuenwust 3abonesanus [1, 20];

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTapum.

JleTsM Ha T1EpBOM TIOJy JKM3HM JONYCTHMMBIM CUMTAe€TCs BBEJICHHME Ipernapara B
PacTOTYEHHOM U Pa3BEICHHOM BOJIOM MJIU IPYIHBIM MOJIOKOM, BO BPEMS YTPEHHETO KOPMJICHMSI.

- PexoMeHmyeTcss HauWHATh MPHUEM JICBOTUPOKCHHOM HaTpus** ¢ mo3bl 10-15 MKr/kr/cyr
narrientam ¢ BI' s neuenus 3a6osaeanus [20, 21].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

KommenTapuu.

Tabmuma 1. OpueHTHPOBOYHBIC PacUeTHHIE J03bI JICBOTUPOKCHHA HaTpus** y nereii ¢ BI'.

Bo3spact MKT/KT/CyT MKT/CYT
HEJIOHOIIICHHBIE HOBOPOXKICHHBIC 8,0-10,0
0-3 mec 10,0-15,0 15,0-50,0
3-6 mec 8,0-10,0 15,0-50,0
6-12 mec 6,0-8,0 50,0-75,0
1-3 roga 4,0-6,0 75,0-100,0
3-10 et 3,0-4,0 100,0-150,0
10-15 ner 2,0-4,0 100,0-150,0
crapue 15 ner 2,0-3,0 100,0-200,0

- PekoMeHayeTcss MCIosb30BaTh A OLEHKM AEKBAaTHOCTH JIEUEHUs BceM JeTsM ¢ BI
CIIEyIOINE KPUTEPUN aJeKBAaTHOCTH JieueHus Bl

- ypoBeHb cBoOosHOTO T4 B mpenenax pedepeHCHBIX 3HAYeHUH (Hopmanusyercs yepe3 1-2
HEJENU 0CiIe Hayalla JIEUYeHus);

- ypoeb TTI B mpenenax peepeHCHbIX 3HaUeHU I (HOpManu3yeTcs uepes 3-4 Helenu nocie
Hayasa JeYeHHs);
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- MmoKazaTtesu (U3NYECKOTO Pa3BUTHUS B Mpeaerax HopMaibHbIX 3HaueHui (SDS pocra, SDS
CKOPOCTH pOCTa);

- ICUXOMOTOPHO€ pa3BUTHE PEOEHKA, COOTBETCTBYIOLIEE BO3PACTY;

- HOpMAaJIbHbIE TIOKAa3aTE€JIM KOCTHOIO CO3pEBaHUs (COOTBETCTBHE KOCTHOI'O BO3pacTa
nacroptaomy) [1, 20, 21, 49]

YpoBeHb yoeauTenbHoCTH pekoMenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTapuu.

TpaH3UTOPHBI THUIOTUPEO3 MOXKET MPOXOJAUTh CAMOCTOSITENIBHO IIPU HCUYE3HOBEHHUH
BbI3BaBILIEH €€ MpUYMHBL. B COMHHTENBHBIX CiIydasX B Bo3pacTe mocie 1 roma mpoBOAWUTCS
yTOUHEHHEe auarHo3a. PeOenky Ha 3-4 Henenau OTMEHSIOT JIEBOTUPOKCUH HATpus™™ u Ha "ductom
¢one" onpenenstor ypoBHu TTT u cBoboanoro T4 B ceiBopotke. [Ipu mosyueHuun nokasareneit
TTI' m cBobognoro T4 B mnpenenax pedepeHCHbIX 3HAYEHUH JIEUEHHE HE BO300HOBIISIOT,
KOHTpPOJIbHBIE OCMOTpBI ¢ ompezaeneHueM koHueHtpauuii TTI u cBobGonHoro T4 B chIBOpOTKE
MPOBOJAT uepe3 2 Henenu, 1 m 6 MecdueB nocie npekpaiieHus jedeHus. Eciu nuarnoz BIT
MOATBEPIK/IAETCS, JI€UEHUE JIEBOTUPOKCUHOM HAaTpUs™** MPOJ0IKaIOT C IOCTOSIHHBIM KOHTPOJIEM 32
a/IEKBaTHOCTBIO TE€paIMH.

B cnywasx ecnu Ha (oHe Tepanmuu JEBOTUPOKCHHA HATpHUsS** oTmedanochk moBbimeHue TTT
(BcieaCcTBUE HEOCTATOYHOM /10361 JICBOTUPOKCHHA HATPHS** MITM HAPYIIIEHUSI CXEMBI €r0 TIpueMa),
MpepbIBaTh JIeYeHHE JJIsi YTOUHEHHUs AuarHo3a He TpeOyercs. B stom cimyuae auarno3 BI' He
BbI3bIBaeT comHenus [1, 20, 21].

3.2. Xupypruyeckoe neyeHue

- PexoMeHyeTcst MPOBOUTE XUPYPrUYECKOe JieueHHe (THPEONIPKTOMUS ) TanueHTam ¢ BI'
3000M MPH KOMIPECCHOHHOM CHHJIPOME, 3arpyJAMHHOM 300€, 3110KkadecTBeHHOM obOpa3zoBanuu 110K
[20, 50].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

4. MeguuuHcKaa peabunuraumsa W CaHATOPHO-KYpPOPTHOE  re4veHue,
MeAULMHCKME MNOKa3aHUsA U MNPOTUBOMNOKa3aHMA K NPUMEHEeHUK MeToaoB
MeAULMHCKOW peabunurtaumm, B TOM YMUCIle OCHOBaHHbIX Ha MWCNOJIb3OBaHUMU
NPUPOAHbIX Ne4YebHbIX (hakTopoB

- PexkomeHayeTcss NpoBeIEHUE TOHAIBHOM aynuoMerpuu aetsiM ¢ BI' s BbIsiBIeHUS
BO3MOJKHBIX HapymieHui GyHkuuu ciryxa [20, 51].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommenTapuu.

Hersm ¢ BI' u cHwkeHueM cliyxa HEOOXOJUMO OKa3aHUE CYypAOJOTHYECKOH U
JIOTOIEIMYCCKON TIOMOIIIM B PaHHEM BO3pacTe (B IEPHOJIC CTAHOBJICHHUS PEUEBBIX HABBIKOB) H
WHIUBUAYyaIbHOE TEJIarorn4eckoe COMPOBOXKICHHUE MPH BOSHUKHOBEHHH CIIOKHOCTEH oOyueHwus,
3alTOMHMHAHUs, OCBOEHHS HOBOro marepuaia [20, 51].

[IpoTuBONIOKa3aHUIi HE ONPENETIEHO.

5. MpodunakTnka n gucnaHcepHoe HabnoaeHue, MeAULUMHCKUE MOKa3aHUA U
NPOTMBOMNOKa3aHUA K NPUMEHEHUI0 MeTOA40B NPOo¢UNakTUKm

5.1. AncnaHcepHoe HaGngeHne U NPorHo3

- PeKOMCH,Z[yeTCH AUCITaHCCPHOC Ha6J'IIOI[CHI/IC Y Bpada-ACTCKOI'0 SHAOKPUHOJIOTA U IIO
ITOKa3aHUAM y Bpada-HCBPOJIOra, Bpada-CypaoJiora-oTopuHOJIapuHIroJiora, MCIHUIIUHCKOTI'O
Jjoroncaa, HeﬁPOHCHXOHOFa, Bpada-ACTCKOro ncuxuarpa, Bpada-ACcTCKOro Kkapauojiora ACTAM € BI'
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1u1si MOHUTOpHHTa U HaOmoaeHus [1]. Cpoku nucniancepHoro HabmroneHus aereit ¢ BI' npuBeneHs!

B Tabmwuie 2 [1]

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

Tabnuma 2. Jlucnanceproe HaOMIOCHNE ACTEH C BPOKIACHHBIM THIIOTHPEO30M.

Cpoxku npoBeeHus

Bo3MoXHBIE BEISIBIsIEMBIC I[e(beKTI)I

Ocmotp
JETCKOTO
9HJOKPHHOJIOTa
(Bpaua-nenuaTpa)

Bpaua-

- TIOCJIE YCTAHOBJICHUS JHArHo3a JI0
3-x MecsaueB ku3HU: 1 pa3 B 2
HEJIEIN;

- ¢ 3-X Mecs1eB xu3Hu 10 1 roga: 1
pa3 B 2-3 mecsina;

- B jJanbHedmem — 1 pa3 B 6
MECSIIEB

3anepkka pocra (IpU OTCYTCTBUU
JedeHus Ha 3-6-M Mecsle XKHU3HH),
XOHJPOIUCTPOPUICCKUC
HPOTIOPIIHH; OTCTaBaHHE
TICUXOMOTOPHOTO Pa3BHUTHS; YaCThIS
pecrupaTopHbIe 3a00JIeBaHM,
aHEeMUs

l'opmonanbHbIE
UCCIIEIOBAaHUS
(MccnenoBaHue ypOBHS
TTI B KpOBH,
UCCIIEIOBAaHUE YPOBHS

- TIOCJI€ YCTAHOBJICHHS TUarHo3a Jio
3-x MecsmeB km3HM: 1 pa3 B 2
HEOENH;

- ¢ 3-x Mecs1eB ku3HU 10 1 roxa: 1
pa3 B 2-3 mecHIia;

IIpn nepsuunom BI' yposens TTT
3HAUUTENbHO TIOBBILLIEH, YPOBEHb
cB0o0Oo1HOTO T4 CHIDKEH.

IIpn Broprunom BI' ypoenp TTI
B HopMe (M. O. CHIWXKEH W

CBOOOAHOTO - B JanbHeimemM — | pa3 B 6|yMepeHHO TIOBBIIIEH), YpPOBEHb

THPOKCHHA (CT4) | mecsiuieB (mpu HOpMaJILHOM YpOBHE | cBOOOHOTO T4 CHIKEH

CBIBOPOTKH KPOBH) TTI)

OOmeKTMHIYECKU T 1. B teuenme 1-ro roma xu3HH, | AHEMUS - HOPMOXpOMHast

aHaJIu3 KpOBU yacToTa OTIpEJIeIIIETCS | HOPMOIIUTAapHAs, TUIOXPOMHAs
WHIUBUIYaIbHO xKene3oaepuITHAS,

MakpouutapHas, Bio-nepunnrtHas

AHanu3 kpoBu |l. B Teuenne 1-ro ronma »xu3HM, | ['UnepxonecrepuHemusi,

OMOXMUMHYECKUN yacToTa OTpeeNAeTCs | AUCTUITUACMHUS

oOuieTepaneBTUUYECKUI | MHIUBUyalbHO

HccnenoBanue ypoBHS

Ilo moxazaHusaM: IIpyu aruiasuu 110

3HAYUTEIHLHO CHUKEH IIpu aIrjiasuu

HCCIIEIOBAHUE CEpALA)

TUPEOTIIO0YTMHA B|manHbiM Y3U u BpoxaeHHoM 300e | [IDK.
KpOBU npu mnono3penuun Ha  aedekr |IIpu  BpoxkaenHom 300e — B
CUHTE3a THUPEOrI00yIrHa npenenax pedepeHCHbIX 3HAYCHMI

WM TIOBBIIIECH.
YMepeHHO  CHW)XEH/HOPMAaJIbHBIN
npu 3xronuu K

Peructpanus B teuenue 1-ro roaa xxu3Hu YMeHbleHHe aAMIUTUATYIBI

AIIEKTPOKAPINOTPAMM koMiuiekcoB QRS, 6paaukapaus

Bl

VYnbpTpazBykoBoe - HETMOCPEICTBEHHO nocne | Amasus, TUIOIUIa3Hsl, JKTOIHUS

HCCIIEI0OBaHUE YCTaHOBJICHHS INArHo3a; K, MHOTOY3110BO# 300

IIUTOBHUIHOM JKE€JE3Bl U | - KOHTPOJIb — B Bo3pacTte 1 rona;

MapauTOBUAHBIX - IpU Hanmu4uu 306a — 1 pa3 B 6-12

Keles MECSIIEB

Oxokapauorpadus B teuenue 1-ro rona xxu3Hu BpoxaeHHble TOPOKM Pa3BUTHUS;

(YynbTpa3ByKOBOE BBITIOTHBIM TEPUKAPIUT, CHIKEHUE

COKPAaTUTEIbHON CIIOCOOHOCTH

MHOKapJa

YapTpa3zBykoBoe

B Teuenue 1-ro roaa >Xu3HH

BpO)KI(CHHBIe TIOPOKH PA3BUTHA
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HUCCICIOBAHUC ITOYCK

Pentrenorpadus [lo mnoxa3zanusM: npu cHUKeHUH | OTcTaBaHKWE KOCTHOIO BO3pacTa

KHCTH, TEMIIOB pocra, JIUTEIIbHON

peHTreHorpadus JIEKOMIIEHCALlUH 3a00J1€BaHUS

Jy4e3arsCcTHOro

cycTaBa

Pentrenorpadus B nepuoae HOBOPOKAEHHOCTH Hapymenue occu(pUKaITIN

KOJIEHHOTO CyCTaBa amu(du30B  OEIPEHHBIX  KOCTEH,
KyOOBMJIHBIX KOCTEH CTOII

OnekrtposHuedanorpa |B 5 ner JHuddy3Hoe 3amenneHue purMma,

¢bus CHU)KEHHE ero aMIUIATY/bL,
YJUIMHEHHE JIaATEHTHOTO Mepuoja
BBI3BaHHBIX 3pUTENBHBIX u
CIIyXOBBIX ITOTEHIINAJIOB

[Tpuem (ocmoTp, |- Ha 1-oM Toay xu3HuU: 1 pa3 B 3-6|3amepxka IICUXOMOTOPHOTO

KOHCYJIbTAllMs) Bpaya- | MECSIIEB; pa3BUTHS; aTakCus, HapylIeHUe

HEBPOJIOTA - Jlajiee — 10 TIOKa3aHUsAM KOOpJMHAIINH JBYOKEHUM,
criacTuyeckas JUTUIET U,
TUIIOTOHUS

[Tpuem (ocMoTp, |- Ha 1-oMm rony xusHu: 1-2 pasza B|Kocormnasue

KOHCYJIbTaIlMsl Bpaya- |TOJ;

odranbmorora - lajee — 10 NOKa3aHUsAM

ITpuem (ocmotp, |- Ha 1-oM rony u3Hu: 1-2 paza B|Hamuume skronuposannoit LK B

KOHCYyJbTallUsl Bpada- | TOJ; KOPHE sI3bIKa

OTOPHMHOJIAPUHTOJIOTA |- Jjajiee — M0 MOKa3aHUsIM

[Ipuem (ocmotp,|B 12 mMecsaueB (panee — 1o |HeiipoceHcopHas Tyroyxoctb

KOHCYJIbTAallMsl  Bpaya- | TOKA3aHUsM)

cypaoJora-

OTOPHHOJIAPUHI0JIOTA

[Ipuem (ocmotp,|Ha 1-M rony xu3HuM — 110 |BpokaeHHble NOPOKHM pa3BUTHS;

KOHCYJbTallMsl Bpadya — | IOKa3aHUAM BBIIIOTHBIN NEPUKAPAUT, CHIKECHUE

JETCKOTO KapIuoJIora COKPATUTEIbHON CIIOCOOHOCTH
MHUOKapJa

[Tpuem (ocmotp, | B 4-5 ner Hapymienus peun (OT JErkux o

KOHCYJIbTaLVs TSKEIIBIX)

MEIULIMHCKOTO

joromnena

Cuunturpadus B mo60om Bo3pacTe 1o nokazanusaMm: | Amtasust, qucronus (3xronust) DK

IIUTOBUIHOM JKEIE3BI

opu  amwiasul = U
(?xTomun) mo Y3U K

JUCTOITNH

[Ipuem (TectupoBanue,
KOHCYJIbTAIIHS)
MEIUITUHCKOTO
IICHXO0JIOTa,
HEHPOIICUXO0JIoTa,
npueM (ocmoTp,
KOHCYJIbTAI[MsI Bpaya —

- mepBU4HbIA B 1-1,5 roaa;
- TOBTOPHO — B 5 jer (mpu
HE0OXOIMMOCTHU PaHbIIIE)

3az[ep>1<1<a HWHTCJUICKTYAJIbHOTO
Pa3BUTHA, CHHMIXXCHHC O6H_ICFO
HHTCIIJIICKTA, YXYALICHUC

KpaTKOBpeMeHHOﬁ IIaMATH
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ACTCKOTO Icuxuarpa

MarnuTHO- ITo nokazanusam I'unepruiasus runopusa  Opu

pe3oHaHCHas JIEKOMIIEHCUPOBAHHOM BI';

Tomorpadus YMEHBIIECHUE pasMepoB

rOJIOBHOT'O MO3Ta TUIIoKamIa, HapyleHue
CTPYKTYpBI TOJIOBHOTO MO3Ta

buoncus muroBuaHOM | 110 IIOKa3aHUsIM (npu |Hanmnuue  anmenomarosza LK

WIH TapaliuTOBHIHON | MHOTOY3JIOBOM 300€) UCKJIIOYEHHE MaJIUTHU3ALUU

KeJe3bl noJt

KOHTpOJIEM

yIIbTPa3BYKOBOTO

UCCIIEI0OBAaHUS

KommenTapuii.

[IporHo3 B OTHOLIEHMM HEWPOICUXMUYECKOTO pa3BUTHsA npu Bl 3aBUCHUT OT MHOXKecTBa
¢axTopos. MccnenoBarenu BO BCeX CTpaHaX CXOJATCS BO MHEHUH, YTO ONPEAEISIOIIYIO POJIb JUIs
ONaronpusATHOrO IMPOrHO3a HMHTEUIEKTYaJbHOTO pa3BUTHs pebeHka c¢ BI, 0e3ycinoBHO, urparot
CPOKHM HayaJla 3aMECTUTEIBHON TEpaNMM JEBOTUPOKCHUHOM HATpHs, XOTs psAJl aBTOPOB YKa3bIBAET,
YTO JaXke MPU paHHEM Hauaje JeuyeHUs y HeOOJbIION YacTH JeTe Te WM WHbIe HapyLICHUS
MHTEJJIEKTa BCe-Taku coxpaHstorcs. KpaiiHe BaKHBIM (PaKTOpOM SIBISIETCS aJIEKBATHOCTD JICUEHUS
Ha IepBOM Trofy >ku3HU. Takum 00pazoM, 3a HEKOTOPBIM UCKIIOYeHHEM, Bee aetu ¢ BI' npu pannem
U aJEKBATHOM JICYEHHM HMEIOT BO3MOXXHOCTh JOCTHYh ONTHUMAJIBHOTO HHTEIIEKTYAJIBHOTO
passutus [1, 20, 21].

6. OpraHusaumnsa okasaHusi MEQULUMHCKOW NOMOLLM

- PexoMenayercss rocnuTtanu3upoBaTh namueHta ¢ BT B MeAMIMHCKYIO OpraHU3aldio Mpu
HEBO3MOXXHOCTH JOCTH)KEHHUS LIEJIEBBIX IMOKa3zaTesled TUPEOUTHBIX TOPMOHOB B aMOYIaTOPHBIX
YCIOBHSIX ¥ HEOOXOAUMOCTH XHPYPIHUSCKOTO JICUCHHS ITPH BpOoxkaeHHOM 300¢ [1, 20, 21].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

KommenTapuu.

[Ipy BO3MOXKHOCTH JTOCTHXKEHUSI KOMIEHCAIMM B aMOyJIaTOPHBIX YCIOBUSX TOCHHUTAIU3ALUS
MalUeHTy He MoKa3aHa.

[TokazaHusiMM K BBIMKMCKE MAIlMEHTa W3 MEIUIMHCKON OpraHU3ally SIBISIFOTCS: JAOCTHXKEHUE
L[EJIEBOTO0 YPOBHS CBOOOJHOTO THUPOKCHMHA B KPOBHM U YCIEHIHO MPOBEJICHHOE IIJIAaHOBOE
XUpyprudeckoe BMernareabetso [1, 20, 21].

- PexoMenpyercs B ciiydae BO3HHKHOBEHHSI TMIIOTHPEOUIHONH KOMBI M THPEOTOKCHYECKOTO
Kpu3a (Iepe103upoBKa JICBOTUPOKCHHA HaTpus**) manuentam ¢ BI' skcTpeHHas rocrnuraiu3aius B
MEIUIIMHCKYIO OPTaHU3aIUIO [T OKa3aHHs MeIUIMHCKON momornu [1, 20, 21].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).
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7. OJononHutenbHas uHdopmauusa (B TOM uucne akTopbl, BnusilolWme Ha
ucxon 3aboneBaHUA UNU COCTOAHUSA)

KpI/ITepVIVI OLeHKMN KavyecTBa Me,D,I/ILI,MHCKOVI nomMoLwu
N Kpurepun kauectna Onenka
BBITIOJTHEHHSI
(ma/uer)

1. |Boemonneno ompenenenue ypoBHs TTI B menbHON KpoBM (HEeoHaTanbHBIH | [la/HeT
CKPUHMHT)

2. |Bemomaeno uccnenoBanue ypoBHs TTI B kpoBH, mccienoBaHue ypoBHs |[la/HeT
CBOOOJHOTIO TUPOKCHHA B KPOBU

3. |BbImosHEHO YABTPAa3BYKOBOE HCCIENOBAaHWE IMUTOBUAHON kenme3bl U |Jla/Her
MapalIuTOBUIHBIX JKEJIE3

4. | BoimonHeHsl oOumMi (KIMHUYECKU) aHAIU3 KpOBH, obOuierepaneBTuyeckuil | Jla/uer
OMOXMMHYECKUN aHAINU3bl KPOBU

5. |IIpoBenen mpuem (0OCMOTp, KOHCYJIBTAIHS) Bpadya-IeTCKOTo dHI0KpruHOoIora | Jla/Her

6. |BwmosHEeHB! peHTreHorpadus KUCTel, peHTreHorpadus mydesamsictHoro |Jla/Her
CycTaBa

7. | BbmmosHeHbI cOOp aHaMHe3a U Kajlod MPpU FreHeTUYECKOM KOHCYIbTUpOoBaHuH | [la/HeT
U TEHETUYEeCKOEe TECTUPOBAaHUE TMpU TOJO3PEHUH Ha HAaclIeJACTBEHHbIN
XapakTep MaToJoruu

8. |JlocTUTrHYTHI 1eNIeBbIC MMOKA3aTEHN YPOBHSI CBOOOTHOTO TUPOKCHHA B KpoBU | Jla/HeT

Cnucok nutepaTtypbl
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[Tpunoxxenue Al

CocTtaB pabouyei rpynnbi No pa3paboTke U NnepecMoTPpy KITMHUYECKUX
pekomMeHaaummn

PykoBoauTtenu:

ITerepkoBa Banmentuna AnekcanapoBHa — akagemuk PAH, npodeccop, 10KkTOp MEeIUIIMHCKIX
HAayK, Hay4Hblii pykoBoautenb WHcrtutryrta nerckod sHuokpuHosiorun OI'BY  "HMMUIL]
sHAOKpuHOJoTHH" Mun3apaBa Poccum, 3aBenmyromias kadeAapod OETCKOW HSHIOKPHUHOJIOTHH-
nuaderosorn MHCTHTYTa BBICIIETO U JOMOJTHUTEIBHOTO MpodeccrnoHanbHoro oopa3zoBanus OI'BY
"HMULI supokpunonorun” MunznpaBa Poccuu, TaBHbIA BHEMITATHBIA JETCKUN CHELHAIUCT
SHJ0KpUHOJIOT MuH3apasa Poccun.

besnenkuna Omnbra bopucoBHAa — AOKTOpP MEIMIMHCKUX HAyK, 3aMECTHTENb IUPEKTOpa
Lentpa — mupexrop Muctutyra aerckoil sHaokpuuojorun ®I'bY "HMUI sumpokpunosioruun"
Munszapasa Poccun, npodeccop kadenpsl AeTCKON SHIOKpUHOJIOTUU-Auaberonorun MHctutyra
BBICIIETO M JOMOJHUTENBHOTO  mnpodeccuoHaibHOTO  oOpaszoBanmss DPI'BY  "HMUIL
sHJ0KpuHOJoTHK" MuHn3apasa Poccun.

ABTOpbI TEKCTa:

Haraesa Enena BurambeBHa — JOKTOp MEIMUMHCKMX HAayK, 3aBEAylollas OTAEICHUEM
TUPEOUJOJIOTUH, PENPOAYKTUBHOTO U  COMAaruyeckoro pasButuss MHctuTyra  Jgerckoi
sugokpuHosornn PI'BY "HMMI »nmokpunonorun” MunsnpaBa Poccuu, momneHT kadenpsr
JNETCKOW  AHAOKPUHOJOTUHU-AUabeTonoru  MHcTuTyTta  BBICHIETO M JONOJHUTEIHHOTO
npodeccuonanbHoro oopazosanus ®I'bY HMMUII sunokpuHomorun Mun3apasa Poccum.

[Hupsiea TarbsiHa FOpheBHA — KaHIUIAT MEAULMHCKUX HAYK, JOUEHT, BEAYLIUN Hay4dHBII
COTPYIHUK OTHAEJICHUS TUPEOUIOJIOTUH, COMATUYECKOTO U PENPOAYKTUBHOrO pa3Butus MHCTUTYTA
nerckoi suaokpuHosorun ®I'bY "HMUL suaokpunosorun" Munsapasa Poccun.

UukynaeBa Omnbra AJleKCaHAPOBHA — KaHAWAAT MEOUIMHCKUX HAyK, BEIYILIUA HaydHbIN
COTPYIHUK OTHAEJICHUS TUPEOUIOJIOTUH, COMATUYECKOTO U PENPOAYKTUBHOrO pa3Butus MHCTUTYTA
nerckoi sHpokpuHonorun OI'BY "HMUL[ snpokpunonoruu" MunznpaBa Poccum, I01eHT
Kaenpbl JIETCKOW SHIOKPUHONOTHH-IUA0eTosoTud WMHCTUTYTa BBICIIETO W JOMOJHHUTEIHHOTO
npodeccuonansHoro oopazosanust ®I'bY "HMUL sunokpunonorun" Munsapasa Poccun.

Banuna TarbsiHa AnekceeBHa — KaHAWAAT MEIMUMHCKUX HAyK, Bpad JETCKUM SHIOKPUHOJIOT
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WuctutyTa nerckoit sunokpuHoaoruu ®I'bY "HMUL] sunokpunonorun" Munsapasa Poccun.
[penep Exarepuna BrnagumuposHa — Bpau — aetckuid sugokpunosior I'bY3 "MopozoBckas
JAT'KB A3M"

JKcnepThbl:

bamnuna Enena bopucoBHa — JOKTOp MEOUIIMHCKUX HayK, Hpodeccop Kadenpsl
SHAOKpUHOJOTMM uUMeHH akagemMuka B.I'.  bapanoBa ®I'OYBO "Cesepo-3anaaHblii
rocy/lapCTBEHHbI MeauUMHCKUN yHuBepcuteT umeHu W.M. MeunukoBa", riaBHbI BHEIITATHBIN
CHeIUaIUCT AeTcKui sHA0KkpuHOI0T Ceepo-3anaanoro dO.

bensmosa Enena IOpneBna — 3aBemyromas MI'K TAY3 "OOKB N 2", ['maBHbIi BHEIITATHBIHA
CHEIUATUCT TI0 MEIUIIMHCKOM renetuke B [1DO.

bonoroBa Huna BuktopoBHa — JIOKTOp MEIMIMHCKUX HayK, mpodeccop Kadenpsl
MIPOMEJEBTUKN JIETCKUX Oo0Jie3HeH, AeTckoi sHaokpuHosorun u auaberonorun PI'BOY BO
"CapaTOBCKUH TOCYJapCTBEHHBIM MeIuUUHCKUN yHuBepcuter uM. B.M. Pa3zymoBckoro”
Mun3sapasa Poccun.

BacrokoBa Onbpra BnagumupoBHa — KaHAMAAT MEAMIIMHCKAX HAYK, BEAYIIMN Hay4YHBIN
COTpymHUK WMHCTUTYTa NETCKOW SHIOKPHUHOJOTHHM W PYKOBOAWTENb IIEHTpa JICUCHUS W
npodUIaKTUKH MeTabonmdeckux 3aboneBanmii u oxupenus [HI[ PO OI'BY "HMUI]
sHA0KpuHOJoTHH" MuH3npasa Poccnn.

lankuna TlannHa AnekcaHApOBHA — JOKTOP MEAUIMHCKHAX HAyK, 3aBEAYHOIIAas JETCKUM
SHAOKpUHHBIM otaeneHueM HUWM  akymepctBa u neguarpun PI'BOY BO "PoctoBckuii
rOCYJapCTBEHHBIM MEIMUIMHCKUN YyHuBepcuTeT' MuH3gpaBa Poccnu, TiIaBHBIM BHEIITATHBIN
CHEIUATUCT JETCKUM SHIOKPUHOJIOT POCTOBCKO#M 005acTH, TJIaBHBIM BHEIITATHBIA CIICIIHAIACT
nerckui sHaokpuHoJor FOxunoro ®O.

HertsapeB Muxaun BranuMupoBUd — paiMosior, 3aBEAYIOIIUN OTIETICHUEM PAIUOHYKIIHON
nuarHoctuku OI'bY "HMUL sunokpunosiorun" Munsapasa Poccun.

Kuses Aunekceii BacwibeBUY — JOKTOp MEIUWIMHCKUX HayK, TMpodeccop Kadeapsl
rocnutanibHo  meauatpun  PI'BOY  BO  "Vpanbckuii  roCyJapCTBEHHBIM  MEAUIMHCKUN
yHuBepcuter" Munsapasa Poccun, pykoBoautenb Llentpa aerckoit supokpunosiorun 'AY3 CO
"Ob6nacTHast nOeTcKas KIMHHYEeCKasd OoJIbHUIA", TIJIaBHBIM BHEIITATHBIM CIEHHAIMCT NETCKUI
sHAOKpuHOJOr  CBep/UIOBCKOM  0o0nacTd, TJAaBHBIM  BHEIUTATHBIA  CHEIMANUCT  JETCKUN
SHJO0KpUHOJIOT Ypaiibckoro @O.

KontoxoBa Mapuna bopucoBHa — Bpad — JAETCKUM HHIAOKPUHOJOr, K.M.H. Meauko-
renerndeckoe otaenenue ['bY3 "Mopososckas JI'’Kb A3M".
Kononkuna AnHa AJekcaHApoBHAa — 3aBeaylollas OTAEJIEHHEM  HACJEICTBEHHBIX

3a00JIeBaHMI W PHIOKPUHOMATUI paHHero Bo3pacta MHctuTyTta nerckoit snokpuHonoruu OI'bY
"HMMUL suioxpunonorun" Munszapasa Poccun, KaHAMAAT MEIULIMHCKUX HAYK.

KocrpoBa Hpuna bopucoBHa — 3aBeayromias OTACICHHEM JETCKOW 3HJIOKpuHOoioruu I'bY
"Jlerckas pecnyOiukaHckas kinHA4Yeckas OosbHuna uMm. H.M. Kypaesa'", rmaBHbII BHEIITaTHBII
CHEIHATUCT ACTCKUM SHIOKPUHOJOT pecnyOnuku JlarectaH, riaBHbBIA BHEUITATHBIN CHEIHAIUCT
nerckuit sHaokpuHotior Cesepo-Kaskazckoro @O.

ManueBckuit Oner ApTypoBUY, MAOKTOp MEIUIMHCKUX Hayk, mpodeccop Kadempbl
rocnutasibHoi  meguatpun  GI'BOY  BO  "bamkupckuii rocynapCTBEHHBIM — MEIUIUHCKUN
yHuBepcuTeT' MuH3apaBa Poccun, rinaBHbIM BHEMITATHBIM CHEHUATUCT JAETCKUI 3HIOKPUHOJIOT
IIpuBomxckoro denepaabHOTO OKpyra.

MurtbkuHa Banentuna BopucoBHa — Bpau-1abopaToOpHBIM IreHETHK, MeanKo-TeHEeTHYECKOoe
otaenenue ['bY3 "Mopozosckas JI'Kb JI3M".

[etpsitkuna Enena EdpumoBHA — JOKTOp MEITUIIMHCKUX HAyK, TUpekTop Poccuiickoil neTckoit
knuHnueckoi  OonpHUIBEI DPIAOY BO "Poccuiickmii HaUMOHAIBHBIA UCCIEI0BATENLCKUN
MequuuHCKUi yHuBepcuteT uMenu H.UM. IIuporosa" MunsnpaBa Poccun, riiaBHbIN BHEIUTaTHBIN
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CIIELIMAIIUCT JETCKUM SHIAOKPHUHOJOT T. MOCKBBI, I'JaBHBIM BHEIUTATHBIM CHENUAIUCT ACTCKHI
supokpuHoJior Lenrpansunoro ®O.

CamconoBa JIto60Bp HukonaeBHa — MOKTOp MEAMUIMHCKUX HayK, 3aBeaylomas Kadeapoii
nerckoil sHnokpuHojorun ®I'bBOY MIIO "Poccuiickas MeOULMHCKas aKaJeMUsi HENPEPHIBHOTO
npoeccrnoHansHOro oopazoBanus" Munzapasa Poccun.

CepernoBa [l'anmna HuxosmaeBHa — 3amectutens ryaBHoro Bpada OI'BY "HMUILL
sHpokpuHosorun" Munsnpaa Poccun ®I'BY "HMUL supokpunonorun" MwunznpaBa Poccun,
Bpay JETCKUI 3HJOKPUHOJIOT, KAHIUAAT MEJUIIMHCKUX HayK.

Tapanymenko Tatesina EBrenbeBHa — JOKTOp MEOUIIMHCKHX HAyK, 3aBeayromias kKadeapou
NeAUaTpud  MHCTUTYTa  MocienuiuioMHoro  obpasoanuss ['BOY  BO  "KpachHospckuii
roCy/lapCTBEHHbI MEIUIIMHCKUN yHHUBEpCUTET UMeHH mpogeccopa B.D. BoiiHo-SfceneBckoro"
MunznpaBa Poccum, rinaBHbIM BHEIITATHBIN CHENUATUCT ACTCKUN 3HIOKpHHOJIOr KpacHosipckoro
Kpasi, TJIaBHBIN BHEMITATHBINA CIIEIUATUCT ACTCKUM 3HA0KpuHOI0T Crbupckoro @O.

[Mlepemera Mapuna CepreeBHa — KaHAMJIAT MEIUMIMHCKUAX HAyK, 3aBEIYIOLIAsl OTICJIECHHUEM
paavonykiauHoM auarHoctuku u tepanuu ®I'BY "HMUL] sunoxkpunonorun" Munsapasa Poccun,
JIOLIEHT Kadenpsl SHAOKPUHOJIOTUH MHCTUTYTa BBICILIETO U JIOTIOJIHUTEIBHOTO MPOPECCHOHAIBHOTO
obpazoBanus ®I'bY "HMUL] sunokpunonorun" Munzapasa Poccun.

[llectonanoBa Enena AnapeeBHa — Bpau-reHetuk @I'BHY "MI'HI] um akamemuka H.IL.
boukosa".

Uyryno Urope CepreeBud — 3aBeyIOIIHUN JTETCKUM OTIEICHUEM OIYXOJEH SHIOKPUHHOU
cucteMbl MHcTUTyTa nerckoit sHpokpuHosiornu ®I'BY "HMMUIL] supokpunosornn" MuH3apasa
Poccun, kauauaaT METUIIMHCKUX HAyK

KoH(unuKT uHTEpecoB: aBTOpPhl KIMHUYECKUX PEKOMEHAALUN JEKIapUpYyIOT OTCYTCTBHE
KOH(JIMKTA UHTEPECOB.

Jlisi OKOHYATEeNbHOW peJakUMU M KOHTPOJS KauecTBAa PEKOMEHJAUMU ObLIM MOBTOPHO
[IPOAHAIM3UPOBAHbl WiEHAaMHM paOouell TpyNmbl, KOTOpble MPUIUIM K 3aKIIOYEHHIO, YTO BCE
3aMEYaHusl U KOMMEHTapuu SKCIEpTOB NMPHUHATHI BO BHUMAaHHUE, PUCK CUCTEMAaTHYECKUX OLIMOOK
IIpU pa3pabOTKe pEKOMEHIALNN CBEIEH K MUHUMYMY.

[Tpunoxenne A2
MeToponorusa pa3paboTku KNMHUYECKUX peKoMeHaauumn

[leneBas ayauTOpus TaHHBIX KIMHUYECKUX PEKOMEH/IAITNN:
1. Bpau-neguatp.
2. Bpau — geTckuii SHAOKPUHOJIOT.

Tabnuma 1. [lkana oueHkH ypoBHEHW JOocTOBepHOCTH nokazarensbcTB (Y/Jl) ans meromoB
JTUATHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIHCTB)

Y PacmndpoBka
1 Cuctemaruueckue 0030pbl HCCIEIOBAaHMA C KOHTPOJEM pePEepeHCHBIM METOJ0M HIIU

CHUCTEMaTUYECKHUI 0630]3 pPaHAOMU3HUPOBAHHBIX  KIIMHUYCCKUX HCCIeJOBAaHUI C
MNPUMCHCHUCM MCTaaHalIn3a

2 OTILeJ'ILHLIe HUCCIICAOBAaHUA C KOHTPOJIEM peq)epeHCHBIM MCTOJAOM WM OTACIBHBIC
PAaHAOMU3UPOBAHHBIC  KIIMHHUYECKHUC  HUCCIICAOBAHHUA U  CUCTECMATHUUCCKHUE O 630pBI
HCCIIeI0BaHUI J1I000r0 ,HH3aI>'IHa, 3a HCKIIFOUCHUEM PAHAOMU3UPOBAHHBIX KIIMHHUYCCKHUX
HCCHCHOB&HHﬁ, C IPpUMCHCHUCM MCTaaHalin3a

3 HccnenoBanus oe3 MOCJICAOBATCIIBHOTO  KOHTPOJIA pC(I)CpCHCHBIM METOJOM HIJIA
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UCCICJOBaHuA C pe(bepeHCHbIM METOJAO0M, HEC MABIAIOIIMUMCA HC3aBUCHUMbIM OT
HCCICAYyEeMOro MeToZia Wik HCPAHAOMU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHM, B TOM
YHCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHe HCCIICA0BaHMsA, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

5) Nmeercs mumrs 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Tabmuma 2. Ilkana omeHKH ypoBHEH AocToBepHOCTH JaokazarenbcTB (Y/J) mans meromos
MpOUIAKTUKH, JIeUeHUs U peaduimuranuu (MpoUITaKTHICCKHUX, JICUCOHBIX, PeaOHIMTAIIMOHHBIX
BMEIIATEIIbCTB).

YA Pacmmmgposka

1 Cucrematnueckuii 0630p PKU ¢ npuMenenuem meraananusa

2 Otnenpabie PKU u cucrematnueckue 0030pbl MCCIENOBAHMM JIOOOTO [W3aifHa, 3a
nckirouennem PKH, ¢ npuMeHennem Meraanaimsa

3 HepannomusupoBaHHble CpaBHUTENBHBIE UCCIIEI0BAHUS, B T.U. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHutenbHble Hccae10BaHus, ONMMCAHUE KIMHUYECKOTO Cllydas WM CEpUH CIIydaes,

HcclieoBaHus "'ciy4ai-KOHTPOJIb"

5 Nwmeercst mume 000CHOBAaHWE MEXaHM3Ma JCHCTBUS BMEIIATENbCTBA (JOKIMHUYECKHE
WCCTIEI0BaHUS) WJIH MHEHHE SKCTIEPTOB

Tabmuma 3. lllkana oueHku ypoBHe# yOeautenbHOCTH pexkomeHnnanuit (YVYP) mis metonos
npodUIAKTUKH, TUATHOCTUKH, JICUCHHS M peadbmmuTanuu (MpoPrIakTHISCKUX, TUarHOCTHIECKUX,
JIe4eOHBIX, PEaOMIIUTAIIMOHHBIX BMEIIATEIHCTR).

Y1 Pacmdposka

A CunbHasi pexkomeHaarusi (Bce paccMarpuBaeMble KpuTepuu 3(H(PEeKTUBHOCTH (HMCXOJIbI)
SIBIISTIOTCSI BKHBIMH, BCE HCCIICOBAaHUS HMMEIOT BBICOKOE WJIM YIOBIIETBOPHUTEIHHOE
METOJIOJIOTHYECKOE Ka4yeCTBO, HMX BBIBOJBI [0 HMHTEPECYIONIMM MCXOJaM SBIISIOTCS
COTJIACOBAHHBIMH )

B YcnoBHas pekoMeHaIus (He Bce paccMaTpuBaeMble KpuTepuu 3PGEeKTUBHOCTH (MCXOIbI)
SIBIISIFOTCSL BOXKHBIMHU, HE BCE HCCIICJOBAHUS MMEIOT BBICOKOE HIIM YAOBJICTBOPUTEIILHOE
METOJIOJIOTHYECKOE KAueCTBO W/WJM WX BBIBOJBI 110 HWHTEPECYIOIIUM HCXOJaM He
SIBIISIFOTCS COTJIACOBAHHBIMH)

C Cnabas pexomeHaanus (OTCYTCTBHE [OKa3aTelIbCTB HaJJIeKallero KadectBa (Bce
paccmatrpuBaeMble KpuTepuud 3(PPEeKTUBHOCTU (HMCXOIbl) SIBISIOTCS HEBaXHBIMHU, BCE
UCCIIEIOBAaHUSI HMEIOT HHM3KOE METOJOJIOTHUYECKOe KayeCTBO M WX BBIBOJABI 11O
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Mopsaaok 0GHOBNEHUS KNMHUYECKUX peKoMeHZauumn

MexaHu3sM ~ OOHOBJEHUS ~ KIMHUYECKMX  pPEKOMEHJAlMi  OpeaycMaTpuBaeT  HUX
CHUCTEMATHUYECKYIO aKTyaJIU3allli0 — HE PEKE YEM OJIMH pa3 B TPU IOJad, a TAaKKe IPU MOSBICHUU
HOBBIX JIaHHBIX C MO3WLMHM JOKAa3aTEJIbHONM MEIUIMHBI IO BONPOCAM JUArHOCTHUKH, JICUYEHUS,
OpoUIaKTUKA W peadMIUTallMd  KOHKPETHBIX  3a00JeBaHMM, HaTU4YMUM OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMevuannii K paHee yrBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsiies.
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ITpunoxxenne A3

CﬂpaBOqule MaTepuanbl, BKrno4asda cooTBeTCcTBUe nokKasaHum K nMPpUMeHeHUuIo n
ﬂpOTMBOHOKa3aHMﬁ, cnoco6oB npnuMeHeHUs U 403 JiIeKapCTBeHHbIX npenapaTtos,
MHCTPYKUUUN NO NPpUMEeHEeHUI0 JNieKapCTBeHHOro npenaparta

Tabnuua 1. decdekTbl reHOB, NpuBOAALLME K BPOXASHHOMY runotupeosy [3, 20,

21]
Yactora |Hacnen T'en 306 | T4 | TTT | TI | 3axs
BCTPEYAEMO | OBaHUE aT
CTH roma
Hucrenesus 11K 1:4000 AP NKX2-1, - - - -
FOXEL1,
PAX-8,
JAG1
Cewmeitnbiii nepunut TTI | Peako AP TSH - - - - -
l'umonurynTapusm 1:10000 |AP/Ad |PROP-1, Pit-| - - - N - -
1, HESXI,
PROKR2
Pesuctentnocts k TTI' | Penxo AP TSH-R - - - N
Jedekt TpancnopTa iona | Penko AP NIS, + - -
SLC5A5
Hedexr opranuduxaruu |1:40 000 AP TPO + -
roja
Cunnpowm Ilenapena 1:50 000 AP PDS + . N
(SLC26A4)
Hedekr cunresa TI 1:40 000 AP TG + - , -
JedekTt nerioaunHa3bI Penxo AP DEHAL1 -
Pesucrentaocts k TT 1:100 000 |AP TR-A, TR-B . N
All (?)
AP — ayrocoMHO-pelniecCMBHbIA THUIl HaclienoBaHus,; AJl — ayrocOMHO-JIOMHMHAHTHBIA THI

HaCJICJOBaHUA, N - HOpMa; T — BBIIIC HOPMBI; ‘L — HHIKC HOPMBI.

Tabnuua 2. Wkana Anrap Aansa AWarHOCTUKU BPOXAEHHOro runotupeosa y

HOBOPOXAEHHbIX [1]

Knununyeckuit mpuszHak

KoaunuectBo 0anios

HYHO‘-IHEUI I'pbIKa

OTeYyHOoE JIULIO0

3anopsl

JKenckuit mox

BJ'IG,Z[HOCTB, THIIOTECPMUS KOKHU

YBeJInueHHBIN A3BIK

MBeIiieyHasi TUIIOTOHMS

Kentyxa gonpiue 3 Henenb

[lenymenue U CyXoCTh KOXKHU

RPlRrlRrlRr|lR|IRINM|IN|N
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OTKpBITHIN 3aAHUI POJHUYOK

bepemennocts mnnace Oosiee 40 Henenb

Macca tena npu poxaenuu 6oiee 3500 r

Huarno3 BI" ycranaBnuBaeTcs mpu cymme 6aiiioB 6oiee S.

Ta6bnuua 3. OueHka MHTennektyanoHoro pa3sutua (IQ) y AeTtem n noapocTKOB
(rect Bekcnepa, apantupoBaHHble A.HO. [laHaciokom B pepakuun [O.U.

PUNNMOHEHKO)

WISC (s nereit ot 5 mo 16 ner)

BepbanbpHas yactpb HesepbanbHas yactp
OCBEIOMJIEHHOCTh HE0CTAlOIINe JIeTallu
MOHSTINBOCTD MOCJIEZI0BATEIbHOCTh KAPTUHKHU
apupMeTHYECKUN kyouku Koca
CXOJICTBO CKJIa/IbIBaHUE QUTYp
CJIIOBapHBIN muQppoBKa
MMOBTOPEHUE MUGP TaOMPUHTHI

KommenTapun. 3a ka1l CyOTECT MAIMEHT TMOJIydaeT OTpeIeIeHHOEe KOJIMYECTBO 0aioB, B

MOCICAYIOIEM OambHas OLCHKAa MEPEBOJUTCA B

IMKAJIbHYIO B 3aBUCUMOCTHU OT BO3pacTa. B Xoae

TecTUupoBaHus onpenensercs 1Q oOmuii — HHTErpabHBIN MOKa3aTeNb, SBISIONIUNACS HHANKATOPOM
obmero wHTe/IeKTa, 1Q BepOATbHBIN — MOACTPYKTYpa OOIIET0 MHTEIJICKTa, (PYHKIIMOHHUPOBAHHE
KOTOPOM OCYIIIECTBISIETCS B BepOATbHO-JIOTUYECKOW (opMe C MPEUMYIIECTBEHHOW OMOpOd Ha
3HaHUA. [Q HeBepOAIBbHBIM — TaKXKE SBIISICTCS MOACTPYKTYPOM OOIIEro WHTEJUIEKTa, YCICIIHOCTD
BBITIOJIHEHUS] JIaHHOM YacTH TecTa CBsi3aHAa C YMEHHUSIMH 00cCieayeMoro, OCOOEHHOCTSMHU €ro
NCUX0(DU3UUECKUX, CCHCOMOTOPHBIX U TIEPLEITUBHBIX XapaKTEPUCTUK [2].

Tabnuua 5. YpOBHM MHTENNEKTyanbHOro pasBuTus

Ornenka uHTEIUIEKTYanbHOTO pa3Butus (1Q)

YpOBEHb

menee 70 YMCTBEHHAs OTCTAJIOCTh

70-79 MOTPAHUYHBIA YPOBEHB

80-89 CHIDKEHHAss HOpMa MHTEJUICKTa
oosee 90 HOpMa

90-109 CpenHuil ypoBEHb

110-119 Xoporiasi HopMa

120-129 BBICOKHI MHTEILICKT

6omee 130 BEChbMa BBICOKHI
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IIpunoxenue b
AnropunTmbl AeNCTBMX Bpaya

1. AnropuTM JAMarHoCTUKM BPOXAEHHOro ruvnoTupeosa (HeoHaTarnbHbIN
CKPWHWHT)

I'Tr
B BBICYIICHHBIX IIATHAaX KpOBII

I
B i +

[ TTI 0-3 cyt. — menee 11 MEx/ U TTFO cyT. — Gonee 11 MEx/ "l { TTI Gonee 40 mEn/n * ]

TTT 4-14 cyr. — Mmenee 9 MExV/ 1 I IT 4-14 cyt. — Oonee 9 MEx/n TR, 20 R AT

VTOMHAIOMmEH JIHATHOCTHEH
Hopma Perect

{ 1
{TTI‘ 0-3 cyT. — menee 11 ME;IIJ} TTT 0-3 cyT. — Gonee 11 MEx/n

TTT 4-14 cyt. —menee 9 ME/n TTT 4-14 cyt. —6onee 9 MEx/n
TTI" > 14 cyt. — menee 5 MEa/n TTIT > 14 cyt. — Gonee S MEx/n

| |

VTouHsAIOmAs ANarHOCTHKA
Hopma
DHIOKPHHOIOT

2. AnroputM AOMarHOCTUKM BPOXAEHHOro runortupeosa (yTouHsrowas
ANarHocTuka, BeHO3Hasi KpoBb)

TIT
BEHO3HOIT KpOBI
i
i

1
TTI menee 6 MExn/n TIT 6-20 MEx/n TTI menee 20 MEx/n TTI Gonee 20 mE/n
cB.T,- HOpMa cB.T,- HOpMa cB.T - HIBKIIT cB.T;- Hopma/ Hu3KHiT

‘ Hopma \ Binsyamsatuis [ Jleuenue ]
OOcyanTh TAKTHKY C CeMbeil:

1) neuenne

2) BO3IEpXKaATHCA OT
nedyeHns, koHTpoas 11T,
cB. T, uepes 2 Henenn

IIpunoxenue B
UHdopmaumnsa ana nauymeHTa

Uto Takoe BpOKIEHHBIA TMIOTUPEO3? BpOXKAEHHBIM THIIOTHUPEO3 — 3TO COCTOSIHHME, NPHU
KOTOPOM ILIIUTOBHUHAS JKejle3a BbIpabaThIBaE€T HEAOCTATOUYHOE KOJMUYECTBO TOPMOHOB C POKICHHUS.
OHM HYXHBI JJ151 TPAaBWJIBHOTO Pa3BUTHS U pocTa peOeHKa.

Kak wyacto BcTpedaeTrcs M Kak BBISIBISETCS BpPOXKIEHHBIM runotupeo3? BpoxaeHHbIN
runotupeo3 Berpeyaercss y 1 Ha 3000-4000 HOBOpOXkIEHHBIX JAeTeil. 3a0oneBaHNe BBISBISETCS MO
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HEOHATaJbHOMY CKPUHHMHTY. 3a00p KpOBH U3 MSATKM HOBOPOKJIEHHOTO peOeHKa MPOBOJIUTCS HA 2
CYTKH JKM3HHM. Y HEIOHOIICHHBIX JeTed 3a0op KpoBHM ocymiecTBisieTcs Ha 7 cyTtku. [lpu
noBeiieHHOM ypoBHE TTIT mpoBoauTcst MOBTOpHOE 00CIEI0OBAaHUE U PEIICHNUE BOMPOCA O JICUCHUH
pebeHka.

Kakue npuumHbl BpoxKJI€HHOTO TUnoTupeo3a? B GoybIIMHCTBE cilyyaeB 3a00j1€BaHHE HOCUT
CIIydaliHbIM XapakTep U IpUuYrHa 3a00j1eBaHus HE sicHA. B peakux ciydasx UMeeTcs reéHeTH4ecKast
IIpUYKHA 3200JI€BaHUSI.

Kak nposiBisieTcss BpoXKJAEHHbIN TUIIOTUPE03 U yeM omnaceH? IIpu HecBoeBpeMEHHOM Hayase
JedyeHus y peOeHKa MOryT BO3HUKaThb IIPOSIBJIEHMSI TUIOTHpEO3a (3aTsHYBILAsACA KeNTyXa
HOBOPOJKJICHHBIX, I03[HEE 3aKUBJICHUE IyINIOYHOM paHKHU, 3alopbl, B JajbHEHIIEM 3a7epikKKa
MOTOPHOTO U MCUXWYECKOTO pa3BUTHSI, CHIDKEHUS TemIoB pocTa). [loznHee Hawano jedeHus
OMAaCcHO Pa3BUTHEM YMCTBEHHOMN OTCTaJIOCTH.

Kak neuntcs BpoxxaeHHbld runotupeo3? Ilpu yctanoBke paumarHo3a BI' HazHauaercs
JIEBOTUPOKCUH HATpHsl. DTOT mpenapar 06e301maceH, Joka3all cBor 3HPEeKTUBHOCTD.

Kak ponro nHeoOxoaumo mnoaydats jeueHue? Jledenue BI' ocymiecTBisieTcs: MoXKU3HEHHO.
OHo kpaitHe He0OX0AUMO TS PABMIJIBHOTO PAa3BUTHS U pOCTa peOCHKa.

Kak yacto HyxHO oOpamatbcst k Bpauy? Ilpu HazHaueHuu sieyeHus: peOEHOK HaOronaeTcs
MOCTOSIHHO Y JETCKOTO 3HJOKpHUHOJOra. PerynspHo mo Ha3HaYeHWIO CIELHAINCTa MPOBOAMUTCA
KOHTpOJIb TIoKazareneli ropMmoHoB kpoBu (TTI, ¢cBT4). Takxke peGeHka HEOOXOIMMO B TEUCHHE
KU3HU B pa3IMYHbIE NEPUOJAbI MOKA3bIBaTh CHEIMATUCTaAM — CYPJOJIOTY, JIOTOINETy, HEBPOJIOTY,
TICUXOJIOTY (HEHPOTICHXO0JIOTY), TICUXHUATPY.

[Tpunoxenue I'1-I'N

LUkanbl oueHKu, BOMNMPOCHUKN U gpyrne oueHo4YHble MHCTPYMEHTbl COCTOAHUA
nauueHTa, npnBeaeHHbIe B KIIMHUYeCKUX pekomMmeHaauunax

Henpumenumo.

Hogebie, uznanneie B 2020-2024 rr. 1 ourmanbHo yrBepKAEHHBIE MuH3IpaBoM PO,
KIMHUYECKHE PEKOMEHIAIH (PYKOBOJICTBA, IPOTOKOJIBI JICUCHHS) — HA HAIIIEM CaiTe.
WHTEepHeT-CChUIKA:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To JaHHBIN JOKYMEHT ObLI paHee pacliedartaH, JaHHoe n3oopaxkenue QR-kona
MIOMO’KET BaM OBICTPO MEPEUTH MO CChUIKE ¢ OyMa)KHOM KOMUU — B HEM HAXOJUTCS 3Ta CCHUIKA.
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