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CLINICAL GUIDELINES

Congenital hypothyroidism (CH) is an important issue of pediatric endocrinology. Early detection of this disease and timely
initiation of treatment can prevent the development of severe mental retardation. Neonatal screening for CH in Russian
Federation has been conducted since 1993. Updated in 2024 clinical guidelines are the main tool of a physicians. They briefly
and structurally present main information about congenital hypothyroidism, its epidemiology and modern classification,
methods of diagnosis and treatment, based on the principles of evidence-based medicine.

KEYWORDS: congenital hypothyroidism; guidelines; thyroid dysgenesis; dyshormonogenesis; neonatal screening.

CMUCOK COKPALLEHUN:

BI' — BpoOXKAeHHbIN rMNoTnpeos

ITC — runoTtanamo-runo¢ursapHas cucTema

M — runonutyntapmsm

WMT — nHpekc maccbl Tena

JIIT — noTenHn3npyowmin ropMoH

MPT — MarHUTHO-pe30HaHCHasi Tomorpadus
MNP — npexgeBpemeHHOE NONOBOE pa3BuUTUE
POMN — paguodapmalieBTyecknii npenapat

T — TnpeornobynuH

TPl — TMpPEOTPONUH-PUAN3VHT TOPMOH

TTI — TMPEeoTPOnHbIA FOPMOH

TAB — TOHKOWronibHas acnupaymnoHHasa broncus
Y3 — ynbTpa3ByKoBoOe nccnefoBaHme

OCI — donMKynoCTUMYNMPYIOLLNIA FOPMOH
YCC — yacToTa cepheyHblx COKpaLleHui

LMK — wnTtoBuaHas »kenesa

Kl — anekTpokapguorpadus

IxoKI — axokapauorpadpus

33 — anekTpo3HUedanorpadmsa

SD — cTaHAapTHOE OTKIOHEHNEe

SDS — Ko3pPpUUMNEHT CTAaHAAPTHOTO OTKITOHEHNS
T, — TpMNOATMPOHNH

T, — TMPOKCKH

LUHC — ueHTpanbHaa HepBHaA cucteMa

IQ — intelligence quotient (c aHr. KO3dPMUMEHT MHTENNEKTA)
WISC — Wechsler Intelligence Scale for Children (wkana
oueHku |Q pna geten)

TEPMWHbI 1 ONPEQEJNIEHNA

MNoTUpoKCMHEMNA — 3TO HeJOCTaTOYHOCTb TUPEOUS-
HbIX FOPMOHOB.

HeoHaTaNbHbIN CKPUHMHI — 3TO MaccoBoe obcre-
[OBaHME BCeX HOBOPOXAEHHbIX AeTell Ha rMnoTupeos’
conpepeneHnem TTI B KanunnapHOW KpoBuY, NO3BonAloLLee
BbIAIBUTb GOMNBLUMHCTBO C/ly4YaeB 3ab0eBaHMA Ha JOKIUHN-
YyeCcKoM 3Tare 1 CBOEBPEMEHHO Ha3HayaTb 3aMeCTUTENIbHYIO
Tepanuto.

AuncreHesuna wutoBngHom »xenesbl (LK) — 310 cTpykK-
TYpPHOE HapylleHne LWNTOBMAHON >Kenesbl, CBA3aHHOe
¢ fedpeKToM 3MOPUOHANBHOIO Pa3BUTUS TUPEOVAHON TKa-
HUW, NPOABMAKOLEECA aniasven, remmareHesnen, rmnonna-
31en unu aKkTonuen (guctonnen).

[AvncropmoHoreHes — 3TO HapyLlUeHVe BbIPaboTKM 1
TPaHCNopTa TMPEOMAbIX TOPMOHOB, BO3HMKalOLee BCiea-
cTBME PepMeHTaTVBHbIX AedeKToB (TpaHCnopTta noga, ne-
POKCMAA3HOW CUCTEMbI, CMHTE3a TMpPeornobynrHa, aenoaun-
poBaHuA).

MepBUYHbIA rMNOTUPEO3 — 3TO KIMHUYECKUIA CUH-
OpPOM, pa3BUBaAKLWNINACA BCIeACTBME HeJOCTaTOYHOW Mpo-
OYKUMN TUPEOUAHbIX TOPMOHOB MO MPUYMHE NEPBUYHOMN
natonorunuv B camom LK.
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BTOPVYHDbIN rMNOTUPEO3 — 3TO KIAMHUYECKUIN CUH-
OpOM, pa3BUBAKLNNCA BCNeACTBME HeJOCTaTOYHOWM Mpo-
aykuum TTT npyn OTCYTCTBUN NEPBUYHOWN NATONOrMN CamMon
LK, npuBoaALLen K CHUXKEHMIO ee GYHKL M.

TpaH3UTOPHDbIA rMNOTUPEO3 — 3TO COCTOAHUE Bpe-
MEHHOW TMMOTUPOKCMHEMUK, COMPOBOXAAlLEeeca MOBbI-
weHmem TTT.

1. KPATKAA UHOOPMAL|1A MO 3ABOJIEBAHUIO
WU COCTOAHUIO (FPYNIME 3ABONIEBAHUN
UN COCTOAHUI)

BpoxaeHHbIN runotupeos (Bl) — ogHo 13 Hanbonee
YacTo BCTPeYarLUXCA BPOXKAEHHbIX 3aboneBaHmn LK
y JeTei, B OCHOBE KOTOPOro NeXUT NOoJIHaA UM YacTUyHas
HeLOCTAaTOYHOCTb TMPEOUZHbIX TOPMOHOB, MPUBOAALLAA
K 3afep>XKe pa3BUTUA BCEX OPraHOB M CUCTEM OpraHM3ma
npu OTCYTCTBUN CBOEBPEMEHHO HayaToro feyeHus [1].

Bl — reTeporeHHas no 3TMonoruu rpynmna 3aboneBaHumi,
06ycnoBneHHbIx natonorven LK, runotanamo-runodusap-
HOWM cMCTeMbl UK nepudepuyeckoro AencTBUs TMpPeoua-
HbIX FOPMOHOB.

[MNOTUPOKCUHEMUSA MPUBOAUT K Pa3BUTUIO MeTabonu-
YeCKUX HapyLEeHWUN, CHYMXEHWMIO CKOPOCTU OKMUCIIUTENbHbIX
MPOLECCOB 1 aKTUBHOCTY GpEepPMEHTHBIX CUCTEM, MOBbILLIEHWIO
TpPaHCMeMOpPaHHON KJIETOYHOWN MPOHULIAEMOCTM 1 HaKoMe-
HVIO B TKaHAX HEJOOKMCNIEHHbIX NPOAYKTOB 0bMmeHa. Jedu-
UWT TUPEOVAHBIX FOPMOHOB rpyb0 HapyLIaeT NpoLecchl po-
cTa, anddepeHUNPOBKIN BCEX TKAHEN 1 CUCTEM OpraHn3Ma.

bonblwe apyrux oT HegocTaTKa TMPEOUAHbIX FOPMOHOB
y pebeHKa CTpafaeT ueHTpasibHas HepBHasA cuctema. Hus-
KU ypOBEHb TUPEOUAHBIX FOPMOHOB, OCOOEHHO B MepBble
MeCALbl KMN3HWU, MPUBOAUT K 3aflep>KKe MpoLeccoB MuUenu-
HU3aLUMN HEPBHbIX BOJIOKOH, CHVXEHUWIO HaKOMeHuA nun-
NMOOB U MMNKOMNPOTENAOB B HEPBHOM TKaHU, YTO B KOHEY-
HOM rTOre Bbi3biBaeT MOPPODYHKLMOHANbHBIE HAPYLIEHNA
B MeMOpaHax HEPOHOB MPOBOASALLMX MyTeN MO3ra.

HeobpatumocTtb nospexpaeHun LIHC npu BpoxaeHHOM
rmnoTMpeose B YC/IOBUAX OTCYTCTBMA JIeUEHWA CBA3aHa
C 0COBEHHOCTAMM POCTa U CO3PEBaHUs TOJIOBHOMO MO3ra
HOBOPOXEHHOTO.

B nepuop makcMmanbHO pocCTa M aKTUBHOrO Hewnpore-
He3a, KOTOPbI NPUXOAUTCA Ha NepBble 6 MecAUEB XU3HU
pebeHKa, MO3r OKa3blBaeTCcA 0COOEHHO YyBCTBUTENEH K He-
6naronpusATHbIM BO3AENCTBYAM, B TOM YMC/Ie K HEQOCTaTKy
TUPOKCKHA. [Mo3ToMy TMpeonaHaa HeJOCTaTOYHOCTb B KpU-
TUYECKOM nepuoge Hanbonee 6bicTporo passuTua LIHC 3a-
LepXnBaeT ee cO3peBaHve, NPUBOAA K HeobpaTtumon ym-
CTBEHHOW oTcTanoctun [2, 3,4, 5, 6].
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YacTtoTta BpPOKAEHHOrO MEPBUYHOrO rMMNOTMPEOD3a KO-
nebnetcs ot 1:3000-4000 HoBOpOXaeHHbIX B EBpone n Ce-
BepHoun Amepuke, o 1:6000-7000 HoOBOpOKAEHHbIX B AANO-
HUW. Y NNl HerpoupaHoOW pacbl 3aboneBaHne BCTPeYaeTcs
[OCTaToyHO pepko (mpumepHo 1:30 000), a y natmHoame-
pViKaHUeB, HanpoTtue, Yacto (1:2000). Y pgeBouek 3abone-
BaHWe BCTpeyaeTca B 2-2,5 pasa valle, YeM Y MasbyMKOB.
PacnpocTtpaHeHHocTb Bl B Poccuiickon ®epepauyuu, no pe-
3y/ibTaTaM HEeOHaTaNIbHOrO CKPUHWHIA, COCTaBnAeT 1 cnyyan
Ha 3600 HoBOpOXAeHHbIX (1997-2015) [7-9].

« [EO03.0 BpoxpeHHbill runotupeos ¢ audpdysHbiM 30-
60M. 306 (HETOKCMUECKINI) BPOXKAEHHDIN NMapeHXnmaTo-
3HbIN.

« E 03.1 BpoxgeHHbIn runotupeos 6e3 306a. Annasus
WMTOBNAHON >kene3bl (C mMuKcegemon). BporkpgeHHan
aTpoduA WUTOBUAHON Xene3bl.

« E 07.1 QucropmoHanbHbiii 306. CemeliHblli gucrop-
MOHarnbHbIl 306. Cungpom MeHapepa.

« E 07.8 Opyrue yTouHeHHble 60Ne3HM WMTOBUAHOI
Kenesbl. [lepekT TMPOKCMHCBA3bLIBAIOLWENO r06YyNvHa.
KpoBowuznusaHue B .UMTOBMAHYIO kenesy. MHbapKT wuTo-
BMAHON Xene3bl. CMHAPOM HapyLUEHWA 3yTMpeo3a.
MKB-11: 5A00.0
ORPHAcode: ORPHA: 442

MpuBoanm obbeanHeHHyo Knaccudukauyuio Bl B ocHo-
BY KOTOPOW MOMOMEHbl yPOBEHb MOPAXKEHNSA, CTEMEHD TAXeE-
CTW 1 CTeneHb KomneHcauumu 3abonesaHus [10].
I. Mo sTnonorum.
1. MepBuYHbIA rMNOTNPEO3.
A. AncreHe3unA WMTOBNAHOM Xenesbl.
areHes3us (annasus);

- runonnasus;

— pgucTonus (3KTonusA);

- remuareHesus;

- [OWUCTeHe3nsa LWWWUTOBUAHOW »Kene3bl, acCcoLuumnpo-
BaHHasA ¢ myTaumamm reHoB NKX2-1, FOXET, PAX-8,
JAGT v gp.

b. AncropmoHoreHes.

- pedekT TpaHcnopTa nopaa (MyTauum reHos SLC5A5,
SLC26A4);

- pedeKT MepoKcMpasHoOM cuctembl (MyTaumm re-
HoB DUOX2, DUOXA2, TPO);

- pedeKT cuMHTe3a TMpeornobynunHa (MyTauum reHa
1G);

- pedekT feriogupoBaHus (myTtauuu rena IYD).

2. LleHTpanbHbIii rMnoTnpeos (BTOPNUHDbIN, TPEeTNY-

HbIl FTMNOTUPEO3).

- [unoTupeos, Bbi3BaHHbI HEAOCTAaTOYHOCTLIO paK-
TOPOB TPAHCKPUMNLUUK, BOBJIEYEHHbIX B MPOLIECCHI
pa3ButMa unn QYHKLUMOHMPOBaHNA runodusa
(myTauuu reHoB HESX1, LH3, LH4, Pit1, PROP1).

KINMMHWYECKME PEKOMEHZALINNA

- W3onuposaHHaA HegocTaTtouHoCTb TTT (MyTauum
reHa, Kogupyoluero a-cyoveguHuuy TTrI).

- HepoctatouHocTb TPI (M30nMpoBaHHaA, CUHAPOM
NOBPEXAEHMA TMNOPU3aPHON HOXKKN, MOBPEXae-
HWe runoTanamyca).

- Pe3sncrenTHOCTb K TPT (MyTauum reHa peuenTtopa
TPIN).

3. Mepundepnyeckaa pPe3snNCTEHTHOCTb K TuUpeouj-

HbIM rOPpMOHaM.

- Pe3ncTeHTHOCTb K TMPEOMAHBIM FOPMOHAM (MyTa-
uun reHoB THRA u THRB).

- HapyweHwne TpaHcnopTa TMPEOWAHbIX TOPMOHOB
(myTauum reHa MCTS).

- JedekrreHa peuentopa TTI (myTaumm reHa TSHR).

- [lceBporvnonapatupeos Tnna la (MyTaumm reHa
GNAS).

4. CuHppomanbHble ¢OopMbl rMNOTNpeo3a.

- Cungpom TlleHgpeda (rMnoTMpeos, rNyxoTa,
300) — myTaumn reHa SLC26A4.

- CuHppom bamdboppa-Jlazapyca (runotnpeos, pac-
LenHA MATKOTo HEGA, BONTOCHI C OCTPbIMY NPAAS-
Mu) — MyTauuu reHa FOXET (TTF2).

- CuHppom Koxepa-[lebpe-CemunaH:ka (MbllieyHas
ncesgoruneptpodus, rmMNoOTUPeos).

- JKTofepmasnbHad gucnnasud, rmnorngpos, rmno-
TUPEO3, UunrapHasa ANCKUHe3NS;

— XopeoaTteTos, rmnoTnpeos, pecnMpaTopHbIN AncC-
Tpecc-cnHgpom- myTauum reHa NKX2-1 (TTF1).

— OXupeHue, KONMWT, FMMNOTMpPEO3, runeptTpodus
MrOKapaa, 3afeprKKka NCUXNYeCKoro pasBuTus.

- HeoHaTanbHbIli caxapHblli gMabeT, BPOXAEHHbIN
rMNOTNPEO3, BPOXKAEHHasA rnaykoma, prbpom ne-
YeHun — MyTauum reHa GLIS3.

5. TpaH3MTOPHbDbIN FIMNOTUPEO3.

- [Npuem matepbio aHTUTUPEOAHDBIX MPenapaTos..

- TpaHcnnaueHTapHbIN NePeHoC GNIOKMPYIOLWNX aH-
TuTen K peuentopy TTT.

- Jedvuut unm n3bbIToK ioga y maTepy UM HOBO-
POXXOEHHOrO.

- [omo3uroTHble / KOMMNayHA reTepo3nroTHble MyTa-
uum reHa DUOX2.

- Tletepo3uroTHble myTaumm reHa DUOXA2;

- BpoxpeHHaa remaHrnoma Mnu reMaHrmosHgoTe-
NMOMa NeYyeHu.

Yactota BCTpeYaeMoCTU pPasinyHbiX GOpPM Y BO3MOX-

HbIX MOJIEKYNIAPHO-TeHeTNYeCKUX AedeKToB npeacTaBeHa
B NPUNOXEHWUMN.
Il. Mo creneHm TAXKeCTN.

e JNaTeHTHbIN (CYyOKNMHMYECKNI)) — MOBbILEHHDIN
ypoBeHb TTI npy HOpMasibHOM YpPOBHe CBOOOLHO-
roT,.

« MmaHudecTHbINn — runepcekpeuna TTI Npu CHUKeH-
HOM ypoBHe cBob6ofHOro T,, Hanuume KAMHUYECKNX
NpPOABAEHNIA.

e OCJ/IOXKHEHHbIN, NPU KOTOPOM MOXET ObiTb KpeTu-
HM3M, CEpAeYHAs HeAOCTAaTOYHOCTb, BbIMOT B CEPO3-
Hble NoNIOCTY, BTOPUYHaA afeHoMa runodusa.

IIl. Mo cteneHn KomneHcauun.

+ KomneHcmpoBaHHbIN.
+  [leKoMMNeHCMPOBaHHbIN.
OCNOXHEHHbIN TMNOTUPeO03 (Kak MpPaBWUIO, He Pacnos-

HaHHble BOBpEMs], 3amnylleHHble Ciydan 3aboneBaHus) 6e3
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CLINICAL GUIDELINES

CBOEBPEMEHHO HA3HAYEHHOW M MPaBUIbHO MOAO6GPaHHON
3aMeCTUTENIbHOW MeAVKAMEHTO3HOW Tepanum MOXET npuse-
CTW K Pa3BUTUIO FTMOTUPEOUAHON (MUKCEAEMATO3HOW) KOMbI.

B nogasnstowem 60nbwMHCTBE cniyyaes (85-90%) umeet
MEeCTO MEPBUYHBINA BPOXAEHHbIN runotupeos. Cpegun nep-
BUYHOrO rmnoTtnpeosa 85% cnyyaes ABNATCA cnopaguye-
CKUMMU, BOMBLUMHCTBO U3 HUX OOYCNOBJIEHO AMCreHe3unen
(amb6puonatren) LLXK. Mo gaHHbIM pa3nnyHbIX aBTOPOB, are-
He3unA LK BcTpeyaeTtca B 22-42% cnyyaes, B 35-42% TKaHb
»Kenesbl SKTONMPOBAHa, B 24-36% MMeeT MecTo rmnonnasuns
LK [11-13].

lopazpgo pexe (5-10%) BCTpeyaloTcA BTOPUYHDIN UK TPe-
TUYHBIN BPOXAEHHbIN rMNOTUPEO03, NPOABNAIOLWNECA U30N-
poBaHHbIM aeduuutom TTT unu runonuTyntaprsmom [14].

Ocoboi popmoii Bl ABnAeTcsA TpaH3UTOPHbIV TMNoTpe-
03 HOBOPOX[eHHbIX. ITa popma 3aboneBaHMsA yalle BCErO
HabniofaeTca B pervmoHax, SHAEMUYHbIX MO HELOCTATKY Moga.
TpaH3UTOPHBIN MMNOTUPEO3 MOXKET BO3HUKHYTb 1 B pe3ysib-
TaTe He3PenoCTU CUCTeMbI OpraHndurKaLmm noga, ocobeHHo
Y HE[JOHOLLEHHbIX, HE3PEeSbIX HOBOPOXKAEHHbIX. K pa3Butuio
TPaH3UTOPHOIO TUMOTUPEO3a Y HOBOPOXKAEHHOTO MOXET
NpUBOAWTb MPYEM MATEPbIO BO Bpems 6epeMeHHOCTU Tupe-
OCTaTUYeCKMX N ApYrux npenapaTos, HapyLLaKWmMX CUHTE3
TUPEONHbIX TOPMOHOB LLUTOBUAHOM Xene3on nnoga. Onu-
CaHa TpaHCMaLueHTapHasa nepefaya MaTepPUHCKUX OMOKU-
pytowux aHTuTen K peuentopy TTTI [2].

B cBA3M € pa3BUTUEM METOOOB MOJIEKYNAPHO-TeHeTNYe-
CKOro aHanusa B3rniAfbl Ha STUONOTMIO BPOXAEHHOTO rnmno-
TUpeo3a B NocsieiHNe rofbl BO MHOFOM U3MeHUNncb. Ha ce-
FOAHALWHUNA AeHb UAeHTUPNLUMPOBAH PAL FeHOB, MyTaLuMu
KOTOPbIX MPUBOJAT K HapyLeHUAM 3aKNafKku, Murpauumu,
anddeperHumporkn LXK, gedektam cuHTE3a TUPEOUAHbIX
rOPMOHOB, HapyLEeHUsM FMMOTanamo-rmnodr3apHol ocu.
OtcytcTBME cneundryeckux CUMMNTOMOB, XapaKTePHbIX
NSl onpefeneHHoro reHeTnyeckoro gedekrta, He No3Bons-
€T NPOBOAMWTb M30JIMPOBAHHYIO ANArHOCTUKY OHOrO reHa
ans ngeHTndukKaumm mytaunm. Hanbonee wWnpoko nsyyeHsl
BapuaHTbl gucreHesmu WX, ogHako nokasaHo, uTo HapyLue-
HUe 3aKNnagKmM 3TOro »KN3HEHHO BaXHOro opraHa accouuu-
pPOBaHO C MyTaLMAMMN reHOB TONbKO B 2% CnyYaes, B OCTallb-
HbIX CJly4yanax NPUYMHa OCTaeTCA HEM3BECTHON. B cTpykType
HacnefCcTBeHHbIX ¢opm 3aboneBaHuA npeobnagaloyMm
npuunHamu passutus Bl asnaoTca gedekTbl reHOB gucCrop-
MOHOreHe3a, O YeM CBUAETENbCTBYIOT pe3y/ibTaTbl MOJIEKY-
NAPHO-TEHETUYECKMX aHann30B (MogpobHaa MHpopmauumsa
0 gedeKTax reHOB, NPUBOAALLNX K BPOXKAEHHOMY rMNOTHPE-
03y, NpeacTaBrieHa B npunoxeHun [15-19].

KnnHnueckne nposABneHMA NepPBUYHOTO TFMMNOTUPEO3a
B OTCYTCTBME 3aMeCTUTE/IbHONM Tepanuy ONUCbIBaKOTCA Clie-
OYIOLWMMY OCHOBHbIMU cuHApomamu [1, 2, 20, 21].

* NOCTOAHHOE YyBCTBO 3ﬂ6KOCTI/I;

e MNOHWXeHHaA TeMnepaTypa Tena;

e YMEpPEHHOEe YyBeInyeHne maccbl Tena
YMeHbLeHNA NNonn3a n 3afepxKkn BOﬂbI).

(Bcnencteume
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Pa3BunTre 3TOro CMHApPOMa CBfI3aHO C HapylueHneM 06-
MEHA MMNKO3aMUHOIIMKaHOB B YCJIOBUAX AedpuunTa TUPEO-
WIHbIX FOPMOHOB, CNEACTBMEM YEro SIBMIAETCA MOBbILLIEHNE
rmapoPUIIbHOCTN TKaHEN.

XapaKTepHbi:

*  MUKCEeAEMATO3HbIN MNOTHbIN OTEK NNLLA U KOHEYHO-

cTen;

+ 6onbLue rybbl 1 A3blK C oTNeYaTKkamm 3y6oB Mo nate-

panbHbIM Kpasm;

+  «CTapoobpazHoe NULO» C OrpyoeBLIMMU YepTamu;

«  TONCTas, Cyxas, XonogHas, bnefgHas Koxa C eToBa-

TbIM OTTEHKOM, He cobrpaemas B CKNagKu; Wwenyuie-
HMe Ha NOKTSAX;

«  Me[JIeHHO pacTyLyune TYCKJble, IOMKME BOMOChHI, yCU-
NEHHOE UX BbINAZEHME Ha FrONoBe, HPOBsX, KOHEUHO-
CTAX BMJIOTb 4O Pa3BUTUSA TOTAJIbHOW anoneuuu;

+  TOHKMWE HOITU C MPOAOSbHOM WM MOMEPEYHON UC-
YepUueHHOCTbIO.

Pa3BuTue 3TOro CMHAPOMA CBA3AHO C YrHETEHVEM BbIC-
e HepBHOW AeATeNIbHOCTU U 6e3yCnoBHbIX pedriekcoB
B YCJTOBUSIX HEAOCTATKa TUPEOVAHbBIX FOPMOHOB.

XapaKTepHbi:

+  3aTOPMOXKEHHOCTb;

+  COHNVBOCTb;

+  CHUKEHME NamATy;

«  TMNOMUMMA.

K cumnTomam nopaxeHus nepudepryecKoin HepBHOW

CUCTEeMbl OTHOCATCA:

«  napecTtesuy;

+  3amMejJieHne CYXOXUIbHbIX pedneKcoB.

OncdyHKUMA opraHoB YyBCTB:

« CHUXeHMe cnyxa (oTek CnyxoBbiX TPy6 U cpefHero

yxa);

+ HapyuweHune 060HAHUA (13-3a HabyxaHMA CIN3UCTON

060/104KM HOCA);

+  3aTpyAHEHVE HOCOBOTO AbIXaHUs;

+  TMOHWXeHue Tembpa u orpybeHve ronoca (Bcnep-

CTBYE OTeKa U YTOJILLEHUS TONTOCOBbIX CBA3OK).

N3meHeHnA cepaeyHO-cOCyaNCTON CUCTEMbl NPU TUNo-
TUpPeo3e CBA3aHbl C YMEHbLUIEHVEM BAVAHNA Ha cepaue Tu-
peouAHbIX FOPMOHOB 1 KaTeXO/TAMUHOB, a TaKXe C Pa3BuTuY-
em ANCTPOdMUECKNX N3MEHEHMI B M1OKapZe.

XapaKkTepHbi:

« Gpapukapgus;

+  [NyXOCTb TOHOB CEPALa;

+  MOHWXEHHOe apTepuasnibHOE JaBNIeHE;

+  CHWXKEeHUe MyfbCOBOro AABNEHMS.

Ha JKTr:

« CuHycoBas 6pagukapgus;

+  CHWXXeHUe BOJbTaxa 3y6L0B;

« penpeccua cermeHTa ST;

+  CHWXeHue, AByxda3HOCTb NN nHBepcmsA 3ybua T.

ApUTMUM NPY TUNOTMPEO3E BCTPEYAIOTCA OUYEHb PefKo,
OfHAKO MOTYT NMOABAATLCA Ha PpOHEe 3aMeCcTUTENbHON Tepa-
Ny TUPEOUAHBIMY FOPMOHAMMU.
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Ha 9xo-KI:
+  CHWKEHUe CUCTONMYECKONW 1 AMACTONMYECKOn OyHK-
unn JIK;

+  YMeHbLUEHNE COKPATUTENbHOW aKTUBHOCTV MUOKap-
Aa (ppakumm BbibpoCa);

+  YMEHbLUEHVEe CepAeYHOro BbIbpoca;

+  YMEHbLUEHVe yaapHOoro obbema.

XapakTepHbl:

+  3anopb;

+  OVCKMHE3NA XenuyeBblBOAALNX NyTen;
«  CHWXeHue anneTtuTa.

OZHVM U3 XapaKTepHbIX NPOABIEHUI FTMNOTUPEO3a Clle-
ZyeT CUMTaTb HAaPYLUEHWA KPOBETBOPEHUS.

Ha6niogaloTca:

« XenesopeduunTHAsA aHEMUS;

. Bu-,ﬂe(l)VILI,VITHaﬂ aHemuA (peako).

XapaKTepHbl HapylieHns GyHKLMN TPOMOOUNTOB:

+  CHUXKEHWE VX afre3rBHO-arperaLMoHHoON CnocobHo-

cTy;
+  HOpPMaNbHOE KONIMYeCTBO TPOMOOLINTOB.

+  CHWXXEHMe NoYeYyHOoro KpoBOTOKa (YacTo);
+  CHWXKEHUe CKOPOCTM KNy6oUuKoBOU dunbTpaumy;
+ nosiBneHue HebobLIOW NPOTENHYPUY (BO3MOXKHO).

Mpu AAWTENbHO [AEKOMMEHCUPOBAHHOM TUMOTUPEO3e
OTMeYaeTcA 3afepPKKa NMosTIOBOro CO3peBaHus.

Y neBoyek:

+  BO3MOXHbl HapYLIEHNA MEHCTpyasbHOro LMK/a

Mo TUMY ONIMrOONCOMEHOPEN MM aMEHOPEU;

+  QHOBYJ/IATOPHbIE LIVKJIbI.

B 6onbwuHcmee ciyyaee smu HApyweHUs coyemaromcs
c 2anakmopeeli U 06yc/108/1eHbl NOBbILWEHHbIM YPOBHEM NPOJIAK-
MUHA (CUHOPOM 2UNepnNPOIAKMUHEMUYECKO20 2UN020HAOU3MA,
unu CUHOPOM nepcucmupyrowel 2anakmopeu-ameHopeu). Ha-
JluYque 3mo20 CUHOPOMA y BOJTbHBIX C NePB8UYHbIM 2UNOMupeo-
30M U38eCMHO KaK cUHOpom Ban-Buka-XeHHeca-Pocca. lunep-
nponakmuHemMus npusooum K HAPYWeHUAM YUKAUYHOCMU
ebibpoca JiI u peyenyuu 20HA0OMPONUHO8 8 20Hadax. [nu-
meJsibHO Cyujecmaylowds 2unepnpoIaKmuHeMus cnocobcmay-
em pasgumuio 8MopUYHO20 NOTUKUCMO3d AUYHUKOB.

CuHppom BaH-Buka-Tpombaxa (J. Van Wyk n M. Grubach) —
BapWaHT npexaeBpeMeHHOro nonoeoro co3peBaHus (MIMP)
y OeTell C NePBUYHbIM JEKOMMEHCUPOBAHHBIM TMMOTUPEO-
3om [1, 2].

Y nesoyek npusHakamu MNP asnaloTca:

+  YBeNIYEeHUE MOJIOYHbIX »Kefe3, UHoraa C nakTopeen,

N MEHapxe;

+ BblCcOKMe ypoBHW TTT 1 NponakTnHa;

+  YMepEeHHO NoBbilweHHble KoHueHTpauun JTT n OCT;

+  ¥Y3-npu3HaKu KMCTO3HO-U3MEHEHHbIX ANYHNKOB.

Y ManbymKoB AaHHbIV CUHAPOM XapaKkTepusyeTtcsa:

+  MaKpOOPXU3MOM Mpu OTCYTCTBUW UMK CNabow Bbipa-

XKEHHOCTV CMNTOMOB aHAPOreHn3aLuy;
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KINMMHWYECKME PEKOMEHZALINNA

+  3HAUYUTENIbHO MOBbIWEHHbIMU KOHUeHTpauuamu TTT,
NPONaKTMHa Y TOHAZOTPOMHbIX TOPMOHOB;

« ponybepTaTHbIM YPOBHEM TECTOCTEPOHA (KaK Npasu-
no) [1, 2].

Pe3koe (B 2-3 pa3a) 3ameaneHne npoLeccoB KOCTHOro

pemopgenvpoBaHus:

« YrHeTeHue KOCTHOW pe3opbuny;

+  YrHeTeHue KOCTHOro 06pa3oBaHms;

«  3afepXKa AnpPepeHLNPOBKN KOCTHOM TKaHN.

Mpy rMnoTMpeose MOryT Pa3BMBaTbCA MUOMATUM, KaK
c rmnepTpoduen Mbill, Tak 1 C UX aTpoduen.

KnnHnueckne nposBneHWa M TeuyeHme runoTnpeosa
CYLLeCTBEHHO Pa3NnyaloTCa Yy NnL pasHoro BospacTa [1, 2,
20, 21]. B peTckom BO3pacTe OHW 3aBUCAT OT Nepunoia MaHu-
decTaumn 3aboneBaHus, ANUTENIBHOCTU CUHAPOMA TMMNOTU-
peo3a 1 CPOKOB Hayvana 3amecTutesibHom Tepanun. Ha nep-
BOM MecsLe »KU3HM pebeHKa, Korga paHHAA AMarHOCTMKa
KpalHe BaXXHa, TUMMYHAA KIIMHUYeCKas KapTiHa Bl Habnio-
paetca Bcero B 10-15% cnyyaes.

Bl y HOBOpOXAEHHbIX MPOABAAETCA caeaylowmnmm
cmMnTomMamm:
«  OTEeYHOe NNUO, rybbl, BEKU, MONTYOTKPbITHIN POT C LUK-
POKNM, «pacrniaCTaHHbIM» A3bIKOM;
+ JIOKaNM30BaHHble OTEeKM B BMAE MIOTHbIX «nogylue-
Yyek» B HafKUNYHBIX AAIMKaX, TbUIbHbIX MOBEPXHO-
CTAX KNCTeN, CTon;
+  MPU3HAKN HE3PEeNioCTU NPU [OHOLIEHHOW MO CPOKY
6epeMeHHOCTY;
+  HUW3KUIA, rpy6bI ronoc nNpwu nnayve, KPUKe;
+  M030Hee OTXOXOEHNEe MEKOHUS;
+ Mo3aHee OTMafeHue NynoYHOro KaHaTuKa,
+  MnoXas anuTenM3auma NyrnoYyHom paHKu;
+  3aTAHYBLUAACA XKeNTyXa.
[leTn 3auacTylo poOXJAlTCA OT MepeHoLleHHol bepe-
MeHHoCTU (6onee 40 Heaenb) C 6ONbLIOK MAaccol Tena npu
poxaeHun (6onee 3500 r).

Y peteln 6onee cTapluero Bospacta (nocsie 5-6 mecayes)
KNMHUYEeCKne NposABeHNA MMNoTUPEeo3a CXOXN C NposBIe-
HUAMK y B3pochbix. [loMMMO 3TOro, Npu OTCYTCTBUM nevye-
HUA y geTen ¢ Bl Ha nepBbIn NnaH BbICTyNaeT HapacTaLan
3afepXKKa NCUXOMOTOPHOTO, PU3NYECKOro, a 3aTeM 1 NMOoJIo-
BOrO pa3BuUTUSA.

OTcTaer pasBuTe MOTOPUKN:

+  [OeTu BAMbl, YacaMyn MOTYT niexaTb COKOWHO, He Npo-

ABNsA 6eCNoKONCTBa Npw rosioae;

+  He MHTepecylTCcA UrpyKamu;

+  M030HO HaUYMHAKT CUAETb, XOAUTb.

Ko)XHble NOKpPOBbI:

+  CyXue, XenToBaTble, WeywaTca U3-3a NOHUXKEHHON

CceKpeLmn NOTOBbIX U CallbHbIX »Kene3, UMelT «Mpa-
MOPHbIV» PUCYHOK, XOJNIOAHbIE Ha OLLYMb;
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+  BOJIOCHI JIOMKUME Cyxue, 6e3 651ecka, yCUneHHo BbiMa-
[aloT. XapakTepHa cebopes BONIOCUCTON YacTu rofo-
Bbl, 1163, BeK;

«  HOITV JTOMKME, C TPELWNHAMU;

+  OTMEYaeTCA MeASIeEHHbIA POCT BOJIOC N HOTTEN.

XapaKTepeH KOMMIeKC pecnnpaTopHbiX CAMATOMOB:

+  3aTPyAHEHHOE HOCOBOE [bIXaHME;

«  CTpuAop;

+  LMaHO3 HOCOryOHOr0 TPEYroibHYKa;

+  HU3KWI, rpybbI ronoc;

+ yacTble NpOCTyAHble 3ab0neBaHus.

BbipaxeHbi:

. aguHamus;

+  TWMNOTOHWA MbIWL: BbINYKNbIA XMBOT C MYMNOYHON
rPbIXKEN, pacxoXKaeHre NPAMbIX MbiLL XKUBOTa;

+ OCaHKa C MOSICHNYHbIM JIOPLO30M, BbICTYMNAOLWMMU
ArogMLamMm 1 NONYCOrHYTbIMU KONEHAMUY;

+  YacTble 3arnopbl, METEOPU3M.

XapakTepHbl:

« MOCTHaTaslbHOE OTCTaBaHWE B POCTE;

« Mnporpeccupylollee 3amMefieHne CKOPOCTU PocTa
(ckopocTb pocTa 6onee uem Ha 1 SD Huxe (npu xpo-
HoONIorMyeckom Bo3spacte >1 roga)) 4nA COOTBETCTBY-
IOLLIEro XPOHOJOrMYeCckoro Bo3pacta 1 nona;

+  Bblpa)KeHHaA HN3KOPOCIOCTb (POCT HUXe 3-ro nep-
UEHTUNA WM HWXKe 2 CTAaHAAPTHBIX OTKJIOHEHWUI
(<-2,0 SDS) oT cpepgHeli B nonynAunn AnsA COOTBET-
CTBYIOLLErO XPOHOJIOrMYECKOro Bo3pacTa 1 nona);

+ nponopuuu Tena 6nmn3KM K XOHAPOANCTPODUYECKM
(k03P PULMEHT «BEPXHUN/HVIXKHUI CETMEHT» GonbLue
HOpPMasIbHbIX 3HAYEHNN).

XapakTepHbl:

+ HepopasBUTME KOCTeN NMLIEBOrO CKesleTa Npu yaoB-
NIeTBOPUTENIbHOM POCTE KOCTEN Yepena;

«  WUMPOKAasA 3anaBLlas NepeHocmua;

«  TUNepTenopusm;

+ Mo3gHee 3aKpbiTUe 60MbLIOrO Y Mafioro POAHNYKOB;

+ no3gHee Npopes3biBaHvie 3yOOB U KX 3ano3aanas cme-
Ha.

XapakTepHbli:

+  MPUMYLLEHHbIE TOHbI CEpaLa;

« Opagukapgwus;

+  OYHKUMOHANbHBIN LWYM;

+  pacWMpeHHbIE FPaHULbl cepaua;

+  MOHWXEHHOe apTepranbHOE 1 MybCOBOE AaBNEHUE;

+ 3apeprkKa NonoBoro cospesaHus [1].

TpaH3UTOPHDIN rMNOTUPEO03 HOBOPOXKAEHHbIX — CO-
CTOSIHNE BPEMEHHON (npexopAwen) rMNOTUPOKCMHEMMIMN,
conpoBoxpatoweeca nosbllleHnem ypoBHA TTI B KpoBw.
TpaH3uTopHOe noBbiWeHre YpoBHA TTI B GONbLUMHCTBE
CJly4YaeB CBA3AHO C QYHKLMOHANBHOWM HE3PENOCTbIO MMMoTa-
namo-runodrsapHoOm CUCTeEMbI B MOCTHATaJIbBHOM NEPUOAE.

[daHHOe cocToAHME Yalle BCero BCTpeYvaercsa B cefy-

IOWNX cy4Yasnx:

+ Y HOBOPOX[EHHbIX, UbM MaTepn BO Bpemsa bepemeH-
HOCTU HaxoQWIUCb B COCTOAHUM Aeduunta unm us-
ObITKa 1oga;

* Y HOBOPOXAEHHbIX C HU3KOM MAacCoWn Tena npu po-
»aeHum (<1500 r) n HegOHOLWEHHbIX geTen (rectayu-
OHHbIN BO3pacT <37 Hefenb);
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+ Yy AeTei C BHYTPUYTPOOHON (M MOCTHaTaNnbHOW) rnno-
Tpoduen;

« Yy peTein, poXAeHHbIX OT MaTepen C ayTOUMMYHHbIMU
3ab0neBaHNAMY LUTOBMAHON >Kene3bl (BO3MOXHas
TpaHCnaueHTapHasa nepefgavya aHtTuten, 6noknpyto-
Wwmx peuentop K TTI);

« Yy [eTeli, MaTepy KOTOPbIX Mofy4yanu Bo Bpems bepe-
MEHHOCTU 6osbluMe [03bl AHTUTMPEOVAHBIX Mpena-
paToB no noeopy 6one3Hu MpenBca. Y Taknx gerten,
KaK NpaBuio, Npy POXAEHNN UMeeTca 306, No mepe
BbIBEIEHNA JIEKaPCTBEHHbIX MPenapaToB M3 KPOBWU
pebeHKka HabnogaeTca TeHAEHUNA K ero yMeHblue-
HWMIO;

+ Yy peTei C BHYTPUYTPOOHbIMK BUPYCHO-6aKTepmasb-
HbIMU MHGEKLAMN.

Ha sTane nepBMYHOro CKpPUHUHra NpPakTMyeckn HeBO3-
MOXXHO Pa3NNunTb BPOXKAEHHbIN U TPAH3UTOPHbBIA TMMNOTU-
peo3. Pa3srpaHnyeHue 3TUX COCTOAHMI HeobxoAnMOo Mpo-
BOAUTb Ha |l 3Tane CKprHKWHra, TO eCTb B NONNKIANHNYECKNX
YCNOBUAX, NMPU MOBTOPHOM OMNpefeneHnn KOHLUEeHTpaLuun
TTT n cBo6oaHoro T, B CbIBOPOTKE Ha GpOHe OTMeHbI 3ame-
CTUTENbHON TEPaNuu.

Nedrumnt Noga y matepu — camas yactas npuynHa ru-
noTupeosa y HOBOPOXKAEHHbIX B palioHax, rae BCTpeyaeTca
SHAEMUYECKMIA 300, OOYC/IOBNEHHBIN HeOoCTaTKOM Wofaa
B BoZe v nuue [2].

MNpeAnKTOpbI TPAH3UTOPHOrO rMNOTUpPEo3a:

*  WICXO[HO HOPMaJlbHbI ypoBeHb cBo6oaHoro T ,;

« TTI kKanunnapHon Kposwu meHee 30 MEA/n Ha aTane

CKPWHWHTa;

+  HM3KasA o3a NIeBOTUPOKCUHA HaTpuMA B TeueHue nep-
BOro rofa »kusHu [22].

YpoBeHb y6egutenbHocTn pekomeHpauvu B (ypo-

BeHb JOCTOBEPHOCTUN AA0Ka3aTenbCcTB — 2).

BTOpuMYHbIN rMNOTUPEO3 Yalle BCero ABNAETCA cnep-
ctBmem runonutymntapusma (ITl), nostomy Hanuuue apyrux
TUNUYHbIX cumnToMoB [Tl (NOpoKM pa3BUTMA FONOBHOrO
MO3ra M 4yepena; rMNorNKeMUN; MUKPOMEHUs, KpUnTop-
XM3M Y MafbyMKOB) MO3BOMAAET 3aNof03pUTb NMPaBUSIbHbIN
[AMarHo3s. BTOpunyHbIf runotupeos, obycC/OBAEHHbIN HApy-
weHnem GyHKUMM ageHornnodusa unu runotanamyca (my-
Tauumm reHoB Pit-1, PROP-1), conpoBoXxpaeTcsa aebuunutom
He TonbKo TTI, HO N ApYrMx TPOMHbIX TOPMOHOB. Bpoxaer-
HbI M30NMPOBaHHbIN aebuunt TTT — KpallHe pefgkoe ay-
TOCOMHO-peLeCcCUBHOE 3ab0NeBaHNe, MPUYNHOWN KOTOPOro
ABNAIOTCA MyTauumu reHa TSH a- n B-cybvenunny [23-28].

o cpasHeHulO C Nnep8UYHbIM, BMOPUYHbIU 2uNOMUpPED3
xapakmepusyemcsa 6osiee cmepmol U MA2KOU KIUHUYecKou
KapmuHod.

Mpu 8mopuyHOM 2unomupeose KOHYeHMpayuu obuwe2o
U c80600H020 T, CHUXeHbI, a yposeHb TTI Moxem 6bimb yme-
peHHO NOBbIWEHHbIM, HOPMAsIbHbIM UTU CHUMXEHHbIM.

TpaH3UTOPHbIN BTOPUYHDBIV TMANOTUPEO03 YaLle BbIABAAIT
Yy HEQOHOLUEHHbIX Y MafIOBECHbIX HOBOPOXAEHHbIX. OH MO-
XeT 6bITb 06YCNOBIEH HE3PENOCTbIO rMnoTanamo-runodu-
3apHO-TUPEOUNIHOW CUCTEMbI I TUNONUTYUTaPU3MOM.

Omnu4yume  UCMUHHbLIG ~ 8MOPUYHLIL  2UNOMUpeo3
Oom MpAaH3UMOPHO20 B8MOPUYHO20 2UNOMUPEOn3d OYEHb
cnoxHo. CHuxeHue ypoeHel T, u T, y HEOOHOWEHHbIX HO-
BOPOXOEHHBIX ompaxaem ux aoanmayur K cmpeccy
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U He A8/19emcA NokasaHuem 0/14 3amecmumesibHOU mepanuu
mupeoudHsimu 2opmoHamu. K nepsomy-smopomy mecauy
XKU3HU yposHu T, u T, 8 CbieOpOMKe NOCMeneHHo ygenu4ued-
fomca u 0ocmuzaom HOPMAsibHbIX 3HaYeHuUl, XapakmepHbixX
0/19 OOHOWeHHbIX 0emeli mo2o Xe 803pacmd. ICmuUHHble Ha-
pyweHusa yHkyuu LXK y makux 0demeli MOXHO 8bIA8UMb NO-
cJ1e Hopmanu3sayuu ux eeca u passumus [27, 28].

2. AMATHOCTUKA 3ABOJIEBAHUA UNTN COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA NN COCTOAHUIA),
MEAULNHCKUE MOKA3AHNA NNPOTUBONOKA3AHUA
K MPUMEHEHNIO METOAOB ANATHOCTUKIN

B Poccninckon Qepepaumy HeOHaTaNbHbIA CKPUHUHT
NPOBOAMUTCA TONbKO Ha BPOXAEHHbIV MEPBUYHbIN TMNOTU-
peos.

Kputepun yctaHOBneHUA AvarHo3a BPOXAEHHOro

NepBUYHOro rMnoTMpeosa:

+ ypoBeHb TTI Bbilwe HOpMbI
+ PekomeHpyeTca 006cCnefloBaTb BCEX HOBOPOXAEHHbIX

L1 CBOEBPEMEHHON ANarHOCTUKKU 3abonieBaHus No pe-

3y/ibTaTaM HeOHaTaNlbHOro CKPMHWHIa Ha Bl n/vnu onpe-

genenua TTI, ceob6ogHoro T4 cbiBOpOTKM [1, 2, 20, 21,

29-36].

YpoBeHb yb6eautenbHoOCT pekomeHgauuii A (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbcTB — 1)

» PekomeHpyetca onpegeneHne TT[ B nATHe uUenbHON

KPOBW [OHOLIEHHbIM HOBOPOXAEHHbIM AN1A BblABNEHUA

Bl yepe3 24-48 yacoB nocne poxaeHunsA, HeJOHOLLEH-

HbIM — Ha 7 CyTKU xun3Hu [1, 2, 20, 21, 29-36].

YpoBeHb yb6eautenbHoCcT pekomeHgauuii A (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbcTB — 1)

OcHOBHaA uenb CKpuUHUHra Ha BI — makcumanbHO
paHHee BblfiBIeHNE BCEX HOBOPOXKAEHHbIX C MOBbILLEHHbIM
ypoBHem TTT B KpoBw. [leTn ¢ aHOManbHO BbICOKNM YPOB-
Hem TTI TpebytoT B fanbHewnLweM yrnyb6neHHoro obcnefnosa-
HUA ONA NpPaBUbHOM AWMArHOCTUKKM 3aboneBaHus [1, 20, 21,
29-35].

KommeHmapuu. CKpyHVHT NO3BONAET MOCTaBUTb Au-
arHo3 B MepBble OHY XWU3HU pebeHKa 0 MOABJIeHUs pas-
BEPHYTOW KJIMHMYECKOW KapTUHbI 3ab0neBaHUs 1, Takum
06pa3om, usbexaTb TAXKeNbIX MOCNeACTBUIA 3aboneBaHus,
B MepPBYI0 oUepeb 3afiePXKKN YMCTBEHHOIO U G13NYECKOro
pa3sutusa pebeHkKa. B cBA3M C JOCTAaTOUHO BbICOKON BCTpeE-
YaeMOCTbI0 TMMOTUPEO3a, HE3HAUMTENIbHOWN BbIPAXKEHHO-
CTbIO €ro KIMHNYECKNX MPOABNEHUI B NEPBbIe AHW U Hefe-
JIN XKM3HU, @ TaKKe Cepbe3HbIMM NOCNIeACTBUAMU NO3[HEN
OMarHOCTUKK, C cepeguHbl 70-X IT. BO MHOTUX Pa3BUTbIX
CTpaHax mMypa Obina BHeApEeHa rocydapcTBeHHas cucTema
HeOHaTaNIbHOIO0 CKPWHWHIA Ha BPOXKAEHHbIAN MMNOTMPEO3.
HecmoTpsa Ha cyllecTBeHHble 3aTpaTbl, NPOrpamMmma HeoHa-
TaJIbHOTO CKPUHWHIA ABAETCA SKOHOMUYECKUi 3bdeKTus-
HoW. HeoHaTanbHbIN CKPUHUHT Ha Bl — 3To maccoBoe 06-
cnefoBaHMe BCeX HOBOPOXKAEHHbIX AeTeN Ha rMnoTupeos
conpepeneHnem TTI B KanunnapHOW KpoBuW, NO3BonAloLLee
BbIAIBUTb OOMNBLUMHCTBO C/ly4YaeB 3ab0eBaHMA Ha JOKIUHN-
YeckoM 3Tane M CBOEBPEMEHHO HauyaTb 3aMeCTUTESIbHYIO
Tepanuio.

+ PekomeHAayeTca 06cnefjoBaHVE 1 AanbHelwee Habno-
neHunA geten ¢ Bl gna nogTBepKAeHMA AnarHosa B Tpu
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STana (CXema HEeOHaTaslbHOrO CKPUWHWHIA npuBeAeHa

B npunoxenuu b) [1, 2, 20, 36].

YpoBeHb yb6egutenbHOCT pekomeHgauuii A (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbcTB — 1)

Kommenmapuu.
« | 3Tan — poaunbHbIN OM, CTaLMOHAP, f[eTCKasA Nonu-

KIMHKUKa.

« Il aTan — MegMKO-reHeTMyecKasa KOHCynbTauusa
(ueHTp).

« |ll 3Tan — geTckaa NONMUKINHMKA NN MeUNKO-TeHe-

TUYecKaa KoHCynbTauma (LeHTp).

| 3Tan (NpeaHanuTMYecKnin 3Tan) — POAWSILHBIN AOM,
CTauuoHap, AeTckan NONNKNNHUKA.

Y BCeX [OOHOLIEHHbIX HOBOPOMAEHHbIX aHaNnM3 Kpo-
BM Ha CKPVHUWHI (KanunnspHas KpPOBb M3 MNATKM) GepyT
He nosfHee BTOPbIX CYTOK >KM3HW, Y HEJOHOLIEHHbIX fAe-
Tel — Ha 7 AeHb XN3HW; Kaniu (B Konnuyectse 6-8 Kanesb)
HAHOCATCA Ha CreuranbHyl0 MNOPUCTYIO GUTBTPOBANbHYHO
bymary (bunbTp-6naHKk).

Bce o6pasLibl KpOBU OTCbINAIOT B CMELMANN3MPOBAHHYIO
MeLMKO-TEHETUYECKYIO TabopaTopuio exxegHeBHO unm 1 pa3
B 2 oHA.

Il aTan (aHaNUTNUYECKNIN) — JeTcKkas MONMUKINHNKA UK
Me[NKO-TeHeTnYeckan KOHCynbTaumsa (LeHTp).

B nabopatopuu npoBogsT onpeaesieHrie KOHLeHTpauum
TTI B cyxux nATHaX KPOBW.

Ina gwarHoctnkm Bl npumeHaeTca maccoBoe onpege-
nexne TTI B KanunnapHom Kposu (Hanpumep, AsTofendus
Heo-TnpeoTtponHbiii ropmoH, Habop Perkin Elmer, meton
UMMYHOQIOOPECLIEeHTHOrO aHanu3a). lMoporosbie 3HauYeHKA
TTT onpegensioTcA Habopamu NPYMEHAEMbIX TECT CUCTEM
B Kaxgomn nabopatopuun. AHanM3 BbIMOJIHAETCA B TeueHue
72 yacoB nocse NoCTyneHus TecT-6maHKa B nabopaTtopuio.
1. TTT kanunnAapHon KpoBu meHee 9 MEA/n y foHOLIEH-

Horo pebeHka B Bo3pacTe 4—14 cymok XU3HU U MeHee

11 mEa/n B Bo3pacTte 00 3 Cymok XU3HU CYNTAETCA HOP-

MOW.

2. TTT kanunnApHoW KpoBwu Bbiwwe 9 MEA/n y AOHOLIEHHOrO
pebeHkKa B Bo3pacTe 4—14 cymok xu3Hu v Bbiwe 11 MEa/n

B BO3pacTe 00 3 CYMOK XU3HU TpebyeT MOBTOPHOrO

onpepeneHus TTI 13 Toro e obpasua Kposwu, Npu no-

NYYEHMM aHaNIOrMYyHOro pesysnbTaTa NPOBOAAT CPOYHOE

yBegomneHue JIMNY gna nosTopHoro 3abopa Kposu (pe-

TecT) 1 focTaBky obpasua B labopaTopuio HeoHaTasb-

HOro CKpUHUWHIa gna onpegeneHna yposHa TTT.

3. TTT kanunnapHon Kposu oT 9,0 (y AOHOWEHHOro pe-
6eHKa B Bo3pacTte 4-14 cymok xusHu) — 11 mEg/n

(y moHoLeHHOro pebeHKa B Bo3pacTe 00 3 CYMOK XKU3HU)

no 40,0 mEn/n: B nabopatopun NOBTOPHO ONpenensoT

TTT n3 Toro e o6pasLa KpoBu, NPy NOJTYYEHUN aHANO-

rMYHOro pesynbTaTa NPOBOAAT CPOYHOE yBeOMIEHNEe

MOMIMKIVHMKM 1 3a60p BEHO3HOW KPOBU AJ1A onpegene-

HUA TTT 1 cBo6oaHoro T, B CbIBOPOTKE NN peTecTupo-

BaHVe (MOBTOPHbIN 3a60p KanunnsapHoii KpoBH).

WHTepnpeTaumnsa pesynbTaTtoB perecTMpOoOBaHUA B Ka-

NUNIAPHOW KPOBMU:

« TTI kanunnapHon KpoBun meHee 11 mEp/n (ana

peb6eHka 0o 3 cymok u3Hu), meHee 9 MmEg/n
(om 4 80 14 cymok xxu3Hu) n meHee 5 MEg/n (cmap-
we 14 cymok xu3Hu) — pebeHOK 340P0B;

o TTI kanunnapHoit KpoBu 6onee 11 mEa/n (gnsa

pe6eHka 0o 3 cymok xu3Hu), 6onee 9 mEg/n
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(om 4 0o 14 cymok xu3Hu) n 6onee 5 mEa/n (ana
AeTeil cmapwe 14 OHell) — yTOUYHAKOLWAA AUaArHO-
CcTUKa.

MHTepnpeTauma pe3ynbraTtoB UCCAedOBaHUA BEHO3HON

KpoBY (YyTOYHAOLWAA ANArHOCTUKA):

-« TTI B cbiBOpOoTKE MeHee 6 MEA/n, cBo6oaHbLIV T4
B Npenesniax HopmasbHbIX 3HaUeHUI: pebeHOK 340POB;

« TTI B cbiBOPOTKe OT 6 Ao 20 MEA/n npn HopManbHOM
ypoBHe cBo6oaHoro T, AfiA COOTBETCTBYIOWIErO BO3-
pacTa y pebeHKa cTaplue 3 Hegienb (21 gHs):

a) NpoBefeHMe [UArHOCTUYECKMX WCCIefoBaHUn

C uenbto Bu3yanusauun LXK nnmn

6) obcyxxaeHve C ceMmbell fBYX BO3MOXHbIX BapuaH-

TOB BefleHuA pebeHkKa:

1) HemepsieHHOe Hayano Tepanun NeBOTUPOK-
CMHOM HaTpuA C nocnegyowum peTectu-
poBaHvemM TupeougHou o¢yHKuuu (onpepe-
neHne TTT n cBobogHOro T4 B CbIBOPOTKE)
B 6onee cTaplem Bo3pacTe Ha GOHE OTMEHbI
neyeHnsa Unmn

2) BO3Hep)aHue OT Tepanuu OO Nosy4vyeHus pe-
3yNbTaToB MNOBTOPHOro onpegeneHna TTT
1 ceoboaHoro T, B CbIBOPOTKE, KOTOPOE AOMK-
HO ObITb MPOBEAEHO Yepes 2 Hefesn.

- TTI B cbiBOpoTKE MeHee 20 MEa/n, ceobogHbI T4
HUKe HOpMaZbHbIX 3Ha4YeHUIN No BO3pacTy (MeHee
10 nMmonb/n): NeyeHne NEBOTUPOKCUHOM HaTpPUA Ha-
UMHAETCA He3aMeaNTUTENbHO;

« TTI B cbiBOpOTKe Bbiwe 20 MEQ/n, faxke npu Hop-
MasbHbIX 3HauyeHusAx cBobogHoro T4 Hesamepnu-
TENbHO Ha3HA4YaeTcA Tepanusa NeBOTUPOKCUHOM Ha-
TpuA.

4, TTI kKanunnsipHol Kpoeu 6onee 40,0 mEg/n: B nabopa-
TOopyK NOBTOPHO onpegensT TTT 13 Toro xe obpasua
KPOBW, MpY MOMYYEHUM aHaANOrMYHOro pesynbrata —
MPOBOAAT CPOYHOE YBeAOMIIEHUE NMONUKIMHWKA U 3a60p
BEHO3HOW KpoBu ansa onpegenenuss TTT n ceobogHoro
T, B coiBopoTKe. He goxunganch pe3ynbTaToB, Ha3Ha-
yaeTcs 3aMecTuTesNlbHaA Tepanua IeBOTUPOKCUHOM
HaTpWA, NPU HEBO3MOXXHOCTW MONYyYEHUA Pe3ynbTaToB
B OeHb 3abopa KpoBu. Ecnn nonyuyeHHble pesynbratbl
OKaXKyTCA B NMpegenax HopMasbHbIX 3HaYeHUI, Tepanus
6yneT oTmeHeHa [1, 2, 20].

Il 3Tan — peTcKaa NONMKNNHNKA / MegUKo-reHeTnyYe-
CKaA KOHcynbTauua (ueHTp)

Ha >Tom sTane 3a getbmu ¢ BI, BbiABNEHHbIM MO pe-
3yNbTaTaM HEOHaTaNlbHOrO CKPUHUWHIA, BeAeTca ANHaMu-
yeckoe HabnwoaeHne BPauyoM-AeTCKMM SHOOKPUHOMOroMm
[1, 2,20, 36].

Kanob6b! Ha:

+  OTeYHOCTb NIMLa;

« OOnblUON A3bIK;

+  HV3KUIA FONOC NPW Made n KPUKe;

+  3aTAHYBLUYIOCA XKENTyXY;

+ no3fHee oTrnageHvie NynoYHoro KaHaTuKa;

«  MOXYI0 NUTENMN3ALMIO NYMOYHOW PaHKM.

B aHamHe3e — nepeHolLeHHasa 6epemMeHHOCTb, 6onbluas
Macca Tena npu poXxgeHuun.

Kano6bl Ha:

+  BANOCTb;

+ agvHamumio;

« OTCyTCTBME 0EeCrnoKoncTBa MNPV MOKPOW MNefieHKe
nronoge;

+  OTCYTCTBME MHTEpeca K UrpyLuKam;

+  33[lep>XKy MOTOPHOrO pa3BUTUA: AE€TM NO3AHO Hauu-
HalOT CMAETb, XOAUTb;

+ 3anopbl;

+  CYXOCTb U LWefyLIeHNe KOXHbIX MOKPOBOB;

+  MeAJIeHHbIV POCT BOJIOC 1 HOTTEN.

Kanob6bl Ha:

+  CYXOCTb U1 WenyLleHne KOXHbIX NOKPOBOB;

*  «MPAMOPHbIN» PUCYHOK KOXMW;

+  TUMOTEPMMUIO;

+  CYXOCTb, NTOMKOCTb M YCUJIEHHOE BbiNafeHune Bosoc;
+  MeAJIeHHbIV POCT BOJNIOC 1 HOTTew;

+  3anopbi;

+ OTCTaBaHWe B MCMXOMOTOPHOM Pa3BUTUY;

*  3afepXKy pocTa.

Kanobbl Ha:
« Cm. 2.1.3.
+  3aflepXkKy nonosoro pa3sutus [1, 2, 10, 20].

Bl y HOBOpOXAEHHbIX MpPOABAAETCA caeaylowmnmm

cmMmnTomMamm:
- 6onbluas Macca Tena npu poxaeHun (>3500 r);
«  OTEeYHOCTb NN, ry6, BeK, MONYOTKPbITLIN POT C LUK-
POKNM, «pacniaCTaHHbIM» A3bIKOM;

+ JIOKaNM30BaHHble OTeKM B BMAE MIOTHbIX «nogyluie-
Yyek» B HafKUNYHBIX AAIMKAX, TbUIbHbIX MOBEPXHO-
CTAX KNCTeN, CTon;

+  MPU3HAKN HE3PEeNIoCTU NPU [OHOLIEHHOW MO CPOKY

6epeMeHHOCTY;

+  HUW3KWUWA, rpyObIi ronoc Npu niaye n Kprike;

+  M030Hee OTXOXOEHNEe MEKOHUS;

+ Mo3gHee OTMafeHWe MYMOYHOro KaHaTMKa, Mnoxas

anuTenn3auna NynoyHom paHKu;

+  3aTAHYBLUAACA XKeNTyXa.

Kommenmapuu. Ona puarHoctuku Bl y HoBopo-
KAEHHbIX Nnepguatpam, HeOHATosloram M SHAOKPUHOMO-
ram wkana Anrap nomoraet 3anofo3puTb 3aboneBaHue
B paHHMe cpoku. Mpu cymme 6annos bonee 5 cnegyert 3a-
NOAO3PUTb BPOXAEHHbIN runotupeos (MpunoxeHne A3,
Tabnuua 4) [1].

Mo3aHee, B Bo3pacTte 3-4 mecAuUeB, NOABNAKTCA Cle-

ayowme CMMNTOMbl:

+  CHVIXKEHHbIV anneTuT, 3aTPyAHEHUA NpY rMOoTaHUK;

« nnoxas npubaBKa Maccbl TENa;

+  MEeTeopu3Mm, 3anopbl;

«  CYXOCTb, BNeHOCTb, WeNyLWeHre KOXHbIX MOKPO-

BOB;

«  rMnoTepmuA (xonodHble KNCTK, CTOMbI);

+  JIOMKME, CyXue, TYCK/ble BONOCbl;

+  MbllWEeYHaA r’MNOTOHUA.
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Y peten 6onee cTapliero Bo3pacta (nocsie 5-6 mecaues)
KNUHUYECKNe NposAB/eHNA TMNoTUpeo3a CX0XKU C NposaBne-
HUAMM Y B3POCIbIX.

Mpwn otcyTcTBMM NeveHus y geten ¢ Bl Ha nepBbIn nnaH
BbICTYMaeT HapacTalLas 3afiepKa NcMxXxoMoToOpHOro, ¢u-
314YeCKOro, a 3aTem 1 NOJI0BOro Pa3BUTKA.

[na peten c rMtnoTMpPeo30M XxapakTepHbl MOCTHaTaNnbHoe
OTCTaBaHMe B pPOCTe, Nporpeccupylollee 3ameasieHme cKo-
pocTu pocTa (CKopocTb pocTa 6onee yem Ha 1 SD Huxe (npu
XPOHONOrMyeckom Bo3pacte >1 roga) CKOpOCTU Ansa COOT-
BETCTBYIOLLEro XPOHONIOrMyeckoro Bo3pacTa 1 nona), Bbipa-
MEeHHaA HM3KOPOC/IOCTb (POCT HMXKe 3-r0 MepUeHTUIA UK
HWXe 2 CTaHZAPTHbIX OTKNOHeHUI (<-2,0 SDS) oT cpepnHen
B MonynAuMM AnA COOTBETCTBYIOLLErO XPOHOIOMMYECKOro
BOo3pacTa v nona). Mponopunn Tena y geten ¢ rmnoTnpeo-
30M MPUONMXKATCA K xoHApoaucTpoduveckum (Kosddu-
LUMEHT «BEPXHUN/HKHUIN CErMeHT» 60Jiblie HOPMAaJbHbIX
3HayeHun). Mpu 3HaUNTENbHOM OTCTaBaHWM KOCTHOFO CO-
3peBaHuA, OUEHVBaA MPOMOPUMOHANIbHOCTL TeN0C/IOXe-
HUA, HEOOXOAUMO OPUEHTUPOBATLCA Ha KOCTHbIN BO3pacT
pebeHKa.

IOna peten ¢ Bl xapakTepHbl Hegopa3BuTue KocTeun
NMLUEBOro ckefieTa Npu yaoBNeTBOPUTENIbHOM POCTe KO-
CTel yepena, WMpPOKasA 3anaBlias nepeHocuua, runep-
TeNnopur3M, No3gHee 3aKpbiTMe 6GOMbLIOro Y Manoro poa-
HUYKOB, NO3JHee Npope3biBaHNe 3y60oB 1 1X 3ano3ganas
CMeHa.

OTmeuaeTca 3afiep>kka NONIOBOro CO3peBaHUS.

KommeHmapuu. OcMmoTp, U3mMepeHmne pocTa, Beca, Npo-
nopuui Tena NO3BoJIAET 3aNofo3puTb 3abonesaHue [1].

» PekomeHpyeTca Bcem nayveHtam c Bl

+ NCCnefoBaHWE YPOBHA TUPEOTPOMHOrO rOPMOHa
(TTT) 1 nccnepoBaHNe YPOBHA CBOBOAHOMO TUPOKCH-
Ha (CT4) B KpoBM BCeM MaumneHTam c Bl gnsa oueHKu
afleKBaTHOCTWN NPVHUMAEMON [03bl NEBOTUPOKCUHA
HaTpuA yepes 2 Hegenu n 1,5 mecALa nocne Hayana
neyenus;

+  NCCnefoBaHWE YPOBHA TUPEOTPOMHOrO rOPMOHa
(TTT) n nccnepoBaHMe YPOBHA CBOGOAHOMO TUPOKCH-
Ha (CT4) B KpoBM BCeM MaumneHTam c Bl gnsa oueHKu
afleKBaTHOCTN MPUHMMAEMOW [03bl NEBOTUPOKCU-
Ha HaTpMA Ha NMepPBOM oAy »KM3HU He pexe 1 pasa
B 2-3 mec,;

+ NCCnefoBaHWE YPOBHA TUPEOTPOMHOrO rOpPMOHa
(TTT) n nccnepoBaHMe YPOBHA CBOBOAHOMO TUPOKCH-
Ha (CT4) B KpoBM BCeM MaumneHTam c Bl gnsa oueHKu
afleKBaTHOCTWN NPMHUMAEMON [03bl NEBOTUPOKCUHA
HaTpMA NocC/ie NepPBOro rofa *M3HM He pexe 2 pa3
B rog;

+ NCCnefoBaHWE YPOBHA TUPEOTPOMHOrO rOpPMOHa
(TTT) n nccnepoBaHMe YpoOBHA CBOGOAHOMO TUPOKCH-
Ha (CT4) B KpoBM BCeM MauuneHTam c Bl gnsa oueHKu
afleKBaTHOCTWN NPMHUMAEMON [,03bl NEBOTUPOKCUHA
HaTpMA Yepe3 2 MecALa NOC/e KaXKAoro U3MeHeHMA
ao3smposku [1, 20].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb AOCTOBEPHOCTU fOKa3aTeNbCTB — 5)

KnuHunyeckas 1 skcnepumeHTanbHana Tupeougonorus 2024;20(2):48-68

doi: https://doi.org/10.14341/ket12799

KINMMHWYECKME PEKOMEHZALINNA

Kommenmapuu. Y HOBOpPOXAEHHbIX C KOMNEHCMPOBaH-
HbIM NMEePBUYHBIM TMNOTUPEO30M Ha POHE HOPMaSIbHOW KOH-
LeHTpauumn cBoboaHOro T, ypoBeHb TTI MOXET OCTaBaTbCA
NOBbILWEHHbIM BCNeACTBME HE3PENOoCTM rMnoTasamo-rmno-
durzapHOI ocn.

B cnyyae TpaH3UTOPHOrO MNEPBUYHOrO TUMOTUPEO3a
dyHKuma LXK HopmanusyeTcs yepes HECKObKO Hefienb Uim
MecsALeB Nocsie POXKAEHNA, YTO BbISIBAAETCA MPU NOBTOPHbIX
nccnegosaHuax TTI n ceobogHoro T,

Mpn BTOPMYHOM TMMOTUPEO3E KOHLEHTpauus cBobon-
HOro T4 CHWXeHa, a ypoBeHb TTI 06bIYHO HOPMANbHbIN,
HO MOXET ObITb HECKONbKO NOBbILLIEHHbIM UMY CHUXKEHHbIM.

« PeKkomeHpgyeTca nccnefoBaHue YPOBHS TUPEOTNIO0Ynu-
Ha B KpOBW NayuneHTam ¢ Bl n oTcyTCTBUEM WMTOBUAHOWN
»Kenesbl B TUMWYHOM MecCTe 1A BbIABNEHUA SKTONNPO-
BaHHOW TUpeonaHom TKaHm [1, 20].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb [OCTOBEPHOCTU fOKa3aTeNnbcTB — 5).
Kommenmapuu. KoHueHTtpauua Tl 3HaUNTENbHO CHU-

»KeHa npu annasun WK, HopmanbHaa unn ymepeHHo CHu-

>KEHa MpU ee SKTOMNYECKOM PaCMONOXKEHUM N NOBbILEHA

npwv HapylweHuax cuHtesa T, n T, (33 MCKNioYeHnem HapyLue-

HuA cuHTe3a TI). Onpegenerue T B 60MbWNHCTBE CllyYaeB

He N03BONAET TOYHO YCTaHOBUTb NPUYMHY TMNOTUPEO3a, TaK

KaK ypoBeHb Tl nviub nprnbnv3ntesibHO COOTBETCTBYET Mac-

ce dyHKUMOoHMpYowen TKaHu LK.

« PexkomeHgyeTcAa perncrpauma 3neKTpokapanorpammbl
naymeHTam ¢ Bl ana KoHTpona Tepanuwm [1, 20].
YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb [OCTOBEPHOCTU fOKa3aTeNnbcTB — 5).
Kommenmapuu. [laHHOe nccnepgoBaHne BbIABAAET: CU-

HYCOBYI0 6pagunKapauio; yajiMHeHe CUCTOSbI; YMEHbLUEHWE

amnautygbl KomnnekcoB QRS; 3amenneHune BHyTpunpen-

cepaHon, NpeacepaHO-KenygoukoBON 1 BHYTpUXKenygou-

KOBOW MPOBOAUMOCTN.

« PeKkomeHpgyeTcA BbINOSHEHUE peHTreHorpadum Kuctu,
peHTreHorpadum nyye3anscTHOro CycTaBa M PEHTIEHO-
rpadun KoneHHOro cyctasa nauyueHtam c Bl gna onpe-
JeneHna KocTHoro Bo3pacTa [1, 20].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTUN A0OKa3aTenbCcTB — 5).
KommeHmapuu. lpoBeaeHne peHTreHorpadumn KUCTemn

C Nyye3anACTHbIMW CycTaBamu (onpegeneHmne KOCTHOroO BO3-

pacTa) BbIABNAET 3aJePXKKy NOABNEHUA AQepP OKOCTEHEeHUsA

N UX aCUMMETPUIO; HapylleHne NoC/Ie[oBaTeIbHOCTU CO-

3peBaHuA.

MpoBegeHue peHTreHorpadum KONEHHbIX CYCTaBOB

N CTON BbIABNAET 3aflepP>KKy KOCTHOrO COo3peBaHuA (gomu-

HUpPYIOWUIA cnocob onpepeneHns 3afepKn KOCTHOro Co-

3peBaHuMA Y HOBOPOXKAEHHbIX U AeTell MiaaLero Bo3pacTa

B CLUA n ctpaHax EC). ccnepoBaHme BbisBNAET OTCYTCTBME

Clinical and experimental thyroidology. 2024;20(2):48-68
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LUEeHTPOB occuburKaumm (3nnudunsapHbiin AUcreHes) oUCTanb-
HbIX OTZAENOoB GefpPEeHHbIX KOCTEW, MPOKCMMAbHbIX KOHLIOB
60nbLUebepLOBbIX KOCTEN 1 KyOOBUIHbBIX KOCTEN.
OnpepeneHrie KOCTHOMO BO3PACTa NCMOMb3YETCA HE TOJb-
KO AN AMArHOCTUKMK, HO U [ OLEHKM afeKBaTHOCTW Mpo-
Boavmou Tepanuu Bl PeHTreHorpagua KONeHHbIX CyCcTaBOB
1 CTOMN NMOMOTaeT YCTaHOBUTb NPOAOIKUTENIBHOCTb BHYTPUY-
TpO6HOro rnnotnpeosa. PeHTreHorpadus Kucten nossonser
YCTaHOBUTb A/IUTESIbHOCTb MOCTHATANIbHOIO FMMNOTHUPEO3a.

+ PexkomeHAOBaHO yNbTPa3ByKOBOE MCCNefOBaHNE LWK-
TOBUAHOW Xene3bl 1 NapalwuTOBUAHbIX Xene3 naumneH-
Tam ¢ Bl gns onpepeneHna HanMumMa/oTCyTCTBUA TKaHU
LW MTOBMAHOM Xenesbl, onpeaeneHnsa pasmepoB 1 BbifB-
NeHnA y3noBbIX 06pPa3oBaHN NPV BPOXKAEHHOM 306e
[1,2,13,20].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTMN AOKa3aTeNnbCcTB — 5).
Kommenmapuu. [Ina pmnarHoctukm sktonum WK pe-

3ynbrathl Y3 manovHpopmatuBHbl. MHbopmaTtuBHOCTDL

Y3 npwu Bl noBbIWwatoT nCNonb3oBaHMe LBETOBOIO 1 SHEp-

reTMyeckoro [JOMMIepPOBCKOrO KapTUPOBaHMA U OLEHKa

MeCT BO3MOXHoW 3KTonuun [13, 37]. Ecnu no gaHHbIM Y3U

LMTOBUAHAA »Kene3a MMeeT TUMNYHYI0 ToKanm3aumio, To Bl

MOXeT 6bITb 00ycnoBneH nmbo gedektamm cuHtesa T4 n T3,

nmbo TpaHcnIaLeHTapHbIM NEPEHOCOM MAaTEPUHCKIX TUpe-

0ONOKMpPYIOLWMNX aHTUTE.

+ PekomeHpyeTca npoBegeHNe CUUHTUTPadUN LNTOBMA-
HOW Xene3bl C HaTpuA nepTexHeTaTtom [99mTc] naumeH-
Tam ¢ BI' pna noareepxaeHna annasum LXK n onpepene-
HuA auctonun (3kTonun) LK [13, 21, 37, 38].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb AOCTOBEPHOCTUN A0KA3aTeNbCTB - 4).

Kommenmapuu. CunHtTUrpaduio WNTOBMAHON »Kene3bl
MO>KHO NPOBOANTb BCeM aeTAm ¢ BI, He3aBncumo ot Bo3pac-
Ta, B TOM YMCJIe HOBOPOXAEHHbIM.

Ecnm npn npoBegeHnn pagrMon3OTONHOINO CKAaHUPOBa-
HUA LWMTOBUAHAA Kene3a He BU3yanusnpyeTcs, OMarHos
He BbI3blBAET COMHEHMWI. DTOT MeToA MccienoBaHua (B OT-
nunumre ot Y3M) no3BonsAeT BbIIBUTb AUCTONMUYECKN (SKTOMU-
yeckK) pacnonoxeHHyto TkaHb LK. BbinonHeHne gaHHoOM
npoueaypbl He AOMKHO MeLWaTb CBOEBPEMEHHOM CTap-
Ty JfleyeHusA NeBOTMPOKCMHOM HaTpuA. OHO npoBoauTcA
B KOPOTKME CPOKM A0 Hayana unu B TedyeHue 7 gHen nocne
VHMLMALMMN 3aMeCTUTENbHON Tepanuu, nbo - Ha ¢poHe oT-
MeHbl Tepanuu B TeyeHune 2-3 Hegenb. MNpumeHeHve pagu-
odapmMaLeBTUYECKOrO AMArHOCTUYECKOro CPeacTBa HaTpus
neptexHetaT [99mTc], M3 3KCTPAKLUUOHHOrO reHepaTopa
060CHOBAHO CBOWCTBOM KneToK LM  HakannvBaTb AaH-
Hoe paanodapmaLeBTMUYECKOE ANArHOCTMUECKOE CPeaCTBO
(HabnogaeMbl MakcMmMyM HakonneHusa ¢ 10 no 30 MUHYTY
nocne BBeAEHUSA), B CUHTE3E TUPEOUAHbBIX FOPMOHOB HaTpuUA
neprtexHeTat [99mTc] He yyacTByeT, Tak Kak He nofBepraeT-
cA opraHudukaumn. Hatpua neprtexHetat [99mTc], n3 sKkc-
TPAKUMOHHOIO reHepaTopa 0651afaeT KOPOTKUM NePUoaomM

KnuHunyeckas 1 skcnepumeHTanbHana Tupeougonorus 2024;20(2):48-68

doi: https://doi.org/10.14341/ket12799

nonypacnaga (~6 4acoB) W, COOTBETCTBEHHO, [OCTAaTOUYHO
ObICTPO MOJIHOCTBIO BLIBOAUTCS M3 OpraHu3ma. B Hactos-
Lee BpeMs HaKomieH anntenbHbin onbiT (¢ 1960-x rofos)
NCNoNb30BaHMA HaTpuA neptexHeTaT [99mTc] B negunatpu-
YeCKOoW NpakTuKe Npu MHOMMX HO30MOMMAX 1 fOKa3aHa ero
6e30MacHOCTb. YCTaHOBJIEHO, YTO PYAUMEHTapHas TKaHb
LK npw ee guctonum (3KToNmMn) CnocobHa fOCTaTOUHO ANn-
TefIbHO MPOAYLMPOBATh TUPEOUAHbIE TOPMOHbI, ee (yHK-
LUMOHaNbHAasA aKTUBHOCTb 3HAUUTENIbHO CHWXAETCA nocie
JecATuneTHero Bo3pacta. B atnx cnyuyaax moxeT 6biTb Ana-
rHOCTMPOBaH Bl c no3gHUMK NposBneHnaMM (No3gHAs dop-
Ma BI). CywecTByloT pa3nnyHbie BapuaHTbl AUCTONWK (3KTO-
nun) LLIXK: B KopeHb A3bika Unn No xogy TMPeOornoccanbHOro
NPOTOKa, NPX 3TOM MOXET HabnaaTbCs camasi pasfinyHas
cTeneHb TaxecTn Bl [1, 2, 10, 13, 20, 37, 38].

+ PexkomeHgyeTcAa MONEKYNAPHO-reHeTUYeCKoe uccneno-
BaHMe nauyuneHTam ¢ Bl npy nogo3peHnmn Ha cmHapomarb-
HYI0 MATONOMMI0 /15 BbISIBNEHMA NPUYUHBI 3aboneBaHnA
U B CEMENHbIX CNlyvyasix 3aboneBaHnsa Ans MeguKo-reHe-
TUYECKOro KOHCYNbTUPOBaHUA [39-47].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTUN AA0Ka3aTenbcTB — 4).
Kommenmapuu. Bo3mMOXHO NprMeHeHne BblCOKOMPO-

N3BOAUTENBHOrO MNapannenbHOro CeKBEHWpPOBaHME re-

HOB-KaHAMAATOB, OTBETCTBEHHbIX 3@ Pa3BUTUE BPOXKAEHHO-

ro runotupeosa (PAX8, NKX2-5, TSHR, JAG1, FOXE1, NKX2-1,

TG, DUOX2, DOUXA2, TPO, SLC5A5, IYD, SLC26A4, v 1.4.).
lNoka3aHa BbICOKAA 3HAUYMMOCTb MOJIEKYNAPHO-TeHeTU-

YecKkoro nccnefoBaHNA AnAa yCTaHOBKU TOYHOMO STUOMOTMK-

YecKoro [MarHo3a, pesysbTaTbl KOTOPOro MOryT OblTb UC-

Nosb30BaHbl NPV NPOBeAEeHUN NPeHaTanbHOW ANarHOCTUKN

B CJZlyyae MOATBEPXKAEHUA GUannenbHbIX MyTaLuin unuv npu

[OKa3aHHOM [OMWHAHTHOM HacnefoBaHUM 3aboneBaHuWs

(PAX8, NKX 2-1, DUOXA2). iccnepoBaHme MOXeT MOMOYb

B NMPOrHO3MpOBaHNN pucka nosTtopa Bl B cembe n BbiABne-

HUWN COMYTCTBYIOLLEN NAaTONOrK, B TOM YACJIE Y UNIEHOB Ce-

MbW, NEPCOHANM3MPOBaTb NleyeHne AnA NpefoTBpaLLeHns

ob6pa3oBaHuA 300a (y nauneHToB C myTauusmu reHos TPO,

TG, DUOX2, DUOXA2).

3. IEYEHUE, BKNNIOYAA MEAUKAMEHTO3HYIO
MWHEMEOUWKAMEHTO3HYIO TEPANWU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUUNHCKUE NOKA3AHUA

M nNPOTMBONOKA3AHUA K MTPUMEHEHNIO METOAOB
JIEMEHNA

+ PexkomeHgyeTcA HauvHaTb 3aMeCTUTESIbHYIO Tepanuio
npenapatamu N1€BOTUPOKCUHA HATpmA naumeHtam ¢ Bl
InA neyeHnsa 3aboneBaHUs cpasy e Mocsie yCTaHoBIe-
HWA AnarHo3a, oNTMManbHO B NepBblie 2 Hedenu »KU3HW,
a TakXKe B COMHUTeNbHbIX cnyyasx [1, 2, 3, 10, 20, 21].
YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTU AA0Ka3aTenbcTB — 5).

+ PexkomeHgyeTtcA Ha3zHauyaTb BCIO CYTOUHYIO 03y JIeBO-
TUPOKCVHA HaTPWA BBOAUTb Per 0S ¢ HE6OMbLUUM KONK-
YeCTBOM XMAKOCTK yTpom 3a 30-40 MUHYT A0 3aBTpaka
naumneHtam c Bl ana neyerHnsa sabonesaHusa [1, 20].
YpoBeHb y6egutenbHocTn pekomeHgauuin C (ypo-

BeHb JOCTOBEPHOCTMN AOKa3aTenbcTB — 5).
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Kommenmapuu. [etAm Ha nepBOM rogy »W3Hu gony-
CTVMbIM CYMTAETCA BBELEHME NpenapaTta B PacTONYeHHOM
N pa3BefeHHOM BOLOW VAN FPYLHbIM MOJIOKOM BO BpeMms
YTPEHHErO KOPMJIEHUS.

+ PekomeHAyeTcA HauMHATbL NPVEM NIEBOTUPOKCMHOM Ha-
TpuA ¢ go3bl 10-15 MKr/kr/cyT naumeHtam c Bl gna neve-
HuA 3abonesBaHua (Tabnuua 1) [20, 211.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCcTB — 5).

Kommenmapuu.

Ta6nuua 1. OpneHTMPOBOYHbIE pacyeTHble A03bl IEBOTVPOKCMHA HaTPUA
y feten c BI'

Bospacr MKr/Kr/cyT MKr/cyT
oBopoNEHAHE 80-100
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 net 3,0-4,0 100,0-150,0
10-15 net 2,0-4,0 100,0-150,0
ctapwe 15 net 2,0-3,0 100,0-200,0

+ PekomeHpgyeTca uCNonb3oBaTb AN1IA OLEHKN afeKBaT-
HOCTW NeyeHns BCcem AeTtam ¢ Bl cnegylowmne Kputepun
a[leKBaTHOCTWN nevyeHus Bl
-+ ypoBeHb cBobogHoro T, B npefenax pedepeHcHbIx

3HayeHUn (Hopmanmsyetca yepes 1-2 Heenu nocne
Hayvana neyeHus);

« ypoBeHb TTI B npegenax pedepeHCHbIX 3HAYEHMWN
(Hopmanusyetca uepes 3-4 Hegenu nocsie Hayana
neyeHus);

+ noka3saTenu GU3nYeCcKoro pasBUTUA B Npegenax Hop-
MasbHbIX 3HaueHun (SDS pocTa, SDS ckopocTn pocTa);

+  MCUXOMOTOPHOE pa3BUTME pebeHKa, COOTBETCTBYIO-
Lee BO3pacTy;

+ HOpMasbHble NOKa3aTem KOCTHOrO Co3peBaHusA (Co-
OTBETCTBME KOCTHOrO BO3pacTa nacnopTHomy) [1, 20,
21,49].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTMN AOKa3aTeNnbCcTB — 5).
Kommenmapuu. TpaH3UTOPHbIN TUNOTUPEO3 MOXKET

NPOXoANTb CaMOCTOATENIbHO MPU MCYE3HOBEHUN BbI3BaB-

Wwen ee NpuUYMHbL. B COMHMUTENbHbIX Cllyvyasx B BO3pac-

Te nocsie 1 roga NPoOBOAUTCA YTOYHEHMe AmarHosa. Pe-

6eHKy Ha 3-4 Hefen OTMEHSIOT JIEBOTUPOKCMH HATpus

1 Ha «4ncTom $oHe» onpepensioT yposHu TTI 1 ceobogHo-

ro T4 B coiBopoTKe. [Tpn nonyyeHnn nokasatenen TTI u cBo-

6ogHoro T4 B npefenax pepepeHCHbIX 3HAUYEHWI fleYeHne

He BO30OHOB/IAOT, KOHTPOJIbHbIE OCMOTPbI C OMNpefeNieHu-

eM KoHueHTpauun TTI n ceobogHoro T4 B CbIBOPOTKE Mpo-

BOAAT yepes 2 Hegenu, 1 n 6 mecAueB Nocne NpekpaLeHua

nevenwua. Ecnm guarnos Bl nogTBepKgaeTcsa, neyeHne neso-

TUPOKCUMHOM HaTprA MPOAOIKAKT C NMOCTOAHHbBIM KOHTPO-

neMm 3a afieKBaTHOCTbIO Tepanuu.

B cnyyasx ecnv Ha ¢oHe Tepanuv NeBOTMPOKCUHA Ha-

TpuA oTMeyanocb nosbliweHue TTI (BcneacTBne HepocTa-

TOYHOW [03bl JIEBOTUPOKCUHA HATPMA WM HapyLlleHuA
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KINMMHWYECKME PEKOMEHZALINNA

CxeMbl ero npuiema), npepbiBaTb fleYeHne AN YTOUHEeHUs
AunarHosa He TpebyeTca. B 3Tom cnyyae anarHo3s Bl He Bbi3bl-
BaeT comHeHuA [1, 20, 21].

« PeKkomeHpgyeTcA NpPoOBOAWTbL XUPYPruyeckoe nevyeHue
(TnpeomnaskToMnA) NaumeHTam ¢ Bl 1 3060m npu Kom-
NPeCcCrOHHOM CMHAPOME, 3arpyauHHoOM 306e, 310Kave-
cTBeHHOM obpa3zoBaHumm LXK [20, 50].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTMN A0Ka3aTeNnbCcTB — 5).

4. MEQULMHCKASA PEABUIUTALUA U CAHATOPHO-
KYPOPTHOE JIEYEHUE, MEAULIMHCKUE MOKA3AHUA
W MPOTUBOMOKA3AHUA K NPUMEHEHUWIO METOAOB
MEAULUHCKOW PEABUIUTALMM, B TOM YUCIIE
OCHOBAHHbIX HA UCNOJIb30BAHUM NPUPOJHBIX
NEYEBHBIX ®AKTOPOB

« PekomeHpyeTcA NnpoBefeHne TOHASIbHOM ayanoMeTpum
getam ¢ Bl gnAa BbiABNEHNA BO3MOKHbIX HapyLUeHWI
dyHKumn cnyxa [20, 511.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTU AA0Ka3aTenbcTB — 5).
Kommenmapuu. [etam ¢ Bl u cHmxeHuem cnyxa

HeobXoAMMO OKa3aHue CypAoJIorMyeckon u foronepu-

yeckowm nMomoly B paHHeM Bo3pacTe (B nepuope CTa-

HOBJIEHMA peyeBbIX HABbIKOB) U WHAMBMUAYaNbHOe ne-

Jarormyeckoe COMPOBOXAEHWE MNpPU BO3HUKHOBEHUM

CNOXHOCTeN 006yyeHuns, 3aNOMUHAHNSA, OCBOEHNA HOBO-

ro matepwuana [20, 51].

MpoTnBONOKasaHMM He onpegeneHo.

5.MPOOUNAKTUKA U ANCNAHCEPHOE
HABNIOAEHWE, MEAULUVWHCKMWE NOKA3AHUA

M NPOTUBOMOKA3AHMA K MPUMEHEHUIO METOAOB
MPOOUNAKTUKNA

« PekomeHgyeTca [ucrnaHcepHoe HabnofgeHve y Bpa-
Ya-[eTCKOro SHAOKPUHOMOra U Mo MOKa3aHuAM Yy Bpa-
Ya-HeBpOOra, Bpaya-CypAonora-oTOPUHONAPVHIONOra,
MeLVLUNHCKOro nloronefa, HeMporncuxonora, Bpava-AeT-
CKOro NCUXMaTpa, Bpaya-4eTCKoro Kapauonora aetam ¢ Bl
LA MOHUTOPWHIa 1 HabnogeHua [1]. Cpokm ancnaHcep-
Horo HabnoaeHus geten ¢ Bl npueaeHbl B Tabnuue 2 [1].
YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb JOCTOBEPHOCTUN AA0Ka3aTenbcTB — 5).
Kommenmapuii. [porHo3 B OTHOLIEHUW HENPONCUXU-

yeckoro paseutua npu Bl 3aBUcUT oT MHOXecTBa ¢daKTo-

poB. ViccnegoBaTtenu BO BCeX CTPaHax CXoAATCA BO MHEHMM,
yTO Oonpeaensoly ponb Ana 61aronprUATHOrO NMPOrHo3a

WHTeNNeKTyanbHOro pa3Butna pebeHka c BI, 6e3ycnoBHo,

UrparT CPOKM Hayana 3aMecTUTESIbHOW Tepanuu NeBOTu-

POKCUHOM HaTpus, XOTA pAld aBTOPOB YKa3blBaeT, UTO AaXke

NPy paHHEM Hayane fevyeHuss y HebGOMNbLION YacTh JeTen

Te WU UHble HapYLEeHMA WMHTeNNIeKTa BCe-TakyM COXpaHA-

loTcA. KpaiiHe BaKHbIM $HAKTOPOM ABMAETCS afeKBAaTHOCTb

NeyeHns Ha NepBOM rogy *KM3Hu. Takum o6pa3om, 3a HEKO-

TOPbIM UCKNIOYeHneM, Bce aetn ¢ Bl npn paHHem n ageksart-

HOM JIeYEHUMN NMEIOT BO3MOXKHOCTb JOCTUYb ONTUMAJIbHOTO

WHTeNNeKTyanbHoro passutus [1, 20, 21].
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Tabnuua 2. JucnaHcepHoe HabnogeHmne feTen ¢ BPoXAeHHbIM rMNoTUPeo3om

MeauuunHckne npoueaypbl

Cpoku npoBeeHunA

Bo3moxHble BbisiBnsiemble ge¢eKTbl

OcmOTp Bpava-gAeTckoro
SHAOKpMHONOora (Bpava-neguartpa)

+ Mocne yctaHoOBeHNA
AnarHo3a Ao 3-x MecAaueB XU3HU:
1 pa3 B 2 Hepenu;

« C 3-x MecAaueB Xn3Hu ao 1 ropga:
1 pa3 B 2-3 mecaua;

« B JanbHenwem — 1 pa3 B 6 mecAueB

3apepKa pocTa (Mpw oTCyTCTBUNK
NleyeHuns Ha 3-6-M MecsLe XKN3HN),
XxoHapoauctTpodryeckme nponopumny;
OTCTaBaHWe NCMXOMOTOPHOrO
pa3BUTKA; YacTble pecnupaTopHble
3aboneBaHusA, aHemMuA

[opmoOHanbHble nccnegoBaHnA
(uccnepoBaHme ypoBHA TTT B KpoBw,
nccnefoBaHue YpoBHsA CBOHOAHOMO
TUpoKcrHa (CT4) CbiIBOPOTKU KPOBW)

« nocne yCTaHOBMeHUA
JNArHo3a Ao 3-x MecAaueB XU3Hu:
1 pa3 B 2 Hegenu;

« C3-Xx MecAueB Xun3Hu go 1 roga:
1 pa3 B 2-3 mecAua;

+ B AanbHenwem — 1 pa3s B 6 mecALeB
(npn HopmanbHoM ypoBHe TTT)

Mpwv nepsryHom Bl yposeHb TTT
3HaUNTENbHO MNOBbILLEH, YPOBEHb
cBo6oaHOro T, CHIXKeH.

Mpwn BTOpryHOM Bl yposeHb TTI

B HOpMe (M.0. CHVKEH NN YMEPEHHO
MoBblLLEH), ypoBeHb cBobogHOro T,
CHVIXKeH

OOLLEKNMHNYECKNIA aHANU3 KPOBU

B TeueHme 1-ro roga »Kmn3Hu, 4actoTa
onpepenAeTca nHanemnayanbHoO

AHeMUsi — HOPMOXPOMHasi
HOPMOLMTAPHAsA, TMMOXPOMHas
xenesopedunumnTHas, MaKpoLMTapHas,
B,,-aednumntHan

AHanuns KpoBu HBUOXNUMUNYECKNIA
obLieTepaneBTMYECKN

B TeueHune 1-ro roga »*n3Hu, yactoTta
onpepenAaeTca nHanBnAayasbHO

lMnepxonecteprHemus,
ancanuaemns

WccnepoBaHue YPOBHA
Tl/lpeorno6yn|/|Ha B KpoOBU

Mo nokasaHuAm: npy annasum

no gaHHbIM Y3 1 BpoxxaeHHOM 306e
Npuv NOAO03PEeHUN Ha AedeKT CnHTe3a
TUpeornobynmHa

3HauuTeNbHO CHVXKeH Npwu annasum WK,
Mpwn BpoxaeHHOM 306e — B Npepenax
pedepeHCHbIX 3HaYEHWI NN
MOBbILUEH.

YMepeHHO CHUXKeH/HOPManbHbI

npu sktonun LXK

Perncrpauma snekTpoKapamorpammsi

B TeueHmne 1-ro roga *usHu

YMeHblUeHWe aMnanTyabl
komnnekcoB QRS, 6pagnkapauna

YnbTpa3ByKkoBoe nccnefoBaHmne
LLINTOBUAHON ene3bl
N NapaLwmnTOBULHbIX »Kene3

* HenocpencTBeHHO nocne
YCTaHOBJIEHUA AMNArHO3a;

+ KOHTPOJb — B BO3pacTe 1 roga;

« Npu Hanuuun 306a — 1 pas
B 6-12 mecAueB

Annasus, rmnonnasusa, skronua WK,
MHOroy3510Boli 306

dxokapauorpadus (ynbTpasBykoBoe
nuccnepgoBaHue cepaua)

B TeueHmne 1-ro roga *usHu

BpoxaeHHble MOPOKN pa3BUTUS;
BbIMOTHbIN NEPUKAPAUT, CHUXKEHKE
COKpaTUTeNIbHOMN CNOCOBHOCTH
MUOKapgaa

yJ'Ipra3ByKOBoe nccnenoBaHme noYvyek

B TeueHue 1-ro roga »usHu

BpO)K,quHble MOPOKW Pa3BUTUA

PeHTreHorpadus Kuctu,
peHTreHorpadus NyyesanscTHOro
cycTaBa

Mo nokasaHuAm: Npn CHUXXeHNn
TeMnoB POCTa, ANUTeNbHON
AeKoMneHcaynnm 3aboneBaHuA

OTcTaBaHMe KOCTHOro BO3pacTa

PeHTreHorpadua KoneHHOro cycTaBa

B neprope HoBOpOXAeHHOCTN

HapyweHune occndmkaumm asnndnsos
6elpeHHbIX KocTel, KyboBMAHbIX
KocTen cTon

dnekTpoaHuedanorpadpun

B 5 ner

OndodysHoe 3amegneHune putma,
CHWKEHWE ero amnanTyabl, yaJIMHeHne
NaTEHTHOrO Nepropa BbI3BaHHbIX
3PUTENBHBIX U CJTYXOBbIX NMOTEHLMANO0B

Mpuem (ocmoTp, KOHCYNbTaLUMA) Bpaya-
HeBposiora

* Ha 1-M rofly XusHu:
1 pa3 B 3-6 mecAueB;

¢ Aajiee — Mo nokasaHmAam

3a,qep>KKa NCNXOMOTOPHOIO Pa3BUTUA;
aTakCuA, HapyleHne KoopanHaunnm
OBVPKEHMI, CNacTUyeckasa gunnerus,
rMNoTOHNA

Mprem (0CMOTP, KOHCYNbTaLMsA Bpaya-
odTanbmonora

« Ha 1-m rogy »u3Hu: 1-2 pasa B rog;
« panee — no nokasaHuAm

Kocornasue

MpriemM (0OCMOTP, KOHCYNbTaL WA BpaYa-
OTOPVHOMAPUHrosora

« Ha 1-m rogy »u3Hu: 1-2 pasa B rog;
+ pasniee — Mo nokasaHunam

Hanunuwne skronnposaHHom LLPK
B KOPHe A3blKa
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MepauumnHcKune npouegypbl

Cpoku npoBefieHuA

Bo3moxHble BbisiBNsemblie gedekTbl

Mpuem (0CMOTp, KOHCYbTaLMA Bpaya-
CYpAOOra-oTopUHONapuHrosora

B 12 mecaueB (paHee —
Mo NOKa3aHuAM)

HelipoceHcopHasa TyroyxocTtb

Mpuem (0CMOTp, KOHCYNbTaLUs Bpaya-
LEeTCKOro Kapauosnora

Ha 1-m rogly »kM3HM — no nokasaHuaAm

BpoxaeHHble MOPOKN pa3BUTUS;
BbIMOTHbIN NEPUKAPAUT, CHUXKEHKE
COKpaTUTeSIbHOM CNOCOBHOCTN
MUOKapAaa

Mpuem (ocMOTp, KOHCYNbTaLUs
MeAVLMHCKOro fioroneaa

B 4-5 net

HapylweHus peun (0T nerkmx
0 TAXKeNbIX)

CunHTUrPadUsA WINTOBULHOW XKenesbl

B nto6om Bo3pacTe no nokasaHuaAMm:
npw annasumn n ZUCTonumn (3KTonnm)
no Y3U LK

Annasusa, anctonua (aktonus) LXK

MNpuem (TecTupoBaHme, KOHCYNbTaLMA)
MeaNLIMHCKOro NCUX0JIora,
HelponcMxosora, npuem (0CMoTp,
KOHCynbTaLuua Bpaya-AeTCKoro
ncuxmaTtpa

» nepBuYHbIN B 1-1,5 roga;

» MOBTOPHO — B 5 neTt
(Npn Heo6X0AUMOCTY paHbLLe)

3afiepKa HTeNNeKTyanbHOro
pa3BUTUSA; CHUXKEHKe obLero
WHTENNEKTa; yXyaLWeHne
KpaTKOBPEMEHHOWN NaMATH

MarHuTHO-pe3oHaHcHas Tomorpadus
rofI0BHOro MO3ra

Mo noka3zaHusam

lMnepnnasus runodursa

npv AeKoMneHcMpoBaHHOM Bl
YMeHbLUEHVe pa3mMepoB rMnnoKamna,
HapyLUeHWe CTPYKTYPbl FOSIOBHOMO
Mmo3ra

Buoncua wutosmngHom nnu
NapaLnTOBMAHON Xenesbl nop
KOHTPONEM YNbTPa3ByKOBOMO
nccnegoBaHuA

Mo nokasaHWsAM (Npy MHOrOY3/10BOM
306e)

Hannune ageHomato3sa LLXK;
WCKJTIoYEeHNEe MannrHnsagum

6. OPTAHU3ALMA OKA3AHUA MEAULIMHCKOM MOMOLLU

PekomeHpyeTca rocnuitanu3vMpoBaTb nauueHta ¢ Bl
B MeAVLIMHCKYIO OpraHu3aumio Npu HEBO3MOXKHOCTU [0-
CTVXKEeHWA LeneBbiX NoKasaTtesnen TMpeounaHbIX FOPMOHOB
B amOyNIaTOPHBIX YCJIOBUSIX Y HEOBXOAMMOCTY XUpYprye-
CKOTO JIeYeHMA Npu BPoXKAeHHOM 306e [1, 20, 21].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTN flOKa3aTeNnbCcTs — 5).

Kommenmapuu. lNMpn BO3MOXHOCTU JOCTUPKEHUA KOM-

HA CBOOOJHOrO TMPOKCMHA B KPOBU U YCMEWHO Mpo-
BeAEHHOE TMJIaHOBOE XMPYPruyeckoe BMeLLATeNIbCTBO
[1, 20, 21].

PekomeHayeTca B C/lyyae BO3HUKHOBEHUA rMnotmpe-
OVIIHOM KOMbI 1 TUPEOTOKCUYECKOro Kpur3a (nepenosu-
pOBKa NEBOTUPOKCMHA HaTpWA) NaumeHTam ¢ Bl skcTpek-
HaA rocnUTanM3aumna B MeNLUMHCKYI0 OpraHm3aLmio ans
oKa3aHusa meguumHckon nomowm [1, 20, 211.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-

BeHb [JOCTOBEPHOCTI fOKa3aTeNnbCcTB — 5).

neHcaunm B aM6y1'IaTOprIX yanoBuAX rocnutanmsauna na-

LUMNEHTY He NMoKa3aHa.

MoKa3aHNAMMK K BbINUCKE NaLUeHTa U3 MeguLMHCKON
opraHuM3auuny sIBAAKTCA: [OCTMXKEHNE LeNeBOro ypoB-

Ta6nuua 3. Kputepum oueHKy KayecTBa MeAULIMHCKON MOMOLLM

7. AONONHUTENIbHAA NTHOOPMALINA
(B TOM YNCJIE ®AKTOPbDI, BJINAIOLLIUE (tabn. 3)
HA UCXOA3ABOJIEBAHUA UTU COCTOAHUA)

Kputepun KauecrBa

OueHKa BbINOJIHEHNA

(maa/Her)
BbinonHeHo onpepgeneHne ypoHA TTI B LenbHOWM KPOBY (HEOHATaNbHbIN CKPUHWHT) Oa/Het
BbinonHeHo uccnepgosaHue yposHa TTI B KpOBU, CCiefoBaHME YPOBHA CBOOOLHOMO [a/ker
TUPOKCKHa B KPOBM
BblNonHeHo ynbTpa3BYKOBOE NCCNef0BaHME LWATOBMAHON Xene3bl U NapalyMTOBUAHbIX Kene3 Ja/net
BbinonHeHbl 06WUI (KNMHUYECKNIA) aHann3 KPoBU, 00LeTepaneBTUYECKNA BUOXUMNYECKNIA [a/mer
aHanm3bl KPoBwU
MNposeneH nprem (0CMOTP, KOHCYNbTaLMA) Bpaya-AeTCKOro SHAOKPMHosora Ha/net
BblnonHeHbl peHTreHorpadusa Kucten, peHTreHorpadma nyye3anAacTHOro cyctaBa Ha/net
BbinonHeHbl c6op aHaMHe3a 1 Xanob Npu reHeTUYECKOM KOHCYNIbTUPOBAHUMN U FeHETUYECKOE Na/ver
TeCTMpOBaHe Npy NOAO3PEHNY Ha HAaCeACTBEHHbI XapakTep NaToioruu
[ocTurHyTbl LeneBble NoKa3aTeNn YPOBHA CBOOOAHOrO TMPOKCKHA B KPOBY Ha/wet
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AOMNOJIHUTENIbHAA UHOOPMALINA

UcTouHukn ¢duHaHcmpoBaHmA. PaboTa BbiMofHEHa MO MHMLMATUBE
aBTOpOB 6e3 npuBneyeHns GUHaHCUPOBAHUA.

KOoHGNUKT mHTepecoB. ABTOpbI AeKapvpyloT OTCYTCTBUE ABHbIX
1 NOTeHLMaNbHbIX KOHGNMKTOB MHTEPECOB, CBA3aHHbIX C COAepKaHueMm
HacTosALLen cTaTbh.

Yuyactue aBTOpOB. BCe aBTOpPbI 0f06pUNIM dUHANbHYO BEpCUio CTa-
Tbn OO ny6n|/|Kauvw|, Bblpa3nnn cornacme HeCTn OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NOAPa3yMeBaloLLyto Hafexallee n3yyeHune 1 peLieHme
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO MU AOOBPOCOBECTHOCTbIO NIto6OI Ya-
CTn pabor.
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NPUNOMXEHUE

METOA0JIOrnA PASPABOTKU KNTMHUYECKUX PEKOMEHAALIUNA

LieneBas aygutopua aHHbIX KINMHNYECKNX peKOMeHaumii.
1. Bpau-negumatp.
2. Bpau-peTcknin SHOOKpUHOOr

Ta6nuua 4. LLikana oLeHKN ypoBHel OCTOBEPHOCTM AoKasaTenbcTs (YA[) ans MeToaoB AMarHOCTUKM (AUArHOCTMYECKNX BMELLATeNIbCTB)

yaa PacwumndposBka

1 CncremaTnueckune 0630pbl NCCIEAOBaHNI C KOHTPOEM pedepeHCHbIM METOAOM WM CUCTEMATUYECKNIA 0630p
PaHAOMM3POBAHHBIX KIIMHUYECKMX NCCNeAO0BaHNI C MPYMEHEHEM MeTaaHanm3a
OTgenbHble UCCefoBaHUs C KOHTPosieM pedepeHCHbIM METOLOM U OTAESbHbIE PAHAOMU3MPOBAHHbIE

2 KIUHMYECKUe NCCelOBaHWA U cucTeMaTMyecKne 0630pbl NCCefoBaHMi NoOOro An3anHa, 3a NCKIIoYeHUEM
PaHAOMU3POBAHHbBIX KIIMHUYECKNX NCCIIefOBaHNI, C MPUMEHEHNEM MeTaaHaNn3a
WNccnenoBaHusa 6e3 nocnefnoBaTtesiBHOrO KOHTpons pedepeHCHbIM METOAOM WM NCCNefoBaHUsA ¢ pedepeHCHbIM

3 MeTofdoM, He ABNAILWMMCA HE3aBUCMMbIM OT UCCIIEAYEMOrO METOAA UM HEPAHAOMU3UPOBaHHbIE
CpaBHUTESIbHbIE NCCNEAOBAHNS, B TOM YMCIIe KOrOPTHbIE UCCNIefoBaHNA

4 HecpaBHuTeNbHble UCCNENOBaHUA, ONCaHNE KIIMHUYECKOTO CilyYas

5  WmeeTca nuwb 060CHOBaHME MeXaHU3Ma AeNCTBUA NN MHEHWNE SKCNEPTOB

Tabnuua 5. LLIKana oueHKN ypoBHEN [OCTOBEPHOCTY AoKasaTenbcTs (YA) Ana MeToaoB NpodunakTvku, nedeHms u peabmnutayum (NpodunakTmueckmx,
neYebHbIX, PeabnNUTaLMOHHbBIX BMELLATENBCTB)

yan PacwumndposBka

1 Cuctematuyeckunii 063op PKU ¢ npumeHeHeM MeTaaHanm3a

) OtpenbHble PKM 1 cuctemaTtnueckne 063opbl CCnefoBaHuUin Noboro ansainHa, 3a ucknodeHvem PKA,
C MpYIMeHeHVeM MeTaaHanunsa

3 HepaHOomun3npoBaHHble CpaBHUTESIbHbIE UCCIeA0BaHMA, B T.U. KOTOPTHble NCCNefoBaHNA

4 HecpaBHuUTenbHble NccnefoBaHUA, ONMCaHNE KIMHUYECKOTO Cllyyas Uiy cepum Ciyyaes, UCCIIe[OBaHNA «ClyYall-
KOHTPONb»

5 NmeeTca nmiub o60cHOBaHME MexaHU3Ma AeiCTBUA BMeLlaTeNnbCTBa (JOKIMHNYECKe UCCNefoBaHUsA) nn

MHeHWne 3KCnepToB

Ta6bnuua 6. LLIkana oLeHKN ypoBHen ybeanTenbHOCTU pekomeHgauui (YYP) ana metofoB NpodunakTuKy, ANArHoCcTrKY, ledeHns n peabunutaumm (npo-
QUNaKTNUECKNX, AUATHOCTUYECKUX, NeYebHbIX, peabunnTaLMOHHbIX BMELIaTeNbCTe)

yaan

PacundpoBka

CunbHas pekoMeHZauma (Bce paccmaTpurBaemMble KpUtepun 3GPeKTUBHOCTU (MCxoabl) ABAAIOTCA BaXKHbIMU,
BCe 1CCNIeJOBaHNA UMEIOT BbICOKOE UM YA0BNETBOPUTENIbHOE METOAONOMMYeCKoe KauecTBO, X BbIBOAbI
MO MHTEPECYIOLMM NCXOAaM ABAAKTCA COrNacoOBaHHbIMMU)

YcnoBHas pekomeHgauna (He Bce paccmaTprBaemble KpUTepummn 3¢¢eKTI/IBHOCTI/I (ncxogbl) ABNAOTCA BaXKHbIMU,
He BCe nccnefoBaHmMAa MMeEKOT BbICOKOE UK yOOBNETBOPUTENIbHOE METOA4O0I0OTNYECKOE Ka4eCTBO n/vnun nx
BbiBOAbI NO

NHTEpEeCyrLWnM NCXogam He ABNAKOTCA COrnacoBaHHbIMN)

Cnabas pekomeHZaUuA (OTCYTCTBME [OKA3aTeNIbCTB HAZJ1EXKALLEro KauyecTBa (BCe pacCMaTpUBAEMble KpUTepum
3¢ PeKTUBHOCTU (MCXOADI) ABNAIOTCA HEBAXXHbIMM, BCE UCCNIEA0BAHUSA NMEIOT HU3KOE METOA0JIOMMYecKoe
KauyecTBO 1 NX BbIBOAbI MO UHTEPECYIOLUM UCXOAAM He ABNAIOTCA COrMacoOBaHHbIMM)
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NOPAAOK OBHOBNEHUA KNUHUNYECKUX PEKOMEHAALNIA

MexaHn3m OOHOBNEHUS KIUHUYECKMX PEKOMEHAAUUA npefycMaTpPUBAET KX CUCTEMATMUYECKYIO akTyanusauuio —
He peXxe YeM OfVH pas B TPY Fofa, a Tak»Ke Npu NoABAEHNM HOBbIX AaHHbIX C NO3ULMK JOKa3aTeNbHOW MeanLMHbI MO BONPO-
CaM AVArHOCTVKY, NieyeHns, NpodunakTuKy 1 peabunmtaumm KOHKpPeTHbIX 3aboneBaHni, Hannunum o60CHOBaHHbIX AOMOI-
HeHWIi/3ameyaHunn K paHee yTBepxaeHHbIM KP, HO He yalle 1 pa3a B 6 mecsALeB.

Ta6nuua 7. [ledbeKTbl reHOB, NpMBOAALLME K BPOXKAEHHOMY rMnoTmpeosy [3, 20, 21]

Hacrora HacnepoBaHue leH 306 T, TTr Tr 3?XBaT
BCTpeYaeMocTu nopa
NKX2-1, FOXET,
[ucreHesua LK 1:4000 AP PAX-8, JAGT - | 1 | |
CemenHbin gepuumnt PeKo AP TSH _ | ! l l
LLLE
PROP-1, Pit-1,
lMnonutynTtapusm 1:10 000 AP/AL} HESX1, PROKR2 - l /N l l
Pe3ncteHTHOCTL K TTI Penko AP TSH-R - ! 1 | N
Aegext Tparcnopra Peako AP NIS, SLC5A5 + ! 1 1 !
noga
Nedekt .
opraHMdKaLMM fioga 1:40 000 AP TPO + l 1 1 1
CuHgpowm Nengpepa 1:50 000 AP PDS + 1, N 1 ) )
AP Apea ' (SLC26A4) '
NedekT cnHTesa TI 1:40 000 AP TG + l 1 1 T
HedeKT peroamnHasbl Pepnko AP DEHAL1 + l 1 1 1
AP
Pe3sncteHTHOCTB K TT 1:100 000 ALl TR-A, TR-B (?) + 1 TN ) 1

AP — ayTOCOMHO-peLleCCVIBHbIVI TMN HacnepgoBaHus; A — ayTOCOMHO-,D,OMVIHaHTHbM TMN HacnepgoBaHus; N — HopMa; 1 — BblLUE HOPMbI; | — HUXe HOPMbI.

Ta6nuua 8. Lkana Anrap A4ns AMarHOCTUKN BPOXKAEHHOTO M1NoTUPe03a y HOBOPOXKAEHHbIX [1]

KnuHnyecknin npusHak Konunuectso 6annos
MynouHas rpbika 2
OTeyHoe nuuo 2
3anopebl 2
KeHcknin non 1
bnegHoCTb, rMnoTepmuaA KOXm 1
YBenunueHHbIN A3blK 1
MbiweyHasa rmnoToHmA 1
MKentyxa gonblie 3 Hegenb 1
LLenywweHne n cyxoCTb KOXK 1
OTKpbITbIN 34HNIA POAHNYOK 1
bepemeHHOCTb gnnnacb 6onee 40 Hepenb 1
Macca Tena npu poxxpeHun 6onee 3500 r 1

OwarHo3s Bl yctaHaBnvBaetcs npu cymme 6annos 6onee 5
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Ta6nuua 9. OueHKa NHTennekTyanbHoro passutua (IQ) y aeten n noapocTkoB (TecT Bekcnepa, agantnpoaHHble A.lO. MaHaclokom B pefakuum
10./. DunnmoHeHKo)

WISC (ana peten ot 5 go 16 ner)

Bepb6anbHas yacTb Hesep6anbHasa yacTb
0CBEeOM/TIEHHOCTb HefoCTalowWye aetanu
NOHATNNBOCTb nocnefoBaTe/IbHOCTb KapTUHKK
apudmeTnyecknin Kyouku Koca
CXOACTBO cKnagbiBaHue buryp
CI0BapHbIN windpoBKa
noeTopeHue Lnop NabnpuHTHI

Kommenmapuu. 3a Kaxxpblii Cy6TeCT nauMeHT nonyyaeT onpegenieHHoe KonmyecTso 6annos, B nocnegyollem H6anbHas
OLleHKa NepeBOAMTCA B LKaNbHYIO B 3aBUCMOCTY OT Bo3pacTa. B xope TectnpoBaHus onpegensetcs 1Q obwmn — nHterpasnb-
HbI1 NOKa3aTesb, ABNALWMNIACA UHAMKATOPOM obLero nHTennekTa, IQ sepbanbHbIi — NOACTPYKTYpPa OOLLEro MHTENNEKT],
bYHKLMOHMPOBaHVe KOTOPOI OCyLLeCTBNAETCA B BepbarnibHO-Nornyeckon Gopme C npenmyLLecTBEHHON 0Nopo Ha 3HaHus. 1Q
HeBepOasbHbIN — TakXe ABNAETCA NOACTPYKTYPOI OOLLEro UHTENNEKTa, YCNELHOCTb BbINMOMHEHUSA AaHHOW YacTu TeCTa CBA3a-
Ha C yMeHUsaMU 06CielyemMoro, 0CO6eHHOCTAMM ero NcUxodusnyecknx, CEHCOMOTOPHBIX 1 MEPLENTUBHBIX XapaKTePUCTUK [2].

Tabnuua 10. YpoBHV MHTENNEKTYaIbHOTO Pa3BUTUA

OueHKa nHTenneKkTyanbHoro passuTua (1Q) YpoBeHb
MeHee 70 YMCTBEHHaA OTCTanoCTb
70-79 NOrpaHUYHbIN yPOBEHb
80-89 CHPKEHHaA HOpMa MHTenneKTa
6onee 90 HopMa
90-109 CpefHui ypoBeHb
110-119 XopoLiuaa Hopma
120-129 BbICOKU UHTENNEKT
6onee 130 BECbMa BbICOKUN

ANrOPUTMbI AEVNCTBUN BPAYA

AnropuTm ANArHOCTUKN BPOXKAEHHOrO runoTupeosa
(HeoHaTanbHbIN CKPNHWHT)

TTr
B BbICYLUEHHbIX MATHAX KPOBWU

v v v

TTI 0-3 cyT. — meHee 11 MEg/n TTI 0-3 cyT. — 6onee 11 MEg/n . TTT bonee 40 mEp/n*
TTT 4-14 cyT. — meHee 9 MEa/n TTI 4-14 cyT. — 6onee 9 MEa/n O rouomen anarocrman -

Y

Hopma Petect
I
TTI 0-3 cyT. — meHee 11 mEa/n TTr 0-3 cyT.— 6onee 11 MEg/n
TTI 4-14 cyT. — meHee 9 MEan/n TTT 4-14 cyT. — 6onee 9 mEa/n
TTI>14 cyT. — meHee 5 MEg/n TTI >14 cyt. — 6onee 5 mEg/n
Y \d \d
Hopma YTouHsowWasn gmarHoCcTmKa
DHAOKPUHOOT
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AnropuTm ANArHOCTUKN BPOXKAEHHOrO runoTupeosa
(yTouHAIOWAA ANAarHOCTVIKa, BeHO3HaA KPOBb)

TTr
BEHO3HOW KPOBW

v v

TTI meHee 6 MEa/n TTI 6-20 mEa/n TTI meHee 20 MEg/n TTI 6onee 20 MEa/n
c8T, — HOopMa c8T, — HopMa BT, — HM3KMI c8T, — HOpMa/HN3KNiA
A Y A A
Hopma Busyanusauus JleyeHne

O6cynmnTb TaKTUKY

C cemben:

1) neyeHue

2) BO3Aep)kaTbcA
OT NleveHus,
KOHTponb TTT,

cBT4 yepes 2 Hepenu
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