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CnucokK cokpatleHnii

Bl — BpOXXAEeHHbI TMNOTUPEOD3

'C - runotanamo-runousapHasa cucTema

' — rmnonuTynTapnsam

NI — NOTEeNHU3NPYIOLWNI TOPMOH

MPT — marHUTHO-pe30HaHCHas ToMorpagus
MNP — npeXxxaespeMeHHOE MOJ1I0BOE pa3BUTUE
T — TrpeornobynuH

TPl — TUpeoTPONUH-PUNN3NHT TOPMOH

TTI — TUPEOTPOrHbI FTOPMOH

TAB - TOHKOUT0/IbHasA acnupawmoHHas 6uoncus
Y3 — ynbTpasByKoBOE 1CCneL0BaHNe

OCIr — hoNnAMKynoCcTUMyNNPYHOLLNIA FOPMOH
UCC — yacToTa cepAeUHbIX COKpaLLeHWi

LK — wmtoBmnaHas »kenesa

OKIT — anekTpokapauorpadus

9OxoKIT — axokapauorpadgus

SD — cTaHAapTHOe OTK/IOHEeHMWe

SDS — Ko3ah(puUMEHT CTaHAAPTHOrO OTK/IOHEHUSA
T3 — TPUNOLATUPOHUH

T4 — TUPOKCKH

LUHC - ueHTpasibHaa HepBHasa cuctema

IQ - intelligence quotient (c aHrn, KO3MPULNEHT UHTEN/IEKTA)

WISC - Wechsler Intelligence Scale for Children (Tect Bekcnepa)



TepMUHBbI 1 onpeaeneHns.

rI/II'IOTI/IpOKCI/IHeMI/IFI — HeAOCTaTO4YHOCTb TUPEONAHbLIX TOPMOHOB.

HeoHaTaNbHbIi CKPUHUHI — MaccoBoe 06c/iefjloBaHNE BCEX HOBOPOXXAEHHbIX AeTel Ha rmnoTu-
peo3 ¢ onpegeneHvem TTI B KanuansipHO KPOBUW, NO3BOJIAIOLLEE BbISBUTb 60NbLUMHCTBO ClyYaes

3a601eBaHNs Ha OOKTMHNYECKOM 3Tane n CBOEBPEMEHHO Ha3dHaydaTb 3aMECTUTENIbHYHO Tepanunko

AncreHesus LK - cTpyKTYpHOE HapyLUeHWe LWMTOBUAHOW XKenesbl, CBA3aHHOE C Ae(heKTOM 3M-
O6PNOHA/IBHOIO PasBUTUA TUPEOUAHOM TKaHW, NPOSBAAIOLLEECA annasnei, reMmareHesnein, rmmno-

nnasven Unn aKTonuen (guctonuen).

JncropMoHoreHes — HapyLUeHMe BbIpaboTKM MM TpaHCcnopTa TUPEOUAbIX FOPMOHOB, BO3HUKalO-
LLiee BCeACTBUE hepMeHTaTUBHBIX AeheKToB (opraHngukauum noga, CMHTe3a TMPeornodynHa,

TUpeonepokcmnaassl U T. 4.).

MepBMYHbIN TMNOTUPEO3 — KIMHUYECKUIA CUHAPOM, pa3BuBatOLLMIACA BCIEACTBUE HELOCTATOUHOM

NPOAYKLUMM TUPEOUAHBLIX TOPMOHOB MO MPUYUHE NEPBUYHOW NAaTONOrUK B camoii LLK.

BTOPWYHbIA rMNOTUPEO3 — KIMHUYECKUIA CUHAPOM, Pa3BMBatOLLNACS BCeACTBUE HELOCTATOYHOM
npogykuum TTI npy OTCYTCTBMM NEPBUYHONM natonornm camon LUK, NpuBOAALLE K CHUKEHUIO

ee hyHKUMN.

TpaH3WUTOPHBbI FMNOTUPEO3 — COCTOSIHWE BPEMEHHON TMMOTMPOKCUHEMMM, COMPOBOXAAtOLLEecs

nosbieHnem TTT .



1. KpaTkasi Hgopmauus no 3a6oieBaHMIO NN COCTOSTHULO (rpynne

3aboneBaHWi NN COCTOAHWIA)

1.1. OnpepgeneHvie 3a60n1eBaHUS UAN COCTOAHMA (FPYNnbl 3a60/1€EBaHNA NN COCTOSA-
HWIA)

BpoXaeHHbI runotupeos (BIM) — ogHO 13 Hanbosiee 4acTo BCTPeYatoLMXCA BPOXAEH-
HbIX 3a6oneBaHunii LXK y feTeld, B OCHOBE KOTOPOr0 /IEXXUT MOJIHAsA W YacTUYHaA HeoCTaTou-
HOCTb TUPEOUAHbLIX FOPMOHOB, NPUBOAALLANA K 3alePXKKe pa3BUTUA BCEX OPraHOB M CUCTeM opra-

HM3Ma Npy OTCYTCTBMU CBOEBPEMEHHO HAYaTOro feveHus. [1]

1.2. 3Tnonorma n natoreHes 3aboneBaHUA UAN COCTOAHUA (FPyMnbl 3abosieBaHNM
W COCTOSAHWIA)
Bl -reteporeHHas no aTnonorny rpynna 3abonieaHnii, 06yCnoB/ieHHbIX Yalle BCero Mop-

(hohyHKLMOHAIbHOW He3penocTbio LUK, pexke - runotanamo-runogumsapHon cuctemsl (IC).

MMNOTUPOKCUHEMUS MPUBOANT K PasBUTUIO MeTaboIMYeCKNX HapyLUEHUW, CHUXEHUIO
CKOPOCTU OKUC/INTESNIbHbBIX MPOLECCOB U aKTUBHOCTU (DEPMEHTHBIX CUCTEM, MOBbILIEHUIO TPaHC-
MeMO6PaHHONM KNeTOYHOWN NPOHMLAEMOCTU U HAKOMJIEHNIO B TKaHAX HeOOKUC/IEHHbIX MPOAYKTOB
obmeHa. JedumunT TMPEOUAHBLIX TOPMOHOB rpy60 HapyLLaeT NpoLecchl PocTa, AMddepeHLNPOBKN
BCEX TKaHel 1 CUCTeM OpraHu3Ma.

BosbLue apyrux oT HegocTaTka TUPEOUAHbIX FOPMOHOB Y pebeHKa CTpajaeT LeHTpasibHas
HepBHas cuctema. H1M3KnMin ypoBeHb TUPEOUAHbLIX TOPMOHOB, OCO6EHHO B NePBble MeCALbl XXU3HMU,
NPUBOAVT K 3afilepXXKe NPOLEeCCOB MUEIMHN3ALLNN HEPBHbLIX BO/IOKOH, CHUXXEHWIO HAKOM/IEHWUS NTN-
NUAOB U FMUKONPOTEUOB B HEPBHOW TKaHW, YTO, B KOHEYHOM UTOre, BbI3bIBAET MOP(OPYHKLMO-
Ha/lbHble HapyLLIeHNs B MeMOpaHax HePOHOB MPOBOAALLMX MyTel Mo3ra.

HeobpatnmocTb nospexaeHnin LIHC npu BpOXKAEHHOM FMNOTUPEO3e B YC/TOBUAX 0TCYTHOr0*

B nepuof mMakcMManibHO pocTa Y aKTUBHOIO HelporeHesa, KOTOPbIA NPUXOANTCA Ha rep-
Bble 6 MecALUEB XXN3HN pebeHKa, MO3I OKa3blBaeTCA 0COOEHHO YYBCTBUTENEH K HEGMAronpuUATHbLIM
BO3/EeNCTBMAM, B TOM YMC/e N K HeOCTaTKY TUPOKCMHA. [103TOMY TUpeonaHas HejoCTaTOYHOCTb
B KPUTUYECKOM Mepuoge Hanbonee 6bicTporo passmutuns LIHC 3agep)kmBaeT ee co3peBaHue, npu-

BO/A K HEOOpaTMMOW YMCTBEHHOI oTcTanoctu [2,3,4,5,6].

1.3 nngemuonorus sabonesaHMs UM cocTossHUA (rpynnbl 3a6oneBaHUn NN CO-
CTOSIHUIA)

YacToTa BpOXAEHHOI0 runotmpeosa konebnetcs ot 1:3000-4000 HOBOPOXAEHHbIX B EB-
pone un CesepHoit Amepuke, go 1:6000-7000 HOBOPOXAEHHbIX B AMOHUW. Y NUL, HEFPOULHOM
pacbl 3ab60neBaHNe BCTpeyaeTca AOCTaTouHO pegko (npymepHo 1:30 000), a y natmHoamMepuKaH-

ues, HanpoTmB, YacTto (1:2000). ¥ aeBouyek 3ab6osieBaHMe BCTpeyaeTca B 2 - 2,5 pasa valle, Yem y



MaslbYMKOB. PacrnpocTpaHeHHOCTb BI™ B Poccuiickoin degepaumnm no pesyibTataM HeoHaTa/IbHOro

CKPWHUMHIa coctaenseT 1 cnydain Ha 3600 HOBOPOXXAEHHbIX (1997-2015) [2, 7].

1.4. OcobeHHOCTM KoAMpoBaHUs 3aboneBaHMsA UM COCTOAHMA (Frpynnbl 3a6oeBa-
HUA NNU COCTOAHUIN) N0 MeXAyHapoAHOW CTaTUCTUYECKOW Knaccupukauum 6onesHeint
npo6sem, CBA3aHHbIX CO 340POBbEM.
E03.0 BpoXAeHHbIn rmnoTmpeos ¢ gnddy3sHbiM 3060M. 306 (HETOKCUYECKNIA) BPOXKAEHHbIN Na-

PEHXNMATO3HBbIN.

E03.1 BpoXAeHHbIn runoTupeos 6e3 306a. Annasms LWUTOBUAHOM Xene3bl (C MUKCeAeMONR).

BpoxkgeHHasa aTpodmst LMTOBUAHOM Xenesbl.
E07.1 AucropMoHanbHbI 306. CeMelHbI AMCrOpMOHa/IbHBIN 306. CuHApom MeHapesa.

E07.8 Opyrve yTo4HeHHble 60/1e3HN LWNTOBUAHOM Xenesbl. JedeKT TMPO3NHCBA3bIBAtOLLErO
rnobynnHa. KpoBousnunsaHue B LUNTOBUAHYIO Xenesy. VIH(hapKT WwmToBUAHONM Xenedbl. CUHAPOM

HapyLLIEHMS1 3yTUpPeo3a.

1.5. Knaccudmkaymsa 3abonesaHusi Uan cocTossHMA (rpynnbl 3a60s1eBaHUA NN CO-

CTOSIHUIA).

Mo ypOBHIO NopaXkeHUA (Hanbonee pacnpocTpaHeHHasi Ha CErOAHSILLHWIA IeHb)

YacToTa BCTpeyaemMoCTy pas/inyHbIX (hOPM U BO3MOXXHbIX MOJIEKYISIPHO-TEHETUYECKMX [e(heKTOB
npencTas/ieHa B NpuioXeHun A3.
MepBUYHbIA TMNOTUPEOD3

[uncreHesuns WMTOBUAHOM »enesbl (HapyLUeHNe CTPOEHNS 1 3aKNaKu):

e areHesus,

e runonnasus,

e remuareHesus,

e auctonus (A3blYHas, NOAbA3bIYHASA, CPEAUHHAS, 3arpyAVNHHAS).

JncropmoHoreHes (HapyLUeHWe CMHTe3a TUPEeOUAHbIX TOPMOHOB):

e pethekT TpaHcnopTa noga (Mytauus reHa NIS),

e [edeKT nepokcmaasHolm cuctembl (MyTaums reHos TPO, DUOX2),
e [edeKT CUHTe3a TupeornobynnHa (Mytaumsa reHa TG),

e cuHAapom lMeHgpepa (MyTauusa reHa SLC26A4).

LleHTpanbHbIA rMNoTUPeo3 (BTOPUYHbIN, TPETUYHBIN)

e COYeTaHHbIM AenUnT r’Mnom3apHbIX TOPMOHOB (TUMONUTYUTapPU3M),
* M30/IMPOBaHHbIN gedomunT TTT.

Mepudpepryeckasn pe3auCTeHTHOCTb K TUPEeoUAHbIM ropMmoHam (pTTI)

TpaH3UTOPHbIV TMNOTUPEO3



Mo cTeneHn TAXKeCTU:
J1aTeHTHbIN (CyOKIMHNYECKNIA) — NOBBILLEHHBIA YpoBeHb TTIT Npu HOPMa/lbHOM YPOBHE CBO-

6oaHoro Tp;

MaHUgeCTHbI — runepcekpeunss TTI Npy CHUXKEHHOM YPOBHE CBOOGOAHOIO T4, HaMUne Kn-
HUYECKNX NPOSIBNEHNIA;

TsKeNoro Te4eHNs (OC/IOXKHEHHbI), MPY KOTOPOM MOXKET ObITb KPETUHM3M, CepaeyHas Heao-
CTaTOYHOCTb, BbINOT B CEPO3HbIE MOSIOCTU, BTOPMYHAsA afeHoMa rmnousa.

o cTeneHn Kom neHcaunn
KomneHcpoBaHHbIN;
JeKoMneHCnMpPOBaHHbINA.

OCNOXHEHHbIV TMNoTMPeo3 (Kak NpaBuso, He pacrno3HaHHble BOBPEMS, 3anyLeHHbIE Cy-
Yyau 3ab6oneBaHns) 6e3 CBOeBPEMEHHO Ha3HAYeHHOM 1 NpaBu/IbHO NOAO6GPaHHOM 3aMeCTUTETbHOM
MeLMKaMeHTO3HOM Tepanum MOXeT NPUBECTU K Pa3BUTUIO TUMOTUPEOUAHON (MUKCeLEMATO3HOW)
KOMBI.

B nogasnstowem 60bLWNHCTBE cnyYaes (85-90%) nMeeT MeCTO NePBUYHBIA BPOXKAEHHbI
rmnoTmpeos. Cpean NepBMYHOrO runoTrpeosa 85% cny4yaeB SABNAKOTCA cnopagnyeckmumm, 60/b-
LUMHCTBO U3 HMUX 0B6YCNOBNEHO aucreHesuern (amoépuonaTtureid) LK. Mo gaHHbIM pa3/inyHbIX aB-
TOpOB, areHe3ns LUK BcTpevaeTcs B 22-42% cnydaes, B 35-42% TKaHb >Ke/e3bl SKTOMNNUpOoBaHa, B
24-36% nmeeT MecTo runonnasua LUK [12].

Mopaspo pexxe (5-10%) BCTpeyaroTCs BTOPUYUHBINA UM TPETUYHBIN BPOXAEHHbI TMNOTU-
peos, NPosABNAIOLLMECH U30/IMPOBaHHbIM aeduumtom TTI v rmnonutymntapmsmom (1) [13].

Ocob6oit hopmoli BI™ aBnseTca TPaH3UTOPHbIA TMNOTUPEO3 HOBOPOXAEHHBIX. JTa hopMa
3a60/1eBaHMA Yallle BCero HabnogaeTcs B permoHax, SHAEMUYHbIX MO HeJOCTaTKy Moga. TpaH3u-
TOPHbIA TMMNOTUPEO3 MOXKET BO3HUKHYTb 1 B pe3ysibTaTe He3pesioCcTU CUCTEMbI OpraHUduKaumum
nofa, 0CO6EHHO Y HELOHOLLEHHbIX, HE3PE/bIX HOBOPOXAEHHbIX. K pa3BUTUIO TPaH3UTOPHOIO M-
NoTMpPeo3a y HOBOPOXKAEHHOIO MOXKET NPUBOAUTL NPUEM MaTepbo BO Bpemst 6epeMeHHOCTU TH-
peocTaTUYecKnUX 1 gpyrux npenapaTos, HapyLIalOLWMX CUHTE3 TUPEOUAHbIX FOPMOHOB LUTOBUA-
HOW >kene3on nnoga. OnuvcaHa TpaHcniaueHTapHas nepejada MaTePUHCKUX 6MO0KUPYHOLLMX aH-
TnTen K peuentopy TTI [1].

B cBA3M C pa3BMTMEM METOLOB MOMEKY/ISAPHO-reHEeTUYECKOro aHaamsa B3rnsaabl Ha aTuo-
NTIOrVK0 BPOXKAEHHOTO rMnoTupeosa B Noc/efHne rofibl BO MHOrOM U3MEHUINCL. Ha cerofgHALIHNIA
[eHb NAEHTUDULNPOBAH PAL reHOB, MyTaum KOTOPbIX MPUBOAAT K HApYLLEHUAM 3aKnagku, Mu-
rpaunun, guddepeHumposkm LK, gedektam cuHTe3a TUPEOUAHbIX FOPMOHOB, HapyLUEHUAM rn-
noTasiamo-rmnogm3apHoi ocu. OTCYTCTBUE CNELUPUYECKNX CUMIMTOMOB, XapaKTepHbIX A/

ornpefeneHHOro reHeTMYecKoro AedekTa, He MO3BOJISET MPOBOAWTL M30/IMPOBaHHYHO AMarHo-



CTUKY OAHOr0 reHa ana naeHTugrkaumm MmyTtaymm. Hambonee LUMPOKO N3yYeHbl BapuaHTbl ANUC-
reHesunn LUK, ogHaKo nokKasaHo, YTO HapyLLeHMe 3aKNafKn 3TOro XM3HEHHO BaXKHOrO opraHa
accounmpoBaHO ¢ MyTauMsaMM FeHOB TOMbKO B 2% C/lyvaeB, B OCTa/lbHbIX C/y4dasx npuynHa
OCTaeTCsl HEeM3BECTHOW. B CTpyKType HacneAcCTBEHHbIX hopM 3abonesaHusi nNpeobiagaroLimmm
npuyHamu passutna BT anstoTca gedeKkTbl reHOB AMCTOPMOHOreHe3a, 0 YeM CBMAETENbCTBYHOT
pe3ynbTaTbl MOMEKYNSPHO-TEHETUYECKMX aHaM30B (Mogpo6Has MHgopMauusa o gedekTax re-

HOB, NMPUBOJALLNX K BPOXAEHHOMY rMNOTUPEO3y, NpeacTas/ieHa B NpunoxkeHun A3) [14-17].

1.6 KnnHuyeckasa KapTuHa 3aboneBaHns UM cocTosHUA (rpynnbl 3aboneBaHnii
W1 COCTOSAHUIA)
1.6.1. KnuHn4yeckue nposiBfieHUA runoTupeosa.
KnnHnyeckune nposiBNeHns rurnotupeosa B OTCYTCTBME 3aMeCTUTE/IbHOM Tepanuu OnucbIBatoTCA
C/leyoLMMN OCHOBHbIMU cuHApomami [1,18].
1.6.1.1. O6MeHHO-rMNOTEPMUYECKNIA CUHAPOM:

* MOCTOAHHOE YyBCTBO 356KOCTU,

e NOHWKEHHaa Temneparypa Tena,

* YMEpEeHHOe yBe/IMYeHWe macchl Tena (BCMeACTBME YMEHbLUEHUs MMNOM3a U 3a[epXKKn
BOb!).

1.6.1.2. Tpothryeckre HapyLUeHUsi KOXWN 1 ee NMPULaTKOB.
Pa3BuTne 3T0ro CMHAPOMA CBS3aHO C HapyLleHnem obMeHa riMKo3aMUHOTIIMKaHOB B YC/I0BUAX
JeuumnTta TMPEOUHbIX FTOPMOHOB, CNEACTBUEM 4Yero SB/SETCA MOBbIEHWE rnmapouibHOCTH
TKaHer.
XapaKTepHbl:
*  MUKCEEeMATO3HbI NNOTHbIA OTEK /IMLA U KOHEUHOCTEIA;
e GonblUMe rybbl 1 A3bIK C OTrevaTkaMmy 3y60B No fatepasibHbIM KpasM;
e «CTapoo6pasHoe NNLLO» C Orpy6eBLUMMN YepTamu;
e TO/CTas, cyxasd, XonogHas, bnefHas KoxXa C XentosaTbiM OTTEHKOM, He cobupaemas B
CKNaAKW; LWenyLleHe Ha NIOKTAX;
e Me[J/IeHHO pacTyllue TYCK/ble, IOMKME BOMOCHI, YCUIEHHOE UX BbINafeHne Ha rosose,
OPOBSAX, KOHEYHOCTAX BMNJIOTh [0 Pa3BUTUS TOT/IbHOWM anoneuuu;
e TOHKWe HOITY C NPOLOSIbHOM UN NOMNepeyHO NCHEPHEHHOCTbIO.

§ 0.1 0. THIBOFKURRO FUABHOT TRRIPKADY M DBI/MRSS Ui

Pa3BuTMe 3TO0 CUHAPOMA CBSI3aHO C YTHETEHVEM BbICLLE HEPBHOW AeATeNbHOCTU U 6e3ycnoB-

HbIX Peth/IeKCOB B YC/OBUAX HeL0CTaTKa TUPEOUAHbIX FTOPMOHOB. XapaKTepHbI:

e 3aTOPMOXXEHHOCTb,

e COH/IMBOCTb,



® CHWKeHue namsaTHu,

*  TMNOMUMUA.

K cuMmnToMam nopaxkeHus nepudepmnyeckoli HepBHOM CUCTEMbI OTHOCSTCS:

e napecTesuu,

e 3aMef/IeHMEe CYXOXUbHbIX PepIeKCOoB.
[ONChyHKLMS OpraHoB UyBCTB:

e CHWKeHMe cnyxa (OTeK CIyXOBbIX TPYO U CpegHero yxa),

e HapyLleHue 060HsHMA (M3-3a HabyXaHWsi CIN3NCTON 060/104KM HOCA),

e 3aTpyAHEHWE HOCOBOIO AblXaHWs,

e MNOHWXKeHMe Tembpa 1 orpybeHune ronoca (BCNeAcTBME OTeKa U YTO/LLEHMSA FO/TIOCOBbIX

CBA30K).

1.6.1.4. MopaxeHne cepaevHO-COCYANCTON CUCTEMBI.
M3meHeHns cepaevyHO-COCYANCTOM CUCTEMbI NMPU TMMNOTUPE03e CBA3aHbI C YMEHbLUEHUEM BINAHUSA
Ha cepAue TMPeonaHbIX TOPMOHOB N KaTexo/1aM1HOB, a TaKXe C pa3BUTUEM AUCTPOPUUYECKNX N3-

MEHEHW B MUOKapae.

XapakTepHbl:

e Opagukapaus,
e [/lyXOCTb TOHOB CepAua,
* MOHWXEHHOe apTepuasibHOE AaBneHue,

* CHWXeHWe NynbCOBOro AaB/eHNUs.
Ha 3KT:

e CUHycoOBas bpaavkapaus,
e CHWKeHVe BO/IbTaxKa 3y6Li0B,
e [enpeccus cermeHTa ST,

e CHWKeHWe, ABYX(a3HOCTb MU HBEPCKS 3youa T.

ApUTMUM MPY TUNOTNPEO3e BCTPEUAKDTCA OYeHb PeKO, OAHAKO MOTYT MOSIBNATLCS Ha (hOHe 3a-

MECTUTE/IbHOW Tepanuu TUPeonaHbIMU FTOPMOHaMW.
Ha axokapguorpamme (3xo-KI):

e CHVDKEHWe CUCTONIMYECKOWN N ANacToNnyeckom yHKummn JIK,
e YMeHbLLEHNe COKPaTUTENIbHOM aKTMBHOCTN MUOKapaa (ppakumn Bbibpoca),
e yMeHbLLEHVE CepAeyYHOoro BbiIbpoca,

* YMEeHbLLEHWe yAapHOro o6bema.



1.6,1.5. MN3meHeHUA cO CTOPOHbI XeNyA0YHO-KULLIEYHOr 0 TPaKTa.

XapakTepHbl:
e 3anopsol,
e [VUCKWHE3MSA XXeNYEBLIBOAALLMNX MYTEMN,
e CHWXKeHKe anneTuTa.
1.6.1.6. HapyLueHnsi KpOBETBOPEHUSI (AHEMUYECKNIA CUHAPOM.)
OfHMM 13 XapaKTepHbIX NPOABAEHUI TMNOTUPe03a cnefyeT cunTaTb HapyLLEHNS KPOBETBOPEHUS.
HabnwoparoTcs:

e KenesogeuuUUTHasA aHeMus,
e B12-pgemumntHas aHemusa (PefKo).

XapaKTepHbl HapyLUeHUsi (YHKLUN TPOMOOLMTOB:

e CHWKEHWE VX aAre3nBHO-arperauyMoHHOi Cnoco6HOCTY,
e HOpPMa/lbHOE KO/IMYECTBO TPOMGOLIMTOB.

1.6.1.7. HapyLueHve paboTbl NoYek:
e CHWXEHME MNo4Ye4HOro KpoBOoTOKa (4acTo),
e CHWKEHMEe CKOPOCTU Ky60o4YKOoBOI hunbTpaumn,

e nosiBneHune HeboNbLIOWN NPOTENHYPUN (BO3MOXKHO).

1.6.1.8. AnCyHKUMS penpoayKTUBHOWM CUCTEMBI.
Mpw onMTenbLHO AEeKOMMEHCUPOBAHHOM TMMOTMPEO3e OTMeYaeTcs 3afep>kka NnosioBoro co3pesa-
HUS.
Y [eBOYeK:

e BO3MOXHbl HApPYLLEHWS MEHCTPYa/IbHOMO LMK/Ia Mo TUMY O/IMroorcoOMeHOpen UM aMeHo-

pen,

* aHOBY/IATOPHbIE LMKIIbI.
B 60/bLUMHCTBE CNyYaeB 3TW HAPYLLEHNA COYeTalTCA C railakTopeeli 1 06yCnoB/eHbI NOBbLILLEH-
HbIM YPOBHEM NpoakTUHA (CUHAPOM rMneprponak TUHEMUYECKOr0 TMNoroHaanM3mMa, U CUHAPOM
nepcuUCTUPYIOLLei ranakTopen-aMeHopen). Haamume 3Toro cMHapomay nauveHTOB C NnepsBuy-
HbIM TMNOTMWPEO30M U3BECTHO, Kak cMHApPoM BaH-Buka—XeHHeca—Pocca. ['unepnponakTunHe-
MU NPUBOAUT K HaPYLLEHUSAM LMKINYHOCTU Bblibpoca J1I™ 1 peuenuun roHafoTponuHOB B roHa-
Jax. AnMTenbHO CyLlecTBYOLWAa runeprnponakTuHeMus cnocobCcTByeT pasBuTUO BTOPUYHOIO

NOIMKNCTO03a ANYHNKOB.

CuHppom BaH-Buka—I pombaxa (J. Van Wyk n M. Grubach) - BapnaHT npexxaeBpeMeHHOoro ro-
nosoro co3pesaHus (MMP) y geTeit ¢ NepBUYHBIM AEKOMIMEHCUPOBAHHbLIM TMNOTUPeo3oM [1].
Y pesoyek npusHakamu MNP asnatoTca:

e YBE/IMYEHNE MOMIOYHbIX YKENe3, NHOTAa C IaKTOPeeid, U MeHapXxe,
10



*  BbICOKMe ypoBHUN TTI 1 NponakTunHa,
* YMepeHHO MNOoBbIWeHHbIe KOHUeHTpauun JII n ®Cr,
e Y3-NpU3HaKn KUCTO3HO-U3MEHEHHbIX ANYHNKOB.
Y ManbymnKOB AaHHbI CUHAPOM XapaKTepusyeTcs:
*  MakKpoOpXM3MOM MNPW OTCYTCTBUM WX CNabO BbIPAXXEHHOCTN CMMMTOMOB aHApPOreHn3a-
uun,
*  3HAYUTE/IbHO MOBbILIEHHbIMW KOHLUEeHTpaumuamu TTI, NponakTnHa u roHafoTPOMHbIX rop-
MOHOB,
e pony6epTaTHbIM YPOBHEM TecTOCTepoHa (Kak npaswo) [1].
1.6.1.9. lNopa)keHne KOCTHO-MbILLIEYHON CUCTEMBI.
Pe3koe (B 2-3 pa3za) 3amef/ieHMe NMPoLLEecCOB KOCTHOIO PeMOe/IMPOBaHuNS:
e YrHeTeHWe KOCTHOW pe3opbumu,
e YrHeTeHWe KOCTHOro obpa3oBaHus,

e 3afepXKa AndepeHUMPOBKN KOCTHOM TKaHM.

Mpy rMnoTupeo3e MOryT pa3BMBaTLCA MUOMATUN, KaK C rMNepTpodmelt MbiLlL, Tak U C UX aTpo-

dmein.

1.6.2. OCO6eHHOCTU TeHEHMSA BPOXKAEHHOIO rMnoTMpeonsa B pas/iIM4HOM BO3pacTe.
KnuHnyeckne nposiBNeHns n TeyeHWe rmrnoTvpeosa CYLLECTBEHHO pas/inyaroTca y nny,

pasHoro Bo3spacta [1,18]. B geTckom BO3pacTe OHW 3aBUCAT OT nepuoga MaHugectaummn 3abone-

BaHWA, OJINTENIbHOCTU CUHAPOMA rMNoTUpeo3a U CPOKOB Hadana 3aMeCTUTeNIbHOW Tepanuu. Ha

NnepBOM MecCSLE XUN3HU pebeHKa, Koraa paHHAS AMarHOCTMKa KpaliHe BaKHa, TUMUYHaa KIMHUYe-

cKast KapTuHa BI™ HabntogaeTcs Bcero B 10—15% cny4aes.
1.6.2.1. CnmnTomaTmka BI' y HOBOPOXAEHHbIX U FPYAHbIX AETEN.

BI" y HOBOPOXX/IEHHbIX MPOSBASETCS CNeAYOWMMN CUMITOMaMM:

e repeHoweHHas 6epemeHHOCTb (6onee 40 Hepenb);

e 6osblUas Macca Tena npu poxxaeHum (6onee 3500 r);

e OTEYHOE /ILO, ryobl, BEKW, MONYOTKPbITbIA POT C LUMPOKUM, «PacniaCTaHHbIM> A3bIKOM,;

e /IOKQIN30BaHHbIE OTEKN B BMAE MAOTHbIX «MOAYLLEYEK» B HAAKTHOUYMYHbIX IMKaxX, Tbl/lb-
HbIX MOBEPXHOCTAX KUCTEN, CTOM;

e MPU3HAKM He3periocTU Npu AOHOLLEHHOW N0 CPOKY 6epeMeHHOCTH;

e  HU3KWIA, rpyObIii ronoc npu nnaye, KPUKe;

e 034Hee OTXOXJEHWE MEKOHUS;

e No034Hee OTMNafeHve MynoYyHOro KaHatuka,

* [noxad anutennsauns I'IyI'IO‘-IHOVI PaHKW;
11



e 3aTAHYBLUAsACA XXenTyxa.

1.6.2.2. KnnHn4yeckas KapTuHa nepeuyHoro BIMy aeTeil paHHero so3pacTa.

Y peteli 6onee cTapwero Bo3pacta (nocne 5-6 MecsiueB) KNMHMYECKUE MPOSIBNEHNS TUMOTMPeo3a
CXOXMW C MPOABMEHUAMM Y B3pOC/bIX. [TOMUMO 3TOro, nNpu oTCyTCTBUM NledeHUs y geteld ¢ BT Ha
NnepBbIiA NaH BbICTYNAaeT HapacTaroLasn 3agepXxKka NCMXoOMOTOPHOIo, (hM3NYeCKoro, a 3atem 1 no-

/TIOBOr0 PasBUTUS.
OTCTaeT pasBUTME MOTOPUKM:

e [EeTW BASbI, Yacamy MOTYT /1eXaTb CMOKOIHO, He NPOosBNsAsS 6eCNOKOCTBA NPW ronoae,
* He WHTepecyrTCs UrpyLLKaMK,

* MO34HO HAaYMHAaKT CUAETb, XO4MUTb.
Ko>Hble NOKPOBbI:

e CyXMe, XXeNToBaTble, LUENYLLATCA N3-3a MOHUXXEHHOW CEKPELMM NOTOBbLIX M Ca/lbHbIX XKe-
Ne3, UMeT «MPaMOPHbIA» PUCYHOK, XO/T0AHbIE Ha OLLYMb,

I BO/IOCbI IOMKME cyxue, 6e3 61ecka, YCUIEeHHO BbiMagatoT. XapakTepHa cebopes BONOCK-
CTOIA YacTu ronosel, n6a, BeK,

e HOrTW NIOMKWE, C TPeLLUHaMMU,

e OTMEYaeTCA MeAJ/IeHHbIN POCT BOSIOC M HOFTEN.
XapaKTepeH KOMM/IEKC PeCnMpaTopHbIX CUMMTOMOB:

e 3aTpyAHEHHOE HOCOBOE AbIXaHue,
e CTpMAop,

e LMaHO3 HOCOry6HOro TpeyrosibH1Ka,
e HUW3KWIA, rpy6blii ronoc,

e yacTble NPOCTY/AHble 3a00/1eBaHNS.
BblpaXkeHbl:

e aAMHamus,

*  TUMNOTOHWS MbILLIL,: BbIMYK/IbIIA )XMBOT C MYMOYHOW FPbDKEN, pacXoXaeHne NpsambiX MblILLL,
XKUBOTA,

e 0CaHKa C MOSICHNYHbIM JTOPA030M, BbICTYMNAOLWMMUN ArOAMLAMWN M MOMYCOrHYTbIMU KOJle-
HAMW,

* yacTble 3arnopbl, METEOPU3M.
XapaKTepHbl:

* NOCTHaTa/ibHOE OTCTaBaHME B POCTE,
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nporpeccupytoLLee 3ame/ieHNe CKOpOCTU pocta (CKopocTb pocta 6onee yem Ha | SD
HWKe (NMpu XPOHOI0rM4YeCKOM Bo3pacTe > 1 roga)) 418 COOTBETCTBYHOLLENO XPOHO/I0rnye-
CKOro Bo3pacta v nona,

BbIpaXkKeHHas HU3KOPOC/IOCTb (POCT HUXKE 3-T0 NEPLIEHTU/IA UM HXKe 2 CTaHOaPTHbIX OT-
KNOHeHul (< -2,0 SDS) oT cpefHeit B NONysUMn 415 COOTBETCTBYIOLLENO XPOHOMOrnYe-
CKOro Bo3pacTa 1 nona),

nponopumn Tena 65mM3Kn K XOHAPOANCTPOPUYECKUM (KOIPHULMEHT «BEPXHUN/HUXKHUIA

CErMeHT» 60/1bLLIe HOPMa/IbHbIX 3HAYEHUIA).

XapaKTepHbl:

He/l0pa3BUTME KOCTEN NNLIEBOIO CKeeTa Npu yA0BNeTBOPUTENBHOM POCTE KOCTElN Yepena,
LLUMPOKan 3anaBLLas NepeHocuLa,

rMNepTeniopusm,

no3fHee 3aKpbITVE GOMbLLOIO ¥ Masloro POAHUYKOB,

no3aHee NpopesbiBaHune 3y60B 1 KX 3aro3aanasi CMeHa.

XapaKTepHbl:

1.6.3.

NpUrAyLLeHHbIe TOHbI Cepaua,
bpaankapaus,

(OYHKLMOHabHbIN LUYM,

pacLUMpEHHbIE TPaHuLbl CepaLa,

NOHVKEHHOE apTepuasibHOe ¥ My/NbCOBOE AaB/eHNE.

3a/iep>kKa rnonoBoro cospesaHus [1].

TpPaH3UTOPHbIN rMMNOTMPE03 HOBOPOXKAEHHBIX.

TpPaH3UTOPHbIN TUMNOTUPED3 HOBOPOXXAEHHbLIX — COCTOSIHUE BPeMeHHON (npexoas-

Lel) rmnoTUPOKCMHEMUM, CONPOBOXAAtoLLeecs NoBbILLEHMEM YPOBHA TTIT B KpoBW. TpaH3uUTOp-

Hoe MoBblILLEeHWe YpoBHS TTI B 60/IbLUNMHCTBE C/lyYaeB CBS3aHO € (hYHKLMOHAIbHOM He3penocTbio

rMnoTanamo-runodusapHol cMcTeMbl B MOCTHATA/IbHOM MEPUOSE.

JlaHHOe COCTOfIHMeE Yallle BCero BCTPEYaeTCA B C/eAyHLUX cnyyasax:

Y HOBOPOXXKAEHHbIX, YbW MaTepy BO BpeMsi 6epeMeHHOCTN HaXOAWINCh B COCTOSHUW Aedu-
unTa 1am n3bbITKa oaa;

Yy HOBOPOX[EHHbIX C HU3KOM maccol Tena npu poxageHun (<1500 r) n HefOHOLUEHHbIX
JeTtein (rectalMOHHbIV BO3pacT < 36 Hefenb);

y [eTel ¢ BHYTpUyTPOGHOI (M NOCTHaTa/IbHON) rMNoTPOdUeid;

13



* Yy [eTell, POXXAEHHbIX OT MaTepeit ¢ ayTOMMMYHHbIMW 3a060/1€BaHUAMN LLNTOBUAHOM XKe-
ne3bl (BO3MOXKHass TpaHCMNAaueHTapHas nepegada aHTUTesn, GNOKUPYHOLWMX peuenTop K
TTD);

sy [eTel, MaTepu KOTOPbIX NO/y4asin BO BpeMsi 6epeMeHHOCTM 60/bLUNe A03bl aHTUTUPEO-
WAHbIX NpenapaTos no nosoAdy 60ne3Hn MpeliBca. Y TaknX AeTen, Kak NpaBuio, npu pox-
AEeHUN NMeeTcs 306, N0 Mepe BbIBEAEHMSA NIEKapCTBEHHbIX MpenapaTtoB 13 KpoBu pebeHka
Hab0AaeTCa TEHAEHUNS K er0 YMEHbLLEHWIO;

sy [eTel ¢ BHYTPUYTPOOHbLIMWN BUPYCHO-6aKTepUasibHbIMU MH(EKLNSMM.

Ha aTane nNepBUYHOrO CKPUHMHIA MPaKTUYECKN HEBO3MOXKHO Pas3/inunTb BPOXKAEHHbIN 1
TPaH3VUTOPHBIA FT’MNOTMPEO3. Pa3rpaHMYeHNe 3TUX COCTOSHUIA HeO6X0AMMO NPOBOAUTL Ha Il aTane
CKPVHWHTA, TO €CTb B MOIMK/IMHUYECKMX YCIOBUSX, NPU NOBTOPHOM OMNpeAeneHNN KOHLEHTpaLniA

TTI n cBO60AHOrO T4 B CbIBOPOTKE Ha (hOHE OTMEHbI 3aMEeCTUTE/IbHOM Tepanuu.

OedmunT lioga y maTtepn — camas yacTasi NpuyMHa rmnoTmpeosa y HOBOPOXKAEHHbIX B
pailoHax, rae BCTPeYaeTCs 3HAEMUYECKMA 306, 00YCNOBMEHHBIA He4OCTaTKOM Mofa B BOAE W

nuwe [3].

MpeanKTOpbl TPAH3UTOPHOIO rMMNOTUPEO3a:
*  UCXOAHO HOPM&/IbHbI YPOBEHb CBOGOAHOIO T4.
« TTI kanunnspHoi kposu MeHee 30 MEA/N Ha aTane CKPUHUHTA.
*  HU3Kas [03a IEBOTUPOKCMHA HATPUA™* B TeYEHWE NepBOro rofa XXm3Hu
*  YpoBeHb y6eanTeNbHOCTN peKoMeHAauum B (ypoBeHb JOCTOBEPHOCTY fOKa3a-

TeNbCTB - 2).

1.6.4. BTOPUYHbIA TMNOTUPEODS.

BTOpWYHbIN rMNOTMPEO3 Yalle BCero ABnsetca cneactsmem M1, noaTomy Hanmume apyrux
TUMUYHBIX cMMNTOMOB T (MOPOKM pa3BUTUA rOSIOBHOrO MO3ra 1 Yyepena; rmnorinkeMmm; MmK-
pOneHus, KPUNTOPXN3M Y Ma/lbuMKOB) MO3BOMSIET 3arof03pUTh MPaBU/IbHbIN AnarHo3. Bropuu-
Hbl/i TUMNOTUPEO3, 00YCNOB/IEHHBIM HapyLLeHneM (YHKUUW afeHorunodmsa uin runotaiamyca
(myTaumn reHos Pit-1, PROP-1), conpoBoxgaeTcsa geuumtom He Tonbko TTI, HO U apyrux
TPOMHbIX FOPMOHOB. BPOXAEHHbIN N301MPOBaHHbIN aemunt TTI - KpailHe pegKoe ayTOCOMHO-
peueccrBHOe 3a60neBaHMe, NPUYMHOM KOTOPOro ABNSKOTCSA MyTaunn reHa TSH a- u //-cyovean-
HuL. [20-23]

Mo cpaBHEHMIO C NEPBUYHBIM, BT OPUYHBIN TMNOTUPEO3 XapakTepusyeTca 6onee CTepTON U MAr-
KOW KIMHNYECKO KapTUHOM.
MNpy BTOPUYHOM TMMOTMPEO3e KOHLUEHTpaLuM 06LEero n cBo604HOr0 T4 CHM>KEHbI, a YpPOBEHb

TTIMO>KeT 6bITb YMEPEHHO NOBbILLEHHLIM, HOPMa/IbHBIM UK CHUXKEHHBIM.
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TPaH3UTOPHbI BTOPMYHBIA TMNOTUPEO3 Yallle BbISBASKOT Y HeOHOLLEHHbIX U ManoBec-

HbIX HOBOPOXAEHHbIX. OH MOXXET 6bITb 00yCnoBeH He3penocTbto MC wnn 1.

OT/MUYNTb UCTUHHBI BTOPUYHbIA TMNOTUPEO3 0T TPaH3MTOPHOro BTOPUYHOIO rMnoTupeosa
OYeHb CNOXKHO. CHu>KeHWe YpoBHeld T4 1 T3 y He[JOHOLLEHHbIX HOBOPOXKAEHHBIX OTpadKaeT X
afanTauuio K CTPECCY M He SBNSIETCA NoKasaHUeEM [N 3aMeCTUTENbHOM Tepanuu Tupeova-
HbIMU TOPMOHaMU. K nepBoMy - BTOPOMY MeCsILly >KWU3HU YPOBHU T+ 1 T3 B CbIBOPOTKE NOCTe-
MEHHO YBENNUMBAKOTCA W AOCTUIalDT HOPMa/bHbIX 3HAYEHWI, XapaKTepHbIX ANS1 LOHOLUEHHbIX
feTeli Toro >ke BospacTa. VICTUHHbIe HapylleHns yHKumn LLIDKyY Takux feTeil MOXKHO Bbl-

ABUTb NOC/e HopMannsauum nx seca u passuTusa [24,25].

2.lnarHocTnka 3aboneBaHNNA UM COCTOAHUSA (rpynnbl 3a6oneBaHni nnu co-
CTOSIHWIA), MEAULIMHCKME NOKa3aHUs U NPOTMBOMNOKA3aHUSA K MPUMEHEHUIO
METOA0B ANArHOCTUKM.

KpuTepuun ycTaHOBNEHUS AMarHo3a

OcHOBHas Leflb CKPUHUHIa Ha BIM - MakcMmasibHO paHHee BbIIB/IEHWE BCeX HOBOPOXAEHHbIX
C MNOBbILWEHHBLIM ypoBHeM TTI B KpoBW. [eTV ¢ aHOMa/lbHO BbICOKMM YpPOBHEM TTI TpebytoT B
JanbHenwem yrny6neHHoro obcnefoBaHns o1s NpaBuIbHOM AMarHOCTUKK 3aboneBaHus. [6,18,
25, 26-32].

PekomeHayeTca anarHoctmpoBate BIT y HOBOPOXAEHHbIX COrfacHO pesysibTartaM HeoHaTaslb-
HOro CKpWHUHra Ha Bl n/unn nccnegoBaHnsa ypoBHA TUPeOTpornHoro ropmoHa (TTI) B Kposw,

YPOBHSA cBO60AHOr0 TMpoKcuHa (CT4) cbiBOPOTKM KpoBu[1,2,14,21-27].
YpoBeHb yb6eamnTensHOCTN pekoMeHbauuii C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB — 3)

PexkomeHayeTcs nccnegosaHne ypoBHS TUPEOTPONHOro ropMmoHa (TTI) B KpOBM Y HOBOPOXKAEH-
HOro He No3aHee 5 CYTOK XW3HU (ONTUMa/IbHbIE CPOKM MOMHbIE 3 CYTKN) B MATHE LLeNIbHOW KPOBU

[1,2,14,21-27].
YpoBeHb y6eanTensHOCTMN pekoMeHbaunii C (ypoBeHb AOCTOBEPHOCTU A0oKa3aTeNbCTB - 4)

He pekomMeHAayeTCs AnarHocTuposatb BTy HOBOPOXKAEHHbIX TOMbKO MO KAMHUYECKUM NPOsiBe-

HuaM [1,2,14,21-27]
YpoBeHb yb6eanTenbHOCTN pekoMeHdauuii C (ypoBeHb AOCTOBEPHOCTU f0Ka3aTeNbCTB - 5)

KommeHTapun. CKpUHUHT N03BOSE T NOCTaBUTb AMarHo3 B NepBble AHW >KWU3HM pebeHKa fo no-
SIBNEHNA pa3BepHY TOM KIMHUYECKON KapTWHbI 3ab60neBaHns U, Takum 06pas3om, n3be>kaTb TH-

>KefbIX NOCNeAcTBUiA 3a60neBaHMs, B NEPBYHD ovepedb 3aAep>KKU YMCTBEHHOTO U (OM3NYECKOTO
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pasBuTKs pebeHKa. B CBA3M ¢ 4OCTATOYHO BbICOKOI BCTPEYaeMOCTbIO TMNOTHPeo3a, He3Hau-
TEeNbHOI BbIPA>KEHHOCTbLIO €ro KNMHUYECKUX NPOSIBNEHWUIA B MEPBbIE AHU W HEAEeNM >KU3HU, a
TaK>Ke Cepbe3HbIMU NOCNEACTBUSMI NO3AHEV AMArHOCTUKM, C cepeanHbl 70-X IT. BO MHOTMX pas-
BUTbIX CTPaHax Mupa 6blna BHepeHa rocyjapc TBEHHAsA CUCTEMA HEOHAT a/lbHOrO CKPUHMHTA Ha
BPO>K/EHHbIN rMNOTUPeo3. HeCMOTPS Ha CyLUECTBEHHbIE 3aTpaThbl, NPOrpaMMa HeoHaTa/lb-
HOFO CKPUHUHra SIBNSie TCA 3KOHOMUYECKMIA adDheKTUBHON. HeoHaTanbHbIi CKPUHUHT Ha BIM -
9TO MaccoBoe 06CneAoBaHVe BCEX HOBOPOXKAEHHbLIX AeTEl Ha rMNoTHPeo3 C UCCiel0BaHUEM
ypoBHsi TTIB KPOBU, MO3BONSAIOLLEE BbISBUTb GO/MLLUMHCTBO ClyYyaes 3a60/eBaHUS HA AOKIMHUYe-

CKOM 3Tane n CBOEBPEMEHHO Ha4YaThb 3aMECTUTENLHYHO Tepanuto.

PekomeHAoBaHO 06criefoBaHve U fanbHeliee HabnogeHWe aeTei B Tpy aTana (cxema HeoHa-

T&/TbHOI0 CKPUHUHIa NpuBefeHa B npunoxxeHuu b) [1,2,14,21-27]

1| aTan — poAWbHbIA LOM, CTauMoHap, AeTCKas NONUKINHUKA,
1 |l aTan — MeguKo-reHeTMYeckaa nadboparopus,
¢ 11l aTan — geTckaa nonuknnHuka [1,18].

| 3Tan —poaunbHbIi oM, CTauuoHap, AeTCKas NOMMKINHUKA.

Y BCEX [OHOLUEHHbIX HOBOPOXAEHHbIX aHa/M3 KPOBWM Ha CKPUHWUHI (KanunnspHas KpoBb U3
NATKM) 6epyT He MO3AHee NATbIX CYTOK YKU3HWU (ONTUMa/IbHO MO MPOLUECTBMM MOSHbIX TPETbUX
CYTOK C MOMEHTa POXKAEHUS), Y HEJOHOLLEHHbIX AeTell — Ha 7-14-11 fieHb XWU3HW; Kanaum (B Konu-

yecTBe 6—8 Kanesib) HAHOCATCA Ha creynasibHY0 NOPUCTYIO (IUIbTPOBAJIbHYIO ByMmary.
Bce 06pasLbl KPOBM OTChIIAKT B CMELVaIN3NpOBaHHYHO MeNKO-reHETUYECKYH abopaTopuio.

Il 3Tan —meanKo-reHe TU4ecKas nabopaTopus

B nabopartopun npoBoaaT onpefenieHne KoHueHTpauum TTI B cyXmnx NATHaX KPoBW.

Ana gnarHoctrku BN npumeHseTcs maccoBoe onpegeneHune TTI B KanunnspHoi Kposu (Hanpu-
mep, AsToZlengumsa Heo-TPeOoTPOMHbIA FOPMOH, METOA (hIFOOPUMETPUYECKON0O aHanm3a). Mopo-
rosble 3HayeHus TTI onpegenstoTca HabopaMy NPUMEHSAEMbIX TECT CUCTEM B KaXKA0W nabopato-

pun.

1. TTI kanunnapHoi KpoBu MeHee 9 MEA/N y JOHOLWIEHHOro pebeHKa B Bo3pacTte 4-14 gHei

CUMTaETCA HOPMOIA.

2. TTI kanunnapHow KpoBu Bbille 9 MEA/N Yy fOHOWEHHOro pebeHka B Bo3pacTe 4-14 aHei
TpebyeT nNoBTOpHOro onpegeneHns TTI M3 TOro »e obpasLa Kposu, NPy NoNyveHUM aHanoruny-
HOro pesy/nbTaTa MPOBOAAT CPOUHOe yBenomeHue JIMNY ana noBTOPHOro 3abopa Kposw (peTecT)
N fOCTaBKM 06pasua KanunasapHo KpoBuM B 1abopaTopuio HEOHATa/IbHOIO CKPUHUHIA A5 onpe-

AeneHunsa yposHa TTT.
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TTI kanunnapHoii kposu ot 9,0 go 40,0 MEg/n: B nabopatopuy NOBTOPHO onpeenstoT TTI
13 TOro e obpasua KpoBu, Npu NOyYEeHUN aHaJIOMMUYHOrO pesy/ibTaTta NPOBOAAT CPOYHOE YBe-
AOM/IEHME MONUKAVHUKA 1 3a60p BEHO3HOW KpoBW AN onpegeneHns TTI n ceBobogHoro T4 B

CbIBOPOTKE U/IN peTecTupoBaHve (MOBTOPHbIN 3a60p KanuaisspHoOW KpPoBK).
VHTepnpeTauus pe3ynbTaToB peTeCcTUPOBaHUS B KanUAISPHON KPOBY:

e TTI kanunnspHoii KpoBu MeHee 9 MEA/N (ans aetei oT 4 o 14 aHeid) n 5 MEA/N n meHee
(ans peteii ctapwe 14 gHeld) - pe6eHOK 340P0B;
e TTI kanunnsapHon kposu 6onee 9 MEQ/n (ans geteit ot 4 fo 14 aHein) n 6onee 5 Ea/n (ans

feTei cTaplie 14 gHeit) - yTOUHAKOLWAA AnarHOCTMKa.
VHTepnpeTaums pesynbTaToB UCCNEA0BAHNSA BEHO3HOM KpoBM (YTOHSIOWAA ANarHoCTUKA):

e TTI B cbiBOPOTKE MeHee 6 MEL/N, cBOGOAHbLIV T4 B npeAenax HOPMasibHbIX 3HAYEHWUIA:
pe6eHOoK 340pP0B;

e TTI B CbiBOPOTKe OT 6 A0 20 MEA/N npn HOpmasibHOM YypoBHe cBO60AHOro T4 ans cooT-
BETCTBYIOLLENO BO3pacTa 'y pebeHKa ctapLue 3 Hefenb (21 fHA), MOKasaHo:

a) NpoBeAeHMe AMarHOCTUYECKMX UCCNef0BaHNiA ¢ Lenbto Bu3yanmsaumm LLDK;

6) o6Cy>XeHMe C ceMbel ABYX BO3MOXHbIX BapyaHTOB BeeHUst pebeHKa: 1) HeMeaieHHoe
Hayaso Tepanuun NeBOTUPOKCMHOM HaTpUS** ¢ nocneaytowmm peTecTUpoBaHMEM TUPEO-
ngHoM pyHKumn (onpegeneHne TTI 1 cBo604HOrO T4 B CbIBOPOTKE) B 60siee CTapLuem
BO3pacTe Ha (POHE OTMEHbI JIeYEHMA WX 2) BO3JepXKaHve OT Tepanun Ao Mony4veHus pe-
3y/nbTaToOB MOBTOPHOro onpegeneHnss TTI u cBob6ogHOro T4 B CbIBOPOTKE, KOTOPOE
[O/MKHO 6bITb NPOBEAEHO Yepes 2 HeleNn.

e TTI B cbiBOpOoTKE MeHee 20 MEA/n, cBOGOAHbIN T4 HUXKe HOPMasIbHbIX 3HAYEHWI NO
Bo3pacTy (meHee 10 nmosb/n): neyeHre NEBOTUPOKCUHOM HATPUA™* HauMHAEeTCa He3ame[-
JINTENbHO;

e TTI B cbiBOPOTKe Bbiwe 20 MEA/N, fAaXKe Npu HOPMa/ibHbIX 3HAYeHUSAX cBOGoAHOro T4
He3amMeLIMTeNIbHO Ha3HayaeTCcsa Tepanus IeBOTUPOKCUHOM HaTpUA™*.

3. TTI kanunnsapHo Kposu 6onee 40,0 MEa/n: B nabopartopun noBTOpHO onpegensatoT TTI
13 TOro >ke obpasua KpoBu, NPW MOSYYEHUN aHaNIOTMYHOr0 pesy/ibTata — MPOBOAAT CPOYHOe
yBeAOM/IeEHNE MONVKINHUKA 1 3a60p BEHO3HOW KpoBW ans onpegeneHus TTI n ceobogHoro T4 B
CbIBOPOTKe. He goxxungascb pe3ynbTaToB, Ha3Ha4yaeTCAa 3aMeCTUTe/IbHasa Tepanmsa Tupeous-
HbIMW NpenapaTtamMun, NPy HEBO3MOXXHOCTW NOMTyYeHUs pe3ynbTaToB B AeHb 3a6opa Kposu. Ecnn
NnoslyyeHHble pe3y/ibTaTbl OKaXYTCA B Npefenax HOpMasibHbIX 3HaYeHWi, Tepanus 6yaeT oTMe-

HeHa [1,18].
Il aTan — geTckasa noanKIMHUKa
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Ha atom aTane 3a getoMun ¢ BIT, BbIAB/IEHHbIM MO pesynbTataM HEOHaTa/IbHOIo CKPUHWHIa, BE-

JeTca AnHaMmmn4yeckoe HabogeHne BpavyamMn-geTCKUMU 3HA0KpuHonoramm [1,18].

YpoBeHb ybeamnTenbHOCTN pekoMeHbauuin C (ypoBeHb LOCTOBEPHOCTU AOKa3aTe/lbCTB — 4).
2.1. >Kanobbl n aHamHe3

2.1.1. Tlepurog HOBOPOXAEHHOCTW.
>Kanobebl Ha:

e OTEYHOCTb /INLA,
e DOJIbLLOW A3bIK,

e HUW3KWI ronoc Npu nnaye u Kpuke,

e 3aTAHYBLUYHOCS YXENTYXY,

e Mo34Hee OTMageHne NynoYyHOro KaHaTukKa,

e MNIOXYH 3NUTENN3ALUIO NYNOYHOM PaHKMW.
B aHamHe3e - nepeHoLleHHas 6epeMeHHOCTb.
2.1.2.1- ropf >XK13HW
>Kanobsb! Ha:

e BSINOCTb,
e agMHamuio,

e OTCYTCTBME 6ECMOKOCTBA NP MOKPOIA MEeNeHKe 1 ronoae,

e OTCYTCTBME MHTEpPEca K UrpyLLKam,

e 3aep>XKy MOTOPHOIO pa3BUTUS: AeTU NO3AHO HAYMHAIOT CUAETb, XOAUTb,
e 3anopel,

e CYXOCTb W LWeNyLLIeHNe KOXHbIX MOKPOBOB,

I Mef/IeHHbI pOCT BOJIOC U HOTTel.
2.1.3. [JOWKOJIbHbIM U MNaALIWA LUKO/bHbINA BO3pacT
>Kanobbl Ha:

e CYXOCTb W LWeNyLUIeHNe KOXHbIX MOKPOBOB,
e «MPaMOPHbIA» PUCYHOK KOXM,

e TUNOTepMuIo;

*  CYXOCTb, JIOMKOCTb U YCU/IEHHOE BbliNaeHune BO/OC,
e MeZ/IeHHbI POCT BO/IOC U HOITEMN,

e 3anopsl,

® OTCTaBaHME B NCUXOMOTOPHOM pPa3BUTUN,
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e 33[lePXKKY pocTa.
2.1.4. Crapwmin Bo3pacT

YKanoobsbl Ha:

« Cm 213

e 3a[]ePXKKY MOSI0BOrO PasBUTHS.

PekomMmeHa0BaHO: c60p NOAPOOHOr0 aHaMHe3a 1 Xkasio6 y naumeHTa g5 NpaBuIbHOM NOCTAHOBKM
AnarHo3a n HasHaveHus neveHns. HeobxoamMmMo obpalaTe BHUMaHWE Ha KTMHUYECKME CUMNTOMBI

rmnoTtmpeosa [1,18].

YpoBeHb yoeanTesibHOCTU pekoMeHgaunii C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5).

2.2. dun3mkasbHoe 06cneaoBaHue

BI" y HOBOPOXXEHHbIX NPOSIBAAETCS CeAyHLUMMN CUMNTOMaMU:

e 6onblas Macca Tena npu poxaeHum (> 3500 r);

e OTEYHOCTb /L3, Ty6, BeK, MNoNyoTKPbITbIA POT C LUMPOKUM, «pacniaCTaHHbIM» A3bIKOM,;

e /IOKa/IM30BaHHbIE OTEKN B BUAE MNOTHbIX «MOAYLUEYEK» B HAAKTHOUYMYHbBIX AMKaX, Tbi/lb-
HbIX NOBEPXHOCTAX KUCTEN, CTOM;

e MPU3HAKN He3pesioCcTn Npu AOHOLLEHHOW N0 CPOKY 6epemMeHHOCTH;

e HUW3KWIA, rpyobIi rON0C NPY NaYve U KpUKe;

* M034Hee OTXOXJEHMEe MEKOHUS;

* Nno3gHee oTnageHne Nyno4yHoro KaHatuka, rnjaoxasa anntennsaymns nynqu0|7| PaHKu;

3aTAHYBLUAsCA XXenTyxa.

PeKomeHAyeTCcA AN AnarHocTuku BIM y HOBOPOXAEHHbIX NeAnaTpam, HeoHaToloram 1 3HA0KPU-
HO/M0ram MCMosb30BaTh LKany Anrap, NOMOratoLLyH 3anofo3puTb 3a60/1eBaHMe B PaHHME CPOKM
(NMpunoxkeHwue 'L, Tabnuua 1). Mpu cymme 6annos 6onee 5 cnegyeT 3anofo3pUTb BPOXKAEHHbI

rmnoTumpeos [1].

YpoBeHb yb6eanTeNnbHOCTU pekoMeHaauuin C (ypoBeHb AOCTOBEPHOCTU AoKa3aTe/bCTB - 5).

Mo3gHee, B Bo3pacTe 3—4 MecsLeB, peKOMeHAyeTCcs obpallatb BHMMaHWeE Ha cregytoume
CUMNTOMBbI:

CHVDKEHHbI anneTuT, 3aTPYAHEHUS NP FN0TaHuK;

e nnoxas npubaska Macchbl Tena;

e MEeTeopusmM, 3anopbl;

e CYXOCTb, 611€4HOCTb, LUeyLIEHNE KOXHbIX NMOKPOBOB;

e runoTepMus (XonoaHble KUCTU, CTOMbI);

e JIOMKME, CyXMe, TYCK/ble BOMOChI;
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e MblLLIEYHASA TMNOTOHMS.
Y peTeli 6onee cTapLiero BospacTta (nocne 5—6 MecsiLeB) KIMHUYECKUEe NMPOSIB/IEHUS TMNOTUPeo3a

CXO0XXWN C NpoABNEHNAMN Y B3POC/bIX.

Mpu OTCYTCTBUM NeveHns y aeTeil ¢ Bl Ha nepBbllii NnaH BbICTYMNAET HapacTaroLwas 3ajep)ka

NCNXOMOTOpPHOTO, CbI/I3VI‘-IeCKOFO, a 3aTemM 1 NoaoBOro pasBnTuA.

[ns feteii ¢ rMnoTnMpeo3oM XapakTepHbl MOCTHaTa/IbHOE OTCTaBaHWE B POCTe, NPOrpeccupytoLLee
3amMef/ieHre CKOpoCcTn pocTa (CKOpPOCTb pocTa 6onee YeM Ha L SD HuxKe (Npyv XPOHONOTNYECKOM
BO3pacTe > | rofa) CKOpoCTy [/151 COOTBETCTBYIOLLLEr0 XPOHO/IOMMYECKOro Bo3pacTa v nona), Bbl-
pa>kKeHHas HM3KOPOCNOCTb (POCT HMXKe 3-ro MEePLEHTUNA WU HDKE 2 CTaHAAPTHBIX OTK/IOHEHW
(<-2,0 SDS) oT cpegHeit B nonynsaumm gns COOTBETCTBYHOLLLEr0 XPOHOMOMMYECKOro Bo3pacTa u
nona). Mponopunn Tenay getein ¢ B npnoamkaroTca K XOHAPOANCTPONYECKUM (KOI(PHULMEHT
KBEPXHUA/HWKHWIA CermeHT» 60/blle HOPMa/IbHbIX 3HAYEHWI; CM. K/IMHUYECKWE PEKOMEHAALMN
Mo AMAarHOCTUKE U IEYEHUIO TUMNONUTYnTapu3mMay aeteil U NoApocTKoB). MNpy 3HaUNTelbHOM OT-
CTaBaHM KOCTHOrO CO3peBaHus, OLleHMBas NPOropLUNOHa/IbHOCTb TeI0CN0XEHUSA, HE06X0ANMO
OPUMEHTMPOBATLCA Ha KOCTHbI BO3pacT pebeHKa.
[ns peteli ¢ BI" xapakTepHbl Hejopa3BUTMe KOCTEN NULEBOIo CKefeTa npy yA0B/ETBOPUTE/IbHOM
poCTe KOCTel 4epena, LUMPOKas 3anasllas MepeHocuua, runepTenopysMm, Mo3gHee 3aKpbiTue
60MbLIOro 1 Masioro POAHMYKOB, MO3Hee NpopesbiBaHMe 3y60B 1 UX 3ano3gasas CMeHa.
OTMeuvaeTcs 3afiep>XKa NosIoBOro Co3peBaHms.
YpoBeHb ybeanTesibHOCTU pekomMeHaaumi C (ypoBeHb AOCTOBEPHOCTU fOKa3aTeNbCTB - 5).
KommeHTapun. OcMoTp, U3MepeHue pocTa, Maccbl Tena, onpejeneHne TenocNoXKeHNS Mnos-
BO/MAeT 3anofo3puTh BIM[1].

2.3. JlabopaTopHble guarHoCTU4YeCcKue ncciegosaHnsA
2.3.1. "'opmoOHaJibHbIE KUCCefoBaHUA.
Mauventam c BI" pekomeHaoBaHo:

e uccnegosaHue yposHa TTI B KpoBu U CT4 CbIBOPOTKU KPOBW 4epes 2 Hegenn n 1,5 me-
csla rnocne Havana ieyeHnst NeBOTUPOKCUHOM HATPUA™*, Ha3HaYeHHOro Mo pe3y/ibTartam
CKPVHUHIa,;

e Ha MepBOM rofy >U3HW KOHTPOJIbHOe uccnefosaHne yposHA TTI B kpoBu n CT4 cbiBo-
POTKM KPOBW He pexke | pa3a B 2-3 mecAua,;

e [0oc/le rofa »X13HU KOHTPOJIbHOe nccnefosaHme yposHA TTI B Kposu 1 CT4 CbIBOPOTKM
KPOBW He pexxe 2 pa3 B rof;

* KOHTPO/IbHOE uccrnefoBaHne ypoBHA TTT B KpoOBU Yepe3 2 MecsLa Mnocse Kaxaoro nsme-
HEHWS [03UPOBKU JIEBOTUPOKCUMHA HaTpus™* [1,18].

YpoBeHb ybeamnTenbHOCTN pekoMeHbauuii C (ypoBeHb 4OCTOBEPHOCTU AoKa3aTenbCTB — 5).
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KommeHTapuu.
Y HOBOPO>KEHHbIX C KOMIMEHCMPOBAHHbIM NEPBUYHBLIM MMNOTUPE030M Ha (DOHE HOPM&a/IbHOW KOH-
LeHTpaumm ceob6oaHOro T-iypoBeHb TTIMO>KeT OCTaBaTbCs NOBbILLEHHbIM BCeACTBME He3pe-
noctnlTcC
B cnyyae TpaH3MTOPHOro NepeBvyYHOro runoTupeosa yHkumsa LUK Hopmanim3yeTcs vepes He-
CKOJIbKO HefieNlb Uv MecsLLeB Noc/e PO>XKAEHNSA, YTO BbISAB/SETCH MNP NOBTOPHbLIX UCCNIEL0BAHUAX
TTI n cBo6ogHoro /.
Mpy BTOPUYHOM TMNOTUPEO3e KOHLEHTPaLUMA CBOOOAHOIO Tj CHU>KEHa, aypoBeHb TTI 06bIYHO
HOPM&JIbHbIi1, HO MOXXeT OblTb HECKO/IbKO MOBbILLIEHHLIM WY CHUMKEHHDBIM.
2.3.2. JononHnTeNbHbIE TOPMOHa/IbHbIE UCCef0BaHUA.
MauveHTam ¢ BI' pekomMeHA0OBaHO N0 NOKa3aHUAM:

e UCccnegoBaHve YPOBHS CBOGOAHOIrO TpuiioaTupoHuHa (CT3) B KpoBw,

e MCCnefoBaHVe YPOBHA TMpeornobynnHa B kposu [1,2,18].
YpoBeHb y6eanTenibHOCTU pekomeHgaumii C (ypoBeHb AOCTOBEPHOCTU [0OKa3aTeNbCTB - 5).

KommeHTapun.
KoHueHTpauusa TI 3HaunTeNnbHO CHUXKeHa npu annasuv U)K, HopmasibHaa niv yMepeHHO CHU-

>KeHa Mpu ee 3KTONUYECKOM Pacrnonio>KeHUN 1 NOoBbILeHa Npu HapyLleHuax cuHTesa T4UT3 (3a
NCKOYeHeM HapyLleHns cuHTesa TI). Onpegenenve TI B 60/bLUMHCTBE C/ly4yaeB He NO3BONSET
TOYHO YCTAHOBUTb MPUYMHY TMNOTMPeo3a, Tak Kak ypoBeHb T nnwb NpUbNn3nTensHO CooT-

BETCTBYeT Macce (DyHKUMOHUPYIOLel TKaHu LLK.

2.3.3. 06U (KNNHNYECKNIA) N BUOXMMNYECKNIA 06LLIeTepaneBTUHECKNIA aHa/TN3bl KPOBU.
MauvieHtam ¢ BI' pekomeH0BaHO:
*  C UeNblo BbISIBNEHNSI aHEMUM — 0O (KNMHUYECKMIA) aHaIN3 KPOBY;
e C LE/Ibl0 BbISABNEHUA TMNEePX0NecTEPUHEMNN — aHaIN3 KPOBU BMOXUMUYECKUI 06LLeTe-
paneBTUYECKWIA;
e C LEe/blo BbISBNEHUSA AUCTUMTNAEMUN — aHA/IU3 KPOBM MO OLEHKe HapyLUeHU IMNNLHOIO
obmeHa 6uoxummyeckuii [1,2,18]
YpoBeHb y6eanTelbHOCTU peKoMeHbauunii C (ypoBeHb AOCTOBEPHOCTU fOKa3aTeNbCTB - 5).
2.4. NHCTpyMeHTa/IbHble AarHoCTUYeCcKue nccnegoBaHus
2.4.1. 3OnekTpokapauorpagus.
Peructpaumsa anekTpokapaMorpaMmmMmbl peKoMeHA0BaHa nauyeHTam ¢ BIM gns BbIABNEHUSA:
e CMHYCOBOW Gpagukapauu,
e YMeHblUeHUa amnanTyabl Komnnaekcos QRS;
e 3amMef/ieHus BHYTPUNpPeLACEPAHOM, NpeacepaHO->KeNyA0HKOBOW 1 BHY TPUXKENYA0UHKOBOW

nposogumocTtu. [1,18].
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YpoBeHb ybeamnTenbHOCTU pekoMmeHgauuii C (ypoBeHb AOCTOBEPHOCTU AOoKa3aTeslbCTB - 5).

2.4.2. PeHTreHorpagwus.

PeHTreHorpagums KMCTV 1 Ty4e3anscTHOro CycTaBa peKOMeHAO0BaHa nauueHTam ¢ B ans BbisB-
NeHus:

e 3aJepPXXKW NOSIBMEHUSA Aep OKOCTEHEHNS,

e aCUMMETPUU SilEP OKOCTEHEHMS,

e HapyLUeHWs NocnefoBaTe/IbHOCTM CO3peBaHUS.

e OnpejenieHne KOCTHOro Bospacta [1].

YpoBeHb ybeamnTenbHOCTUN peKomMeHaauuin C (YypoBeHb AOCTOBEPHOCTU A0OKas3aTesibCTB - 5).

PeHTreHorpagmsa KoJIeHHOro cycrasa 1 CTOMbl peKOMeHAOBaHa nauneHTam ¢ BI™ 4ns BbiBNeHWS:
e OTCYTCTBUSA LEHTPOB OCCUMPUKaLMKN (3NUPU3aPHbIA ANCTeHe3) AUCTa/IbHbIX OTAeN0B 6es-
PEHHbIX KOCTeN,
e MPOKCUMa/IbHbIX KOHLIOB 60/bLUe6epLoBbIX KOCTEN N Ky60BUAHbIX KocTel. [1,18].
YpoBeHb Yyb6eAnTeNbHOCTU pekoMeHpauuin C  (YpoBeHb [OCTOBEPHOCTU [OKasa-
TeNbCTB - 5).
KommeHTapuun.
OnpegeneHne KOCTHOrO BO3pacTa MCMOo/b3yeTCA He TOMbKO ANA ANAarHOCTUKWU, HO U A1 OLEHKN
aflekBaTHOCTW NPOBOAUMOIA Tepanuun BI'. PeHTreHorpagusa KONeHHbIX CycTaBoB 1 CTOM NOMO-
raeT yCTaHOBUTb MPOAOMKNTENBHOCTL BHY TPUYTPOOHOro rmnoTupeosa. PeHTreHorpadums

KUCTei No3BonsieT YCTaHOBUTb A/IMTENBHOCTb NOCTHATAaNLHOIO rmnoTMpeosa.

2.4.3. Y NbTpa3ByKOBOe UCCMef0BaHVe LWNTOBUAHOW XXefesbl.
Y3W WwmMTOBNAHON XXenesbl peKOMeH0BaHOo nauneHTam ¢ Bl
e [N18 ANArHOCTUKM annasum LK,
e onpegeneHns pasmepos LLDK;

e BbISIB/IEHUS Y3/10BbIX 06pa3oBaHWin Npu BpoXAeHHOM 306e [ 1,2,18].

YpoBeHb ybeanTeibHOCTU pekomeHaaumim C (ypoBeHb AOCTOBEPHOCTU A0oKa3aTe/lbCTB - 5)
KommeHTapun.

Ana gpnarHocTuky skTonun LLDKpesynbTaThl Y3/ ManionHdopmaTUBHbI.

Ecnn no paHHbIM Y3 WMTOBMAHAA >Kenesa MMeeT TUMNUYHYI0 noKanmsaumio, To BT mo>keT
6bITb 06ycnoBneH NMM60 gehekTammn cuHTesa T4UT3, ninbo TpaHcnnaleH TapHbIM NepeHOCoOM Ma-

TEepUHCKMX Tupeobnokmpyrowmx aHTuren [1,2,18].

2.5. VIHble gnarHocTtuyeckue mccnegoBaHuA

2.5.1. CumHTturpagpusa LK (c HaTpua nepTexHeTaT [99wTc])
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CumHTUrpagms LLI>K pekomeHgoBaHa naymeHTam ¢ BIT npu annasuuv uav akTonuu no pesynbTa-
Tam Y3U LK .
e [ONdA noaTeBepXXaeHua anniasmn LUK,
e Ona onpegeneHuvsa guctonun LK. [33,34].
MoxHO npoBoauTbL BCeM AeTsaMm ¢ BIM, He3aBMCMMO OT BO3pacTa, B TOM YUC/ie HOBOPOXK-
[EHHbIM.
Ecnv npu npoBefeHUN CUMHTUTpaguM WNTOBUAHASA XKenesa He BU3yanm3upyeTtcs, gva-
FHO3 HE BbI3blBAET COMHEHWUI. DTOT METO/ uccneaoBaHus (B otamume oT Y3W) No3BONSET Bbl-

ABUTb OUCTOMUYECKM PACMONOXKEHHYIO TKaHb LK.

YpoBeHb yoeauTenbHOCTU pekoMeHgaunii C (ypoBeHb JOCTOBEPHOCTU A0Ka3aTeibCTB — 4)

KommeHTapuun.

BbinonHeHve faHHONM Npoueaypbl He JOKHO MelaThb CBOEBPEMEHHOM CTapTY leYeHNUs NeBOT U-
POKCUHOM HaTpua**. OHO NPOBOANTCS B KOPOTKME CPOKM [10 HaYasia Win B TeyeHne 7 AHel nocne
VHULMALMN 3aMeCTUTEeNbHON rOPMOH&/IBHOIN Tepanuu, Mbo - Ha (POHe OTMeHbI Tepanuu B Te-
YyeHue 2-3 Hepenb

MpumeHeHe HaTpua nepTexHeTaT [99TTc] o60cHOBaHO CBOMCTBOM K1eTOK LUK Hakannm-
BaTb AaHHbIN pagnogapmaLleBTUYecknii npenapaT (HabnioaaeMblii MaKCUMyM HakonieHus ¢ 10
no 30 MUHYTY nocne BBeAeHWs), NOJOBHO Moay (B CMHTe3e TUPEOUHbIX TOPMOHOB HATpPUA nep-
TexHeTaT [99TTc] He yuacTBYeT, Tak Kak He nogsepraeTcs opraHudukauum). TexHeuuii 06-
nafaeT KOPOTKAM nepuogom nonypacnaga (~6 4acoB) 1, COOTBETCTBEHHO, [AOCTAaTOYHO
ObICTPO MOMHOCTHLIO BbIBOAMTCA U3 OpraHusMa. B HacTosLllee BpemMs HaKOMeH AMNTE/NbHbIN
onbIT (C 1960-x rofoB) MCNONbL30BaHUS HaTpua nepTexHeTaT [99TTc] B negMaTpUYecKon
npakTVKe NpyY MHOMMX HO30/10TMAX 1 foKa3aHa ero 6e3onacHocTb. M0 CpaBHEHWUO C HATpuUs o-
gorunnypaT, 123-1, HaTpua nepTexHeTaT [99TTC] NpUMeEHAETCA 3HAYNTENBHO Yallle, ero uc-
no/b30BaHWe onpasAaHo, B NepBYO ovepesb, MeHbLUeN 1y4eBOl Harpy3Koi Ha OpraHnam, a Tak>ke
60nee HWU3KOW LIEHOW 1 AOCTYNHOCTbI. YCTAaHOBNEHO, YTO pyanMeHTapHasa TkaHb LLIDK npu ee
AMCTONMU CNocobHa AO0CTAaTOUYHO AMTENbHO NPOAYLMPOBaTb TUPEOUAHbIE TOPMOHbI, ee (PyHK-
LUMOHa/IbHasi aKTUBHOCTb 3HAYMTENbHO CHUXKAETCA Nocne AeCATUNeTHEero so3pacTa. B aTux
cnyyasx Mo>KeT 6blTb gnarHocTuposaH BIC ¢ no3gHumun nposisneHusimu (No3gHss copma BIN).
CyLLecTBYIOT pas3nnyHble BapuaHTbl gucTonmu LLK: B KOpeHb A3bika v no Xo4y Tupeornoc-
CaTbHOrO NPOTOKA, NPU 3TOM MOXKeT HabMoAaThCa camas pasMyHas cTeneHb Tsa>XecTu Bl
[1,2,18,33,34].

2.5.2. MonekynsapHo-reHeTUYeCcKoe nuccnesosaHuve.

MonekynapHO-reHeTMYecKoe nccnefoBaHne peKoMeHgoBaHO naumeHtam ¢ BIT nocne meguviko-
reHeTUYEeCKOro KOHCY/IbTUPOBaHUS B CeMeHbIX Crlyvasx 3a60/1eBaHUs MW NMpu CoOYeTaHUN ¢ Apy-
roil opraHHo NaToNorunei:
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e [AnA BepumKauum AnarHosa,;
e onpejeneHns TaKTUKN MOHUTOPUHIA U BEAEHWUS NaLneHTa B CIOXKHbIX KIIMHUYECKNX CY-
yaax u ceMelHbIX BapnaHTax [35-43].

YpoBeHb yoeauTenbHOCTU peKoMeHbauuii C (ypoBeHb 4OCTOBEPHOCTU AOKa3aTeNbCTB — 4)
KommeHTapun.
lNoka3aHa BbIiCOKasA 3HAYMMOCTb MOJIEKYNIAPHO-TEHE TUYECKOIO WUCCNef0BaHNA [AnA YCTaHOBKM
TOYHOr0 3THOMONMYECKOro AvarHosa, pesy/ibTaTbl KOTOPOro MOryT 6bITb UCMOb30BaHbI Npu
npoBeAeHNN NPeHaTabHON AMarHOCTUKM B ClyYae NOLATBEP>KAEHNA GrannenbHbIX My Tauuin um

npu AOKa3aHHOM JOMVHAHTHOM HacnegosaHum 3abonesaHns (PAXS, NKX2-1).

3. JleyeHue, BKIOYaA MegMKAMEHTO3HYHO M HeMeAUKAaMEeHTO3HYH Tepanuu,
anerorteparnuto, o6e3bonmBaHue, MeAULIMHCKUE MNMOoKa3aHNA U MPOoTUBOINoKa3a-

HUA K NPpUMEHEHNIO METOA0B J1eHEHUA

3.1. KoHcepBaTUBHOE feYveHue.
PekomeHgoBaHo nauveHTam ¢ BI™:

e Cpasy e Noc/e yCTaHOB/IEHMA ANarHo3a, a Tak)ke B COMHUTENbHbIX Cy4vasX AO/HKHA ObITb
Hayara 3aMecTuTeNIbHas Tepanusa npenapaTamMmuy IEBOTUPOKCUHA HaTpus™* [1];

e  BCHA CyTOYHas [03a IEBOTUPOKCUMHA HATPUS** BBOAMTCSA per 0S ¢ HeBO/bLLMM KONIMYECTBOM
XXnakoctn ytpom 3a 30-40 MUH A0 3aBTpaka. ManeHbKUM JeTaM AoNYCTUMbIM CHMTaeTCs
BBeJleHVe rpenapara B pacTO/IMEHHOM W pa3BefleHHOM BOAOM WAN TPYAHbIM MOJSIOKOM
BUfe, BO BpeMs YTPeHHero KopmaeHus. [1,18];

* npwu TXenNbIX hopmax BN neyeHve cnefyet HauMHaATL C MMHUMa/TbHbBIX 403 JIEBOTUPOK-
CVHa HaTpua**, He 6onee 25 MKr/cyT, yBenuumeasa f03y Kaxable 7-10 aHeln o ee onTu-
Mu3zauum [1].

YpoBeHb y6eauTeNibHOCTU pekoMeHgaumii C (YpoBeHb JOCTOBEPHOCTU fOKa3aTe/IbCTB - 5.
KommeHTapun.
PacyeT [03bl *EBOTUPOKCMHA HATPUA™™ NPOBOANTCA UHAMBUAYANILHO B 3aBUCUMOCTMU OT TH-
>KecTu 3ab60neBaHUs Cy4e TOM FrOPMOHa/IbHOIO NPOgnNsA CbiBOPOTKM Kposu (TTI, CT4) n gaHHbIX
KIMHWYeCKOro ocMoTpa. [Janee npeacTaseHbl peKOMeHAyeMble OPUEHTMPOBOYHbIE pacyeTHbIe
[03bl B 32BUCMOCTM OT BO3pacTa.

e Y [OHOLUEHHbIX HOBOPOXAeHHbIX: 10,0-15,0 Mmkr/kr/cyT nnu 150-200 MKr/m2,

e Y HeJJOHOLUEHHbIX HOBOPOXAeHHbIX: 8,0-10,0 MKr/Kr/cyT,

e y paeTen ctapuwe 1 roga: 100-150 mkr/m2 [1].
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Tabnuuya 1. OpMeHTUPOBOYHbIE pacyeTHble 403bl #1eBOTUPOKCUHA HaTpus™** y neteii ¢ BI™ [1].

BospacTt MKr/Kr/cyT -MKr/cyT
HeZlOHOLLEHHbIE HOBOPOXKAEHHbIe 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 ropa 4,0—6,0 75,0—100,0
3—10 net 3,0r1,0 100,0—150,0
10—15 net 2,0—4,0 100,0—150,0
ctapiwie 15 net 2,0—3,0 100,0—200,0

KpuTepunn ageKBaTHOCTU fleveHus Bl

e ypoBeHb cBOGOAHOrO TA B npefenax peepeHCHbIX 3HayeHUr (HopmanmsyeTcs yepes 1-
2 HeJlenn nocse Havana nevyeHuns),

e ypoBeHb TTI B npegenax peepeHCHbIX 3Ha4YeHU (HopmanmnsyeTcs Yepes 3-4 Heenm rno-
C/le Hayana fieveHns),

e rokKasaTenun (h1M3N4ecKoro pa3suTuA B Nnpegenax HopmasbHbIX 3HadYeHuin (SDS pocTa, SDS
CKOpoCTU pocTa, SDS nmT),

e MCUXOMOTOPHOE pa3BuUTUeE pebeHKa, COOTBETCTBYHOLLEE BO3PACTY,

e HOpMa/bHble MOKa3aTe/n KOCTHOro co3peBaHUsA (COOTBETCTBME KOCTHOroO BO3pacTa nac-

noptHomy) [1,18, 43].

JleyeHne TPaH3UTOPHOIO FUMNOTMPEO3a.

MayneHTaM ¢ AUarHo30M «TPaH3UTOPHbIV TMMNOTMPED3» PEKOMEHAOBAH CNeAyOLWNIA anropmutm
BefeHUs:

1 C y4eToM TSKesbIX OCMIOXHEHW BT Nnpu OTCYTCTBMM paHHero fie4eHns, Ha4yano Tepanuu
NEBOTMPOKCUHOM HaTpUs™** B MakCUMa/lbHO paHHWE CPOKWM B COOTBETCTBYIOLLMX BO3PacTy
[03ax € NOCTOSAHHbLIM KOHTPO/IEM FOPMOHaNbHOro npoguna [1]. TpaH3UTopHasA rmnoTUPOK-
CUHEMUSA MOXET MPOXOANTb CaMOCTOSATE/NIbHO MPU UCYE3HOBEHMM BbI3BaBLUEN ee NPUYUHBI.

1 B COMHUTENBHbLIX Cny4vasdx B Bo3pacTe rnocne 1 roga npoBOAUTCA YTOYHEHME AMarHo3a.
PebeHKy Ha 3-4 Hefenn OTMEHAIOT SIEBOTUPOKCUH HATPUA™™ 1 HA «4MUCTOM (DOHe» onpefe-

NAT ypoBHU TTT 1 cBO6OAHOrO T4 B CbIBOPOTKE.

Mpw nonyyeHun nokasaTenen TTI n ceob6ogHoro T4 B npegenax pedpepeHCHbIX 3Haye-
HWIA NedyeHne He BO30OHOB/AKOT, KOHTPO/IbHbIE OCMOTPbI C ONpefeneHMeM KOHUeHTpauui TTI u
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CcBO6OAHOr0 T4 B CbIBOPOTKE MPOBOAAT Yvepes 2 Hefenn, 1 n 6 mecsaues noce npekpaiieHus ne-

YyeHuA.

Ecnn gunarHos BlIrnogTeep>KaaeTcs, /iedeHne 1eBOTUPOKCUHOM HATpUA™™* npoLo/mKatoT

C NOCTOAHHbIM KOHTPO/IEM 3a afleKBaTHOCTbIO Tepanuu. [1,18]

BHumaHwme: ecnv ypoBeHb TTIT Ha dhoHe Tepanun Korga-nnbo nosbIWasica BCeACTBME HefocTa-
TOYHOM [03bl /IEBOTUPOKCUHA HATPUS*™* NN HapyLLEeHUS CXeMbl ero NpruemMa, NpepbIBaTh leHeHne
ONA YTOYHEeHWA AMarHo3a He peKomeHayeTcsa. B aTom cnyyae gnarHos BT He BbI3biBaeT COMHEHUSA

[11-

YpoBeHb y6eanTenbHOCTU pekomeHgaumii C (ypoBeHb JOCTOBEPHOCTU JO0KA3aTeNbCTB — 5).

3.2. Xnpypruyeckoe sieveHuve.

OnepatuBHoe nieveHne npu BIT pekomeHayeTca:
nawlueHTam, MMerLLMM 300, NPy HaIMYnK:
e 3/10Ka4yecTBEHHOro obpasoBaHus LUK, noaTeep>xaeHHoOro pesynstatamm TAB,
e 3arpyAVHHOIO Y3/10BOr0 UM MHOMOY3/10BOr0 3063, Bbi3blBatOLLLEr0 /IOKa/IbHbIM KOMMpec-
CVOHHbI CUHAPOM;
nauneHTam 6e3 306a:
e B C/lyyae NoBpexaeHns (KpOBOTeYEHWS) IKTONMMPOBaHHOM LLK,
e Npu 3aTPYyAHEHUN rN0TaHUs TBEPLON NULLM U HANIMYUM KOMIPECCUOHHOIO CUHAPOMA Npu
akTonun LUK [45].

YpoBeHb ybeanTeslbHOCTU pekomeHaaumii C (ypoBeHb AOCTOBEPHOCTU f0Ka3aTeNbCTB - 5).

4. MeguuymHcKas peabunuTaunsa n caHaTOPHO-KYPOPTHOE fieyeHne, MeguumnH-
CKMe nokKasaHmA n npoTmnBonoKasaHnA K npuuMeHeEHNKO METOA0B pea6|/|n|/|Ta-
L1, B TOM HMNCsie OCHOBaHHbLIX Ha UCIMOJIb30BaHNW MPUPOAHbLIX NleyebHbIX
(hakTOpOB

MauneHTam ¢ Bl peKomMeHA0BaHO:
e NPOMUIAKTUYECKNIA NpreM (OCMOTP, KOHCY/bTaums) Bpava CypLo/iora-oToNapuHronora;
e Bpa4ebHO-NefarorMyeckoe HabnwaeHne NPy BO3HUKHOBEHMM CNIOXKHOCTEN 06yYeHus, 3a-
NOMWHAHWSA, OCBOEHNA HOBOro MaTepuana [2,18].

MpoTMBONOKa3aHWii He onpeaeneHo.

YpoBeHb ybeanTenbHOCTN peKomeHaaumii C (ypoBeHb AJOCTOBEPHOCTU f0OKa3aTeNbCTB - 5).
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5. MpodunakTmKa 1 aucnaHcepHoe HabAeHVE, MEAVLIMHCKME MOKa3aHWUs 1

npoTnBoONnoKasaHnA K NnpuuMeHEHNO METOL0B I'IpOdJI/I.I'IaKTI/IKI/I.
5.1. AncnaHcepHoe Habno4eHVE N MPOrHO3.
MaymeHTam ¢ BI' peKOoMeHAyeTCA NOCTOAHHOE KOMMJIEKCHOe Yrny6eHHoe HabnaeHne y cre-
LManncToB pa3HOro npoguns (Bpaya-aHLOKPUHOMOra, Bpava-HeBposora, Bpaya-cypaonora, 1oro-
nesja, MeAVLUMHCKOro ncmuxonora (Hemponcuxonora); OUeHKa WHTENEeKTYa/lbHOro pasBuUTUA ¢
npumMeHeHnem TecTa Bekcnepa (4eTCKMIA BapvaHT); MPU HaIMYUM KOTHUTWBHBLIX HapyLUeHWi,
NCUXNYECKNX PACCTPOMCTB, MOPOKOB Pa3BUTMSA - KOHCY/bTaLMs Bpaya-ncmxmarpa, Bpada-kapamo-

norau gap.) [1].

YpoBeHb yb6eamTensHOCTU pekoMeHaumin C (ypoBeHb AOCTOBEPHOCTU AoKa3aTe/ibCTB — 5).

KommeHTapmn: Cpokun gucnaHcepHoro HabnogeHns getein ¢ BIM npuBegeHsbl B Tabnuvue. 2 [1]

Tabnuua 2. JucnaHcepHoe HabnogeHNe AeTel C BPOXKAEHHbIM FMNOTUPEO30M.

O6cnegoBaHue

OcmoTp Bpaya-
[JeTCKOro aHfao-
KpuHonora
(Bpaua-negmaTpa)

[TOpMOHa/bHbIe
nccnefoBaHus
(uccnepoBaHue
ypoBHA TTT B
KPOBW, YPOBHSA
CT4 cbiBOPOTKM
KpOBW)

Oo6wWwnin (KNUHK-
YecKnin) aHann3
KpOBM

AHanms Kposu
BMOXMMUNYECKMIA
obuleTepaneBTH-
yeckuii

Cpoku npoBeneHus

1 rocne ycTaHOBNeHUs ana-

rHO3a 80 3-X MecAueB XusHu: |

pa3 B 2 Hefenn,

| pa3 B 2—3 mecauga,

1 B AanbHeliliem -1 pa3 B 6 mecs-

LeB

* nocJie yCTaHOB/IEHNA ANa-

rHO3a 40 3-X MeCALEB XU3HU: 1

pa3 B 2 Hefienn,

¥ € 3-X MecALeB XN3HM A0 1 roga:

1 pa3 B 2—3 mecsuga,

1 B JanbHelwem -1 pa3 B 6 mecs-
ues (Npu HOpManbHOM YPOBHe

TTI)

B TeueHne 1-ro roga »>KmsHu, ya-
CTOTa onpenenseTca MHAMBUAY-
a/lbHO

B TeyeHune 1-ro roga >XusHu, ya-
CTOTa onpefensercsa MHANBUAY-
a/lbHO

¢ 3-X MecALeB XXU3HM A0 1 roja:

B03MO0OXXHble BblsiBNIsieMble fe-
(heKTbI

3afep>kka pocta (nNpu oTCyT-
CTBUW NeveHuns Ha 3-6-M me-
CALE YXM3HN), XOHAPOANCTPO-
(hryeckue nponopLun;oTcTa-
BaHVe NCUXOMOTOPHOIo pa3su-
TWSA; YacTble pecrnmpaTopHble
3a60neBaHUs, aHeMUs

MNpu nepsuyHom BI™ ypoBeHb
TTI 3HaUNTE/IbHO MOBbILLEH,
YypOBeHb CBOGOAHOI0 T4 CHU-
XKEeH.

Mpu BTOpNYHOM BI™ ypoBeHb
TTI B HOpMme (M. 6. CHUXXeH
N YMEPEHHO MOBbILLEH), YPO-
BEHb CBOOOAHOrO T4 CHUYKEH

AHeMns - HOPMOXPOMHas HOp-
MOLMTapHas, rmnoxpomHas >xe-
nesofeuunTHasn, MakpoumnTap-
Had, B 12-gedumymTHas

"MNepxonecTepuHeMmsi, LUCN-
nuaemms
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VccnepoBaHue
YPOBHS TUPEOr/10-
OynvHa B KpoBMU

OKI

Y3ULLK

IxoKI

Y3 noyek

PeHTtreHorpacgus
KUCTEN ¢ nyye-
3ansACTHbIMU Cy-
cTaBamu

PeHTreHorpadwms
KOJIEHHbIX CyCTa-
BOB, CTOMN

NeKTpo3HLUeda-
norpacwus

OcmoTp Bpaya-
HeBposora

OcmoTp Bpava -
ohbTasnibMosnora

OcmoTp Bpaya-
OTOPUHONAPUHIO-
nora

Mo NokasaHWAM: Npu annasun rno
JaHHbIM ¥ 3U v BpOXaeHHOM 306e
npu NOLO3PeHNN Ha AeteKT CUH-
Tesa Tl

B TeueHme 1-ro roga >XusHu

HernocpeACTBEHHO MOC/E yCTa-
HOBJ/IEHMA AMarHo3a,

KOHTpPO/Ib - B BO3pacTe 1 roga,
npv Hannuum 306a - 1 pas B 6-
12 mecAueB

B TeyeHue 1-ro ropaa XunsHu

B TeueHne 1-ro rofa >XusHu

Mo NoKasaHMAM: MPU CHUXEHUN
TEMMOB POCTa, A/INTE/bHOM AeKOM-
neHcauun 3aboeBaHNs

B neprog HOBOPOXXAEHHOCTH

B 5 net

Ha 1-oM rogy »>usHu: 1 pas B
3—6 mecsues,
Janee - No nokasaHuam

Ha 1-om rogy »wusHu: 1—2 pa3sa
B rog,
fianee - No nokasaHusam

Ha 1-oM ropgy XusHu: 1—2 pasa
B rog,
Janee - No rnokasaHuAm

3HaunTeNIbHO CHUXKEH Npwu
annasnn LK.

MNpwn BpOXXAEHHOM 300€e - B Npe-
Aenax pehepeHCHbIX 3HaYeHui
W/ NOBBbILLIEH.

YMepeHHO CHUXKEH Mpu 3KTO-
nun LLDK

YMeHbLLUEHME aMNINTYAbl KOM-
nnekcos QRS, 6paankapans

Annasus, runonnasvs, aKTonus
LLL>K, MHOroy3108Bo#1 306

BpoXKaeHHbIE MOPOKN pasBu-
TWS; BbINOTHbIN NepUKapauT,
CHWDXEHWe COKpaTUTe/TbHOM
CMoco6HOCTN MUOKapaa

BpoXkaeHHble MOPOKN pPa3BUTUS

OTcTaBaHMe KOCTHOro Bospacrta

HapyLueHne occugmkaumm anu-
(h130B BefipeHHbIX KOCTel, Ky-
6OBUAHbIX KOCTE cTon

AndpdysHoe 3ameaneHne
pUTMa, CHUXEHME ero aMmnn-
TyZbl, YA/IMHEHWE NaTeHTHOro
nepmoja Bbi3BaHHbIX 3pUTE/b-
HbIX M C/TyXOBbIX MOTEHLNANOB

3afep>kka rncuxoMoTopHOro
pa3BUTUS; aTaKCus, HapyLLEeHWe
KoopAMHauUUn ABVKEHWI, cna-
CTMYecKas gunnerus, rmnoTo-
HUS

Kocornasue

Hannune akTonnposaHHOW
LL>K B KOpHe A3blKa
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OcmoTp Bpaya-
cypgonora

OcmoTp Bpaya-
Kapauonora

OcmoTp noronega

CumHTUTrpadms

LK

OcmoTp Meau-
LIMHCKOrO Mcunxo-
nora (Henponcu-
Xonora), Bpava-
ncuxmarpa

MPT ronoBHoro
Mo3ra

buoncna wmto-
BMAHOM 1nn Napa-
LUMTOBUAHOM Xe-
nesbl

B 12 mecsaues (paHee — Mo nokasa-
HUAM)

Ha 1-m rogy >X1U3Hu - Nno nokasa-
HUAM

B 4—5 net

B no60M BO3pacTe Nno nokasaHUsM:
npwn annasnn n guctonumn no ¥Y3n

LLDK

I nepBUYHbIN B 1—1,5 roga,
I MOBTOPHO - B 5 neT (Npu Heob-
XOAMMOCTU paHbLLe)

npv 1€KOMMNEHCMPOBaHHOM TMMo-
Tpeose

Mo nokazaHusm (NpU MHOrOYy3/10-
BOM 3006e)

HelipoceHcopHas TyroyxocTb

BpoXaeHHbIe MOPOKKU pa3su-
TUS; BbINOTHBIN NepUKapauT,
CHUXXEHWE COKpaTUTe/IbHOM
Croco6HOCTN MUOKapaa

HapyLueHns peun (0T nerkmx
[0 TSXKENbIX)

Annasugd, akrtonus LK

3afep>KKa NHTENNIEKTYa/TIbHOro
pasBUTUSA; CHDKEHME 06LLEero
NHTEeNNEeKTa; yXyALleHne Kpart-
KOBpPeMeHHOW NamaTu

Mnepnnasua runogusa npu
JeKomneHcupoBaHHOM BT
YMeHbLLEHME pasMepPOB r1mnno-
Kamna, HapyLUeHMe CTPYKTYpbI
ro/I0BHOro Mo3ra

Hannuuve ageHomato3a LLK;
WCK/TIOYEeHMEe MaIUrHU3aLmmn

MpOrHo3 B O THOLLEHUW HepOonCUXNUYecKoro passuTwua npyu Bl 3aBucuT oT MHO>XKecTBa (DakTo-

poB. ViccnegosaTenm BO BCeX CTPaHax cXoAdaTCA BO MHEHUN, YTO OnpefensatoLLyto ponb Ans 6na-

rONpUATHOrO MPOrHo3a WHTENNeKTYaNbHOro passuTus pebeHka ¢ BIN, 6e3ycnoBHo, urpawT

CPOKM Hauyana 3aMec TUTe/bHON Tepanuu NeBOTUPOKCUHOM HATpPUs, XOTS psif aBTOPOB yKasbl-

BaeT, YTO Aa>Ke NpupaHHEM Havase NeyeHns y HebonbLLOM YacTy AeTeil Te UK UHble HapyLle-

HUS WHTENNeKTa BCe-Taku coxpaHstoTcs. KpaliHe Ba>KHbIM (DaKTOpPOM SIBNSETCS afekBaT-

HOCTb nie4eHnd Ha nepBoM roay >KmM3Hu. Taknum o6pa30|v|, 3a HEKOTOPbIM UCKNKOYEHUEM, BCE AETN

c BI npu paHHeM N agekBaTHOM /Ie4HEHUU UMEKOT BO3MOXKHOCTbL AOCTWYb ONTUMa/IbHOIO WNH-

TenneKkTyanlbHOro passuTua [1,18].

6. OpraHusaumsi okasaHMa MeANLUHCKOMN MOMOLLNA.

PeKoMeHAyeTCS NyiaHoBas rocnuTain3auumn B MeAMLUMHCKYHO OpraHu3aumio npu:

1)  HEeBO3MOXXHOCTM JOCTMXKEHUS LieNeBbIX NoKasaTeneli TMpeouaHbIX FOPMOHOB B aMOYy-

NaTOPHbIX YCNOBUSAX,
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2)  Heo6XOAMMOCTWN XMPYPrnuyecKoro fieveHns npu BPOXKAeHHOM 306e Ha oHe ageHo-
mMato3a (npu 60nbLIOM pasmMepe 306a UM MasIMrHU3aLmMn y3/10BbiX 06pa3oBaHuii) [1].

YpoBeHb yb6eanTenbHOCTN peKomeHaaumim C (ypoBeHb AOCTOBEPHOCTU J0OKa3aTeNbCTB — 5).

He pekomMeHAyeTcAa rocnutannsaums B CTaLMoHap Npy BO3MOXXHOCTU AOCTUXEHUA KOMIMeHcauun
B aMbynaTopHbIX ycnosusax [1].

YpoBeHb yoeauTenbHOCTU pekoMeHgaumin C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5).
MokasaHuA K BbINUCKe NauneHTa N3 MeguLnHCKON opraHn3aumn:

1) pocTuxkeHwue LLeneBoro ypoBHsa T4 CB B CbIBOPOTKE;

2) ycnewHo NpoBeAeHHOE M/1aHOBOE XMPYpPruyeckoe BMeLLaTenscTso [1].
PekomMeHayeTCA 3KCTPeHHas rocnutaim3auns B MEAULIMHCKYHO OpraHu3aunio B c/lyyae BO3HUK-
HOBEHUS:

1) rMNoOTUPEeonaHON KOMbI,

2) TUPEOTOKCMYECKOro Kpusa (rnepeno3vpoBKa IeBOTUPOKCUMHA HaTpua**) [1].
YpoBeHb ybeamnTenbHOCTN pekomeHaaumnii C (YpoBeHb AOCTOBEPHOCTM A0OKas3aTesibCTB — 5).

7. DononHnTenbHasa MHgopmMaums (B TOM vncie paKTopbl, BAUSIIOLME HA -
ncxop 3a60/1eBaHNSA UM COCTOSIHUS).

[JononHutensHas nHMopMauus oTCcyTCTBYET.

KpuTepmn ougHKN KayecTBa MeMLNHCKOM MOMOLLIN,

YpoBeHb f0- YPOBeHb yoeaun-

Kputepun KavecTBa CTOBEPHOCTU  TEJIbHOCTU PEKO-
[OKa3aTeNnbCcTB MeHZauunmn
BbinonHeHo nccnegosaHve yposHa TTI B KPOBU Y HO- 3 C

BOPOXAEHHOI0 He no3aHee 5 CYyTOK XXMU3HU (oNTumasib-
Hble CPOKM MOJIHbIE 3 CYTOK) B Lie/IbHOW KPOBYU
BbINnonHeHO wccnefoBaHVie YPOBHA TUPEOTPOIHOIo 5 C
ropmoHa (TTI) B KpoBuY, uccnegosaHue yposHa CT4
CbIBOPOTKN KPOBU
BbINosHEHO YyNbTPa3BYKOBOEe mccnefoBaHue LUK 5 C

BbINonHeHb! 06Kl (KNMHUYECKNIA) aHaIN3 KPOBW, C
aHa/In3 KPoBM BMOXMMUNYECKMIA 0bLLeTepaneBTUYECKNIA

MposefeH nprem (OCMOTP, KOHCY/bTaLMA) Bpaya- 5 C
[leTCKOro 3HAO0KpMHOoNora

BbINosiHeHa peHTreHorpagusa KUCTN 1 1y4e3anscTHOro 5 C
cyctasa
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Kputepun Kavectea

BbINonHeHbI c60p aHaMHe3a U XKanob nNpu reHeTnYe-
CKOM KOHCY/TbTUPOBaHUMN U FreHeTMUYECKOe TecTUpPOoBa-
HVe NpW NoA03PeHNM Ha HacNeACTBEHHbI XapaKTep

naTosiorum
JocTurHyTel uenesble nokasartenu CT4 CbIBOPOTKU

KpOBM

YpoBeHb A0- YPOBeHb ybeaun-
CTOBEPHOCTMN TEe/IbHOCTU PEKO-
J[OKa3aTeNbCTB MeHZaunmn
5 C
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MpunoxeHne Al. CoctaB paboyei rpynnbl no paspaboTKe N NepPecMoTpy
KAMHUNYECKMNX peKOMeHdaunmn

PYKOBOONTEJIN:

MeTepkoBa BaneHTuUHa AnekcaHpoBHa - akageMmnk PAH, npodeccop, LOKTOP MegULIMHCKNX
HayK, Hay4YHbIi pyKoBoauTenb MHCTUTYTa AeTCKOM 3HAoKpuHonormm ®rey «HMWL, sHaokpu-
Honorum» MuHsgpasa Poccun, 3aBefytouas kageapoin A4eTCKOM 3HA0KPUHONOTMMN-AnabeTonornm
MHCTUTyTa BbICLLEr0 1 AOMNO/THUTENBLHOIO Npog)eccroHaibHoro obpasosaHus ®rey «HMUL, aH-
AOKpUHonornm» MuHsgpasa Poccum, rnaBHbIN BHELUTATHbI AETCKUIA CneuuaincT 3HA0KPUHOIOT
MwuH3gpasa Poccuu.

Be3nenkuHa Onbra bopmncoBHa — AOKTOP MEAULMHCKNX HAYK, 3aMecTUTeNlb AupeKTopa LieH-
Tpa - gupekTop VHCTUTYTA feTCKOM aHA0KpUHONorum ®roy «HMWL, aHOOKpUHONOrumM» MuH-
3gpasa Poccun, npodheccop Kadenpbl 4ETCKON 3HAOKPUHONOTMK-AnabeTonornm NIHCTUTYyTa BbiC-
LLIero n LOMONHUTENbHOro NpodeccMoHasibHOro obpasosaHna ®reyY «HMWL, aHAOKprHONO-
rmn» MunH3gpasa Poccum.

ABTOPbI TEKCTA:

HaraeBa EneHa BuTtanbeBHa - KaHANAAT MeANUUHCKUX HayK, 3aBefytoLas OTAeleHNeM TUPeo-
NA0NOTUU, PENPOAYKTUBHOIO U COMATUYeCKOro pa3BuTuUa VNHCTUTYTa AeTCKOW 3HAOKPUHOMNOM N
OIreyY «HMWL, sHgokprHonornn» MunHsgpasa Poccum, goueHT Kadeapbl AeTCKOW 3HAOKPUHO-
noruu-guaéetonornm VMIHCTUTYTa BbICLLEro 1 AOMNOIHUTEIbHOTO NPO(eccUoHaNbHOro 06pa3oBa-
Hna ®reyY HMNLL aHgokprnHonorum MuH3gpasa Poccun.

LLinpsieBa TaTbsAHa KOpbeBHA - KaHAMAAT MeANLUNHCKUX HayK, AOLEHT, BEAYLLNIA HAY4YHbIN CO-
TPYAHVIK OTAENEHUA TUPEONAOIOrNN, COMaTUYECKOrO U PENpPOAYKTUBHOIO passutua MHCTUTyTa
[AeTcKoM aHAoKpuHonorun ®Prey «HMULL aHgokpmnHonorum» MuH3sgpasa Poccun.

UukynaeBa Onbra AnekcaHApOBHa — KaHAMAAT MeAVLUMHCKUX HayK, BeAyLLMiA Hayu4HbI Co-
TPYAHUK OTAEeNeHNS TUPEOUL0I0rMn, COMaTUYECKOro U penpoayKTUBHOIO pas3BuTua MHCTUTyTa
AeTcKol aHAoKpuHonorun Prey «HMUWL, sHaooKpuHonorum» MuH3gpasa Poccun, JOUEHT Ka-
(hef,pbl AETCKOWN 3HAOKPUHONOMUU- AMabeToNnormm VIHCTUTYTa BbICLUErO ¥ AOMOMHUTE/IbHOr0 Npo-
(heccnoHanbHOro obpasoBaHua ®IrbyY «HMULL sHAOKpuHONOrMM» MuH3gpasa Poccun.

BaavHa TaTbsiHa AneKceeBHa — KaHAMAAT MeAULMHCKUX HayK, Bpay IHCTUTYTa AeTCKOM aH0-
KpuHonorum drey «HMWL, sHpokpuHonorun» MunHsgpasa Poccun.

Makpeukasd HuHa AnekceeBHa — KaHAMAAT MeAULMHCKMX HayK, HayUHbI COTPYAHUK oTaene-
HUA HacneACTBEHHbIX 3HAOKPUHONATUIA VIHCTUTYTa AETCKOW 3HAOKpUHOMormn ®rey «HMNL,
3HAOKPWHOMOrMmM» MuH3apasa Poccun.

LLlectonanoBa EneHa AHapeeBHa - Bpay -TeHeTUK, KOHCYNbTaTUBHOE OoTAeneHne denepasib-
HOro rocyapCTBeHHOro 6H0>KETHOr0 Hay4yHOro yupexxaeHus «MeauKo-reHeTUYeCKUin Hayuy-
HbIA LEHTP MMeHN akagemuka H.IM. BoukoBa»

KoHtoxoBa MapuHa bopucoBHa - KaHAMAAT MEAVLIMHCKNX HayK, Bpay - AeTCKUA 3HA0KPUHO-
nor MOCKOBCKOr0 LieHTpa HeoHaTa/lbHOro CKpuHuHra NbY3 «Mopo30BcKasa feTcKas ropoackas
KNMHMYeckas 601bHULA JenapTaMeHTa 34paBooXpaHeHns . MOCKBbI».

MuTbknHa BaneHTHa BopurcoBHa - Bpay -1abopaTopHbIi reHeTUK, MOCKOBCKUIA LIEHTP Heo-
HaTa/IbHOro CKpUHMHra MOCKOBCKOIO LieHTpa HeoHaTa/lbHOro CKpnHuHra NbY3 «Mopo3oBckas
[eTcKaa ropofckas KivHu4yeckasa 6onbHULA [lenaptaMmeHTa 34paBooxpaHeHns r. MOCKBbI».
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OKCIEPTHI:
LLlankuHa J1t060Bb AneKcaHApOBHA - AOKTOP MeAMUMHCKMUX HayK, npodeccop NHCTUTyTa Te-
panun n NHCTPYMeHTa/IbHON AnarHocTukn ®re0Y BO "TuUX00KeaHCKUI rocyapCTBEHHbIN Me-
ANUNHCKWI yHMBepeuTeT" MuH3gpaBa Poccum, rnaBHbIA BHELUTATHbIV CNeLMainucT 4eTCKUIA aH-
AOKpuHonor JansHeBocTouHOro 0.
TapaHyLleHKo TaTbsAHa EBreHbeBHa -  JOKTOP MeAULMHCKMX HayK, 3aBegytoLas Kadeapon
neguaTpum MHCTUTYTa NocneguniomMmHoro obpasosaHms MBOY BO "KpacHospckuii rocypap-
CTBEHHbIN MeAVLMHCKNIA YHUBEPCUTET MMeHU npocdeccopa B.®. BoiHo-AceHeBCcKoro” MuH-
3apaBa Poccuu, rnaBHbIA BHELITATHBIA CReuuannct AeTCKUid aHAOKpUHoMor KpacHOSpCKoro
Kpasi, rNaBHbI BHELUTATHbIM cheunannucT AeTCKUA aHA0KpUHonor Cuéupckoro ®0.
MeTpaiknHa EneHa EMOBHA - LJOKTOP MeANUNHCKNX HayK, anpektop OCIN PHUMY nmeHn
H.N.Mnporosa MunH3gpasa Poccuu, rnaBHblil BHELUTATHbIA CReUNanncT AeTCKUI 3HAOKPUHOMOT
r.MOCKBbI, rN1aBHbI BHELUTATHbIA CNeunanncT AeTCKUA aHA0KpuHonor LieHTpanbHoro ®0O.
Manuesckunii Oner ApTypoBUY - [LOKTOP MeAMUMHCKUX HayK, npodeccop kadegpbl rocrnu-
TasibHOW NegunaTpun PIreE0Y BO «ballKMPCKU rocyAapCTBEHHbIN MeAULMHCKUIA YHUBEPCUTET»
MwuH3gpaBa Poccun, rnaBHbI BHELUTATHBIN CeLnannucT AeTCKUA 3HA0KPMHONOT MPUBOIHKCKOro
®O0.
KunsieB Anekceii BacunbeBund - LOKTOP MeAULMHCKMX HayK, Npodeccop Kadeapbl rocnmTasibHON
negnatpum ®roOY BO "YpanibCKuil rocyfapCTBEHHbI MeAVLMHCKUIA yHuBepcuTeT" MUH-
3gpasa Poccun, pykosoguTens LleHTpa getckoi aHgokpuHonorum FTAY3 CO «O6nacTtHas get-
CKas KAnHMYeckas O0NbHULA», [MaBHbIA BHELWITATHbIA Crneunannct AeTCKUiA 3HA0KPUHONOT
CBepaioBCKOol 06/1aCTW, rNaBHbI BHELUTATHbIN CReLNancT A4eTCKUIA 3HA0KPUHONOT Y pasibCKOro
$O0.
KocTpoBa MpunHa BopucoBHa - 3aBefytoLLas OTAe/leHUEM AETCKOWN aHAOKpuHonorum MY "et-
cKas pecnyb/MKaHCcKas KivHuyeckas 6onbHUUa M. H. M. Kypaesa", rnaBHbIli BHELLTATHbIN Che-
LUUanncT AeTCKUA 3HAOKPUHOMOT pecny6nkn JarectaH, rnaBHbI BHELLTATHbIA CeLmainucT geT-
CKUn aHZoKpuHonor Cesepo- Kaskasckoro 0.
BawHnHa EneHa bopucoBHa - fOKTOP MegULMHCKUX HayK, npodeccop Kadeapbl SHAOKPUHO-
norun nmeHn akagemuka B.I". bapaHosa @IrOYBO «CeBepo-3anagHblil rocyAapCTBeHHbI Mean-
UVHCKWIA yHUBepeuTeT umeHn V.. MeyHnKoBa», rNaBHbIi BHELUTATHbIA CReuuaincT LeTCKUi
3HAoKpuHonor Cesepo-3anagHoro ®O.
MankuHa ManinHa AnekcaHgpoBHa - AOKTOP MeAUUVHCKUX HayK, 3aBefylolan AeTCKUM 3HIO0-
KpUHHBbIM oTgeneHnem HW akywepctsa n neguatpumn ®re0Y BO "POCTOBCKMIA roCyAapCTBEH-
HbIA MeQNUVHCKWI yHuBepcuTeT" MuH3gpaBa Poccuu, rnaBHbI BHELTATHbIA cneyuanucT get-
CKWIN 3HOOKPUHONOT POCTOBCKOM 06/1aCTW, FNaBHbI BHELUTATHbIV CELNaNNCT ETCKUA 3HA0KPU-
Honor FOxHoro 0.
CBuHapeB Muxann KOpbeBUY - JOKTOP MEAVLIMHCKNX HayK, rnaBHbI Bpad MY3 "CapartoBckas
o6nacTHas AeTckas KNnMHnYyeckas 601bHMLUA", npogeccop Kadeapbl 4eTCKMX 60/1e3Her nevyebHOro
(hakynbTeta ®rbOY BO "Capatosckuii TMY um. Pasymosckoro B.W." MwuH3gpasa Poccun,
rNaBHbIA BHELUTATHBIV CrneumanucT AeTCKUIA aHAOKpMHoNor CapaToBCKOM 061acTu.
Muxarnosa EBreHnsi N'eHHagbeBHa - JOKTOP MeAMUMHCKUX HayK, 3aBedytoLas oTAe/leHNeM
[AeTcKoW aHfoKpuHonornn MbY3 Camapckoli obnactu "[eTckas ropofckas KnmHuyeckas 60/b-
Huua Nel um. H.H. iBaHOBOIA", rNaBHbIN BHELLTATHbIV CeUnannucT AeTCKUA 3HAOKpUHonor Ca-
MapCcKon obnacTu.
KoBaneHko TaTbsiHa BUKTOpOBHA - JOKTOP MEAMLIMHCKNX HayK, 3aBefytoLlas kajeapon negn-
arpuu 1 HeoHatonorum ®reOY BO "VkeBckas rocygapcrtBeHHas MeguUMHCKaa akagemus'
MwuH3gpaBa Poccuun, rnaBHbIA BHELUTATHbLIA CNeuManncT LeTCKU 3HAOKPUHOMOTN pecny6/iMKu
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YamypTus.

Mpw AHa BnagnmmpoBHa - JOKTOP MeQULIMHCKUX HayK, npodeccop Kaenpb! AeTCKux 60nes-
Hell MeanumnHcKoro nHetntyta BY BO "CypryTckuii rocygapctBeHHbI yHuBepcuteT XMAO-
FOrpbI", rnaBHbI BHELUTATHbIN CNEeLManmcT 4EeTCKUA 3HAOKPUHONOT XaHTbl-MaHCUINCKOro aBTo-
HOMHOro okpyra- FOrpa.

XpamoBa EneHa BopurcoBHa - JOKTOP MegULMHCKMX HayK, 3aBegytoLas Kagenpon geTckmx 60-
ne3Hen negmaTpuyeckoro akynbteta PreOY BO «THOMEHCKUIA FOCYAapPCTBEHHbIA MeANLVH-
CKWNIA yHMBepcuTeT» MuH3gpasa Poccun, rnaBHbI BHELUTATHbIM CNeumManncT AeTCKUA 3HO0KPK-
Honor THOMeHCKOoN 061acTu.

AnnmvoBa VpuHa JleoHMgoBHa - AOKTOP MEAMLMHCKMX Hayk, 3aBefytollas Kadeapon rocnum-
Ta/IbHOW NeamaTpum ¢ KypcoMm HeoHatonormm akynsTteta AMNO ®rbOY BO "CmoneHcKuiA roc-
YAapCTBEHHbI MEANLMHCKNIA yHMBEpcUTET" MuH3agpasa Poccun, rnaBHbI BHELLUTATHbIA cieuun-
ICT OETCKUIA aHAOKPUHONOr CMO/IEHCKOWN 061acTu.

CamcoHoBa J11060Bb HuKoNaeBHa - OKTOP MeAUUMHCKUX Hayk, 3aBegytoLllas kadegpon get-
CKOW aHAO0KpuHonorum ®re0y AMNO "Poccuiickas MeguumMHCKas akafeMnsi HenpepbiBHOMO Mpo-
(heccmoHanbHOro obpasoBaHusA™ MuH3gpasa Poccuu.

BonoTtoBa HMHa BMKTOpPOBHa - JOKTOP MeANLMHCKUX HayK, 3aBeaytoLLas Kaheapon nponeaes-
TUKM AETCKUX 60M1e3HeN, AeTCKOM aHAOKpUHOornm n gnabetonornn ®reOyY BO "CapaToBcKkuii
rocyAapCTBEHHbIA MegULMHCKUI YHUBepcuTeT M. B.W. Pazymosckoro” MuH3gpasa Poccun.
Cunbunnesa EneHa HnkonaeBHa - JOKTOP MeAUUMHCKUX HayK, Npodeccop Kadeapbl neguaTpun
®IreOY BIMO «CeBepHbIii rocyfapCTBEHHbIM MeAUUMHCKUIA yHuUBepcuTeT» MwuH3gpasa Poc-
CUW, rNaBHbI BHELUTATHbIN CNeunanncT A4eTCKUA IHAOKPUHONOT ApXaHre/ibCKon 061acTu.

KOH(/IMKT MHTepecoB: aBTOPbl KIMHUYECKUX PEeKOMeHJauui AeKNapupyroT OTCYTCTBUE KOH-
(PIMKTa MHTEPECOB.

[ns oKoHYaTeNbHOW peflakUmn 1 KOHTPO/ISt Ka4ecTBa PEKOMeHAALMN Gblnv MOBTOPHO Mpo-
aHa/IM3MpPOoBaHbI YieHaMK paboyeli rpynmnbl, KOTOPble MPULLN K 3aK/IFOYEHMIO, YTO BCE 3aMeya-
HNSI 1 KOMMEHTapPUM 3KCMNEePTOB NPUHSATbLI BO BHUMaHKE, PUCK CUCTEMATMYECKUX OLLMGOK Npu pas-
paboTKe peKoMeHAauuli CBeaeH K MUHUMYMY.
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MpunoxxeHne A2. MeTof0M0rns paspadboTKN KNMHNUYECKNX PeKOMeHJaLMiA.

LleneBas ayaMtopus faHHbIX KIMHUYECKMUX PEKOMEHALNIA:
1. Bpay-negmartp.
2. Bpay-geTckuii 3HAOKPUHOOT.

Tabnuuya 1. LLIkana oueHKN YpoBHEN AOCTOBEPHOCTU AoKasaTenbcTs (YAM4) ona metoAos Ana-

THOCTUKU (ANarHOCTUYeCKNX BMeLLIaTeNbCTB).

yan Paclumdposka

1 CuctemaTuyeckre 0630pbl UCCnefoBaHuii C KOHTPoeM petepeHCHbIM METO-
[OM WN CUCTEMATMYECKMIA 0630p PaHAOMM3NPOBAaHHbLIX KTMHUYECKMX UCCe-
[l0BaHWI C NpMMEHeHNeM MeTa-aHamM3a

2 OTAenbHbIE UCCNeAoBaHNA C KOHTPOMeM peepeHCHbIM METOAOM MW OTAE/b-
Hble paHAOMM3MPOBaHHbIE KTMHNYECKME UCCNeA0BaHNSA 1 CUCTEMATUYECKNE
0630pbl MCcCNefoBaHUY NHOBOro An3aiiHa, 3a UCK/IKYEHEM paH40MU3NPOBaH-

HbIX KNNMHNYECKNX MCCﬂeAOBaHMVI, C NPUMEHEHNEM METAa-aHa/IN3a

3 WccnepoBaHus 6e3 nocnefoBaTe/IbHOTO KOHTPO/St pethepeHCHbIM METOLOM WK
nccnefoBaHus ¢ pedhepeHCHbIM METOAOM, He SIBNSIOLLMMCS HE3aBUCKMMbIM OT
nccnegyemMoro MeTosa Uiy HepaH4OMU3UPOBaHHbIE CPaBHUTENbHbIE UCCNES0-
BaHWsi, B TOM YMC/ie KOTOPTHbIE UCCeA0BaHUSA

4 HecpaBHUTENbHbIE UCCMEA0BaHNS, ONUCAHNE KTMHUYECKOrO Cyyvas

5 MmeeTca nniub 060CHOBaHME MeXaHMU3Ma AGVICTBVIFI nnn MHEHME 3KCNepToB
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Tabnuua 2. LLkana oueHKM YpOBHel AOCTOBEPHOCTUN AoKasaTenscTs (Y/A4) Ans MeTogoB npo-

(OUNAKTUKKN, NedeHns U peabunvtaumm (MPoUIakKTUYECKUX, NeYeOHbIX, PeabunnTaumMoHHbIX

BMeLLATe/bCTB).
yan Pacwwuposka
1 Cuctematnyeckumini 063op PKW ¢ npymeHeHem meTa-aHam3a
2 OTtgenbHble PK 1 cuctematnyeckme 0630pbl UCC/iefoBaHUIA NH060ro An3ainHa,

3a ucknyeHnem PKW, ¢ npymeHeHem meTa-aHanmsa

3 HepaHA0MM3MpoBaHHble CPaBHUTE/bHbIE UCCEA0BaHNS, B T. Y. KOrOPTHbIE UC-
cnefoBaHus
4 HecpaBHUTeNbHbIe UCC/eA0BaHMs, ONMcaHNe KIMHUYECKOro ciyyas unm cepum

C/y4aeB, UCCNEA0BaHUSA «CMyYali-KOHTPO/b»

5 VimeeTcs NnLb 060CHOBaHME MexXaH3ma [elicTBUS BMeLlaTelbCTBa (A0K/INHM-

yeckune VICC}'Ie,EI,OBaHVIFI) NN MHEHNE 3KCNEpPTOB
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Tabnuua 3. LLIkana oueHKM ypoBHeii y6eanTenbHOCTM pekoMeHdaunin (YYP) ana meTo4os npo-

(PMNAKTUKKM, OMArHOCTUKK, NIeYeHNs U peabunutaummn (NpounakTUYeCcKnx, AMarHOCTUYECKHNX,

neyebHbIX, peabunnTauMoHHbIX BMeLLaTebCTB).

yaa
A

PacLundgpoBka

CwunbHasa pekomeHaauma (Bce paccMmarpuBaeMble KpUTepun apheKTMBHOCTH
(ncxoppl) ABNSAOTCA BaXKHbIMU, BCE MCCNef0BaHUA NMEIOT BbICOKOE U YA0-
B/1eTBOPUTE/IbHOE METOLO/I0IMYECKOe KaueCcTBO, UX BbIBOAbI N0 NHTEPECYHO-

LM ncxonam ABAAKOTCA COFI'IaCOBaHHbIMI/I)

YcnoBHasa pekoMeHgauus (He Bce paccMaTpuBaemble KpUTepumn apheKTUBHO-
cTn (MCcXopfpl) ABNAKOTCA BaXKHbIMKU, He BCE UCCNEA0BaHUS UMEKOT BbICOKOE UN

YAOOBJIETBOPUTENIBHOE METOA0/IOTMYECKOE Ka4eCTBO n/nnu nx BbIBOAbI MO
MHTEPECYOLWNM ncxoaam He ABNAKOTCA COFI'IaCOBaHHbIMVI)

Cnabas pekomeHzaumsa (0TCyTCTBME [OKA3aTebCTB HafexXallero kayecrsa
(BCce paccmaTtpuBaemMble KpUTepumn aPHEKTUBHOCTY (MCXOAbI) ABMSKOTCA HEBaXK-
HbIMW, BCE UCCNEA0BaHUA NMEKOT HU3KOe METOL0/0NMYECKOe KayecTBO U NX

BbIBO/JbI MO MHTEPECYOLLNM NUCXO0OaM HE ABMNAKOTCA COFI'IaCOBaHHbIMI/I)

MopsagoK 06HOBNEHUA KIIMHUYECKUX PeKOMEHAALVIA.

MexaHV3M OBGHOBEHUSI KTMHUYECKNX PEKOMEHAALNIA NpeaycMaTpuBaeT UX CUCTEMATUYECKYHO

aKTya/In3almno — He pexxe 4YeM OAIMH pa3 B TPU roda, a Takxke npu noaB/iEHNN HOBbIX AaHHbIX C

Nno3nuUMn AoKasaTelbHOM MeAMLMHbI MO BONPOCaM AMarHOCTUKM, NleyeHunsl, MPoPUNaKkTUKn 1 pe-

abnnMTaumMm KOHKPETHbIX 3a60/1eBaHN, HAIMUMM 060CHOBaHHbIX AOMO/HEHWIA/3aMeUaHNii K pa-

Hee yTBepXAéHHbIM KP, HO He yaule 1 pasa B 6 MecALeB.
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MpunoxeHne A3. CnpaBoYHble MaTepuasibl, BK/lOUas COOTBETCTBUE MOKasa-

HWIA K NPUMEHEHMIO 1 MPOTUBOMOKAa3aHWi, CNoco60B NPUMEHeHUs 1 403 fie-

KapCTBEHHbLIX rnpenaparoB, NHCTPYKLUNN MO MPNMEHEHUNIO NTEKAPCTBEHHOIO

npenapara

Tabnuya 1. 3TMoiorvsa 1 pacnpocTpaHeHHOCTb OCHOBHbLIX hopm BIM [1].

MprunHbl

MepBUYHbI TMNOTUPEO3

1. AncreHesuns WMUTOBUAHOW Xenesbl
AreHe3una (atnpeos)
MmnoreHesus (rmnonnasus)
AucTtonus

2. AncropmoHoreHes
JedpekT peuentopa TTI
[eteKT TpaHcnopTa oaa
JedeKkT nepokcnaasHoi cucTembl

[JedekT cnHTe3a TMpeornobynmHa

LleHTpanbHbIi TMNOTUPeo3 (BTOPUYHbINA, TPETUYHbIA)

CoueTaHHbIN AedrUnNT rMnodusapHbIX
rOpMOHOB

M3onvpoBaHHbI gedmumt TTI

Mepudepuyeckas peancTeHTHOCTb K TUPEOUAHBIM
ropmMoHam

TpaH3NTOPHbIA TMNOTUPEO3

YacTtoTa

(%; Ha YMCNO HOBOPOXKAEHHbIX)

80—85 (1:4000)
22-42
24-36
35-42
10-15
4 (1:30 000—1:50 000)
peaKo
1:26 000
1:40 000
5—10(1:16 000)
1:75 000—1:100 000

1:100 000

Hewus3BecTHa
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Tabnuua 2. Knaccngmkaumsa BT (Rose et al. 2006) [1].
1. MepBUYHbIV rMNOTUPeo3

A. ncreHesuda LLI,I/ITOBI/I,EI,HOVI XKenesbl: 3KTONuA, annasnd, rmnonaiasnd, remmareHe-
3nA

AccounnposaHbl ¢ myTaumamm reHos TTF1, TTF2, NKX2.1, NKX2.5, PAX-8, PAX-9 —
B 2% Cny4aes.

MpnymHbI HenseecTHbl — B 98% cryyaes.
B. AucropmoHoreHes (HapyLueHve CUHTe3a TUPEOULHbIX FOPMOHOB)
AcCCOLMMPOBaH CO C/efyHoWMMM reHeTUYeCKUMK JeeKTamu:

*  [eheKT HaTpuii-ogHoro cumnopTtepa (MyTauus reHa NIS);

*  [peekTbl Nnepokcnaassbl:

1 fedieKTbl CUHTE3a nepekncy sogopoda (Mytaumm reHos DUOX2,
DUOXA2, TPO);

1 JedekT neHgpuHa (cuHapom MeHppena — myTaums reHa PDS);
1 JedeKT cuHTe3a TupeornobynunHa (mytauus reHa TG).

B. PesncteHTHOCTb K TTI
AccouunmpoBaHa ¢ MyTauusaMmn reHos:
*  pehekT reHa peuentopa TTT;
+ mMyTauum G-npoTenHa: rncesgorunonaparnpeos tTuna la.
2. LleHTpanbHbIN rnnoTmpeos (BTOPUYHbBIA FTMNOTUPEOD3)

A. M30nnpoBaHHas HefoctaTovyHOCTb TTI (MyTaumm reHa, KOgUpytoLero a-cybb-
eavHuLy TTI).

B. HegocTtatouHocTb TP n3onnposaHHas, CUHAPOM MOBPEXAEHWUS TMNogn3apHON
HOXXKW, MOBPeXXAeHVe rmnotasamyca (HanpvmMep, raMapToma).

B. Pe3ucTeHTHOCTb K TPIT (MyTauun peuentopa TPIN).

. TMNoTVpPeo3, BbI3BaHHbIN HELOCTATOUHOCTLIO (PAKTOPOB TPaHCKPUNLMKX, BOB/e-

YeHHbIX B NPOLIECCHI Pa3BUTUSA MU (PYHKLUMOHMPOBaHUSA rnogmsa (MyTawumm reHoB
HESX1, LHX3, LHX4, Pill, PROP1).

3. MNepupepryecknii runoTnNpeos

A. Pe3NCTEHTHOCTb K TUPEOUHbLIM FOpMOHam (MyTauum TMPeouaHOro pewenTopa |3).

B. HapyLueHuve TpaHcnopTa TUpPeouAHbIX rOpMOHOB (cuHapom Allan—Herdon—
Dudley — myTauus reHa MCT8).

4. CuHApoMasbHble (hOpMbl TMMNOTMPeo3a

A. CuHgpom lMeHgpena (rMnoTupeos, rayxoTa, 306) — myTauuma reHa PDS (getekT
neHapuHa).

B. CuHgpom Bamopga—/lasapyca (rmnoTmpeos, pacLyenmHa MArkoro Heba, BosoChl
C OCTpPbIMW NPSAAAMU) — MyTaLma reHa TTF2.
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B. Koxepa—/ebepa—CemMunnaH>a CUMHAPOM (MbILLeYHast NCeBLOrnMnepTpodus, rmno-
TUPeo3s).

. SKTogepMasibHas AmMcnnasus, rmnornapos, NMMnoTMpeos, UnamapHast ANCKNHe-
3us.

. Jo6poKayecTBeHHasi Xopesi, FMMNoTUPEOS.

E. XopeoarteTo3uc, (rMnoTupeo3 HeoHaTas/IbHbIA, pecnMpaTopHbIA ANCTPeCC-CUH-
apom) — myTaumm reHoB NKX2.1/TTF1.

XK. OxunpeHue, Kot (TMNoTupeo3s—runepTpodma Mmokapaa—sagepXxka ncuxm-
YeCKOro passuTus).

5. TpaH3UTOPHbIN r'MNOTUPEO3

A. lNpurem maTepblo aHTUTUPEONAHbLIX NPernapaTos.

b. TpaHcnnaueHTapHbIA NepeHOC 6I0KUPYIOLNX aHTUTeN K peuenTopy TTT .
B. AeduumnT nnmn n3bbIToK oga 'y MaTepy UM HOBOPOXKAEHHOTO.

I". MeTeposnroTHble myTaumn reHoB THOX2 nnn DUOXAZ2.

. BpoXkaeHHas remaHrioma rneyeHu Uam reMaHrmosHaoTenmoma.
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Tabnuvua 3. [eeKkTbl reHoB, NMPUBOAALLME K BPOXKAEHHOMY rmrnotmpeosy [1].

YacToTa Hacne-

3axsar
BCTpeuae-  [0Ba- leH 306 T4 T Tr -
opa
MOCTM HuYe
K 14000 aAp TR TTR2 0 op o 0
AuncreHesns L : PAX-8
CemeliHblii gecomunT \
Pegko AP TSHB, TSHA ¢ (b 0) 0
TTr
rMnonuTynTapuam 1:21 000 AP PROP-1, Pit-1 o o, N 0) 0)
Pe3ncTeHTHOCTb K PeKo AP TSH-R 0 0 0 N
TTr
JedekT TpaHcnopTa NIS,
AP + )
fiona Peao SLC26A4 o 0 0
AepekT opranpnka- ) 4o 009 Ap TPO + 0 0 o 0
umu ioga
CuHapom MeHapena 1:50 000 AP PDS + o, N 0 o o
[JetekT cuHTesa Tl 1:40 000 AP TG + ® ) o0 0
[OedekT geiognHasbl  Peako AP DEHAL1 + ) 0 0) o
. AP
Pe3ncTeHTHOCTb K TI g.lOO 00 TR-a, TR-P + 0) o, N ) 0]
AL

AP — ayTOCOMHO-peLLeCCUBHBIV TUN HacnefoBaHns; A — ayTOCOMHO-AOMUHAHTHbIA TUMN Hac/ef0Ba-
HUA; N — Hopma; T — BbiLLe HOPMbI; | — HUXKe HOPMbI.
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MpunoxkeHne b. ANropnTMbl 4eNCTBUIA Bpaya
ANTOPUTM HEOHATAIbHOTO CKPUHWHIA HA BPOXAEHHbBIA TMNOTUPEO3
(AOHOLLEHHBIE AETW)

MNT-Hopma
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MpunoxeHne B. VHpopmauua oia nauneHTa.

UT0 Takoe BPOXAEHHbIV TMMOTUPE03? BPoXKAEHHbIN rMnoTupeos — 3T0 COCTOSAHWE, NMpPU KOTO-
pOM LLUMNTOBUAHAA >Kenesa BblpabaTbiBaeT HEAOCTATOUYHOE KOMIMYECTBO FTOPMOHOB C POXKAEHMSA.
OHU HY>XHbI 4519 MPaBWU/IbHOr0 Pas3BUTUA N pocTa pebeHKa.

Kak 4acTo BCTpeyaeTCA U KaK BbISABAAETCA BPOXKAEHHbIA rMNoTUPeo3? BpoXKAeHHbIN runo-
TMpeo3 BcTpeyaeTcA y 1 Ha 3 000 — 4 000 HOBOPOXAEHHbIV feTeil. 3a6on1eBaHVe BbISBNSETCA MO
HeoHaTa/lbHOMY CKPUHUHTY. 3ab60p KPOBW U3 NSATKN HOBOPOXXAEHHOI0 pebeHKa NpoBoAnTCS Ha 3
CYTKN XXWN3HW. Y He[OHOLUEHHbIX AeTei 3a60p KPOBU OCyLLecTBAseTcs Ha 7 — 14 cyTku. Mpwu no-
BbILLIEHHOM ypoBHe TTI NpoBOAMTCS MOBTOPHOE 0OCMEA0BaHME U PELLIEHME BOMNPOCa O IEYEHUM
pebeHKa.

Kakune npuvuvHbl BPOXAEHHOro runotupeosa? B 60/blIMHCTBE criyvaeB 3ab0neBaHMe HOCUT
CNyyvaiHbI XapakTep 1 NpuynHa 3a60/1eBaHNSA He ACHa. B peiKMX Cnyyasx UMeeTCs reHeTnyeckas
npuvymHa 3aboneBaHms.

Kak nposiBnsieTca BPOXAEHHbIM rMNOTUPe03 U YeM onaceH? Mpy HECBOEBPEMEHHOM Hauase
neyeHuns y pebeHKa MOryT BO3HMKaTb MPOSIB/IEHNS TMNOTMPeo3a (3aTAHYBLLASACS YKeNTyxa HOBO-
POXXAEHHbIX, MO34HEE 3aXKUBEHNE MYMOYHOM PaHKW, 3amnopbl, B AasibHeLLIEM 3aaepyKa MOTOp-
HOr0 M MCUXMYECKOTO Pas3BUTUSA, CHUDKEHUSI TEMMNOB pocTa). [lo3fgHee Hayano fleUYeHUst ONacHo
pa3BUTMEM YMCTBEHHOWN OTCTaNIOCTL.

Kak neuntcsa BpOXAeHHbIV rnnotupeos? MNpu ycTaHOBKe AnarHosa BIT HasHavaeTcs neveHme
B COOTBETCTBUU C YTBEPXAEHHbIMU PeKOMeHAALUSAMN M0 NIeYEHNIO 3TOr0 3ab60/1eBaHuUS.

Kak gonro Heo6xogumo nony4vatb nedveHue? JledeHne BT ocyLlecTBAAeTCS NOXN3HEHHO. OHO
KpaiiHe Heo6X0o4UMO 4151 NPaBUIbHOIO PasBUTUA U pocTa pebeHKa.

Kak 4acTo Hy>XHO obpaliarbcs K Bpady? lNMpy HasHayeHUU NneveHnss pebeHOK HabnogaeTcs
NOCTOAHHO Y AEeTCKOro 3HAOKPUHOora. PerynsapHo no HasHayeHUIo crneuuannucta npoBoaUTCS
KOHTPO/Ib NokasaTenei ropmoHoB Kposu (TTI, cBT4). Takxke pebeHKa HEOOXOAMMO B TeveHue
YKM3HUW B pas3inyHble Nepuoabl nokasbiBaTb CreyuaimcTam — Cypaonory, noronegy, HeBpPosory,
ncmxonory(Hemponcuxonory), Ncuxmartpy.
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MpunoxkeHwne M-I2. LLKanbl OLeHKN, BOMPOCHUKU N ApYyTre OUgHOYHbIe NH-
CTPYMEHTLI COCTOAHUA NauueHTa, NpuBeAeHHble B KIIMHNYECKUX peKOMeHa-
Lnax

MpunoxeHwne IN'l. LLikana Anrap ans uarHoCTUKWY BPOXKAEHHOro rmrnotmpeosa y
HOBOPOXAEHHbIX
Ha3saHuve: LLIkana Anrap ana gnarHoCTUKN BPOXKAEHHOI0 rmnoTmpeosay HOBOPOXKAEHHbIX

NcTouHuK: «CnpaBovyHMK AETCKOro 3HAOKpuHonora», Mocksa: Jlutteppa, 2020, N.W. denos,
B.A. lNeTepkoBa, cTp.98

Twn: WKana oueHKn
HasHaueHue: oueHKa KIMHUYECKMX CUMIMTOMOB A1 AnarHocTukn BIK

CogepxaHuve (LwabnioH) 1 KAKYn NHTepnpeTaums:

KnnHunyeckunii npusHak Konuyectso 6anios
MNynoyHas rpbhka 2
OTe4Hoe n1uo 2
3anopel 2
>KeHcknii non |
BnegHoCTb, rMNOTEPMNSA KOXKN 1
YBE/IMYEHHbIN 513bIK 1
MblweyHas rMnoToOHUSA 1
Kentyxa gonbule 3 Hefenb 1
LLlenyweHne n cyxocTb KOXK 1
OTKpbITbIV 3a4HUA POAHNYOK 1
BepemMeHHOCTbL anunnack 6onee 40 Hegenb 1
Macca Tena npu poxxgeHun 6onee 3500 r 1

MoscHeHusA: gnarHo3 BI™ ycTaHaB/MBaeTcs rnpyu cymme 6annos 6onee 5.

MpunoxeHue 2. TecT Bekcrepa (4eTCKU BapnaHT)
Ha3BaHue Ha pycckom si3blke: TecT Bekcnepa (4eTckuii BapuaHT)

OpwuruHanbHoe HassaHue Wechsler Intelligence Scale for Children, WISC

VcTouHuK (omumanbHbiii caiT pa3paboTumkoB): TecT Bekcnepa: AvarHOCTMKa CTPYKTYpPbl UH-
TennekTta (LETCKUIA BapuaHT): MeToAm4veckoe pyKoBoAcTBO/HO.U. ®dunmmoHeHko, B.W. Tumo-
(beeB. - CaHkT-MeTepbypr: MMATOH, 2016. - 106 c. - (MMATOH. MpodeccnoHasibHbIn NCUX0-
NOrNYECKNIA UHCTPYMEHTapuii) www.imaton.com

Twun: WKana oueHkn

HasHaueHune: nccnegoBaHve CTPYKTYpPbl MHTeNNeKTa y Aeteit oT 5 o 16 net
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CogepykaHuve (LWabsioH) 1 KIKYN HTepnpeTaums:

WISC (gns geteir ot 5 o 16 ner)

BepbanbHas yacTtb HeBepb6asibHas yacTb

0CBEeAOM/IEHHOCTb HefoCTaloLLme feTanu
NMOHAT/INBOCTb nocnegoBaTe/IbHOCTb KapTUHKM
apumMeTnyYecKnii Kyonku Koca
CXOACTBO cKnagpbliBaHue guryp
CNOBapPHbINA LwncpoBKa
MOBTOPEHME UMDP NabupUHTBbI

OugeHka UHTeneKTyasibHoro passutusa (1Q) YPOBEeHb
mMeHee 70 YMCTBEHHas OTCTa/10CThb
70-79 NorpaHUYHbIA YPOBEHb
80-89 CHWKeHHas HopMa UHTeseKTa
6onee 90 HopMma
90-109 CpefHWIA YPOBEHb
110-119 XopoLlast Hopma
120-129 BbICOKUIA UHTENNEKT
6onee 130 BECbMa BbICOKMWI

MosCHeHUs: 3a KaXKapbl CyOTeCT nauneHT NosyyaeT onpeaeneHHoe Kom4ecTBo 6asinos, B nocre-
AyroueM 6anbHas oLeHKa NepeBOANTCS B LUKa/IbHYHO B 3aBUCMMOCTW OT Bo3pacTa. B xoae Tectu-
poBaHusa onpegensetcs 1Q 06N - MHTerpasibHbIM NoKasaTtesb, ABSOWNNCA MHANKATOPOM 006-
wero uHTennekta, 1Q BepbasibHbI — NOACTPYKTYpa 00LEro NHTeNNEKTa, PYHKLMOHMPOBaHME
KOTOPOW OCyLecTBseTCA B BepbasibHO-/TIOrMYecKor (hopme ¢ MpevmyLLEecTBEHHOM OMopon Ha
3HaHuA. 1Q HeBepbasibHbI — TaKXkKe ABNSeTCA NOACTPYKTYPOI O6LLEr0 MHTENEKTa, YCMELHOCTb
BbIMO/IHEHMA JaHHOW YacTu TecTa CBA3aHa C YMeHUAMKU 06cneyemMoro, 0CO6eHHOCTAMM ero ncu-

XOCbI/I3I/ILIeCKI/IX, CEHCOMOTOPHbLIX N NEPUENTUBHBLIX XapPaKTEPUCTUK.
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