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OIbY «HayroHanbHbIN MeAULMHCKIIA NCCNER0BATENBCKUN LEHTP SHAOKPUHONornm» MunHsapasa Poccum, Mockea, Poccus

BpoxaeHHbIV rMnoTMpeo3 — akTyanbHasa KnHMYecKasa npobnema B negmatpuyeckon npakTuke. MNpeapiaywme EBponeii-
CKUe KNnHMYecKne pekomeHgaunm 6oinm onybnmkosaHbl B 2014 r. HactoAwme KNnHMYecKne pekomeHaaumm oCHOBaHbI Ha
[aHHbIX, ony6nrKkoBaHHbIX ¢ AHBapA 2013 no Hayano 2020 rr. OCHOBHbIe pa3fesibl peKkoMeHAaLUMii: pe3ynbTaTbl HeOHaTaNb-
HOMO CKPWHWHTA, ANarHOCTMKa U CPOKM HaYvana fieyeHuns, MOHUTOPWHT, FreHeTUKa BPOXAEHHOMO MMNoTMpPeosa, reHeTnyeckoe
KOHCYNbTUpOBaHMe ceMen.

KJIKOYEBDIE CJIOBA: 8pox0eHHbIl 2unomupeos; HeOHaMAsbHbIli CKPUHUHE MupeomponHbit 20pmoH (TTI); mupokcun (T); wumoeudHas
)Kesle3a; 2eHemuKa 8pOXX0eHH020 2unoMupeo3a.

CONSENSUS GUIDELINES OF CONGENITAL HYPOTHYROIDISM BY THE EUROPEAN SOCIETY
FOR PEDIATRIC ENDOCRINOLOGY AND THE EUROPEAN SOCIETY FOR ENDOCRINOLOGY:
KEY POINTS AND COMMENTS
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Congenital hypothyroidism is an actual clinical problem in pediatric practice. Previous clinical guidelines were published
in 2014. The presented clinical recommendations are based on articles published from January 2013 to early 2020. The con-
sensus guidelines include such sections as results of neonatal screening, diagnostics and criteria for treatment, lifelong
follow-up, genetics of congenital hypothyroidism, family genetic counselling. The key points of new congenital hypothyroid-
ism guidelines were commented by pediatric endocrinologists of Russians.
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BBEJEHUE

BpoxpaeHHbili runotupeos (B) npepctaBnset cobow
reTeporeHHyto rpynny 3abonesaHunil, 006ycnoBreHHbIX MOp-
bOPYHKLMOHANBHOM HE3PENOCTBbIO LUTOBUAHON >Kenesbl
(LK), runotanamo-runodrisapHoOm CUCTEMbI, @ TakXKe Hapy-
LWEeHHbIM AencTBueM ropmoHos LK (aucropmoHoreHesom),
MaHUPeCTMpyeT NpU POXAEHUM U B pe3ynbTaTe NPUBOAUT
K geduuuty ropmoHoB LK pa3nnyHoi cteneHn TaxecTu.

lopmoHbI LXK nrpatoT peluatoLyto ponb B pa3BuUTn HepB-
HOW CMCTEMbI, MOSTOMY CBOEBPEMEHHAA ANArHOCTUKa U Jleye-
Hue Bl N03BONAT NpefoTBpaTUTb rPyoble HEBPONOTrMYeCK e
N MCUXMYECKMe HapylleHusi. PaHHAs AnarHoctrka 3abone-
BaHMA BO3MOXHa TONbKO MpW MpPOBeAeHN/N HeOHaTaslbHO-
ro CKpVHUHra. Bnepsble ckpuHWHT Ha Bl 6bin ocywiecTeneH
B 1974 r. B KBebeke (KaHapga) [1], B HacTosLee Bpems MpoBo-
AuTCA B OONMBLUMHCTBE Pa3BUTBLIX CTpaH Mupa. B Poccuniickoi
QOepepaunyt CKPUHMHT Ha Bl B NUNOTHbIX perMoHax CTpaHbl
6b11 Hauat B 1993 r.,, B HacTosLLEee BpeMs ABNAETCA 0bA3aTeNb-
HOI1 NpoLeflypoi 06cefoBaHNA HOBOPOXAEHHDIX.

B 2014 r. B )xypHane Hormone Research in Paediatrics 6bin
Ony6NMKOBaH MEXXAYHAPOLOHbIN KOHCEHCYC MO CKPUHWHIY,
JMArHocTrKe 1 neyenunio Bl, 0606LLaloLWmnin MHOroNeTHME AaH-
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Hble, B TOM U/CJIe MO NPOBEAEHWNIO CKPUHMHTA Ha Bl [2]. O6HOoB-
NEHHbIe KNMHMYECKME pekomeHaaumy no Bl npepncTtaBneHbl
B IeKabpbckoM HoMepe ypHarse Thyroid 8 2020T. [3]. B2014 .
ony6/IMKOBaHbI OTeYECTBEHHbIE KITMHMNYECKNE PeKOMEeHZaLM
no AuarHocTuKe 1 nedenuto Bl [4], B HacTosAwwee Bpems npo-
deccroHanbHbIM cOObLLECTBOM 0bOCYKAaeTcA aKTyanmsunpo-
BaHHbIM BapVaHT faHHbIX pekoMeHpauuin [5]. MNpepnaraemas
CTaTbAl ABMAETCA NEPEBOLOM OCHOBHbIX MONOXeHu EBponen-
CKNxX pekomeHgaumi 2020 r. ¢ KOMMEHTaPUAMNA.

Cuna (ypoBeHb) pekoMeHZaUni N UX KayecTBO paH>Ku-
poBaHbl B cootBeTcTBUM ¢ cuctemont GRADE (the Grading
of Recommendations, Assessment, Development and
Evaluation) [6].

1. HEOHATAJIbHbI CKPUHUHT

« PaHHee BbiABneHme Bl ¢ nomoulbio HeoHaTanbHOro
CKPWHMHIa 1 CBOEBPEMEHHO HayaToe nevyeHne npesoT-
BpaLLalT HeoOpaTUMYyIO 3a[ep>KKy Pa3BUTUS HEPBHOWN
CUCTEMbI 1 ynyyLatoT nporHos (1/ P P).

«  CKpuHUWHT Ha Bl gomxeH 6bITb BHEAPEH BO BCEM MUpe

(1/ODD).
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CLINICAL GUIDELINES

+ Yactota nepsumyHoro Bl coctaBnser 1 cayvam
Ha 2000-3000 1 YaCcTMYHO 3aBUCUT OT CTpaTernu CKpu-
HUHra (MprYMeHsieMoro MeTofda UccieqoBaHus); 3abone-
BaeMOCTb LeHTpanbHbIM Bl cocTtaBnaet okono 1 cnyyasn
Ha 16 000 (1/ P D).

« [naBHaA uUenb HEOHATANIbHOrO CKPUHMHra Ha Bl — BbI-
ABneHne Bcex Gpopm nepBrUHOro BI — nerkoi, cpeaHen
TAXKECTU 1 TAXKESIOW; Hanbornee YyyBCTBUTENbHBIM UCCHe-
LOBaHMeM AnA BblABNEHWA nepsuyHoro Bl aBndetca
onpepgeneHne ypoBHA TUPEOTPOMNHoro ropmoHa (TTI)
(170D D).

« MNpu Hanuunn GMHAHCOBBIX PeCYpCoB ANIA CKPUHMHIA
ueHTpanbHoro Bl pekomeHayetca k TTI go6aButb nsme-
peHne obuiero (T,) nnn CcBOOOAHOrO TUPOKCUHA (CB. T)
(2/Do).

KommeHnmapuu. B EBponerickom koHceHcyce 2014 T. [2]
NPUOPVTETHBIM HampasiieHnemM Obiflo BbISIBNEHME BCEX
¢dopm nepeuryHoro BI, 06HOBMEHHbIE peKOMeHAALUN OCBe-
AT BOMPOC CKPUHMHIra ueHTpanbHoro BI. Pacnpoctpa-
HeHHOCTb nepBuYHoro Bl B PO no pesynbratam HeoHaTasb-
HOro CKpMHMHra coctaBnsaeT 1 Ha 3617 HOBOpOXAEHHbIX [7].
B HacToAlee Bpema CKPUHWHI Ha UeHTpanbHbin Bl B PO
He npoBoauTca [4].

+ HekoTopble rpynnbl geten (HeQOHOLUEHHble HOBOPO-
»KAEHHblE, HOBOPOXAEHHbIE C HU3KOW MAaccou Tena npu
poXaeHun, AeTr C COMyTCTBYWOLWMMM 3aboneBaHUAMMN
B HEOHaTaNbHOM Neprofe) MOryT UMETb NOXKHOOTPULIA-
TeNbHbIV pe3ynbTaT HEOHATaIbHOIO CKPUHWHIA WA Bbl-
COKWI puCK nerkon ¢opmbl Bl, He BbISABNEHHOTO NPW HEO-
HaTa/lbHOM CKPVHMHIE; ANA 3TUX rpynn npegnonaraerca
noBTOpHOe 0bcnegoBaHme B Bo3pacTe oT 10 go 14 gHen
(1/o0).

+ Y naumeHToB c cuHapomom [layHa pekomeHayeTcsa onpe-
JenAtb ypoBeHb TTI K KOHUY MepBOro mecsaua »*M3HU
(1/Do).

« TlepBUYHBIN CKPVHUHI y NpobaHda MOXeT ObiTb NOX-
HOOTpULATENbHBIM; HEOOXOANMO PACCMOTPETb BOMPOC
O MpoBefAeHNN MOBTOPHOrO CKPUHUHIA Yy OJHOMOJbIX
65113HeUoB. Y cmbnuHra, He nmetowero Bl yposeHb TTT
[OJIKeH KOHTPONMpoBaTbcA B 6osiee No3gHEM BO3pacTe
HACTOJIbKO A0/T0, HACKOJIbKO 3TO BO3MOXKHO (2/@00).

+ [Npu KNNHNYECKOM NOJO3PEHUN Ha FTMNOTUPEOD3, HECMO-
TPA Ha HOPMarbHbIV YpoBeHb TTI MO CKPUHUHTY, HEO6-
XoAMMO JanbHellwee obcnenoBaHue (pegko, HO BCTpe-
YaTCA NTIOKHOOTPULIATENbHBIE Pe3yfibTaTbl), 0COGEHHO
y JeTell C OTArOLWEHHbIM HaclIeACTBEHHbIM aHaMHE30M
no ueHtpanbHomy Bl (2/@o00).

Kommenmapuu. J1okHOOTprLATENbHbIA pe3ynbTaT Heo-
HaTasIbHOrO CKPUHWHIA Yy NePeYnCIeHHbIX BbIle KaTeropui
HOBOPOXKAEHHbIX MOXET ObITb 0OYC/IOB/IEH HE3PENOCTbIO M-
notanamo-runodpusapHo-TupeonaHom ocu [8, 9]. Takxe cne-
ZyeT UMETb B BMAY BbICOKYIO YaCTOTY TPaH3UTOPHbIX dopm Bl
Y JaHHbIX MALMEHTOB, YTO TpebyeT NOBTOPHOro obcnesoBa-
HWA ANs YTOYHEHUs ArarHo3a B bonee nosgHem Bo3pacTe.

Kak B 3apybexHbix pekomeHpauusx 2014 r. [2], Tak
n B Poccunckux [4] He ocBeLleHbl CPOKN KOHTPONA YPOBHA
TTT gna peten ¢ cungpomom [ayHa. NockonbKy 60MbLWNH-
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CTBO HOBOPOXAEHHbIX C 3TUM CUHAPOMOM NPU POXKAEHUN
NUMEIOT TAXKeNYylo COMyTCTBYIOLWYO natonoruio, cuHtes TTT
MOXeT ObITb HApYLUEH, YTO MPUBOAUT K JIOXKHOOTpULA-
TENbHOMY pe3y/bTaTy HEOHaTaslbHOro CKPMHMHra u Tpe-
6yeT MOBTOPHOro onpefeneHus ypoeHa TTI B Bo3pacTte
3-4Hepn [10, 111.

Ocobas cutyaums cKnafblBaeTca NMpu MHOTOMIOAHON
6epeMeHHOCTU. M3-3a cMelmnBaHNWA KPOBU MJIOAOB KOH-
ueHTpauus TTT y 6nmnsHeua ¢ Bl MoXeT ObITb HUXKE UCTUH-
HbIX 3HaYeHUI, n B MOXeT He BbIABNATLCA NPU CKPUHMHTE,
B CBAI3U C YeM He0OX0VIM MOBTOPHbIV KOHTPOJIb Y OfHOMO-
nbix 6nmsHenos [12, 13, 14].

2. ANATHOCTUKA N KPUTEPUM ANA HAYAJNA NIEMEHUA

+ [Npu OTKNOHEHMM Pe3yNbTaTOB HEOHATANIbHOMO CKPUHWH-
ra ot pedepeHCHbIX 3HaUeHUi, HOBOPOXKAEHHDbIN A0J-
XeH OblITb HanmpaBfieH B CMELVANN3MPOBAHHBIN LEHTP
(1/Do).

« [lpw nonoxunTenbHOM pe3yrbTaTe CKPYHMHIa Heobxoau-
MO MpPOBECTU NOATBEpPrKAAloLlee UccneqoBaHne, BKIO-
vailowee onpeaenexHve ypoeHs ¢e. T, n TTI BeHO3HOM
Kposu (1/@Po).

+ Ecnu yposeHb €B. T, B CbIBOPOTKE KPOBU HUXE MOPOro-
BOro 3HaueHus, a TTT Bbilwe pedepeHCHOro NHTepBana,
NnokKasaHO HemMe[neHHOe Ha3HauyeHre NleYeHna NeBoTU-
pokcnHom (1/ P P).

«  Ecnu ypoBeHb TTI B CbIBOPOTKE KPOBU COCTaBnseT 60-
nee 20 ME/n npu noatBepXAaloLemM WUCCIefoBaHNK
(NPMBNN3NTENBHO Ha 2-11 HefleNe XN3HU), NeyeHne cne-
AyeT HaumHaTb, Aaxe ecnm ¢B. T, B Hopme (2/€Doo).

+ Ecnn ypoeHb TTI B CbIBOpOTKE KpOBM COCTaBnAeT
6-20 ME/n nocne 21-gHeBHOro Bo3pacTta y 340POBOro
HOBOPOXAEHHOrO C ypoBHeM cB. T, B Npepenax BO3-
pacTHoro pedepeHCHOro UVHTepBana, npensaraeTcs:
HeMeZNeHHO HayaTb JieyeHne NeBOTUPOKCMHOM U MPOo-
BECTW MOBTOPHOE WCCNefoBaHME Ha Gonee no3gHem
3Tane (Ha ¢oHe OTMeHbl Tepanuu) MO0 BO3LEPKATb-
CA OT JleyeHns, HO MOBTOPUTb O6C/efOBaHME vepes
1-2 Hepn (2/EB P o).

+ Ecnm ypoBeHb ¢B. T, HU3KMI, ypoBeHb TTI HU3KMI, HOP-
MasbHbIA WA HEMHOTO MOBbIWEHHbIN, AMArHOCTUKA
LeHTpanbHoro BI' gomxHa 6b1Tb NpogosxkeHa (1/@@o).

+ Y HOBOpPOXAEHHbIX C LeHTpanbHbiM Bl pekomeHayeTca
HauMHaTb JieYyeHne NEBOTMPOKCMHOM TOJSIbKO MOCne nC-
KNIoYeHa HaAnoYeYHNKOBOM HeAOCTaTOYHOCTM; ecnu
LeHTpanbHaA HaAMOYeYHMKOBAA  HeAOCTaTOYHOCTb
He MOXeT OblTb UCKIIOUYEH], JIeYeHNe MTIOKOKOPTUKOU-
JaMn [OJIXKHO NpefLecTBOBaTh IEYEHNIO TEBOTUPOKCU-
HOM, YTOObI NPEfOTBPATUTL BO3MOXHOE Pa3BUTHE KpU3a
HaAMoYeYHNKOBOW HefgocTaToyHoCTu (2/6poo).

+ B cTpaHax nnm pervioHax, roe ropmoHanbHble uccieno-
BaHUsA AnA oueHKn ¢yHKumm LXK HefocTynHbl, neueHne
NEBOTUPOKCMHOM CneflyeT HauuHaTb, €C/iM KOHLUEeHTpa-
uma TTI B nATHe ¢unbTpoBanbHOM Gymarn coctaBnseT
6onee 40 ME/n (2/@oo0).

Kommenmapuu. PaHHee BbiiBieHE U CBOEBPEMEHHO
HauaToe neyeHue Bl (B TeueHMe NepBbIX 2 Hef *KN3HW) Me-
0T BaXXHOEe 3HayeHue AN HeWPOKOrHUTUBHOIO Pa3BUTUA
1 pocTa pebeHKa.

Clinical and experimental thyroidology. 2021;17(2):4-12



B PO pekomeHgyeTca 3abop 06pa3uUoB KanuinspHoW
KpPOBW ANA NpOoBeAeHNA HEOHATaNbHOIO CKPUHMHIA Y IOHO-
LUEHHbIX HOBOPOXEHHbIX Ha 3-4-e CYTKM XWU3HW, Y HeJOHO-
LUEHHBbIX — He paHee 7 cyT [4, 15]. PedepeHCHbI ypoBeHb
TTT 3aBUCUT OT AUarHOCTUYECKX HabopoB., Hanpumep, 4N
UMMyHOAMArHoCcThYeckon cuctemnol «[dendus» («dendun
HeoHaTan TTI») HopmanbHbIM ABNAETCA ypoBeHb TTT Kanun-
NAPHON KpoBUu MeHee 9 MmEa/n.

B cnyyae nosbiweHHoro yposHA TTI nposBoguTca no-
BTOpHOe onpegeneHue TTI 13 Toro ke obpasua Kposw,
1 NPV NOBTOPHO MOBbILIEHHOM YPOBHe HeoHaTanbHoro TTT
CPOYHO yBeOMAAKTCA Bpauu AETCKOW MOMMUKIVHUKK, rae
pebeHKy npousBoguTcsa 3abop BEHO3HOWN KPOBM A onpe-
Aenexus yposHen TTT v ¢B. T,. ECiv ypoBeHb HEOHATASIbHO-
ro TTI 6bin Bbiwe 40 MEAQ/N — He poXUAAACH PE3yNbTaToOB
M3 BEHO3HOWN KPOBW, Ha3HA4yaeTCcA 3amecTuTenbHas Tepa-
NuA NeBOTUPOKCMHOM. BO BCcex oCTanbHbIX Clyyasax TakTUKa
onpefensaeTca nocie nonyyeHus pesynsratos TTI n ¢e. T,
B CbIBOPOTKe.

Mpu nonyyeHnn pe3ynbTaToB B Npefenax pepepeHCHbIX
3HauyeHum Tepanua otmeHAeTcA. OcTanbHble pekomeHaauum
aHaNorMyHbl pekoMeHpaumam EBponenckoro KoHceHcyca
2020r. [3].

OcTaeTca CnopHbIM BOMPOC O MNOJb3e Ha3HauYeHusA neye-
HUA NEBOTUPOKCUMHOM HOBOPOXAEHHbIX C <YMEPEHHbIM» -
notnpeosom (yposeHb TTI 6-20 ME/n 1 HopmanbHbIii ¢B. T,)
[16, 17, 18]. AuHamnueckoe HabnogeHne 3a aetbmu ¢ Bl
OCYLLeCTBAAETCA AETCKAM SHAOKPUHOIOTOM.

+  TonoXuTenbHbIN pe3ynbTaT HEOHATAJIBHOTO CKPUHMHIA
JIOMKeH ObiTb COOBILLEeH cneumnanncTom (IeTCKUM SHAO-
KPVHOMOrom, NeaMaTpoM Wi BpauoM OOLLEN NPaKTUKK)
no TenedpoHy NnMbo NNYHO N AOMOSTHEH NMUCbMEHHOW UH-
dopmauyen ana cembu pebeHka (2/@oo).
Kommenmapuu. B Poccunckoii Qepepaunn nHbop-

MaLusi O NOBbILEHHOM ypoBHe TTI n Heob6XoaUMOCTU [0-

noJsiHUTeNbHOro obcnegoBaHua (onpegenenve TTT n ¢B. T,

B CbIBOPOTKE KPOBW) NepefaeTca COTPYAHUKAMU MeauKo-

reHeTUYeCKux 1abopaTopui B AETCKYIO MOMMNKIVHUKY.

+ NaumeHTam c ycTaHoOBieHHbIM AuarHo3om Bl HacTo-
ATENbHO PEKOMeHAYeTCA HauyaTb JieyeHue neBoTU-
POKCMHOM [0 WHCTPYMeHTasbHOW Busyanusauun LK
(1/6ppo).

+ PekomeHnpyetca Busyanusumposatb WK npu nomowm
[Paanon30TOMNHOIO CKaHMPOBaHUSA (CUMHTUrPadura) nunm
ynbTpasByKkoBoro nccnegosanus (Y3U) nnbo c ucnono-
30BaHuem obounx metoaos (1/@Po).

«  [nA oueHKM TAXKeCTM BHYTPUYTPOOHOro rMnoTMpeosa
MOXET ObITb BbIMOSIHEHA PEeHTreHorpadusa KoneHHOro
cycTaBa (2/@oo).

Kommenmapuu. HecmoTpA Ha TO YTO STUONOIMNA He BNN-
AeT Ha TaKTUKy JieyeHus, Bcem aeTtam ¢ Bl pekomeHaoBaHo
npoBefeHne Bu3yanmsaumm TMpeongHon TKaHu. B HacTos-
wee Bpema B PO getam ¢ Bl ¢ yenbto Tonnyeckom gmarHo-
CTUKN PYTUHHO npoBoauTca Tonbko Y3W LXK, TupeocumH-
TMrpadua He Monyymna LWMPOKOrO NMPUMEHEHUs B CBA3Y
C HN3KOW [OCTYMHOCTbBIO U BbINOMHAETCA B PeKUX Cyyvasx,
KaK NpaBuo, AeTAM CTapLlero Bo3pacTa.
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Busyanusauus c ncnonb3osaHviem Y31 u cuuHturpadum
06ecrneyriBaeT BbICOKOE aHaTOMU4YecKoe 1 GyHKLUMOHasb-
HOe pa3pelleHne, NMO3BONSAIOWEE PA3NIMUNTL NMEPMAHEHT-
HbI 1 TPpaH3UTOpPHBIN Bl [19]. CoueTaHre AByX METOLOB OCO-
6eHHO 3ddeKTUBHO B ciyyasnx annasmm v sktonum LXK [20]
U yCTpaHAeT HeoOGXOAUMOCTb AaribHellero guarHoctuye-
CKOTO Nnoucka.

+ Bce HOBOpOXAeHHblE C BbICOKOM KOHUeHTpauuen TTT
JIO/MMKHbI OblTb TLATENIbHO 06C/eloBaHbl HAa Hanuune
amcmopduryecknx ocobeHHOCTeN, CBUAETENbCTBYIOLMX
O cnHapoManbHol popme Bl, a Takke O BPOXKAEHHbIX
MOpoOKax pa3BuTUA (B OCOGEHHOCTU MOPOKOB CepALa)

(1/ODD).

3. JIEMEHUE N MOHUTOPUHT BT

+ [Ona neuyenua Bl egVHCTBEHHbIN PEKOMEHAOBAHHbIN
npenapart Bblbopa — neBoTUPOKcrH (1/@ P o).

+ JleyeHre NeBOTUPOKCUHOM CrieflyeT HauMHaTb Kak MOX-
HO CKOpee, He No3JHee Yem Yepes 2 Hep Nocse poxae-
HUA pebeHKa WnM cpasy Mnocie NOATBEPXKAEHUA Auva-
rHo3a (Ha OCHOBAaHWW FOPMOHOB B CbIBOPOTKE KPOBW)
(1/Po).

+ HauanbHaa MakCcMManbHaa [03a NEBOTUPOKCMHA LOMK-
Ha cocTaBnATb He 6onee 15 MKI/Kr/cyT, C yueTom pasnuny-
How Taxectn B (1/6 o).

« B cnyvae Taxenbix dopm Bl HM3KMe ypoBHU obLyero
T, w/vnn cB. T, (B CbIBOPOTKE KPOBM A0 NleUeHUA MeHee
5 nmonb/n) B coyeTaHnn € NOBbIWEHHbIM ypoBHeMm TTT
(BbILIE HOPMaNbHOrO Arana3oHa C yYeTOM recTalMuoOHHO-
ro Bo3pacta 1 Bo3pacTa C MOMEHTa pPOXAeHus), cneayet
HauyMHaTb NleyeHne C MaKCMMaJIbHOM HayanbHOM A03bl
(10-15 mkr/kr/cyT) (1/60@o).

+ MnageHuam c ymepeHHbiM Bl (go neueHma cB. T,
B CbIBOPOTKe 6onee 10 nMonb/n B COYETaHUM C MOBbI-
weHHbIM TTI) neyeHve cnepyetr HauMHaTb C Havalb-
HOM po3bl 10 MKI/Kr B CyTKW; NpW MNOBbILLEHHOM
TTT n pedepeHcHom cB. T, — C HayanbHOW AO3bl
5-10 mkr/kr/cyT (1/@@o).

+ JleBOTMPOKCHH crieflyeT NpMHNMaTh nepopanbHo, 1 pa3
B AeHb (1/@Po).

+ [okasaTenbcTBa B NOJSb3y MCMONb30BaHNA OPUTMHaNb-
HOro npernapaTta NeEBOTUPOKCMHA MPOTUB [PKEHEpPUKa
HeoAHO3HauHbl, HO, OCHOBbIBAACb Ha JINYHOM oOnbiTe/
SKCMEePTHOM MHEHWW, PEKOMEHAYETCA OPUTrMHANbHbIN
npenapar, a He gkeHepuK (2/@ o).

Kommenmapuu. Ha cerogHAWHNAN AeHb OTCYTCTBYIOT
PaHAOMU3NPOBaHHbIE KIMHUYECKME WCCNEe[OBaHUA, B KO-
TOpbIX Obis1 Gbl YKa3aH KOHKPETHbIN NMOAXOS, K JIEUEHMIO, OC-
HOBaHHbIV Ha BbICOKOKAUYeCTBEHHbIX fJOKa3aTeNnbCcTBax. [lep-
BOHayvasIbHO M3y4anocb COMaTUYeCKoe Pa3BUTKE C OLEHKOM
pOCTa 1 MOJIOBOrO CO3PEBaHNSA, HO B anbHelLeM GpOKycom
nccnefoBaHUM CTana oueHKa KorHuTMeHoro ctatyca (1Q). Ca-
MbIli BbICOK/I YPOBEHb [OKa3aTenbCTB Obl1 MONyYeH B TEX
nccnefoBaHuAx, Kotopble oueHrBany |Q y nauneHTos c BI,
rae KOHTPOJbHOW rpynnoi Cny»unm 3goposble cubcebl. Kc-
CcnefoBaHMA YKa3biBalOT Ha BblpaXkeHHOe BAUAHME ABYX OC-
HOBHbIX $paKTOPOB, ONpeaensitoWmnX KOrHUTUBHbIA UCXO4, —
BO3pacTa Hayana JfleyeHns NeBOTUPOKCUHOM U CTapTOBOM
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03bl npenapata. OCHOBbLIBAACH Ha IMTEPATYPHbIX AaHHbIX,
MOHO CAeNaTb BbIBOA, YTO pebEHOK Aaxe C TaxKenon ¢pop-
Mon BI' moxkeT focTnub HopmasnbHoro IQ, KOTopbili He OTNK-
YaeTca OT 340POBbIX OPATHEB 1 CECTEP, ECIN NIEYEHME JIEBO-
TMPOKCMHOM HaUMHAEeTCA [0 JOCTUXKeHNA Bo3pacTa 10 gHen
W HavasibHas 103a COCTaBNAET He MeHee 10 MKI/Kr/cyT, a npu
TAXKENbIX dopmax — 15 MKr/kr/cyT [21, 22].

+ PekomeHpyeTcs n3mepaTb KoHueHTpaumio ¢s. T, u TTI
B CbIBOPOTKE KPOBU A0 1AM MO KparHen mepe yepes 4 y
nocsie nprema neBotTupoKcuHa (1/@@o).

- PekomenpyeTca ouenusatb ce. T, n TTI B cooTseTt-
CTBMM C BO3PACTHbIMK pPedepPeHCHbIMU WHTEPBaNaMm
(1/6ppo).

+  OCHOBHas Uenb NeYeHna HOBOPOXKAEHHbIX C NepBUY-
HbiM Bl 3aknouyaeTca B OGbICTPOM MOBbLILLEHUN YPOBHA
8. T,, 4TO NPVBOANT K HOpManusayuy yposHs TTT B cbl-
BOPOTKe KpoBW; B fanbHenwem TTT cnepgyet nogaepum-
BaTb B Npepenax pepepeHCHOro MHTepBana.

«  Ecnn TTT Haxogutca B pedepeHCHOM UHTEPBAe, TO A0-
MycTMMa KOHUeHTpauuA ¢B. T, Bbllwe BepxHero npeaena
pedepeHCHOro NHTepBana U PeKoOMEHAOBAHO Moaaep-
XMBaTb Ty Xe fo3y npenapata (1/@@o).

« Jhioboe cHMKeHVe 003bl NEBOTUPOKCMHA HE AOJIXKHO OC-
HOBbIBATbCA HA €4VHNYHOM MPEBBILEHUN HOPMAbHOWN
KoHueHTpauwmu ¢B. T,, ecnv Tonbko TTI He nogasneH (T. e.
HUXKEe HUXKHEN rpaHunLbl pedepeHCHOro NHTepBana) um
HeT MPU3HAKOB TUPEOTOKCMKO3a (Hanpumep, Tpemop
unu Taxukapaus) (1/@ @ o).

« [epBas KNMHMYECKas N BUOXUMNYECKAA OLIEHKA AOMTKHA
npoBoanTbCA Yepes 1-2 Hep Noc/e Havana nevyeHus ne-
BOTUPOKCUHOM (He no3aHee 1 Hep B C/lyyae HayanbHOM
J03bl 50 MKr B iIeHb 1 6onee) (1/@00).

+ lNocnegyownin KOHTPOMb JOMXKEH MPOBOAUTLCA KaXK-
Able 2 Hep [0 HopMmanum3aumn yposHA TTI B CbiIBOPOTKe
KpOBM, MOC/Ie Yero 4actoTa MOXeT ObiTb YMeHbLUEHa
8o 1 pasa B 1-3 mec O fOCTMKEHMA 12-MeCAYHOro BO3-
pacta (1/600).

« BBo3pacTte o1 12 mec o 3 neT nepruognNYHOCTb KOHTPOSA
MOXeT 6bITb yMeHblUueHa o 1 pa3a B 2-4 mecsAua; nocse
3TOr0 OLEHKa OOJPKHA MpoBOAUTBCA Kaxpable 3-6 mec
[0 3aBepLueHua pocTa (1/@oo).

- Ecnn obHapyxeHbl oTknoHeHna cB. T, uan TTI oT pe-
bEepeHCHbIX 3HaYeHWin WU pe3ynbTaT COMHUTENbHBIN,
TO yacToTa obcCnefoBaHUA JOMKHA ObiTb yBenMuyeHa
(2/o0).

+ [locne n3meHeHUs [o3bl NAN 3aMeHbI NpenapaTa cnegy-
€T NPOBECTV AONONHUTENbHbIN KOHTPOb Yepes 4-6 Hep
(2/@o0).

+ B otnnume ot B3poCnbiX, y HOBOPOXKAEHHbIX, MageH-
LeB 1 AeTel NeBOTUPOKCUH MOXHO NPUHUMATb BMecCTe
C nuwen (6e3 coeBoro 6enKka 1 PaCTUTENbHBIX BOJO-
KOH); npenapar cnegyeT NpMHMMaTb eXXefjHeEBHO B OQHO
1 TO Xe BPemsi C Lenibio obecnevyeHnsa nyywen abcopb-
UMM Npenaparta v Npu 3TOM JyYLlero TUTPOBaHUA [03bl
(2/6oo0).

« B cnyvae HeoXupgaHHON HeoOXOAUMOCTN yBenMYeHWA
[103bl, CHVXeHuA abcopbuum Wnn yBenUUYEeHUs MeTa-
6onmsma TMpPOKCMHa Mnpu Apyrux 3aboneBaHuaAx (Ha-
npumep, *eNyaoyHO-KULLEYHOro TpakTa) cnegyeT pac-
CMOTpPEeTb BOMPOC O pa3fefibHOM NpuemMe MUK un
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MeankameHToB (2/@oo); Hanbonee YacTor NPUYMNHON

MOXET ObITb HECOOJI0AEHVE peKOMeHAAUUIN, 0COOEHHO

y NOAPOCTKOB.

Kommenmapuu. B npegpigyuiem EBponenckom KOHCeH-
cyce 2014 r. [4] nccnegoBaHMe ropmMoHanbHOro npoduns
ObINO PEKOMEHAOBAHO uYepes 4 4 OT MnocsieHero nprema
NEeBOTUPOKCUHA, HACcToAWME pPeKoMeHZauun Mo3BONAIT
NPOBOAUTb KOHTPOJIb KaK A0, Tak U Mocsie npuema npena-
pata. HeT yb6eauTtenbHbIX AOKa3aTeNbCTB B MOJSIb3y OLHOWN
OMNTMMaNbHOM CxeMbl HabnoaeHna, OCHOBAaHHOW Ha Uccne-
[OBaHMAX C OLEHKOM Pa3BUTUA HEPBHOM CUCTEMbI, OfHAKO
npoBefeHHble UCCNIef0BaHNA CBUAETENbCTBYIOT O BaXKHO-
CTU YacToro nabopaTopHOro MOHUTOPUHIA U KOPPEKLUK
[O3bl B TeyeHue nepsbix 2-3 neTt xusHu. B EBponenckux
peKoMeHOauusaxX NpeanoeH 6oJsiee yacTbli MOHUTOPUHT
ropMOHaNbHbIX MOKa3aTesnen B paHHeM Bo3pacrTe. JleueHne
BbICOKUMYM f03amMu npenapata (10-15 mkr/kr/cyT) Tpebyet
6ornee yacTon KoppeKkummn Ao3bi [23, 24].

+ MNpw Taxenbix dopmax ueHTpanbHoro Bl (cB. T, meHee
5 nmonb/n) Ana GbICTPON HOPManM3auum ypoBHa cs. T,
TaKXe peKoMeHAYyeTCA HauMHaTb leYeHne TEBOTUPOKCU-
HOM B MAKCVMaJsibHO paHHKE CPOKM B [03aX, MOJOOHbIX
nepsuyHomy Bl (10-15 mkr/kr/cyT) (1/@ P o).

« [pwn 6onee nerkux dopmax LeHTpanbHoro Bl npegnara-
€TCA HauMHATb NleyeHune ¢ 6onee HN3KOWM [03bl IEBOTU-
pokcuHa (5-10 mkr/kr/cyT) (1/@@o).

+ Y HOBOpPOXAEHHbIX C LeHTpanbHbiM Bl pekomeHayeTca
OLIeHVBATb JiIeYeHNe nyTem KoHTpons ¢B. T, n TTI no Toi
Ke cxeme, uto 1 AnA nepsuyHoro Bl ypoBeHb CB. T4
JOmKeH ObITb Bbllle CpefHero/MeAnaHHOro 3HauyeHus
BO3PACTHOrO pedepeHCHOro MHTEPBana; ecyin yPoBEHb
TTT po Havana Tepanuu HU3KWIA, B faNbHENLWEM MOXHO
He NPOoBOANTb ero KOHTponb (1/@oo).

+ [pu nogo3peHnn Ha He[OCTAaTOYHOE NeYeHre UIKn ne-
pefo3npoBKY y naumeHTa C ueHTpanbHbiM Bl moXxHO
NPoBeCTV KOHTPOsNb YpoBHA TTI, cB. T, nnn obwero T,
(1/6oo).

+ YposeHb B. T, y HUXHEW rpaHnubl pedpepeHCHOro UH-
TepBasna, a ocobeHHo npu TTI 6onee 1,0 ME/n, ponxeH
YUMTbIBATbCA NPU NEYEHMNN.

+ Korga ypoBeHb CB. T, HAXOANTCA OKOJO UK Bbille BEPX-
Hero npegena pedepeHCHOro MHTEpPBana, cnegyeT pac-
CMOTpPETb BOMPOC O Nepeao3npoBKe (ecnu nepep B3aTu-
€M KpOBWU He Oblfo npriemMa NeBOTUPOKCKHA), 0COOBEHHO
eC/I UMEIOTCA KNMHNYECKUE NPU3HaAKN TMPEOTOKCUKO3a
VNK BbICOKasA KoHUeHTpauwusa cs. T, (1/€poo).
Kommenmapuu. [1aHHbIn pa3gen KOHCeHCyca ABNAeTCA

HOBbIM. B Poccuickux npotokonax no AnarHOCTUIKe 1 neve-

HMIO TMNONUTYUTapmu3Ma y geten n nogpocTtkos (2014 r.) [5]

peKkomMeHOyeTcs [03a NEBOTUPOKCMHA 50 MKr/m2/cyT wmnm

OKOJO MOMOBMHbI [03bl, UCNOJIb3YEMOW NpPW NleYeHnn nep-

BMYHOIO TMMNOTMPEO03a; KPUTEpUIN KOMMeHcaumum — Hop-

MasibHbIi YPOBEHb CB. T,, B TO BPEMA KaK HaCTOALMIA KOH-

CEHCYC He BblgendeT pasMuuin B fJo3e npenaparta npwu

NepPBUYHOM U LieHTpanbHOM BI.

« Ecnu B nepBble Hepenn unn mecAubl JIeYeHUA He ObiN
YCTaHOBMIEH OKOHYaTenbHbI AnarHo3 B, nokasaHa
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MOBTOPHas OLUEHKA TuUnoTaNiaMo-runopusapHo-Tu-

peougHonm ocu nocne 2-3 netT, ocobeHHO Yy peTen

¢ WX B TunuuHom mecte (a gland-in-situ) n y peten

C NOJO03PEHNEM Ha U30NMPOBAHHbIN LEeHTPanbHbIn Bl

(1/6Po).

« [nAa yToyHeHMA AmarHosa Tepanuio NEeBOTUPOKCUHOM
Heob6X0IMO OTMEHUTb MOCTEMEHHO B TeyeHune 4-6 Hep
Unn cpasy, n yepes 4 Hefl NPOBECTN MOBTOPHYIO OLIEHKY
byHKumn LXK (cB. T,mTT).

+  Ecnu nepBuYHbIN TMNOTUPEO3 MNOATBEPXAEH TOJIbKO
yposHem TTI (TTI 6onblie unu paeeH 10 mE/n), To cne-
AyeT pacCMOTPeTb BO3MOXKHOCTb NPOBeAeHUsA BU3yasnu-
3aumm XK n reHeTMyeCcKoro nccnenoBaHus; ecnun LeH-
TpanbHbIf Bl BepoATeH (CB. T, HUXKe HVKHEN rpaHuMLbl
pedepeHCcHOro nHTepBasa B COYETaHNN C HU3KMM, HOp-
ManbHbIM U HE3HauYUTeNbHO NoBblileHHbIM TTT), che-
AyeT MpOBeCTW OLEHKY APYrmxX ropMOHOB MepefHewn
aonu runodusa 1 reHeTUYeCKoe NccneaoBaHune.

« Ecnn TTI Bblle BepxHel rpaHuubl pedepeHCHOro
MHTepBana, Ho MeHee 10 ME/n unn cB. T4 Haxogutca
Ha HWXHEN rpaHunue pedepeHCHOro UHTepPBana, To He-
06X04MMO NPOJOXKNUTL HabnogeHe Ha GOoHe OTMEHDI
npenapaTta 1 NPOBECTM NOBTOPHOE NCC/IefOBaHNE eLle
yepes 3-4 Hep, (1/Do).

«  Ecnun pebeHky c gmarHo3om TpaH3utopHbii BI n LXK
B TUMMYHOM MecTe TpebyeTcsa [03a NEBOTUPOKCMHA Me-
Hee 3 MKI/Kr/cyT B BO3pacTe 6 MeC, TO MOBTOPHasA OLeH-
Ka GYHKLMU MOXET ObITb NMPOBEAEHA YXKe B 3TO BpPeMS,
a He nocne 2-3 net (1/@PHo).

« PekomeHgzyeTca nsberatb MCNONb30BaHUA NOACOAEPXKA-
LWMX aHTMCEMNTMKOB B NEpU- U HEOHaTaIbHOM Nepuope,
TaK Kak OHW MOTYT BbI3BaTb TPaH3uUTOpPHbIN Bl (1/@& o).
Kommenmapuu. B nocnegHue rofbl HeyKSIOHHO pacTeT

pacnpocTpaHeHHOCTb TpaH3uTopHoro BI. CornacHo nccnepo-

BaHUAM, NpoBefeHHbIM B 2018 T, Npy 06cnegoBaHKN OeTei

¢ Bl v TunnyHbim pacnonoxkeHnem LK Ha gonto TpaH3uTOp-

Horo runotmpeosa npuxogutca 20-54% cnyvaeB [25, 26].

Mo nuTepaTypHbIM faHHBIM, K hakTopam, MOBbILLAILLVIM BEPO-

ATHOCTb TPAH3UTOPHOTO BI, MOXXHO OTHeCTV Non (YaLle y Manb-

UnKoB) [27], HU3KMIA BeC NpuW poxaeHun [28], HeoHaTanbHyio

MaToNornto, TPEOYIOLLYI0 MHTEHCMBHOW Tepanum [29], «nerkue»

¢dopmbl Bl Ha MOMeHT ycTaHOBKM AuarHo3a [30-37]. Mpose-

[IeHHble NCCNefoBaHNA NoAYEPKMBAOT HEOOXOANMOCTb MPO-

BELEHUsI NMOBTOPHOrO 00CIeIOBAaHUA NS BbIABNEHUA OeTeN,

KOTOpPbIE He HY>XAI0TCA B ANIUTENIbHOW Tepanuu.

CornacHo Poccuicknm pekomeHZauuAam Mo JieYeHuto
n grnarHoctuke Bl 2014 r. [4] (M NpOeKTy KNMHMYECKMX pe-
komeHpauwmi 2020 r. [5]), yTouHeHue gnarHosa un pelueHme
BOMPOCA O HEOOXOAMMOCTI NMPOAOJIKEHUA NNEUEHUs NPOBO-
ONTCA B Bo3pacTe nocne 1 roga Ha ¢oHe OTMeHbI Npenapara
Ha 3-4 Hep.

HoBbiM nonoxeHnem EBponenckoro KoHceHcyca
2020 1. ABNAETCA OrpaHnYyeHne MNPUMEHEHUNA KOXKHbIX
aHTNCENTUKOB C cofepXxaHnem wmoda (B akywepcree
W HEOHATONOrnK), MNOCKONbKY Moj Nerko npoHnkaet B LXK
nnoga Wan HOBOPOMAEHHOrO, Bbl3blBaA TPaH3UTOPHLIN
runoTupeos [38, 39].

« Y nmaumeHTOK C BI, nnaHupyowmx 6epeMeHHOCTb, pe-
KOMEHAYEeTCA TWaTeNbHO KOHTPONMPOBaTb JleyeHne
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KINMMHWYECKME PEKOMEHZALINNA

NEBOTUPOKCMHOM; KPOME TOFO, OHY LOJXHbI ObITb MPO-
MHGOPMUPOBAHbI O BO3MOXHOCTW YBENYEHMA [O3bl
npenapata Bo Bpemsa 6epemeHHocTM (1/P P o).

« YpoeHu cB. T, (nnn oblero T4) n TTI cnepyet KOHTpO-
nMpoBaTb Kaxpable 4-6 Hef B TeueHne 6epeMeHHOCTH,
ypoBeHb TT[ B COOTBETCTBUM C COBPEMEHHbIMU PEKO-
MEHAALMAMN MO NEYEHNIO TUMOTUPEO3a AOMKEH ObiTh
He Bbilwe 2,5 ME/n Ha NpoTsaXeHUn Bcell 6epeMeHHOCTU
y NaumMeHTOK, NOJyYaoLWmx neyeHne neBoTUPOKCUHOM
(1/oo0).

« Y 6epemMeHHbIX XeHLUUH C LeHTpanbHbiM Bl no3y neso-
TUPOKCMHA CnefyeT yBenuumBaTb, CTPEMACh K YPOBHIO
cB. T, Bbiwe CpefHero/MeAMaHHOro 3HaueHus pede-
PEHCHOro MHTepBana AnA COOTBETCTBYIOLErO TpUMe-
cTpa bepemeHHocTU (1/D00).

+ [locne popgoB pekomMeHZyeTCA CHU3WUTb [03Y NI€BOTU-
POKCUHa [0 MpeXHewn, KoTopas 6biia Ao 6epeMeHHO-
CTW; OOMONHUTENbHO oueHKa ¢yHKuumn UK pomkHa
NpPOBOANTLCA MPUMEPHO 4yepe3 6 Hep Mocne pPonaoB
(1/6Do).

+ Bce OepemeHHble KeHLMHbI [OMKHbI
250 MKr npenapaTtoB ofa B cyTku (1/@ o).
Kommenmapuu. B POCCMNCKNX KNVHNYECKUX PEKOMEH-

Jaumax no AnarHocTuke n neyeHuo Bl y geten [4] TakTu-

Ka HabniopeHna npu 6epeMeHHOCTV OTCyTCTBYeT. OfHaKo

B CBA3M C BO3MOXHOCTbIO 6epeMeHHOCTU B MOAPOCTKOBOM

BO3pacTe [daHHbIA pa3fen KOHCEHCYyCa ABNAETCA BaXKHbIM.

Mo cpaBHeHwuio ¢ EBponenckim KoHceHcycom 2014 . [2] 06-

HOBJIEHHble peKOMEeHaLUMN He BbIAENAIOT LIeSIeBOM YPOBEHb

TTT B 3aBUCMOCTM OT CPOKa bepeMeHHOCTH, @ peKoMeH Y-

0T NpUAEePKNBaTbCA YPOBHA MeHee 2,5 ME/n Ha Bcem npo-

TAXeHUN bepeMeHHOCTU. Takke K pekomeHaauusam nobae-

NeHbl CBeAEHNA O NMPUMEHEHMN MpenapaToB noda B A03e,

pekomeHnaoBaHHoM BO3.

NPUHNMaTb

4. PE3YNIbTATbl HEOHATAJIbHOIO CKPMHUHIA
N PAHHETO HAYAJIA NEYEHUA

+ [lcnxomoTopHOe pa3BuTME U YyCNeBaeMoCTb B LIKONe
JOMKHbI Mepuoanyeckn OLeHUBATbCA Yy BCeX pAeTen
c Bl; noBogom gns 4OMONHUTENBHOW OLEHKN ABNAIOTCA
3afepXKa peun, Npobnembl C BHUMAHUEM U MAMATHIO,
a Takxe noeefeHyeckune npobnemol (1/@ o).

« Y Hebonbwon yactu getel ¢ Bl, y KoTopbix Habnogaet-
CA 3HAUUTENbHAA 3afep’KKa MCMXOMOTOPHONO Pa3BUTUA
Nnpu CBOEBPEMEHHO HAYaTOM JieueHUn, He0OXOaNMO UC-
KNIOUUTb Apyrue NprynHbl MHTENNEKTYabHbIX HapyLue-
HU, Kpome Bl (1/@oo0).

« Y peteii c B uccnegoBaHue ciyxa Heo6xoanmMo npoBo-
ONTb He TONbKO B HEOHATA/IbHOM Neproae, HO M NO3Xe —
J10 WKOJIbHOrO BO3pPacTa, NPy HeE0OXoaANMOCTU 1 BO Bpe-
MA ganbHenwero HabnoaeHna 2/ @o).
Kommenmapuu. B HacTosiulee Bpemsa GONbLWIMHCTBO

peten ¢ Bl nmeldT HOpManbHOE HEPBHO-MCUMXMYECKoe

pa3BuTue n ycneBaemoctb. OfHaKo, HECMOTPA Ha CBO-
eBpeMeHHO HayaTylo U afeKBaTHYlO Tepanuio, y nauneH-

TOB C Taxenon popmont B moxeT 6bITb HE3HAUUTENbHbI

KOTHUTUBHBIAA 1 MOTOPHbIN aeduymnt. CBOEBPEMEHHO

He AMAarHOCTUPOBAHHOE HapyLlUeHMe Cilyxa MOXeT OoTpu-

LaTenbHO CKa3aTbCA Ha Pa3BUTUM peyn, yCneBaeMoCTh

B LIKOJIe N KauyecTBe XM3HU. COrnacHO oTeyeCTBEHHbIM
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KNMHNYeCKUM pekomeHpaumam 2014 r. [4] n npoekTty
2020 r. [5], onpeneneHbl CPOKN AMNCMAHCEPHOro Habio-
JeHuAa ana geten ¢ Bl Ha nepBoOM rogy XuU3HW peKkOMeH-
[OBaH OCMOTP OTOPUHOMAPMHIONIOrOM, KOHCYNbTalma He-
Bpornora 1 pa3 B 3-6 mec, B 1 roq — oCMOTP CYpAOJSIOrom
1 B Bo3pacTte 4-5 net — noronenom, aanbHenwee obcne-
[OBaHMe No NokasaHuam. Hactoawmn EBponenckuin Kox-
CEHCYC He pernameHTUpPYeT KOHKPETHblE CPOKU obcnepo-
BaHMA y3KMMU cneumnanmcTamu.

+ Y peten n nogpocCTKOB C NepBUYHbIM B, BO3HMKWMM
BC/IeACTBME AMCITOPMOHOreHe3a, MoryT chopmmpo-
BaTbCA 300 1 y3/1bl; B 3TUX C/lyYanX LefieBble 3Haye-
HUA CblBOPOTOYHOro TTI AOMMKHbBI ObITb Y HUXHEN
rpaHuubl pedepeHCHOro WHTepBana, Ajad MOHUTO-
pvHra o6bema LUK pekomeH[oBaHO nepuoamyeckoe
Y3U (2/DDo).

« Tak Kak Obll0 3aperncTpupoBaHO HECKOJIbKO Cily4yaeB
paka LK, B cnyyae nopo3puTenbHbiX y3n10B npu Y3U
[OJIXKHA ObITb BbINOSHEHA TOHKOWIOSIbHAA acnMpPaLioH-
Has 6uoncua (TAB) (1/6@oo).

Kommenmapuu. [aHHbil pa3gen KOHCeHCyca ABnset-
cA HoBbiM. C Lenblo CBOEBPEMEHHOrO BbIABNEHMA Y3/10B
Heobxoanmo perynapHoe nposegeHue Y3 UK (kaxgble
2-3 roga) [3]. B Poccuincknx pekomeHaaumax CPOKWU Bbl-
nonHeHus Y3W npu Hannuum 306a onpepeneHbl Kak 1 pas
B 6-12 mec [4, 5].

+ [etn c HecnHgpomanbHbiM Bl, nonyvatowme agekBaTHyo
3aMeCcTUTENbHYIO Tepanuio, UMEKT HOPMalbHbI POCT
1 NONIOBOE CO3pEBaHME, X GEePTUNBHOCTb HAYEM HE OT-
nunuaetca ot nuu 6e3 Bl (1/ D D).

+ [Hetn c HecuHpgpomanbHbim Bl nonyvaoowme ageksat-
HYI0 3aMeCTUTENIbHYI0 Tepanuio, TakKe WMEKT HOop-
MaJIbHOe COCTOsIHME OMOPHO-ABMIraTeNbHOro anmnapa-
Ta, 0OOMeHa BeLLeCcTB U CepAeUYHO-COCYANCTON CUCTEMDI

(1/Do).

« MeanunHckne obpasoBaTesibHble MpPOorpamMmbl MO BO-
npocam BI" 4OMKHbI COBEPLUEHCTBOBATLCA U PerynsapHoO
obHoBnaTbCA (1/HD D).

« HaumHas c MOMeHTa NOCTaHOBKM AnarHo3a Heobxoanmo
obyueHune poguTenen, a B fasbHENLIEM 1 CAMOTO NaLu-
€HTa NMPVBEPKEHHOCTN JIeUeHUo; ocobble nepuoabl —
rnepexon BO B3pOC/ioe leyebHoe yupexaeHne, XeHLwu-
Hbl ¢ B BO Bpemsa 6epemeHHocTn (1/ D D).

+ [NpuBep>KEHHOCTb NeuyeHno cnegyeT CTUMYNMPOBaTb
Ha NPOTSXKeHUN Bcen xun3Hu (1/Po)

« [pw nepeBofe NauveHTOB K3 NeanaTpuyeckoro ne-
yebHOro yuypexaeHusa B TepaneBTMYECKOe OCHOBHbI-
MU LenaMn ABRAIOTCA HENpepbIBHOCTb JleueHunsd, Ka-
YeCTBO KM3HW, ynyJlleHne NOHUMaHWA npobnembl Bl

(1/0DD).
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Kommenmapuu. CnepyeT ynensTb [OO/MKHOE BHUMa-
HVe nepeBofy MNauMeHTa W3 MNeaVaTPUYECKON Ciy»Kobl
BO B3POC/I0€ JleyebHOe yupexxaeHue, NoCKObKY OH MOXeT
ObITb CBA3AH CO CHWKEHMEM MPUBEPXKEHHOCTU K NEUYEHMIO
U HEPEerynApHbIM NOCeAyoLWM HabogeHNEeM, YTO MOXET
NPUBECTY K YXYALIEHWIO TEYEHUS 3a00NeBaHNA.

5.TEHETUKA BPOXKEHHOIO FTMNOTUPEO3A,
FEHETUYECKOE KOHCYNbTUPOBAHUE U JOPOAOBOE
BEAEHUE

« [eHeTnYeckoe KOHCYNbTMPOBAHWE JOJIXKHO ObITb Nepco-
HaNMM3MPOBAHHbIM ANA Ka)KAoro naumeHTa ¢ Bl n nposo-
ONTbCA OMNbITHbIM cneunanmucTom (2/@ o).

+ KoHcynbTupoBaHMe [OSMKHO BKAOYaTb B ceba 06cyx-
[eHVe xapaKTepa HacsieloBaHuA 3aboneBaHus 1 prcka
BO3HVMKHOBEHMA NOBTOPHbIX cyyaeB Bl B cembe. Ecnn
N3BECTEeH CeMeWHbI aHaMHe3, TO YCTaHOBJIEHUA reHeTu-
yeckon npuuuHbl (1/@@o).

«  Cembu, nmewolmne pebeHka ¢ Bl, gonxHbl 6biTb NHOOP-
MMPOBAHbl O ABYX CaMbIX 4acTbix ¢opmax MepBUYHO-
ro Bl — apucrenesum WM v ancropmoHoreHese, npu
BKNIOUEHNU onpefeneHns cB. T, B HEOHATaNbHbIA CKpU-
HUHI — O UeHTpanbHom Bl (1/ D D).

« Ecnn npoBoantca reHeTuyeckoe uccnenoBaHne, To ero
LieNibio JOJIXKHO ObITb yNyyLleHNe ANarHOCTUKY, NIeYeHns
unu nporHosa (1/@ @o).

- Jlo Hauana nccnepoBaHNA cnepyet 06CyanTb C poanTe-
NAMN/CeMbe BO3MOXHOCTU U OTFPaHNYEHNA FeHeTuYe-
ckoro TectupoBanus (1/@@Po).

« 1o BO3MOXHOCTU reHeTUYeckoe UccnegoBaHmne A0oMKHO
NPOBOAUTLCS C MOMOLLbIO HOBbIX METOAOB, TaKMX Kak
CpaBHUTeNbHasA reHoMHasa rmbpuamnsaumsa (CGH), cekse-
HUpPOBaHMe HOBOro NokoneHns naHenu reHoB (NGS) unn
NnoJiHoe 3K30MHoe cekBeHupoaHue (WES) (1/@@Po).

« [eHeTnyeckoMy NCCNeOBaHMIO fOMKHO NPeALLIeCcTBOBaTb
TLWaTeNnbHoe GpeHOTUNNYECKoe onncaHne nauuneHTa ¢ Br,
BKto4asa mopdonoruio LXK (2/@ P o).

« He TonbKo MaumneHTbl C AUCTOPMOHOIrEHE30M, HO U Ce-
MeWnHble cnyydan gucreHesmn WK v yeHtpanbHoro Bl
LOJKHBI noAnexaTb reHeTuyeckomy obcnefoBaHuMio
1/ o).

« CoyetaHue Bl ¢ cuHapomManbHoOW natonorven Tpedyer
MOJEKYNAPHO-TEHETUYECKON BepudrKaumm ANA BblsB-
JIeHUA HOBbIX reHoB-KaHanaaTtos (1/ o).

+  Heobxoanmo npoBeaeHne fanbHENWNX UCCTIeAOBaHWA
ONA  onpepdesnieHnsa KaTeropuin MauueHTOB, KOTOPbIM
NoTpebyloTCA HOBble AMArHOCTUYECKME BO3MOXKHOCTU
(2/66Po).

Kommenmapuu. Onpefenutb reHeTUYeckyld OCHOBY
3abo0nieBaHVA NO3BONAET MOJIEKYIISIPHO-TeHeTUYECKoe 06-
cnepoBaHue. B npepcraBneHHbix EBPONENCKUX pekoMeH-
Jaumax Bonpocy reHetukn Bl ypensetca 6Gonbluee BHU-
MaHwue. MNepen HanpaBfieHEM NaLMeHTa Ha reHeTuyeckoe
nccnegoBaHMe HeobxoauMo O6pPaTUTb BHMMAHME Ha Ha-
nnume deHoTUNNYECKMX ocobeHHocTeln. Monck MyTaumi
reHoB-KaHAMAATOB, OTBETCTBEHHDIX 33 PAa3BUTME BPOXKAEH-
HOro rMMNoTUpPeon3a, LenecoobpasHo NPOBOAUTb BO BCEX
cemenHbIx cnyyasax BI.
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+ AHTeHaTanbHasA AMarHoCTMKa PeKOMEHAYETCA B Clyyasax
30043, BbiABNeHHOro npu Y3U nnopa (1/@ D D); cemen-
Horo cnyyas Bl, o6ycnoBneHHOro AnCropmoHoreHe3om
(yacToTa noBTOpHbIX CNyyaeB 25%) (1/D D D); nnssect-
HblX JedeKTax reHoB, yyacTBywLKMX B pa3sutum LK
(1/Po). OcobeHHO BaHO paccMaTpUBATb CUHAPO-
MaJsibHble CJlyyaun C NOTEHLUMANbHOWN CMEPTHOCTBIO U 3M-
O6pUOHaNbHbIM MO3auLM3MOM (Hanpumep, MyTauuu/ge-
neunn reHa NKX2-1 n Taxenas nerouyHas gucpyHkums).
CemeliHble cnyyan BI, obycnoBneHHble pucreHesuen
(2% cemenHbIxX CnyyaeBs), TPeOYIOT AaNibHENLLEro nsyye-
HUA 4NA onpeaeneHns LenecoobpasHoOCTU 1 KINHNUYe-
CKOW 3HAYMMOCTU aHTEHATasIbHOrO BbIABNEHUS.

« [na oueHkm obvema LXK nnoga pekomeHnayeTcs npose-
neHne Y3U B cpoke oT 20 oo 22 Hep 6epemMeHHOCTN —
3TVIM METOAOM MOTYT OblTb BbIIBIEHbI 306 UK gucre-
He3uA, B TOM Yncne otcyTcTBue TkaHu LK. MNpu oueHke
pasmepos WK cnegyet yumTbiBaTh rectalMOHHbIN BO3-
pacT, B ciyyasx 306a fosikeH 6biTb n3mepeH obbem LUK
(170D D).

« Ecnu y nnopa guarHoctMpoBaH 300, npeHaTanbHasa no-
MOLLb [O/MKHA OKa3blBaTbCA B CneLvanv3npoBaHHOM
nepuHatanbHom LeHTpe (1/ D D).

+ B KauecTBe 3TaNloOHHOro MeTofa oueHKN GyHKLmm LXK
njoga pekoMeHAYeTCA KOpAOLEeHTe3, a He aMHMO-
ueHTe3. [laHHoe obcnegoBaHue criegyeT NMPOBOAUTH
TOJIbKO B TOM C/lyyae, ecjin pacCMaTpuBaeTca BONpoc
O NpeHaTanbHOM BMewaTenbcTee (1/@P D).

B 6onbwmHcTBe cnyyaeB coctoAaHue LXK nnoga moxHo
OLIEHUTb Ha OCHOBaHWK Y3-KpuUTepues, No3ToMy 3abop Kpo-
BV mofa TpebyeTca TONMbKO B UCKIIOUUTENbHbBIX ClyYasx
2/ Do).

« Y syTpeongHomn 6epemeHHON XeHLWUHbI C MPorpeccu-
pyloLM MHOroBogueM, Npu 6obLKX pasmepax 306a
y nnoga u/unm C OKKMNIO3Men Tpaxeu Mnnofa, a Takxe
pUCKOM MNpexAeBPEMEHHbIX POAOB, PEKOMEHAYeTCA
neyeHne nnoga BHYTPUAMHUOTUYECKMMU UHBEKLUAMU
TUPOKCVHA; Y 6EPEMEHHON »KEHLUUHBI C TMMNOTUPEO30M
peKoMeHAyeTCA NIeUYnTb XKeHLWUHY (@ He nnog) NeBoTu-
pokcnHom (1/@ o).

KINMMHWYECKME PEKOMEHZALINNA

« [lpy HEMMMYHHOM FMMNOTMPEO3€e 1 HanMuuK 306a y nno-
Za Ha GOHe MHOrOBOAUS PEKOMEHIYIOTCA BHYTPVAMHU-
OTUYECKNE NHDBEKLUMY NNIEBOTUPOKCUHA ANA YMEHbLUEHUSA
pasmepos LK nnoga. iHbekunn [OMXKHbI BbINONHATL-
cA  MHoronpoowuNbHbIMKM  HGpuragamm CneumanucToB
(1/DPDP). dkcneptHaa rpynna npegnaraeT MCNonb-
30BaTb 10 MKI/Kr pacyeTHOM Maccbl mnoja B TeyeHue
15 gHel B BUAe BHYTPMAaMHNOTMNYECKOrO BBeAEHUA npe-
napata. Puck ana nnoga v ncuxosiornyeckasa Harpyska
Ha poauTenei JOMXKHbl ObITb yUTEHbI NMPY OLIEHKe pUCKa/
nonb3bl (2/@00).

Kommenmapuu. B otnunuue ot EBponenckux pe-
KomeHgauunm 2014 r., 5TO BO MHOIOM HOBbIA pa3sgen,
B YaCTHOCTWU, onpefeneHbl [03bl JIEBOTUPOKCUHA ANnA
BHYTpUyTpobHOro neyeHus 3o06a nnopa. B Poccuinckon
Qepepaunun [aHHbIN METOA JIeYEHUA He MCMNOoNb3yeTca
(HeT 3aperncTprMpoBaHHbIX NapeHTepanbHbiXx Gopm ne-
BOTUPOKCUKHaA).

3AKNIOYEHUE

MpencTtaBneHHble mMaTepuanbl OTPa)kaldT COBPEMEH-
Hble B3rnAAbl Ha AMArHOCTUKY, NleyeHre 1 HabnogeHue
3a naymeHTamum ¢ Bl PaclumpeHsbl pa3genbl, NOCBALEHHbIe
MOMNEKYNAPHO-TEHETUYECKOMY 00CNefoBaHM0 MNaLyneH-
ToB/cemelt 1 HabnoageHWo 3a 6epeMeHHbIMM NaLeHTKa-
mu ¢ Bl a Takke BBeeHbl HOBble pa3fesbl, B YaCTHOCTH,
HabnogeHne 3a getbMu € Bl 1 3060M M LeHTPaNbHbIM
rMNOTUPEO30M.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn ¢puHaHcmpoBaHua. PaboTa BbiNOMHEHa MO MHULMATUBE
aBTOpOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoH®nNuKT unHTepecoB. ABTOpbl AeKNapupyOT OTCYTCTBME ABHbIX
N MOTeHUManbHbIX KOHGIMKTOB MHTEPECOB, CBA3AHHbIX C CofdepKaHneM
HacTosALWEN CTaTb.

YyacTue aBTOpOB. Bce aBTOpbl 0006pWnn drHaNbHY0 BEPCUIO CTaTby
nepepn nybnvkauuei, BbIpasunn coriacre HeCT OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, MOAPa3yMeBaloLLy0 HageXallee UsyyeHne 1 pelleHre
BOMPOCOB, CBSA3aHHbIX C TOYHOCTbHIO UM OBPOCOBECTHOCTbIO JI06OI YacTh
paboTbl.
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