JNEKLIT

0.0. XuxHsak

BPOOKEHWUMN NMNOTUPEO3: KJTIHIKA, AIATHOCTUKA, NIKYBAHHS

AY "IHeTuTyT npobaem eHAoKpuHHOI natosorii imeHi B.5. Jannnescbkoro AMH Ykpainn”, Xapkis

3axBoptoBaHHS, 00YMOBJEHI MOPYLUEHHAM PYHKLT
wmTonoaioHoi 3ano3u (L3), € HanbinbLl po3noBCIO-
XEHUMU €HOOKPUHONATIAMM Y AUTAYOMY Ta NigniTKo-
BOMY Bilj. 3 HaMOINbLUO 4aCTOTOK PEECTPYETLCS
ONPY3HUIA HETOKCUYHUI 306 (OH3), HanTo y AiB4YmM-
HOK-MigNiTkiB. Lle 3ymMoBneHo sik 0cobanBoCTaIMU rop-
MOHaJIbHOi NepebyaoBK OpraHiamy y nepion, nybeprary,
TaK i HeraTMBHUMW YYMHHUKAMMW OOBKININS — BiAHOCHUM
nogHuM pediuntoMm, WO 3b6epiraetbca y HaraTbox
perioHax YkpaiHm nonpu BXMBaHi NPEBEHTUBHI 3aX0-
AN, 3HUWKEHUM HAOXO[XKEHHAM B OpraHiam AUTUHU
iHLIMX HYTPIEHTIB BHACNIAOK iHOMBIAYyaNbHNUX 0CcO6N-
BOCTEN Xap4yyBaHHSA, NOripLIeHHAM 3arasibHOoi eKos0-
riYHOI cuTyauii y CBITi. YCi Ui HEraTMBHI YMOBU MOXYTb
OyTn i NepeayMoBOIO O/ MOPYLUEHHST HOPMYBAHHS
TUPEOIAHOI CUCTEMU OUTUHU Y MPEeHaTaNbHUA Nepiog,
i3 PO3BUTKOM TaKOr0 TSXXKOIrO 3aXBOPIOBAHHSA, K BPOLL-
>XEHWI riNOTUPEOD3, YacToTa SKOro y nonynsuii xo4a n
HeBucoka (1:4000/5000 HOBOHapPOAXEHMX), ane, TUM
HE MEHLUE, BUMarae Cepmo3HOi yBarm guta4mx eHno-
KPUHONOrIB i neadiaTpis.

BpomxeHui rinotnpeos (BIN) — kniHiYHWUA cuMnTo-
MOKOMIMJIEKC, LLLO BMHMKAE 3a LiNnKOBUTOI abo 4acTKo-
BOi HEOCTATHOCTI TMPEOIAHMX rOPMOHIB abo 6paKy ix
BionorivyHoi gji Ha TKAaHWHHOMY PIBHI.

Ak i iHWi popMm rinoTMPeo3sy pPisHoi erionorii, B’
MOXHa KracungikyBaTn 3a NaTOreHeTNYHOI0 O3HAKOIO:

— NEePBUHHWUIA (TUPEOTEHHMNI);

— BTOPWHHUI (rinodizapHunin);

—  TPETUHHWIA.

Be3ymoBHO, HanyacTiwe eTionorieto Bl € nepBuH-
He ypaxeHHs L3 y xoni embpioHanbHOro po3BUTKY:
BpOXeHa rinonnasia abo annasisa, gusreHesisa L3,
TSXKKa MOAHA HeaoCTaTHICTb, AedEeKTN CUHTE3Y Tpu-
noaTnpoHiny (T,) Ta/abo TMpokcuHy (T,) 4n kOHBEPCIi
T,y T,, 3Ha4HO piawe — y KasyiCTUYHUX BUNaAKax —
3HUXEHHS YYyTAMBOCTI TKAHUH A0 Aii TMPEOigHUX rop-
MOHIB, 32 UUX YMOB PiBHi TUPEOTPONHOro ropMoOHy
(TTr) i TMpeoigHMX rOPMOHIB 36epiralTbCa y Mexax
HOpMU. BT MOXe pO3BUHYTUCS Y AITEN, HAPOAXKEHWNX
mMatepsaMu, SKi Nig Yac BariTHOCTI 3a3Hanu BMJIMBY
HagMmipy rioay abo TMpPeOoCTaTUYHUX NpenaparTis.

Otxe, y 85-90% Brnnankis BPOOXKEHWUI rinoTMpe03
€ NEePBUHHUM | MOB'A3aHUA i3 ON3reHesieln WnTo-
nopaioHoi 3ano3n. Y 5-10% Bunankie nepsBuHHMn Bl
0O6YMOBIEHO OM3rOPMOHOreHe30M: AedekTomM pe-
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uentopis TTI, nopyweHHaM TpaHCcnopTy noaunais, ne-
pokcuaasHoi cuctemn abo CUHTE3Y TUPEOornobyiHy.
Llein BapiaHT BI' reHeTNUYHO AeTepMiIHOBAHO, BiH HaCcTO
Ma€e ayTOCOMHO-PELLECUBHUI XapakTep i CynpoBoa-
XYETbCS 30iNbLUEHHAM LLIMTONOAIOHOI 3a103W.

Bkpan pigko (y 3-4% Bunagkis) Bl moxe 6yTtun
HaCNigKOM ypaXeHHs rinotanamo-rinodisapHoi cuc-
Temun, To6TO BTOPUHHUM ab0 TPeTUHHUM. Take ypa-
XXEHHSI eHOOKPUHHOI cucTteMu piako 6yeae i30nboBa-
HUM | 3a3Buyar CynpoOBOOXYETbCA ANCOHYHKLIED
iHLUMX NaHOK rinoTanamMo-rinodidapHoi rOPMOHAaNbHOI
perynsuii.

Y HeoHaTONOriT OKPEMO PO3MANAETLCA TPAH3N-
TOPHWI FiNOTMPEO03 HOBOHAPOAXEHUX. OCTaHHI MO-
Xe 6yTr NOB'A3aHNM i3 MPUAMAHHAM BariTHOK TUpe-
ocTaTUYHUX NpenaparTie (nponiuuna, mepkasonin) abo
iHOYKOBaHUM MaTEPUHCBLKUMW aHTUTINaMu 40 LWNUTO-
nonibHoi 3ano3un. HanyacTiwe uen ctaH pO3BUBAETb-
CA Y HEOOHOLWEHUX | He3PiIMX HOBOHAPOAXEHUX,
HaaTo y MogodediunTHUX perioHax. Y t1abn. 1 HaBe-
[EeHO HanbinbL po3noBctogxeHi popmum Bl Ta ix eTio-
Norito.

MatoreHes TnpeoigHoi aucPyHkuii 3a BIr

OcHoBHUM perynaropom ¢yHkuii W3 € tupeo-
TPOMHUIA TOPMOH, WO CUHTE3YETbCHA 6a30dinbHUMMK
KniTMHamMn apeHorinogisa, — MikonpoTeiH, cknage-
HUIA 3 OBOX HEKOBANEHTHO 3B'A3aHMX CYyOOOVHULb: O
(2 BYrNEBOOHMX 3aNULLKWN, KOOYETbCS Yy 6-1 XpOMO-
comi) i B (1 ByrmeBogHUI 3aaMLLIOK, KOOYETLCS Yy 1-1
xpomocomi). Cekpeuis TTI perynoeTscs rinotanamiy-
HUM TUPONiGEepMHOM, KM CMNpaBfSiE NO3UTUBHUIA,
CTUMYJIIOIOYNIA BNAUB, | HEraTUBHOK (CYNPECUBHOLIO)
Oieto comatocTatuHy. | rinotanamiyHa, i rinogisapHa
NaHKWN perynsauji 4yTnmei (3a MexaHi3MOM 3BOPOTHOIO
3B'A3KY) A0 PIiBHA TUPEOIOHMX FOPMOHIB, TOOTO 3a
NigABULLLEHHS BMICTY T3 i T4 y naas3mi KpoBi 3HUXYETbCSH
npoaykuis TTI i TuponibepuHy. Bucoki koHLeHTpauii y
nnasmi TMPOKCUHY Ta, HaATO, TPUNOATUPOHIHY AiloTb
Ha SOepHi peuenTopn TMPeoTponiB, 610KyOUYM reHe-
TU4YHI nporpamm 6iocuHTezy TTTI.

3a NepBUMHHOrO rinoTMPeosy, y TOMY 4Yuchi  3a
HenikoBaHoro Bl HM3bka npoaykuisa TMpeoigHux rop-
MOHIB CMPUYUHIOE NOCTINHY rinepcekpenito TTI i (aK
Hacnigok TpuBanoi rinepcTumynsaii) rineptpodito Tm-
petpodis rinogisza. KoHueHTpauis TTI y KkpoBi Hapoc-
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Tabnmus 1

ETionoria Bpoa)eHoro rinotupeosy

MNpynu 3K, mmonb/n BK, mmonb/n
A. AnsreHesisa LLI3
e ekTOnis 45 [eHeTnyHO neTepmiHoBaHi y <3%
(myTauja reHiB TTF-1, TTF-2, PAX-8)
e areHesia abo rinoreHesis 25 loionaTnyHi (MyTauii iHW. rexis)?

B. TupeoigHnii AN3ropmMoHoreHes:
e TTI pe3UCTEHTHICTb 20
® NOPYLUEHHSI TPAHCNOPTY oAy
¢ nedekT opraHidikauii nogy
® nedeKT CMHTE3Y TUPEOr0BYNiHY
¢ nedekT NOATUPO3NH-AENOANHASN

C. TpaH3nTopHuI FiNoTUPEOo3
HOBOHAPOOKEHUX 4

D. TpaHauTopHa igionatnyHa

rinepTnpeoTponiHemia <1
E. JedekTu rinotanamo-
rinogizapHoi cucrtemm 5

DedekT (myTauis) rena TSHR

MyTauia reHa Tupeonepokcuaasmu
MyTauis reHa TG
MyTauia reHa noaoTUPO3UH-OenoguHa3n

NonHuin nediunt (y perioHax, eHAEMIYHNX
3a nogom)

MaTtepuHcbki aHTUTINa ao peuentopis TTI
MpunMmaHHa MaTip'io nig Yac BaritHOCTiI
TUPEOCTaTUYHNX NpenapaTis, aMmiogapoHy,
BEJINKMX 403 NpenapariB OPraHiyHoro noay
Moxke 6yTn Hacnigkom 6710KyBaHHS
peuenTopiB aHTuUTInamun oo TTIr

MyTauii reHiB SHH, SIX-3, ZIC-2, HESX-1,
PROP-1, Pit-1

Tae, WO Yy CBOK Yepry npu3BoAMTb OO MATOMOrYHOI
rinepcekpedii TMponi6epunHy Ta BiGHOCHOIO 3HMXXEHHS
CMHTEe3y coMaToCTaTuHy. BHacnigok Tpmeanoi CTumy-
nauii Ta rinepTpodii TMpeoTpodiB rinodiza LUASXOM
nabopaTopHOro AOCHIMXEHHS MOXe BUSBNATUCS 3a-
ranbHe 30iNbLUEeHHs PO3MipiB rinodisa, Lo iMiTye nyx-
NvHy. MapanenbHo akTUBYETLCS MPOAYKLIA 6N3bKNX
3a 6ynoBoio a0 TTI roHagoTPONHMX FOPMOHIB, a Ta-
KOX — BHaACHNigoK rinepcekped;ji TuponiéepuHy — i CUH-
Te3 NponakTuHy. XapakTepHo, WO B YMOBax Takoro
rOpPMOHasbHOro AncbanaHcy y XBOpux CloCTepPiraeTb-
cs1 3HMXeHHs cekpedji CTI Ta AKTT. I3 Hopmanizaujeto
bYHKUIT TMpeoigHOi cnMcTeMu Ui FOPMOHaNbHI 3CyBU
BHaCigOK CBOEi 3BOPOTHOCTI, SIK NPaBuiio, MUHAIOThb.

fonosHuin MeTabonivyHuii edbekt TTI NpakTU4HO
onocepeakoBaHo LL3. Ona wmtonoaibHoi 3ano3m TTI
€ CTUMYNATOPOM 3axOMfieHHS oAy, CUHTEe3y Tu-
pPEeoiaHNX rOPMOHIB Ta iX BUBINbHEHHS Y KPOB. B ekcne-
pPYMEHTax 4OBEAEHO, WO B YMOBAX BUKITIOHEHHS BNAU-
By TTI Ha TpeouuTu BigOyBaeTbCs iHBOMOLA L3, ii
GONKYNApHMIA eniTenin CroWyeTbCA Ta MNPUNUHAE
OHOBMOBATUCA. Y nepion eMOpiOHaNbHOro PO3BUTKY
3a BiACYTHOCTi ab0 nopyLleHHs aii TTI Moxe pO3BUHY-
TUCS BPOOKEHUIN aTUPEO3.

BionoriyHa gia TTI 34iMCHIOETLCS Yepes Kommne-
MEHTapHe 3B'A3yBaHHSA LbOr0 roOpMOHY 3 MOBEpPXHe-
BUM KJIiTUHHUM PeLenTopoM, WO € OinkKoBO-raniosna-

HUM KOMMNEKCOM i HANeXuTb A0 POAVHU PELIENTOPIB,
acoujrioBaHux i3 G-6inkamu. Edpektn Ha noctpelen-
TOPHOMY PIiBHi NOB'A3aHO 3 aKTUBALIEO ageHinaTumk-
nasn t1a LAM®-npoTeiHKiHa3HNX MEXaHi3MiB y KNiTu-
Hax-MiLLEHSX.

Poseutok LLI3 noynHaeTbcs Ha 4-My TUXHI eMOb-
PiOHaNbHOrO0 PO3BUTKY 3 BUMWHAHHA BEHTPasbHOI
CTiHKM rnoTku 3 | Ta |l 396poBux 3arnnbuH. 3 eHpoaep-
MaJiIbHOro eniTenito Lboro 3adarka gopmyoTbcs ¢o-
nikynapHi tmpeountn — A-knituHn W3, a Takox
©/13bKi 00 HUX 3a OynoBolo B-kniTvHM AllkeHasi, Lo
MICTSTb TakOX i CEPOTOHIH. A- i B-KNiTMHU MOXYTb
TpaHchOopMyBaTMCA OaHa B OOHY Ta 34INCHIOITb CUH-
Te3 TUPOKCUHY | TPMNOATUPOHIHY. Kpim uporo, y L3y
nepion, emMOpioHaNbHOro PO3BUTKY BigOyBaeTbCs 3a-
knagka i TpeTboro TUny KAiTUH i3 noxigHux V napu 316-
pPOBUX 3arNMnMbMH — YNbTUMOMOPaHXianbHUX Tineup,
WO BpoOCTaloTb B emMbpioHanbHy 3anoly. Lle napa-
donikynapHi C-kniTnHKU, Wwo Hanexatb oo AMNY-cuc-
TEMU i € AXKEPENOM TUPEOKANbUUTOHIHY Ta nofinenTu-
[y, acouinoBaHOro C reHOM KaJsibLIMTOHIHY (KOKanbuu-
reHiHy).

LLinTonoaibHa 3ano3a nnoga no4MHae caMocCTiliHO
HakKonnyyBaTu Mog, i CUHTe3yBaTn MOATUPOHIHK A0 14-
16-ro TUXHS BHYTPIWWHLOYTPOOHOro po3BUTKY. [0
LbOro TEPMiHY PO3BUTKY NMao4a BXe 1 rinodis 3gaTeH
cekpeTyBatu gesky kinbkicte TTI. OcTtatoyHe gnde-
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PEHLIOBaHHS KNiTUH rinodisa 3aBepuyetbca Ao 20-ro
TUXXHSI BHYTPILLHbOYTPOBHOro po3BuTtky. Cekpeuis TTI
rinogisoMm nnoga NocTynoBO HapocTae 3i 30iNbLUEH-
HAM TEPMIHy recTauii i Ha MOMEHT HapOOXEHHSA CKna-
nae 6nusbko 10 MOa/n. Y nepios, HOBOHAPOLAXKEHOCTI,
BNpoaosx 1-1,5 Mic., BCTAHOBIOETLCHA XapakTepHUi
019 0OPOCnmX umpkagianHnin putm cekpeuii TTT, akmi
noTiM 36epiraeTbCs BNPOOOBX YCbOro XUTTS.

o 20-ro TmxHS recTauii y KpoBi nnona peecT-
PYETbCS BXE OOCTaTHIl piBEHb TUPOKCUHY, KA NO-
CTYNOBO HApPOCTAE A0 MOMEHTY nonorie. Lo fo T,, T0
Oro piBeHb BANPOAOBX YCbOro nepioay BHYTPILLIHBO-
YTPOOHOro PO3BUTKY HEBUCOKMUI, ane pisko nigsu-
LLYETbCS IO MOMEHTY NoJoris, gocaratoum 60 Hr/on. Y
nepLui TUXHI BaritTHOCTI popMyBaHHA naoga, HaaTo
MOro MO3Ky, KOHTPOJIOETECS MaTe€PUHCbKUM TUPOK-
CUHOM, WO HaOXoOuTb Kpi3b NnaueHTapHuii 6ap'ep.
ApekBaTHUN pPiBEHb TUPEOIOHUX FOPMOHIB MaTepi €
BKpa HeOOXiAHMM ANs HOPMAaJibHOrO PO3BUTKY
embpioHa. Mpo ue cnig nam'aTaTn akywepam-riHeko-
foram i y Bunaaky po3BuTky Audy3HOro 30ibLUeHHS
W3, wo cBig4nTb NPO HaANPYXXeEHHS rinogi3apHO-Tn-
peoigHOoi CMcTeEMIN y XIHOK Y nepiog, BaritTHOCTI, HaATO
Ha ii paHHix cTagisx, B 060B'A3KOBOMY NMOPSAKY Npo-
BOONTN OOCHIOXEHHS TMPEOigAHOro cTtatycy Ta, 3a
BiACYTHOCTI MPOTUNOKa3aHb, NpuU3HavyaTn npenapatu
Kanito nogmay Ta/abo L-TnpokcuHy. Lle Bkpaii Baxnn-
BO, agXxe nnig, SKUn po3BUBAETLCS B OpPraHiami ma-
Tepi 3 rinogyHkuieo wmrTonoaibHoi 3an03n, Mae Bu-
COKMI puU3MK GOPMYBaHHSA NaTonorii LeHTpanbHOI
HEPBOBOI CUCTEMW.

Hapasi Hanbinblii nepesarn cepen npenapatis
ONs KOMNeHcauii BiAHOCHOT MOAHOI HeaOCTATHOCTI Y
XIHOK Mig, 4ac BariTHOCTI Ta y HAcCTynHWIA nicng no-
NoriB Nepiog, BUrogoBYBaHHA rpyaao mae MipomapuH
200 (Berlin-Chemie Menarini Group), 6e3neyHicTb
SIKOro 0oBeAeHO 6araTopiyHMMM KAiHIYHHMMK CNoCTe-
PEXEHHAMMN.

Ha MmomMeHT nonorie i y nepLui roaMHM no TOMy y HO-
BOHApPOOXEHOro Bia®yBaeTbCs 3Ha4YHMN Bukmg, TTI, y
OoHoweHnx aiten noro nik gocarae 70 mOa/n BXxe oo
30-1 XxBUNMHW nicna HapoaKeHHS. MoTiM BNpoaoBX 2-
3 ni6 BigOyBa€eTbCS NMOCTYNOBE 3HWMXEHHS piBHS TTT,
AKMIA NPUBAN3HO A0 3-ro AHA NO HAPOAXKEHHI JOCArae
10 mOp/n. HacnigkoM Takoro rocTporo niaBULLEHHS
BMicTy TTI € 3HayHe 3POCTaHHA PIBHA TUPEOIAHNX
ropMoOHIiB y uel 4ac. AkTumBauia rinogisapHoO-TU-
peoigHoi CUCTEMM € OAHIEI0 3 STAaHOK 3aranbHOi "rop-
MOHASIbHOT KPU3u" HOBOHApPOOXEHUX, 3a SKOI pee-
CTPYETLCH TaKOX 3HAYHUIN BUKUL, IHLIWX rinodidapHux
rOPMOHIB.

Ponb TMPEOiIgHUX TOPMOHIB B OPraHiami pi3HO-
MaHiTHa. Ix HegocTaTHICTb, WO 3a Bl Big3HavaeTbcs
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BXE Y Mepiod, BHYTPILUHbOYTPOOHOro PO3BUTKY, MPU3-
BOOUTb A0 AMCMETabOoNiYHUX MNPOSABIB, 3HUXEHHS
LWBWUAKOCTI OKMUCAOBANIbHMUX MPOLECiB, aKTUBHOCTI
bEPMEHTHUX CUCTEM, HAKOMUYEHHS Y TKAHUHAX HeJ0-
OKMCNEHUX MPOAYKTIB OOMiHY, MiOBULLLEHHS MPOHUK-
HOCTi nnasmaTuyHmx mMembpaH. 3a pediunTty Tm-
PEOIOHNX FOPMOHIB MOPYLUYIOTLCS NPOLLECH POCTY, AN-
depeHLiloBaHHA YCix TKaHWH i cuctemM. Hanbinbiu
ypasnmBol 3a TakMx yMOB € HepBOBa cucTema au-
TUHW. Ha pNCYHKY HaBeaEeHO OCHOBHI eTanu Po3BUTKY
LEeHTpasibHOI HEPBOBOI CUCTEMU MJIO4A Ha Pi3HUX
TepMiHax recrtauii Ta yyacTb Yy UMX npouecax Tu-
pPeoigHNX FOPMOHIB.

Hn3bknii piBeHb TUPEOIgHMX FOPMOHIB Yy nepiog,
eMObpiOHaNnbLHOro PO3BUTKY NMPU3BOAUTL A0 MOPYLUEH-
HA AndepeHLitoBaHHS Pi3HUX BiAAiNiB MO3KY, Y PaHHil
nocTHaTanbHU nepiog — A0 3aTPUMKWU MieniHi3auji
HEPBOBUX BOJIOKOH, 3HWXXEHHSI HAKOMWYEHHS [TiKO-
NPOTEIHIB i NiNigiB y HEPBOBIA TKaHWHI, WO BPeLTi
peLT CNpUynHIOe MOPHOPYHKLIOHANBHI MOPYLUEHHS Y
HEeMpOHaXx i MPOBIgHMX WNaXax. 3a BiACYTHOCTI Niky-
BaHHA Bl gediunT TUpeoigHMUX rOPMOHIB Yy PaHHin
nocTHaTanbHUI nepiog i nepio, paHHbLOro AUTUHCTBA
NPU3BOANTbL 40 HE3BOPOTHUX ypaxeHb LIHC i popmy-
BaHHSA PO3YyMOBOI BigcTanocTi. Lle nos'a3aHo we i 3
0CcOoBNMBOCTAMM PO3BUTKY MO3KY Yy Mepiod HOBOHAa-
pPOOXEHOCTi: caMe y uel Yyac, y nepuli 6 micauis, Big-
OyBa€eTbCS MakCUMasbHUI PICT MO3KY, 3aBEPLUYETHLCH
dOopMyBaHHSA NPOBIAHUX HEPBOBUX LWNAXIB i MiENiHi-
3auig HenmpoHie. Came y uen nepiog MakCMManbHOro
POCTY MO30K OUTUHWN HANYYTAMBILLWA OO OiT HeCNPUAT-
JIMBUX YNHHUKIB, OOHUM 3 9KMX | € FiNOTUPEODS3.

KniniyHa kapTunHa Ta giarHocTuka
BPOAXEHOro rinoTupeosy

KniHi4yHi cCMMNTOMM 3aXBOPIOBaHHSA He 3aBXAW O0-
rnomaratoTb Y paHHbOMY BCTAHOBJIEHHI AjarHo3y. Jlvwe
npndnunsHo y 5-10% HoBoHapoaxeHux i3 BI' giarHos
MO>Ha BCTAHOBUTM 3a KNiHIYHUMM O3HaKamMu. Y paHHin
nocTHaTaNbHUI Nepiog TUMNOBUMU KJTiHIMHMMK O3HaKa-
mu Bl €:

— rnepeHoLleHa BariTHICTb (NoHaz 40 TUXHIB);

— BeNuKa Maca Tina Ha MOMEHT HaPOOXKEHHS;

— OS3HaKM HE3PINoCTi 3a YMOB AOHOLLUEHOI 3a
TEPMIHOM BariTHOCTI;

— Ni3HE BIAXOMXXEHHS MYNKOBOro KaHatuka, no-
raHa eniteni3auis NynkoBOi PaHKu;

— MI3HE BiOXOOXKEHHA MEKOHI4;

— Tpueaniwa (>7 gHiB) rinepbinipybiHemis (>xoB-
TAHULS HOBOHAPOXKEHUX);

— Habpskni 0b6nmyysa, rybum, nosiku, HaNiBBiAKPU-
TUI POT i3 WWMPOKMM "po3nnacTaHnM” S3UKOM;

— nokanisoBaHi HABPAKM Yy BUMNAA) LWiNbHUX "Nno-
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Puc. OCHOBHI eTanu po3BUTKY HEPBOBOI CUCTEMU NJioAa Ta noTpeba y TUpeoigHUX FOPMOHaX Ha Pi3HUX TepMiHax
BariTHOCTi.

ayuwe4qok” 'y HaOkKoUYMYHUX SMKaX, Ha TWIbHIA Mo- CKPUHIHI BPOAXEHOr0 rinoTupeosy

BEPXHi KNCTEeNn, CTon; CepepuHa 70-x pokiB XX CTOpivyyYsa 03HaMeHyBana-
— HWU3bKUI rpybuii ronoc nig, vac naady, Kpuky. CSl BU3HAYHOIO Nnogjeto, o Habyna Hagani Benn4ye3Ho-
KniniyHa cumnromaTuka nepBUHHOrO rinmoTvu-  ro Meamko-coLianbHOro 3Ha4eHHs. Yepes BiACYTHICTb

peo3y Ha 3-4-My MicsiLii NOCTHATasIbHOIO XUTTS: XapakTEPHUX KAIHIYHUX CMMMTOMIB rinodyHkuji L3 y
—  3HWXEHWI aneTuT, noraHa npmubaekay Maci Tina;  GiNbLIOCTi HOBOHAPOOXKEHNX OiarHOCTYBaTH ii Ha paH-
— MeTeopusMm, 3akpenu; HiX cTagisax Oyno npakTM4Ho Hemoxnumeo. Konm x
— CYXiCTb, OMigiCcTb, NyLWEHHS LLKIPHUX MOKPUBIB; MaHipecTyBana CUMNTOMATUKA, YPaXKEHHA MO3KY BXe
— rinoTepmMisa (XonogHi KUCTi, cTonn); MaJsi0 HE3BOPOTHMI XxapakTep. AuTuHa 3anuviwianacs
— JlaMKe, Cyxe, TbMsHe BOJIOCCH; NCUXIYHO HEMOBHOLLIHHOIO HE3BaXalyu Ha HaCTYrHy
— M'30Ba rinoToHis; 3amicHy Tepanito L-TMpOKCMHOM, WO 3abe3nedvysBas
— 3aTpuMKa NCUXOMOTOPHOIO PO3BUTKY. HOPManbHUM i3nYHUA PO3BUTOK. KniHiYHMIA OOCBIA
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JNEKLIT

CBiQYMB, WO NpuU3HaYeHHs 3aMiCcHOi Tepanii y nepuui
OHi nicnsa HapOoKeHHs ANTUHKW 30aTHe 3a0e3nednTu ii
HOPMaNbHUI MCUXOMOTOPHUA PO3BUTOK. HaToOMIiCTb
Ha TOM Yac He 6yn0 MOX/IMBOCTI PAHHLOIO BUSIBIIEHHS
uiei natonorii yepes HeoOXiAHICTb BENNKOI KiNbKOCTI
KpOBi AN1a BM3HaveHHs pisHA T, i TTT y cpoBartLi KpoBi
MeToaO0M pafioiMyHHoOro aHanidy (PIA). Macose Bu-
3HAYEHHS UMX MapameTpiB Y HOBOHAPOMKEHUX CKNa-
0ano 3HayHi TpyaHouli. Monoaun kaHaacbkuin nikap
Jean Dussault, aknin o4onioBaB TUPEOIAONOrivyHy na-
Bopartopito Ha MeanyHOMY dakynbTeTi YHIBEPCUTETY
JlaBans y M. KBebek, 1973 poky 3BepHYB yBary Ha Tex-
HOMOrit0 3abMpaHHS KPOBI 411 NPOBEAEHHS CKPUHIHTY
Ha deHinkeTonypito (PKY). OAnsa uporo 6panu pinbTpy-
Bas/IbHUI Nanip, Ha 9KUN HAHOCUNN KPOB, OTPUMaHY 3
MPOKOAY MN'ATKM HOBOHAPOAXKEHOr0, BUCYLLEHI NASMU
nani obpobnsnu. Taka TexHonoria 6yna ManoiHeasiii-
HOIO Ta €KOHOMIYHO BurigHoto. Joktop Dussault 3i
cniBpobiTHMKAMN 3anponoHyBanu Ueh MeToq i and
NpoOBeOEHHS CKPUHIHIY Ha Bl Byno po3pobneHo me-
104 PIA onsi BU3HaYeHHs T, kvl AO3BOSISIB BUKOPUC-
TOBYBATU AyXe May KifibKiCTb BUCYLUEHOI KPOBi.
MoTim ByNno po3pobeHO TakMii Xxe MeTon, AN BU3Ha-
yeHHs TTI. Ua Hacnpasai reHianbHa 3Haxigka 003BO-
amna BupIWMTU nMpobnemMy paHHbOI AjarHOCTUKM Ta
NiKyBaHHS BDOO)KEHOIO rinoTnpeoay.

Y CLUA ta KaHagj ckpuHiHr Ha BIC npoBoaaTh i3 BU-
KOPUCTaHHAM 5iK NEPBMHHMI Mapkep piBHA T,, BU3HA-
YEHHS SKOro € AeLleBLIMM i Aae cTabinbHiwi pesynb-
Tatn. Bmict TTI BM3Ha4aoTb nuiie B Tux npobax, ae
KOHUeHTpauisa T, BUABNSETLCA HUXYOIO Bif, XapakTep-
HOi Ons 340POBUX HOBOHAPOOXKEHUX. Y OinblOoCTi
EBPOMENCBLKUX KpaiH, Y TOMY YMChi i B YKpaiHi, ckpu-
HiHr Ha Bl 3gincHioloTb 3a BMicToM TTT, a y Bunaakax
Moro nigBuMLLEHHSA 00O0ATKOBO BM3HAYalOTb KOHLEHT-
pauito T,. O6uasa niaxoam Ao NEPBUHHOI AiarHOCTUKM
Bl maloTb CBOi nepeBaru Ta Hegoniku. Tak, 3a BU3Ha-
yeHHA TTI gk nepBMHHOro Mmapkepa BIT HEMOXNMBO
BUSIBNATU BTOPWHHUIM | TPETUHHUN TiNOTUPEO3, He-
pocTtaTtHicTb TCI, Big3Ha4yaeTbCs BUCOKaA YacToTa Xmb-
HO MO3UTMBHUX PE3yNbTaTiB, SKLWO KPOB Yy HOBOHA-
pooxeHoro 3abupatloTb y nepuwy noby. Hemonikom
MEeTOAY CKPUHIHIY 3a piBHEM T, € HEMOX/NBICTb BM-
aBNeHHa Bunagkie Bl i3 migeuweHmnm Bmictom TTT,
ane HopmasbHUM T, YacTille BUHMKAE HEOOXiAHICTb Yy
NOBTOPHOMY 3abVpaHHi KPOBi 32 BUSIBJIEHHS HU3bKUX
piBHIB TUPOKCUHY. TM HE MeHLe, y BinblwocTi BU-
nankis nepeBmHHa giarHoctuka BlN rpyHTYETbCA HA BU-
AIBNEHHi BUcokoro pisHa TTIK — >9 mOa/n. Y 90% Ho-
BOHapoaxeHux i3 Bl eBmicT TTI y KpoBi nepeBuLLye
50 mOpn/n, iy 84% BMNaaKiB KOHLIEHTPALLIA TUPOKCUHY
Hmx4a Big 84 Hmonb/n. Y npubnusHo 20% HoBO-
HapOKEeHVX KoHUeHTpaujs T, cknagae 85-165 Hmonb/n
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(6,5-13 mMkr/gn) 3a NnOMipHO NiABULLEHOrO PiBHSA
TTr (>30 mOp/n). ¥ 3-5% BunagkiB MOXe pPeecT-
pyeaTtuca T, y HOPMasbHO HVU3bKOMY Aianas3oHi (84-
165 HMONb/N) i3 noMipHUM nigBuweHHam TTI (9-
30 mOa/n) y noegHaHHi i3 3aniBHEHHAM NigBULLEHHS
TTT y nepLwi rogyHu nicng HApoaXeHHs. Y Takux giten
060B's1I3KOBO HEOOXiAHO NPOBOAMUTM MOBTOPHUIN CKPU-
HIiHr | nornnoneHe KniHiYyHe 0OCTEXEeHHS NS YTOYHEH-
HS AiarHo3y.

B YkpaiHi npoBeaeHHs CKpuHiHry Ha BI' pernameH-
TOBaHO 3ak0oHOM YkpaiHu "TIpo OXOPOHY AMTUHCTBA",
Hakasom MO3 YkpaiHn Ne 641/84 Big 31.12.2003 p.
"Mpo yaockoHaneHHs Meanko-reHeTUyYHOiI 40NoMOoru
B YKpaiHi" i 30iMCHIOETLCA 3a KOLUTU Aep>XXaBHOro 6ioa-
XeTy. Hapasi, Hanpuknag, y XapkiBcbkii obnacTi Ao
99% HoBOHapooKeHNx 06cTexyoTb Ha BI. Lis poboTa
NPOBOAUTLCH Y MEAMKO-FEHETUYHOMY LIEHTPI. 3a no-
3UTUBHOIO Pe3ynbTaTy NePBUHHOINO OOCTEXEHHS AM-
TUHA Ons HaCTynHOi Bepudikauii agiarHo3y Ta npwu-
3Ha4YeHHs 3aMiCHOI Tepanii nepexoauTb nig Harnsg,
ONTAYOro eHOOKPUHONOra, KU | 3AiNCHIOE noaanbLle
A1CrnaHCepHe CNOCTEPEXEHHS ANTUHN.

HeoHaTanbHUiN CKPUHIHT NPOBOANTLCS Y TPW eTanu.

I etan — nonoroBwnii 6yamnHok. He paHiwe Bif,
72 roguH nicna HapoOOXKeHHS Yy AOHOLLEHOro HOBOHa-
POOXKEHOrO (Ha 7-M OEHb Y HEOOHOLWIEHOr0) 3 N'aTKu
OepyTb 6-8 Kpanenb KaninsApHOi KPOBi Ta HAHOCATL Ha
cneuianbHMn diNbTPpyBanbHMIA nanip. Yci BUCYLUEHI
B3ipLi HaaCMNalTbLCA 00 creuianisoBaHoi Meguko-re-
HeTu4Hoi nabopatopii. B 06MiHHilA KapTui AUTUHU Ha
MOMEHT BUMMCKM 3 MONOroBoro 6yanHky o60B'a3KOBO
pOo6NATb NO3HAYKY NMPO NPOBEAEHNI CKPUHIHT Ha BI™.

Il eran — meguko-reHeTnyHa naboparopis. Y
nabopaTtopii NpoBOoAATb BU3HAYEHHS PiBHA TTI y Cyxmnx
nnsamax Kposi. PeadynebraT 3anexuTb Big mMeTony Bu-
3HaYeHHs, i NOPOroBui piBEHb BCTAHOBJTIOETLCSH OKpe-
MO [J19 KOXHOI labopaTtopii 3a5exHo Big 3aCTOCOBY-
BaHOro iMyHodepMeHTHOro Habopy. [loporosun
piBeHb Moxe cknagaTtu 20 mOa/n i 30 MOpa/n 3anexHo
e i Big TepMiHy 3abMpaHHS KPOBI.

Yci B3ipui KpoBi, koHueHTpauia TTI y akmx nepesun-
LLIyE MOPOroBMiA piBEHb, MalOTb NepeBipATMnCS y nabo-
paTtopii NOBTOPHO. 3a BUABNEHHS piBHA TTI noHag
50 mOp/n moxHa 3anigo3puTu BI, a 3a nokasHmka no-
Hag 100 mOa/n piarHo3 BT MoXxHa BCTAHOBUTU 3 BU-
COKOIO MMOBIpHICTIO. [licna oTpMMaHHA NO3UTUBHOMO
pes3ynbTaty CKPUHIHCY AaHi NPo OAUTUHY HerarHo ne-
penalTbCs A0 ANTSAYOI NONIKAIHIKKM 3a MicueM ii MeLl-
KaHHS.

lll etan — guta4a nonikniHika. Ha ubomy etani
30iNCHIOETLCA OCTaTo4yHa Bepudikauiga agiarHo3y Ta
OVCNaHCepHUN Harngn 3a AUTUHOW. Y Bunagkax
BiACYTHOCTI Y WITaTI NOMIK/IHIKWM ANTAY0r0 €HOA0KPUHO-
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NEKUJT

Tabanus 2

J03u L-TnpokcuHy ana nikyBaHHSA aiten
i3 Bpoa)xeHnm rinotupeos3owm (lletepkoBa B.A, besnenkuHa O.b., 2006)

Bik L-TupokcuH
MKr/no0y MKr/Kr/pooy
0-3 wmic. 15-50 10-15
HEeZOHOLLIEHI 8-10
3-6 mic. 25-50 8-10
6-12 mic. 50-75 6-8
1-3 pokn 75-100 4-6
3-10 pokiB 100-150 3-4
10-15 pokiB 100-150 2-4
noHag 15 pokis 100-200 2-3

fora ANTUHY HEOBXiAHO HanpasUTU OJ1s NOAANbLLUOIO
obCTeXeHHs 00 cneuianisaoBaHOro eHAOKPUHONO-
riYHOro LLEHTPY.

Anroputm giarHoCTUKu Ta 3amMicHoI Tepanii

1. 3a peaynbratamm NOBTOPHOrO OOCTEXEHHS Y
MeOuKo-reHeTUYHIn nabopartopii pieeHb TTI cknas
20-50 mOpa/n, a BMIiCT TUPOKCUHY BUSIBUBCSI HUXKYUM
B 120 HMONbL/N — NOKa3aHO NPU3HAYEHHS TUPOKCU-
Hy (Hanpuknag, y Burnsgi npenapaty L-TUPOKCUH,
Berlin-Chemie Menarini Group).

2. 3a pisHa TTI noHapg 50 mOa/n nikyBaHHSA No-
YMHAKTb 04Pa3y, HE O4iKyoUU NEPEBIPKU PE3YNLTATIB,
i BIOMIHAIOTb, AKLLO pe3ynbTatv He MiaTBEPAXKYIOTbCA
MOBTOPHUM 0OCTEXEHHAM. KOHTPObHE AOCHIOKEHHS
TTr i T, npoBoaATh Yepes 2 TvxHi Ta Yepes 1-1,5 mica-
LS Big, noyaTky Tepanii, Wwo A03Bonse andepeHuioBa-
T cnpa.xHin Bl Big TPaH3UTOPHOrO.

3. Y Bunagkax BCTAHOBMEHHS aiarHo3y BIM gitam
BIKOM A0 1 pOKY NPOBOAATb YTOYHEHHS AjarHo3y: L-Tn-
POKCUH BIiOMIHAIOTb Ha 2 TUXHI i NOTIM BU3HA4YalOTb
KOHUEeHTpaujto y kposi TTI i T,. 3a oTpMaHHa Hopma-
JIbHNX MOKa3HWKIB NiKyBaHHS HE BigHOBAIOKOTb.

Ycim pitam i3 BT gna BCTaHOBNEHHA eTionorii 3a-
XBOPIOBAHHA HeobxiaHO BukoHaTu Y3[, i/abo papgio-
i30TOMNHEe CKkaHyBaHHS LWMTONOAIOHOT 3an03u. 3amicHa
Tepania TUPOKCUMHOM (L-TmpokcuH, Berlin-Chemie
Menarini Group) npoBoAMTbLCA Yy BUXiOHIN 0o3i 25-50
MKr/poby abo 10-12 mkr/kr/no0y. Y nepepaxyHKy Ha
MnJoLLy NoBEpPXHi Tina gos3a npenapaty 4js HOBOHa-
pooxeHux cknagae 150-200 mkr/m2, ana gitew nicnsa 1
poky — 100-150 mkr/m?. [o3u L-TMPOKCUHY ans niky-
BaHHS OiTen i3 Bl pi3Horo Biky HaBeageHo y Tabnuui 2.

Yca noboBa 003a AaeTbes 3paHky, 3a 30 xB. nepes,
CHiJ@HKOM, i3 HEBENUKOIO KiNbKICTIO PIANHN. Y TAKKUX
BMNagKax JikyBaHHS NOYMHAIOTb i3 MiHIMasIbHOT JO3U Y
25 mkr/po6y, 36inbLyoun i koxHi 7-10 gHiB | joBoas-
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4yum oo onTuManbHoi. Kputepiem epekTnBHOCTI Tepanii,
O NPOBOANTLCH, € BiACYTHICTb CUMMNTOMIB 3aXBOPIO-
BaHHS, afleKBaTHi MCUXOMOTOPHUA PO3BUTOK ANTUHU
Ta BmicT TTI i T,, a y AiTeil Nepworo poky XuTrta —
piBeHb T, y kposi. Hopmanisauis koHueHTpauii T, Bia-
OyBaeTbCca 4vepeld 1-2 TMXHI nmicna novatky Tepanii,
BMiCTY TTIN — yepes 3-4 TXHI.

B YkpaiHi gucnaHcepHuin Harnapg piten i3 Bl
30JIACHIOETLCA O0BIYHO. TakMm XBOPUM Yy OGinbLIOCTI
BMNAAKiB JAETbCH rpyna iHBanigHocCTi "iHBanig, guTuH-
cTBa" 3a knacom 3axeoptosaHb MKB10 E03.0 (Bpoa-
XEeHWI rinoTnpeo3s i3 gudysHnum 3o06om); E03.1 (Bpoa-
XeHu rinotupeos3 6e3 306a); E03.9 (He yTo4HeHWI
rinoTMpeos).

3rigHO 3 pekoMeHpauiaMu AMEPUKAHCbKOI ne-
piaTpuny4HOi akagemii, crocTepexeHHs xsBopux i3 Bl
3[INCHIOETLCH 3a TaKOK CXEMOIO:

1. BwusHavenHa T, i TTI yepes 2 i 4 TXHI Big, no-
4yaTKy JliKkyBaHHS.

2. BusHaueHHa T,i TTT:

— Ha NepLIOMy POLL XUTTS — KOXHi 1-2 micsauj;

— yBiUj 1-3 pokn — KOXHI 2-3 micaui;

— Y BiUi 3 poKkn i binbLue (00 3aBEPLUEHHS POCTY) —
KOXHi 3 micau,.

3. BusHadeHHa T, i TTI yepes 2 i 4 TnxHi nicna
KOXHOT 3MiHW 003U L-TUPOKCUHY.

4. 4Fkwo Yepes 2 TvxHI piBeHb T, y KPOBI He ne-
pesuiye 100 mkr Ha 100 mn, ue ceigunTb 260 Npo no-
PYLLUEHHS BCMOKTYBaHHS (Hanpuknag, BUKOPUCTAHHS
COEBUX CyMilLier abo 3ani30BMICHMX NpenapartisB), abo
NPOo MOPYLUEHHS CXeM JikyBaHHs, abo Npo HepocTat-
HICTb 003U L-TUPOKCUHY.

BignosigHo no Hakazy MO3 YkpaiHn Ne 254 Big
27.04.2006 p. "Tlpo 3aTBEPOXEHHS MPOTOKOJIB Ha-
JaHHA Meau4yHOi AOMOMOrn AiTaM 3a cneujanbHICTIo
"AMTAYa eHO0KPUHONOria", AMcnaHCepPHEe 0OCTEXEHHS
aiten i3 Bl 30iMCHIOETLCS 3a TakuM nNnaHom (Tabn. 3).
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Tabauusa 3
MnaH gucnaHcepHoro
o0CcTeXxeHHs giteit i3 rinotupeo3som

AiarHoCcTUYHI pocnigKeHHs Ta KOHCYbTauii
AocnipxeHHa, cneuianicTt YacroTa

JNEKLIT

EHpokpuHOnor 1 pas Ha 6 mic.
3aranbHui aHania
KPOBI, Cevi 1 pa3 Ha 3-6 mic.

NinigHnn Nnpodinb KPoBi 1 pas Ha 6 wmic.

Mmioko3a KpoBi 1 pas Ha pik
Y3 wmtononibHoi 3ano3u 1 pas Ha pik
TN, T, 1 pa3 Ha 6 mic.
EKI 1 pas Ha pik
ExoKI 3a HeobXigHOCTI

OkynicT, HeBposor 1 pa3 Ha pik i 3a

HeobXioHOCTi
|

MporHo3. NporHos Wwoa0 HENPONCUXIYHOro Po3-
BUTKY OUTUHW 3anexuTb Yy OiNblIOCTi BUNAAKIB Bif
TEPMIiHY NoYaTky Ta afekBaTHOCTI 3aMicHOI Tepanii L-
TUPOKCMHOM, HaATO Ha nepLioMy poui XnTTs. Jlnwe
cBigoMa cniBy4acTb 6aTbkiB, KOOPAWHOBAHI 3yCUNS
HEOHaTOoJ0riB, FEeHeTWKIB, NegjaTpie, ANTAYUX €HOO0-
KPMHOJONIB K Y PaHHIN AiarHOCTUL,, TaK i y noganbLUo-
My OMCNaHCEPHOMY CMOCTEPEXEHHI 3aaTHi 3abe3ne-
YUTW OITAM i3 BPOOXKEHUM TNOTUPEO30M HOPMaIbHUIN
®i3VYHMI Ta iHTENeKTyabHNI PO3BUTOK.
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PE3IOME

BpoXXAaeHHbIN rmnoTupeons:
KJINHUKa, AnarHocTuka, neyeHue
0.0. XumxHsk

B nekuumm nogpobHO onvcaHbl 3TMoorusl, pacnpocTpa-
HEHHOCTb, KIIMHNYECKME NPOSABAEHUS, NOAX0Ab! K AMarHOC-
TUKe, OUCNAHCEPHOMY HabGMOOEHUIO U JIEYEHNIO OETEN C
BPOXAEHHBLIM FMMOTUPEO3IOM.

KniouyeBble cnoBa: BPOXAEHHbIN TMMNOTUPEO3, 3TUOS0-
rms, ANarHoCTUKa, NeYeHune.

SUMMARY

Congenital hypothyroidism: clinical
manifestation, diagnostics, treatment
O. Hizhnyak

Lecture article covers etiology, clinical manifestation,
diagnostics, observation and treatment of children with con-
genital hypothyroidism.

Key words: congenital hypothyroidism, etiology, diag-
nostics, treatment.



