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KniniuHe ctaxkyBaHHsa (Clinical Fellowship), wo 6yno
OTpMMaHe AK rpaHT Big €BpPONencbKoro ToBapucTBa
negiatpuuHoi  eHpgoKpuHonorii  (European  Society
of Paediatric Endocrinology), TpuBano npotarom 3
MicsiuiB nig KepiBHUUTBOM npodecopa AHa Jlebna Ha
6a3i yHiBepcMTeTCbKOI KNiHikn MoTton, negiatpnyHoro
BigAineHHA MeguyHoro dakynbtety YHiBepcuTeTy
Yapnb3a. CraKyBaHHA BKJOYaNoO HaBYaHHA B
reHeTUYHIn nabopatopii (nocnigkeHHs reHis MODY),
a TaKoX nepebyBaHHA Ha KIiHiYHIA 6a3i BigdineHHi
negiatpil.

MpoTArom HaBYaHHA Oynu OrNAHYTI nNauieHTn 3
Pi3HOMaHITHOIO eHOOKPWHHOI MaToNOori€l, cepen
AKMX HaMbiNblly KiNbKiCTb CKnaganu nauieHTn 3
NOPYLUEHHAM POCTY. [nA OUiHKMA CTYNEHIO 3aTPUMKM
3pOCTY i BM3HAUYEHHA MOJANbLUOI TaKTUKM B KIliHiLi
MoTon B nepLly yepry BUKOPUCTOBYIOTb POCTOrpamm
(GrowthCharts), 3a AKMMM OLiHIOIOTb LWBUAKICTb POCTY
OUTUHW. PilleHHA wWoao HeobXigHOCTI MoaanbLioro
rOPMOHAJIbHOrO 0OCTEXEHHS, BK/THOUYaOUM BU3HAUEHHSA
TUPEeOoTPONHOro ropmoHy (TTl), BiNbHOrO TUPOKCUHY
(BT4), iHcyniHonopi6Horo dakTtopa pocty (IOP-1)
U/ MpPOBEAEHHs CTUMYMSLINHUX MpPo6, NpUMalTb
BUKJIIOYHO Ha MiACTaBi GaKTMUYHOT WBMAKOCTI pocTy.[pn
3a[0BiNbHIN WBNAKOCTI pOCTY NoAasibLle rOPMOHasbHe
OOCTEXXEHHA He NPOBOAATb, HE3BAXKAalOUM Ha HaABHY
CTYNiHb 3aTPUMKM POCTY ANTUHM (SD).

OuiHKy KiCTKOBOrO BiKYy, MPOBOAATb He nuwe 3a
atnacom Greulich and Pyle, a m 3a atnacom Tanner
and Whitehouse 3 nigpaxyHkom RUS-score (Radius,
Ulna and Short bones score) (TW3 RUS meTon), akui
BBaXKaloTb HaMGINbLL TOYHUM i fOCKOHanUM. OgHUM 3
OCHOBHUX NepeBar cnocoby TW3 € Te, L0 BiH NPUCBOIOE
Pi3Hi YUNCMOBI 3HAYEHHA KiCTKaM 3an’ACTKa B KOXHil
CTagii fo3piBaHHsA, 30Kpema Big 0 (HeBnanma) go 1000
(noBHe po3piBaHHA). 3a cymoto Lux 6aniB oTpUMyTb
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NPOGIOHULL HAYKOBUL CRIBPOOIMHUK 8i00LTY OUMAYOT eHOOKPUHON02IT,
Yrpaincokuii hayko8o-npakxmuunuil yeHmp eHOOKPUHHOIL Xipypeii,mpancnianmayii
EeHOOKPUHHUX OP2AHI8 [ MKAHUH.

6iNblU TOYHY 3arasibHy OL{iHKY KiCTKOBOI 3pifloCTi.

CTumynauinHi npobu npoBoaATb 3a LONOMOIOH ABOX
TeCTiB (KNOHIAMHOBUI Ta iIHCYNIHOBUI), i3 BUSHAUYEHHAM
piBHS comaTtoTponHoro ropmoHy (CTI) y 6araTtbox
YacoBMX TOYKAX, cepen AKUX IHCYNIHOBUIM TecT
BBaXaloTb 30/10TUM cTaHZapToM. OUiHKY piBHA |OP-1
NPOBOAATb BUKIIIOYHO 3@ CTAaHOAAPTHUM BigXUNEHHAM
(SD), KniHiYHO 3HaYMMKUM BBaXKaloTb BiaxuneHHa IOP-1
noHapg -2 SD.

PiweHHA wopo nikyBaHHA anTtnHM npenapatamu CTT
NPUIAMAETbCA BU3HAYEHOO poboyoto rpynoto daxisuis
— AUTAYNX eHAOKpuHonoriB. MNokasaHHAMK ao Tepanii
CTT B KniHiUi MoTon €:

1. linoniTtyitapnam i3 COMaTOTPOMHOK
HeJoCTaTHICTIO.

2. CuHagpom TepHepa.

3. XPOHiYHa HUPKOBA HEQOCTATHICTb.

4, Hitv, HapomXeHi Manumu  gna  CBOro

rectauinHoro Biky (SGA) y BuNagKy, AKLO 3aTpMMKa
POCTY AUTUHN HA MOMEHT ornagy CKnagae noHag, (-)2-
2,5SD. Y Bunagky, akwo IOP-1 nepeuLyye -2 SD, Takmum
JiTAM NPOBOAATb TAKOX CTUMYNALINHI TeCTu.

5. HeAki pigKicHi reHeTMuHi cuHApOMMU,
CYNPOBOOXKYIOTbCA 3aTPUMKOIO POCTY, MMiKOreHo3u.

Lo

Bcim gitTam i3 cnHgpomamu, Wo CynpoOBOOXKYIOTbCA
HU3bKOPOCHICTIO, NpPOBOANTLCA 060B’s13KOBa
reHeTMYyHa fiarHOCTMKa. I3 pigKicHMX cMHApPOMIB, WO
CYNPOBOAXKYIOTbCA 3aTPUMKOI POCTY, 6Yynn OrnsiHyTi
pitm 3 CHARGE cuHpgpomom, DUANE, Peters Plus,
SHOX, Noonan syndrome, Dubowitz, Floating harbor
syndrome, cuHgpomom Paccena-CinbBepa, Treacher
Collins syndrome, Kearns Sayre cuHApOMm, cenTo-
OMTMYHOIO AMNCMNA3IEI0 Ta iH.

KoHTponb Tepanii CTT 3gicHIOTb B TOMY 4nchi, 3a
AnHamikoto IOP-1 (ouiHKa NpoBOANTLCS BUKIIOYHO 3a
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SD). Cnig 3a3HaunTy, WO ANA KOHTposto NikyBaHHA CTT
BM3HAUYEHHA KICTKOBOro BiKY MPOBOAATb LiTAM nuwie
B ny6epTaTHOMY Billi, 3a3BMYali, AKLLO NPU NEPBUHHIN
ZiarHocTuui 6yna BuABMeHa 3aTpMMKa KiCTKOBOFO BiKY.
Tepanito CTI gitAM 3 COMaTOTPOMHOK HEQOCTATHICTIO
pO3MnoUnHaloTh 3 MiHiManbHoi fo3u 0,025 mr/Kr/goby,
3a HeobXigHoCTI — 36inbLuytoun ii 4o 0,033 mr/kr/noby B
npoueci NikyBaHHs.

MNMauieHTkam i3 cnHpgpomom TepHepa 3a3BuYan
3actocoBytotb  po3y CTI 0,04 wmr/kr/go6y. Bcim
jiByatkam i3 cuHApoMoM TepHepa nNpoBOAATb
JOCTiIKeHHA Ha aBTOIMyHHMI TpeoiguT (AIT), a TakoX
ueniakito. AKWO y nauieHTKn 3 cnHgpomom TepHepa
JiarHOCTYIOTb MO3aluyHMA BapiaHT KapioTuny, ogpasy
nicnAa gocArHeHHA 18 poOKiB BOHa CKEPOBYETbCA A0
BigAiNeHHA penpodyKTUBHOI Tepanil AnAa BUpPiWeHHA
MUTAHHA OTPUMMAaHHA BfIACHUX ANUEKNITMH. Bcim
JiByaTam 3 cUHApPoOMOM TepHepa, a 0Cco6AMBO, TUM,
AKI MIaHYI0Tb OONOMIKHI PenpoOayKTUBHI TeXHONOoril
ONA HacTaHHA BariTHocTi, nposogATe MPT cepus,
OCKiNlbKM exokapgiorpadia He 3aBxaun iHGopmaTBHa
y BUABMEHHI aHOManil cepus.

Cepepn piten, ski manu nopyweHHA ¢ocdopHo-
KanbuieBoro oOMiHY, Oynu ornAHyTi xBopi 3
HeJOCKOHa/IMM OCTeoreHe3omM Ta rinodpocdaTasieto.
Bcim xBOpMM 3 MNigo3polo Ha Taky MaTOMOril0 TaKoXK
0060B'SI3KOBO MPOBOAUTLCA TEHETUYHA [HiarHOCTUKA;
3a MigTBEpPAXEeHHA HeJOCKOHAaNnoro OocCTeoreHesy
NiKyBaHHA NPOBOANTLCA 3a fonoMoroto bicpocdoHaris,
npu rinodpocdatasii — PEKOMOIHAHTHOW NYXKHO
docdartasoto (Strensiq, Alexion).

B piarHoctuui  BpomxeHoi  anchyHKUii  Kopwu
Ha[HMPKOBMX 3a/103 3aCTOCOBYIOTb TECT 3 CUHAKTEHOM
Ta reHeTUYHY [iarHOCTUKY.

Ona  piarHoCTMKNK nepefyacHoro CTaTeBOro
[03piBaHHsA NP NPOBEeAEHHI TeCTY 3 FOHafoNibeprHOM
3a cut-off (giarHocTMYHO 3HauUMMKMIA MOpIr) BBaXKaloTb
BMKUA ntoTeiHisyouoro ropmoHy (1IN >4 mMO/mn.

3a  HaABHOCTI  MigBULEHUX 0Ga3anbHUX  PiBHIB
donikynoctumyniotouoro ropmony (OCI)/JT, npoby 3
roHagonibepuHom He NPoBOAATb. Y pa3i BUHUKHEHHS
nybapxe, agpeHapxe 6e3 CYTTEBOro MNPUCKOPEHHSA
KICTKOBOrO BiKYy Ta 3HAUYHOro BigXWIEHHA CTaTeBuUX
rOPMOHIB crieyndiyHe NikyBaHHA He NPOBOAATD.

Bcim nauieHTam 3 ynepuwe BUABAEHMM LYKPOBUM
piabetom (L) npoBoasTb 06OB'sI3KOBE BM3HAUYEHHA
cneundiyHnx astoaHTUTin (GAD, IA-2), SKWO BOHU
HeraTMBHi — MNPOBOAATb TFEHETUYHY [iarHOCTUKY
(Ha MODY, HeoHaTanbHuin L[), npn nigTBepAXeHHi
NeBHVX BapiaHTiB MOHOTreHHOrO fiabeTy NpuM3HavaloTb
NikyBaHHA npenapatamu cynbdoHinceyoBnHn. Bcim
gitam i3 nigtBepaxeHum UL 1 Trny o0608B'A3KOBO
NPOBOAATb TECT Ha Lieiakito (BM3HauYeHHA cneundiuHmnx
ABTOQHTUTIN, AKWO BOHW MO3UTUBHI — NPOBOAATb
6ioncito 3a ponomoroto esodaroractpogyofeHocKonii).
B nikyBanHi UJ 1 cepepn iHcyniHiB Tpusanoi gii
BUKOPUCTOBYIOTb fIMLLE TX aHANOT .

3a pesynbTaTamy CTaXkyBaHHA nig 4ac pobotn B
reHeTUYHin nabopaTtopii 6ynu BUABNEHI HOBI BMNAAKM
(n=15) MODY cepep giten 3 YKpaiHum, B TOMY Ynichi cepeq
TUX, AKUM MpoBOAMNAcA iHCyniHOTepania i AKi manu
giarHo3 «UJl 1 Tuny», Wo nigkpecnoe Haa3BuUYanHy
BaXK/IMBICTb TaKoOl JiarHOCTUKN y AiTer Ta JOPOCNX,
AKi 3axsBopinu Ha U y Biui go 35 pokis. Bci gitm 3
nigreepgkeHum MODY 1 abo 3 Tuny 6ynu ycniwHo
nepeesefeHi Ha npenapaty CynbdOHINCeUoBNHN 3
OOCATHEHHAM ONTUMAsNIbHOTO MiKEMIYHOIO KOHTPOSIO.

B merkax cniBipaui 3 NpoBigHNMM €BPONENCHKNMM
KMiHIKaMN  NAAHYETbCA MPOJOBXKEHHA TeHeTUYHOI
npiarHoctnkn MODY pitam, AKi maloTb MoKasaHHA ans
Takol AiarHOCTUKK. TakoXK MNaHyeTbCA MpPOBeAeHHA
reHeTUYHOI AiarHOCTUKM AITAM i3 3aTPUMKOIO 3pOCTy
(B TOMy umcni Ti€i, WO acouinoBaHa 3 PigKiCHUMM
reHeTUYHUMM CUHAPOMaMM), AKi OTPUMYIOTb NiKyBaHHSA
npenapatamn CTT.
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