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O.B. BonbLloOBA, .M.H., npodecop, KEPIBHMK Biaainy AMTIA4OI eHAOKPUHHOI naronorii
LY «lnctutyT enpgokpuHonorii Ta 06MiHy peuosuH im. B.MN. Komicapenka HAMH Ykpainu», m.Kuis

cofnusocmi nepefizy gediiuumy 20pMonHa
jOcmy § Monogux [opochux
i3 Maniecmauicio B qumuKcmBi

Hediumrt ropmoHa pocry (AFP) mo)xe BUHUKATH Y NALIEHTIB 6yAb-9KOro BiKy BHACAIAOK Aii Pi3HOMAHITHUX YNHHUKIB,
6yBac i3onboBaHMM a60 noegHyeTtbes (B 70-88% Bunapkis) i3 aediumutom iHLWIMX ropmoHiB rinogiza

(MHOXMHHUM pediunTom ropmonis rinogiza — MAIT). PiseHb uupkynioouoro ropmoHy pocrty (IP) nicna HapogkeHHs
AVUTUHM HEBNVHHO NiABULLYYETbCS, MUE NNIATO B nepiogi ny6epTauii, NoTim 3HMXYeTbca Npu6nu3sHo Ha 14% KOXHY aekagy
xurtra (A. Giustina et al., 1998). Y oci6é noxunoro Biky 6e3 HasiBHOCTI naronorii 3 60Ky rinoranamo-rino¢gisapHoi ginsaHku
Bia6yBaeTbca NpupoaHe 3HMKEHHS piBHe P, o cynpoBopiXyeTbhes 36inblIEHHIM PU3UKY CEPLLEBO-CYANHHUX
30XBOPIOBAHb, MNOSIBOIO HAAJIMLLKOBOT MACH Tind/0XXUPIHHSA, 3MEHLUEHHAM MiHEepaNbHOI LWiNIbHOCTI KiCTOK, 3HUXKEHHSIM
disnuHoi BUTPMBANOCTI, NOPYLUEHHIMM iIHCYNIHOPE3UCTEHTHOCTI TA NiNiAHOro CNEKTPA, 3HWKEHHIM AKOCTi XXMUTTS.

3 TOUKM 30py KJIiHIYHOI €HIOKPUHOJOTIi
0co0uBY yBary ciin 3sepHytu Ha TP, sxuit
MOXe OyTM BMKJIMKAHWUI pi3HUMU IaTo-
JIOTIYHUMU CTaHAMH, Y TIEPIILY YepTy YpaskeH-
HAM TinmoTtajamMo-TinodizapHoi IiNISHKHU, Te-
HETUIHAMU TTOPYIICHHIMHM TOIIIO.

3anexxHo Bim BiKy, B skoMy BUHMK JII'P,
BUJIIISAIOTh TaKWM, 110 BUHUK B IUTIIOMY
Bili (mut-[AI'P), Ta Takmii, 10 BUHUK yXe
B mopociomy Biui (mop-JAI'P). TTpudausxo y
20% nopocaux i3 JII'P 11e 3axBopioBaHHsI BU-
HUKJIO B IUTSIYOMY Billi Ta B OLbIIOCTI BU-
MajKiB € HACTIIKOM YpaXeHHs TimoTaaaMmo-
rinocizapHoi IiIIHKK a00 MOB'sI3aHe 3 reHe-
TUYHUMM YMHHUKAMMU.

Iligo3pa Ha JAI'P y Monomux mopociaux
MoCHJIIOEThe 3a HagBHocTi JAI'P B nutgyo-
My Billi, AedhiUTy iHIIMX TOPMOHIB
rinmodisa, a TaKOX y MAlliEHTIB i3 YepenHo-
MO3KOBOIO TpaBMOIO; y 0cCi0, sIKi MaioTh
B aHaAMHe3i OMPOMiHEHHS OiISIHKU TOJOBU
Ta WIUI; i3 OPraHiYHUM ypaXeHHSIM TimoTta-
Jamo-TrinodizapHoi JiISHKU.

[Mauientu 3 manigecranieto II'P B quts-
JOMY Billi CTAHOBJISTH TETEPOTCHHY TPYILY, 10
SIKOT BXO/ISITh XBOPI 3 i1i0MaTUUHMM i30J1b0Ba-
unMm II'P, reHetmynuMu nedexraMu, op-
raHiYHUMM BPOKEHUMU a00 HAOyTUMU ypa-
JKeHHSIMU TOJIOBHOTO MO3KY.

VY xBopux Ha JI['P mig yac mpoBeaeHHs
MPT BuUSIBASAIOTH Pi3HOMAHITHI CTPYKTYpHi
aHoMajii (3MEHINEeHHS/BiICYTHICTh IIe-
peIHbOI YacTKM Tirmodisza, CTOHIIEHHST abo
PO3pUB HiXKU rinodisza, eKTOIMi0 3aJHbOTO
rinogiza), mpuyoMy TaKi aHoMajii mpu-
cyTHi y 53% nauieHTiB 3 i3oaboBaHum AP
ta'y 79% xBopux, mo matrotb MJII'T. 3a Ha-
SIBHOCTI Tpiafu CTPYKTYPHUX aHOMAaiii
OinmpIicTh mamieHTiB (65-80%) MalTh MK
Bukuny I'P <3 ur/ma (S.V. Acharya et al.,
2011).

VY xBopux i3 MAIT B aHaMHe3i yacTo ma-
I0Th MiClle TpHBaja KOBTIHUIIS, IIOJOTOBI
TpaBMH, TiMoriikeMii, acgikcisga y HOBOHa-
POKEHOTO a00 HEeOOXiJHICTh HaKIagaHHS
LIUTILB [TPU MOJIOTaX,.

[IpuunHolO i30/MbOBaHOrO nediuuTy Ta
MJIIT Moxe OyTH JuCreHesis HiXKHU
rinocdiza, mpuuoMy B OLIBIIOCTI XBOPUX (0
96%) i3 Bikom ctyninb JIT'P mporpecye a6o 1o
izonboBaHoro AI'P mpuennyetbcs nedinut
IHIIMX TrinodizapHUX TOPMOHIB ax [0
nanrinomityitapusmy (46%) (E. Fernandez-
Rodriguez et al., 2011). [ucreHesiro HiXKH
rimociza miarHOCTYIOTh Y Billi 10 14 pokiB y
46,2% Bumnanxis, y Biui 14-18 pokis —y 23%,
y nopociux — B 30,8% Bumnankis. AI'P moxe
Oyt HacmizkoMm mostoroBoi tpasmu (30%),
MYTallii FeHiB BiIMOBialIbHUX 32 PO3BUTOK Ta
dynxuio rimodiza (10 10%).

CHUHApOM PO3pUBY HiXKHM Tinmodiza moxe
BM3HAYaTHCS y OiTeil i3 monepeaHiM aiarHo-
30M «igiormaTMyHa COMATOTPOIIHA HexO0C-
TaTHicTb, a00 MIIT». KniHiuHO cuHApOM
MPOSIBIISIETbCSI B AMTUHCTBI ab0 B ApyTiii ae-
Kaji xutts. IT'P Moxe OyTr pi3HOTO CTyTEHS.
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AHaniz pesynsraTiB o0ctexkeHHs 353 mo-
POCIUX MALi€HTIB, y akuX JII'P BUHUK y qUTSI-
yomy Bimi (Pfizer International Metabolic
Database KIMS, C. Hoybye et al., 2002),
BCTaHOBMB y 147 XBOpMX HasiBHICTb HeEOp-
TaHIYHOI MPUPOIY 3aXBOPIOBAHHA, Y 159 ocib —
OpraHiuHOl MpUPOIM 3aXBOPIOBAHHS, VY
47 mauieHTiB Oy/l0 MiATBEPIXKEHO HASBHICTH
MYXJIMH TOJOBHOTO MO3KY. [lyXqmHM rojioB-
HOTo MO3KY — Haituacrima npuuuHa gop-AI'P
(mo 70-72% BumankiB); ageHoMma rinodiza
(60-65% Bumankis); a BUHUKHEHHs 1uT-J1'P
HaifyacTinie 00yMOBIIIOIOTh € pMiHOKIITUHHI
nyxiuHu (o 50% BumankiB) Ta KpaHioda-
puHreomu (1o 45% Bunankis) (A. Shimatsu et
al., 2011). 3rigHo 3 ganumu HanioHaabHOTO
peeECTpy IOPOCIX, SIKi OTPUMYBaIU JTiKyBaH-
HS1 peKOMOiHaHTHOTrO ropMoHy pocty (pI'P)
y Hinepnannax, HaitGib11 4acTo0 MPUIMHOIO
JAT'P 6ynu myxauHu rinodisa Ta ix JiKyBaHHS,
KpaHio(apvHreoMa Ta ifiomatuyHa cOMaTo-
tponHa HegpocTaTHicTh (I.C. van Nieuwpoort
etal., 2011). Ilpu opraniuniii npuponi JAI'P
XBOPi 1OCSTal0Th BULIOTO (hiHATBHOTO 3POCTY,
aJle MaloTh HAMTipIIi MOKA3HUKU SKOCTi KUT-
TSI; TIOKa3HMKM pocty Ta piBHiB IDP-1 Ta
I®P-3Bb-3 y Monmomux mopociux 3 auT-AI'P
3HAYHO HIXYi, HiX ripu gop-JI'P.

Hopocni nauientu, y sikux AI'P manigec-
TyBaB B JUTSYOMY Billi, 32 BiICYyTHOCTI JiKYy-
BaHHs1 pI'P, MaloThb 3HMXEHHSI MOKa3HUKIB
pPOCTY Ta 3aTpUMKy TepMiHiB ocudikarii
(peHTreH-BiK 3HAYHO Bi/ICTAE BiJ MaCMOPTHO-
T'0 BiKY). ¥ 3aJ1€XKHOCTI Bill HAsIBHOCTI Aediru-
TY iHILIMX FTOPMOHIB rirnodiza y xsopux Ha JIT'P
MaloTh Miciie 6e3IUTiaas, TOpyLIeHHs (PYHKIIT
LIUTOMOMIOHOT 3a1031, HATHUPKOBUX 3aJ103.
Jediuut mposakTUHY 3a3BMYail KIiHIYHO HE
MPOSIBISIEThCS. XBOPi Bil3HAYAIOTH 3HMKEHHS
MpaLe3aaTHOCTI, CAa0KiCTh, LIBUIAKY BTOM-
JIIOBaHiCTh, Mianrito. [IpoBeaeHi Heii-
podizioioriuHi  AOCHiIKEHHST Ta Oiormcis
M'SI3iB  BUSBISIOTH HEHPOM'SI30BY  JIUC-
yHKuito 32 HasiBHOCTI IK 1MT-A P, Tak i gop-
JI'P. Cumnromoxkomiuieke JAI'P y nopocnux,
SKWif BUHWK BHACIIIOK TATOJIOTIYHUX MPO-
LeciB y rinoTanamo-rinodizapHiil AiasHLI,
ACOIIOETHCS 3 HASBHICTIO MOPYLIEHb 3 OOKY
JIIMIHOTO CHEeKTpa Ta CeplieBO-CYIMHHOI CUC-
TEMH, 3HMXEHHSIM MiHepalbHOI IIiTbHOCTI
KiCTOK, TIOPYIICHHSIM OYIOBH Tijla (301IbIIeH-
HS a0IOMIHAJIBHOTO XHUPY), TICUXOJIOTiIHOTO
CTaHy Ta 3HIDKEHHSIM SIKOCTi JKUTTSL.

Ha croronHi emMHNM IMaToreHeTUYHUM Me-
ToaOM JiiKyBaHHS1 xBopux i3 JAI'P € 3actocy-
BanHs pI'P. Y pasi maHicecraii 3axBopioBaH-
HSI B JUTSYOMY Billi TOJJOBHOIO METOMO JIiKYy-
BaHHSI € JOOCATHEHHS 3aIOBiIbHUX ITOKa3-
HUKIiB POCTY yIIPOIOBX IMTUHCTBA Ta IOHALIT-
Ba. Haii0inbIil 3arajbHO0 MPAKTUKOIO € TIPU-
MUHEHHS JIKYBaHHS MTPU JOCSATHEHHi (DiHaTb-
Horo 3pocty. OmHaK He MOXHa irHOpyBaTH
yyacts ['P He TinbKM B mpolieci pocty, ane i
iHIIMX MeTabOiYHMX Mpolecax (MiABULIEHHI
PiBHS JIMOIMpPOTEIHIB BMCOKOI LIIBHOCTI —
JITIBIL, 3HMXeHHi piBHA JiMOMPOTEIHiB
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HM3bKOI winbHoCcTi — JITIHIL, 306i1bimenHi
M'SI30BOi CHJIM Ta XyIOi MacH Tilla, 3HIDKCHHI
BMICTY XUDY, TiABUAIICHHI MiHEpaIbHO] IIiIb-
HOCTi KiCTOK, PO3BUTKY CTATEBHX 3aJI03 TO-
mo). TakuM YMHOM, BiICYTHICTH JIIKYBaHHS
pI'P y mignitka 3 JII'P y nepion mepexoay a0
JIOPOCJIOTO BiKY IMiCI/IsI TOCATHEHHSI (DiHAIBbHO-
TO 3POCTY MOXE TIPU3BECTU 0 CEPHOZHUX TT0-
PYILLIEHb CTaHY 30POB'S.

Binnosnenns tepamii pI'P y Monogux mo-
pocnux i3 JII'P crpusie mopanbiioMy coma-
TUYHOMY JO03piBaHHIO BHYTPIlIHIX OpraHiB.
ExcriepyMeHTaIbHI Ta KJIiHIYHI JOCTIIKEHHS
cBiquath npo BinHowmeHHs I'P ta piHst IOP-1
JI0 PO3BUTKY ceplsi, 30kpeMa, I'P peryimtoe
picT KapaiaabHOTO M'si3a Ta MPSIMO YK OIOCe-
PEIKOBAaHO  Biflirpa€  KJIIOYOBY  pPOJb
y isionorii cepust. OnHUM i3 TOJTOBHUX [ia-
rHoctnyHux kputepiis JII'P € pisens IOP-1.
SIK maTonoriyHO BUCOKMIA, TaK i MATOJOTIUHO
Hu3bKuit piBeHb IOP-1y KpoBi Mae HeraTuB-
HMIii BIJIMB Ha CTaH CepLEBO-CYIMHHOI CUC-
TeMH. BcTaHOBIIEHO HAsIBHICTh HU3KU CTPYK-
TYpHUX Ta (DYHKIIIOHATBHUX aHOMAJTii 3 60Ky
cepus mnpu [AI'P,  gk-0T: CTOHUIEHHS
KapaiaJbHOI CTIHKU, 3HMXXEHHS 1iaCTONIYHO-
IO HAMOBHEHHS Ta TMOPYIIEHHS BiIMOBiAi
JIIBOTO LIUTyHOYKA Ha (hiznuHi BripaBu. Kpim
toro, narienTtu 3 II'P (ocobmuBo 3 mut-II'P)
MOXYTb MaTW 30iIbII€HHS TOBUIMHU KOMII-
JIEKCY iHTUMa-MeJlisl Ta BUCOKMI pU3UK T10SI-
BU aTepPOMATUYHMX OJISIIOK (paHHIiH aTepo-
CKJIEPO3), 110 B MOAAIBIIIOMY MOXKEe BUKINKA-
TH TeMOAMHAMIUHI TOPYILEHHS Ta TiIBUIILY-
BaTH PM3UK CEPIIEBO-CYIMHHOI 3aXBOPIOBa-
HOCTi Ta CMEPTHOCTiI BX€ B MOJOIOMY Billi.
V martoreHe3i ceplLeBO-CYIMHHOI MaTOJOTil
y xBopux i3 JIT'P, siKi He oTprMyBaIu JiKyBaH-
Hs pI'P, MOXyTb OyTH 3afisHi CyIMHHUI €H-
JOoTeMiaTbHUI (haKTop POCTy Ta MATPUYHI Me-
tajgonpoteinasu (R.D. Murray et al., 2011).

VY mignitkiB i3 gut-JAI'P, gxuit HasgBHMI
y I0pOCJIOMY Billi, 63 BiTHOBJIEHHS 3aMiCHOI
tepaii pI'P Bxe uepe3 2-3 poku BinOyBa€eTh-
€51 3pOCTaHHS KiJIbKOCTi 3arajlbHOTO XKUPY Ta
JKUPOBOi Macu TiJa, BMICTy 3arajbHOro Xo-
nectepuny, JITTHII, anoninonporeiny B,
TPUIITILEPUIiB; 3HIXKYeTbCs piBeHb JITIBLI,
TOOTO aKyMYJIIOIOThCS BAXJIUBI KaplioBacKy-
JISIpHI (paKTOPU PU3UKY.

[Tanientn 3 mop-AI'P y Oinbimocti Bu-
MaaKiB MalOTh 03HAKW META0OJIYHOTO CUHII-
poMy, BKJIIOUAIOUM OXMPIHHS, iHCYIiHOpe-
3UCTEHTHICTh Ta auciinigemMito. Baxkuit [II'P
ACOLIIOETHCS 3 PO3BUTKOM HEAJIKOIrOJIbHOI
xupoBoi iHdinpTpanii mevinku (J.W. Hong
etal., 2011). A. Shimatsu ta cmiBast. (2011)
npu obcTexeHHi 349 mamieHtis i3 mop-JAI'P
BCTaHOBMJIM HasIBHICTb aucinigemMii y 55,9%
BUMAJAKiB, 3aXBOPIOBAHHS TMEYiHKU —
y 15,5%, nopyiieHHs nounis 30py — y 19,2%,
rineproHitoo — y 16,9% Bunankis.

Aximo tepamiss pI'P He BiTHOBIIOETHC,
y Monoaux gopocaux i3 aut-JAI'P moxiue
BUHUKHEHHSI MHOXMHHUX METa0OTIYHUX TI0-
pylleHb, a caMe TimepTpUrIilepuaeMii,

0.B. Bonbwosa

HEaJIKOToJIbHOI XKMPOBOi AUCTpodii MeUyiHKu,
rinepxojecTepuHeMii, IYKpOBOro miabeTy,
TiMepTOHii, SIKi AiarHOCTYIOThCS BXKe B Ieplili
poku micis npunuHeHHs Tepanii pI'P. TToHan
JIBa CYNYTHi 3aXBOPIOBAHHS BUSBJISIIOTH Y
30-32% xBopux.

[linBunieHni pu3KMK maTosorii 3 60Ky cep-
LIEBO-CYAMHHOI cUcTeMHu y mnauieHTiB i3 JAI'P
MOXe OyTM OOYMOBJIEHMIA SIK O€3MoCepenHbO
JII'P ta I®P-1, Tax i HasIBHICTIO META0OIITHO-
ro cuHapomy. Tak, cepenm 2479 maimieHTiB i3
TsokkuM TP, ki He oTpumyBau JIiKyBaHHS
pI'P, MeTabomiuyHUil CUHIPOM 3YyCTpiuaBcs Y
43,1% oci6 (National Cholesterol Education
Program's Adult Treatment Panel 111, NCEP)
ta'y49,1% oci6 i3 nop-AI'P (IDF) (8 1,5-2 pa-
31 YacTillle, HiX Y 3araibHiit momyssaii). Yac-
TOTa METa0OJIYHOrO CUHAPOMY Y XBOPUX i3
JI'P 3anexana Bif BiKy, TpMBaJIOCTi 3aXBOPIO-
BaHHs, iHAeKcy Macu Tina (IMT) ta He 3aie-
JKasa Bif TKKOCTi a00 TPUBAJIOCTI Ta €TioJIoTil
ATI'P. TaieHTn 3 METabOIIYHUM CUHIPOMOM
Manu OiTbIIMI PU3MK PO3BUTKY IIyKPOBOTO
niadery — 4,65 (95% I 3,29-6,58), cepiieBo-
cyanHHoi matojorii — 1,91 (95% HI 1,33-
2,75), uepedbpoBackynsipHoi matosnorii — 1,77
(95% 11 1,09-2,87), Hix xBopi 6e3 Mera-
OoniyHoro cunapomy (J. Verhelst et al., 2011).

ATI'P, axuil MaHicbecTyBaB y AUTIYOMY Billi
Ta 30€pira€Thcsi B MOJIOAOMY JOPOCTIOMY Billi,
CYIIPOBOIKYEThCS 30iTbIICHHAM 00'€EMY TaTil,
CTETOH Ta MOPYLIEHHSIM IX CMiBBiTHOIIEHHS;
HAJUTUIITKOBOIO MAacol0/OXUPIiHHAM; MiIBU-
MIEHHSIM DiBHSI 3arajlbHOTO XOJIECTEPUHY Ta
JITTHIIL. Hu3bkuii piBeHb TECTOCTEPOHY Y UO-
noBikiB i3 JII'P acouilo€eThcst 3 BUCOKUM
00'eMOM Talii Ta LIEHTPATbHIM OXUPIHHSIM.
[Tauientu 3 gop-AI'P — iHCyniHOpe3UCTEHTHI
Ta MalOTh 3HIDKEHI 3aIlacy TJIIKOTEHY, 3MEH-
LIEHHSI 1HCYJNIHCTUMYJIbOBAHOI YTUWIi3allil
TJTFOKO3M Ta CHIHTE3Y TIIKOTeHY B M 's13aX.

[IpununenHs nikyBanHs pI'P y mimmiTkiB
3 qut-AI'P acorritoeTbes 31 3HAYHUM 30iJIb-
LIEHHSIM XMPOBOi MACH Ta 3HIZKEHHSIM MeTa-
0OJIIYHOTO PIiBHI Yy MOJOAUX JOPOCTHUX.
3amicHa Teparlist IpU3BOAUTh 10 CITiBCTABHO-
To 3MEHIIEHHS MiAIIKIpHOTO Ta BiclLiepaib-
Horo xupy. Y 50% xBopux i3 aut-AT'P ninsu-
LIYETbCS piBeHb 1HCYJIHY B KpoBi (Ha
10-15%), Benuka KinbKicTh maiieHTis i3 JII'P
MaloTh MOPYUIEHHSI TOJEPAHTHOCTI 10 IJII0-
Ko3u. 3amicHa Teparmis pI'P mpusBoauth no
HE3HAYHOTO 3HMXEHHS YyTJIMBOCTI 10
iHCYJliHY 200 He 3MiHIOE ii.

3a JaHMMU JIEIKHUX TOCTiIHMKIB, 3aMicHa
tepanis p['P y nmauienris i3 IT'P Moxe Hera-
TUBHO BIUIMBATUA HA TOJIEPAHTHICTh TTIOKO3U
Ta BUKJIMKATUA TiABUIIECHHS PiBHS iHCYJiHY
B KPOBI. Y 3B'SI3KY 3 LIUM Y MOJIOAIMX TOPOCITAX
i3 gut-JAI'P  pexomMeHIylOTh MNpuU3HAYaTH
Hm3bKi mo3u pI'P (cepemns 0,14 O/xT/TIEK),
110 HE BUKIMKAE CYTTEBOTO IIOPYLICHHS TO-
nepaHTHOCTi 1m0  Timoko3w  (B. Bulow,
E.M. Erfurth, 1999). Lie € BaxKTMBUM MOMEH-
TOM TIPM JTOBIOTPUBATIOMY CITOCTEPEKEHHi 3a
MoJjioaumu xsopumu 3 aut-JAI'P, siki orpumy-
10Th JliKyBaHHS pI'P.

He 3HaiineHo miaBUIEHHS YaCTOTH I[yKPO-
Boro miabery y mamuienris i3 JAI'P (8,2%)
y TOpiBHSHHI 3 3arajbHOI0 MOMYJIALI€0
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(CIHOA - 11,3%; €Bpomna — 5,7%) — 3axBopio-
BaHicTh ctaHoBmIa 9,7/1000/pix, ane BusiBie-
HO 3HayHe 30ibLIEHHS YaCTOTU OXMPiHHS
(Hypopituitary Control and Complications
Study surveillance database, HypoCCS).

Binomo, mo TI'P Bimirpae BaxiuBy pouib
Yy pOCTi KiCTOK y HOBXWHY B IUTHUHCTBI,
HaKOMWYEHHi MKy KiCcTKOBOI MacH, 30epe-
KeHHI CTPYKTYpH KicToK y gopocnux. JAI'P,
dKWii ~ MaHidecTyBaB Yy  JUTUHCTBI,
ACOILIOETBCS 31 3HMXEHHSAM KiCTKOBOTO
00MiHY Ta MiHepaJbHOI ILIJIBHOCTI KiCTOK,
3MEHIIEHHSIM M'SI30BOI CHJTM Ta MAacH KiCTOK.
VY nopociomy Billi y TaKuX XBOPUX iCHY€E BU-
COKWII pU3UK PO3BUTKY BTOPMHHOTO OCTEO-
TOpOo3y, SIKMif MAa€ 3BOPOTHUI PO3BUTOK TIPH
Mpu3HaueHHi 3aMmicHoi Teparii pI'P.

[IpunuHenHs abo TpuBajla IepepBa
B JiKyBaHHI pI'P acoliioioThcs 3 HU3BKOIO
MiHEpaJbHOI IIIIBHICTIO KIiCTKU IIWNKU
cTerHa, oco0JMBO y o0ci® XiHOYOI cTaTi
(N.A. Tritos et al., 2012). ¥ Toit xxe yac y Mo-
noaux popociux i3 nut-JII'P Ha 111 TpuBano-
ro jikyBaHHs pI'P, mpoBeneHoro micis gocsr-
HEHHsI (DiHAJIbHOTO 3POCTY, CIIOCTEPIra€ThCs
MO3UTUBHUIA BIUIMB HA KOPTUKAJIbHUMI IIAp
KiCTKM, MiHepaJlibHy ILIiJIbHICTh KiCTOK Ta
akictb XuTtd (GHD to GHDA Transition
Study Group, 2009; D. Cabo et al., 2011;
L. Hyldstrup et al., 2012); noBHe BiAHOBIEH-
HSI KiCTKOBOI TKaHWHU BilIOYyBa€TbCs uepe3
5 pOKiB peryisipHoi 3aMiCHOI Tepartil..

Takum YWHOM, TIOpPYLIEHHS 3 OOKY
BHYTPIIIIHIX OpraHiB Ta 0OOMiHy PEYOBMH, SIKi
criocrepiralotbcsl y maiieHtiB i3 aut-I'P,
y 0arathbox BWITAJKaX MOXHA KOpETyBaTH
TIPU3HAYEHHSIM (200 BiTHOBJIECHHSIM) JIIKYBaH-
Hs pI'P. Oco6a1BO BaxXJIMBUM 1€ MUTAHHS €
g nauieHTiB i3 aut-AT'P y nepexinHuit
nepiof1 10 1OPOC/IOro BiKy. PaHHE BimHOB/EH-
Hd tepanii pI'P y xsopux i3 nut-II'P noBuHHO
PO3TISANATUCS HAaBiTh ITCHIS JTOCITHEHHS
(iHanpHOTO 3pOCTy. SAKIII0 Tepartis He BiTHOB-
JIOETHCS Y MOJIOAUX Aopociux i3 aut-JI'P,
MOXXJIMBE BMHUKHEHHSI MHOXWHHUX MeETa-
OoniyHuX rmopyieHb. Ha MOMEHT nmpunuHeH-
Hd tepamii pI'P gitu 3 JIT'P He B 3M03i pocsr-
HYTH iKY KiCTKOBOI TKQHWHM, OCKiJTbKU J0-
CATHEHHS MKy KiCTKOBOI Macy 3aBEPIIYEThCS
MpOTSATOM TepexigHoi (asu 10 JA0pOCIoro
BiKy. Tomy sikyBaHHs1 pI'P HeoOXxigHO mpoaoB-
JKYBaTH [0 JOCSITHEHHS TIKY KiCTKOBOI Macu
He3aJIeXXHO Bill JOCATHEHHS (DiHAIbHOTO 3pOC-
ty. Jloza pI'P mns 3amicHoi Tepamii B me-
pexinHil (asi 3aTuIIaeThes BULIOK0, HiX Y 10-
pocyioMy Billi; Micis myGepTallii peKOMeHIy-
10Tb MOCTYIMOBE 3MEHIIEHHS 03U MpenapaTy
(MpuGIM3HO 0 25-PiYHOTrO BiKY) 3 METOIO OT-
pUMaTH ONTUMATBHMIA MK KiCTKOBOi TKaHU-
Hu. CyyacHa KJIiHIYHA TPAKTUKA MPOIOHYE
iHOVBiMyanpHWii BUGip 103 pI'P, mounHatoun
3 HU3bKUX (1-4 MT/TX) Ta 3 HACTYITHUM TUT-
pPYBaHHSM Y BimmoBimHocTi 1m0 piBHS IDP-1
y KPOBi 10 TOCSITHEHHST ONTUMAJIBHOI TO3H.

[Tepen BigHOBAEHHSAM Tepanii pI'P y moo-
aux gopocnux i3 gut-AI'P  HeoOxigHO
MiATBEPAUTU a00 BUKJTIOUNUTHU HasiBHICTH I I'P.
PerectyBaHHSI BKJIIOUa€E B ceOe BU3HAYECHHS
piBus I®P-1 y KpoBi Ta nMpoBeEHHS CTUMY-
JIALIIHOTO TeCTy — 3 iHCY/iHOM, apTiHiHOM,
aprininom + THPI. Tect Ha iHCyniHOBY
TiMoraikeMilo € 30JI0TUM CTaHZApPTOM ISt
BusHaueHHs1 miky I'P. PimenHst nmpo mpose-
neHHs  ['P-tectyBaHHg  Ga3yeTbcsl  Ha
KJiHIUHIi KapTHHi 3aXBOpIOBaHHS, JAHUX
aHaMHe3y  XBOpoOM Ta  pesyJbraTax
OioximMiyHMX aHamiziB. TakoX 00OB'SI3KOBO
BPaXOBYIOTbCSI PE3YJIbTaTH TOMEPEIHIX CTH-
MYJSUIAHAX TeCTiB (MPOBENEHUX Y HU-
TUHCTBI), maHi MTP Ta pisenp 1OP-1.
IlinTBepmxeHHs apiarHozy JAI'P uuisaxom
TEeCTiB HeoOXinHe, SKIIO0 He OYyJI0 BCTAHOBJIE-
HO TEHETMYHMX 400 CTPYKTYpPHUX YpaXeHb
rimoragamo-rinodi3apHoi AUISHKUA B 1U-
TUHCTBi. Y Mosonux popociux i3 aut-JT'P
TOYHUM JliarHOCTUYHUM Kputepiem TP Ba-
KaroTh 3HaUeHHsI Ky ['P Hikue 5,62 MKr/1;
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000B'SI3KOBO BM3HA4alOTh piBeHb [DP-1,
akuii miaTBepaxye Tskkicth TP XBopi 3
i3onboBaHuM imiomatnyHum JI'P moBuHHI
npoiTt asa Tect, 3 MJII'T — oguH cTUMy-
nauiiiHuit Tect. IlaumieHTH 3 BpomXeHUMU
aHOMaJTisIMU rinodiza (rimomazieto
rinogiza, areHesi€ro HiXKU rirnogiza, abo
3 EKTOMi€l0 3alHbOI MUISHKU rimodiza) He
MOTPeOYIOTh MOJAABILIOTO BUBUEHHST CEKpeLlil
I'P (M.E. Geffner, 2009).

Kpim Ttoro, mo HasiBHicTh auT-II'P npus-
BOIWUThH O MiABMIIEHHSI 3aXBOPIOBAHOCTI Ta
CMEPTHOCTI B JIOPOCJIOMY Billi, 11€¢ Ma€ 3Hay-
HMUIi BIUTUB Ha COLLiaIbHUI Ta MCUXOJOTTYHUIA
CTaTyC XBOPOTO, CTBOPIOE TPOOJIEMU CEKCY-
ATbHOTO XapaKTepy Ta IMPOOIeMH OO0 CTBO-
peHHs cim'i. Tak, 3rigHo 3 manumu [omaHach-
KOTO PEECTPY, Y TIOPiBHSHHI 3 3aTaTbHOIO TI0-
nyJsuiero nauieHT 3 gut-JAP y mopociomy
Billi MaJIM HUXKYMI OCBITHI piBeHb, HUXKIMI
MaTepiaJbHUI IOXil, BACOKUI PiBEHb 3Bijlb-
HEHHSI 3 pOoOOTH; OKPIM TOT0, He3aJexHO Bif
COIIiaJIbHOTO Ta OCBITHBOTO CTaTYCy MalliEHTH
Majiy TiIBUILEHUN PU3MK paHHBOI CMEPTi.
Opnnak xBopi Ha igionmatinunuii TP manu aHa-
JIOTiYHI MOKA3HUKU 3 KOHTPOJLHOIO TPYIIOI0
(K. Stochholm et al., 2012). AI'P npotsirom
MiTITKOBOTO MEPioay Ma€ HeraTUBHMUIA BILJIMB
Ha 3[aTHICTh J0 HaBYaHHSI, TIaM'sTh Ta yBary,
sIKi TIOTIPILYIOThCSl B CEPENHbOMY Billi, SIKIIO
He TmpoBoauaach 3amicHa Tepamiss pl'P
(E. Nieves-Martinez et al., 2010). Ha i Te-
panii pI'P BinOyBa€eThcsl CyTTEBE MOKpAILEHHS
TTaM'sITi, CHY, HACTPOIO, YBaru, eHEePTilHOCT,
eMOIIHUX peakKlliii, 3HUXYIOTbCS 30YyI-
JKEHICTb Ta HAMpPYXXEHiCTh, PIBEHb COLIATBHOL
izomsuil. [To3utusHi edextu Teparii 36epira-
10Tbcs TpuBaIuil yac. Tepanig pI'P moBuHHa
TPUBAaTH IOBTO IUIS TOKpAIIEHHS TCUXO-
JIOTIYHOTO CcTaHy. BBaxaloTb, 1110 MO3UTHBHI
e(heKTH JIIKYyBaHHS ITOB'A3aHi 3 TIPSIMOIO JTi€0
I'P Ha HepBOBy cucTeMy Ta 3 MiABUILEHHSIM
piBaiB I'P 1a I®P-1 (J.LA. Wass, R. Reddy,
2010). Cucrema I'P/I®OP-1 moxe rpatu Bax-
JIUBY POJIb B PO3BUTKY KOTHITUBHUX (DYHKLIiI
ockinbku peuentopu I'P ta IOP-1 nokanizo-
BaHi B JUIAHIII TiMOKaMITyca — JiISTHII MO3KY,
IO Tpae BaXJMBY pPOJb Y CTaHOBJIEHHI
KOTHITMBHUX (DYHKIIiH, 0COOMMBO MaM'sITi Ta
HaBuaHHs (I.C. van Nieuwpoort, M.L. Drent,
2008). JloBemeHO CYTTEBUI TMO3UTUBHUI
BILIMB 3aMicHoi Teparii pI'P Ha sSKicTh XUTTS
nauieHTis i3 JIT'P.

TakuM 4MHOM, HOCSTHEHHS! (DiHATBHOTO
3pocTy y xBopux Ha JII'P He MoXHa BBaxaTu
3aBepILEHHSIM JIIKYBaHHS. Y mepio mepexony
Bill FOHALITBA 10 paHHBOI fopociocTi AP mae
CYTTEBUI BIUIMB Ha CEPLIEBO-CYIMHHY Ta
KiCTKOBY CUCTEMM, JiMiAHMIA, BYIJIEBOAHUIA
Ta OLTKOBUI OOMiHM, TMCUXOJOTIYHMI CTaH
xBoporo. [1pu niaTBepmakeHHi HassBHOCTI JIT'P
y niepexiqHuii mepiof] (BU3HAYEHHS CTUMYJIBO-
BaHoi cekpetii ['P, piBast IOP-1) Tepamist pI'P
MMOBMHHA OYTM BiZHOBJICHA B TIEPINY YEpPIy
3 METOI0 3HIDKEHHSI PU3HKIB PO3BUTKY CepIie-
BO-CYIMHHOI MAaToJIOril, KOPEeKIIil JIiMigHOoro
00MiHy, CTaHy XMPOBOi Ta KiCTKOBOI TKaHMU-
Hu. IlauienTu, SIKi OPUNMHWINA JIKYBaHHS
B IUTSUOMY Billi Ta He TOYaau JiKyBaTUCS
B JOpOCJIOMY, TOBUHHI TiepeOyBaTH il pe-
TETbHUM JTOBIOTPUBAIUM CIIOCTEPEKCHHSIM
EHIOKPMHOJIOTA IS BUBHAYEHHS BipOTiIHMX
MOOIYHMX SBUIL (HANPUKIAA, 3HUKEHHS
MiHepalbHOI IIITbHOCTI KiCTOK, AMCIMiAeMii,
MOPYLIEHHSI iHCYJMiHOPE3UCTEHTHOCTI), LIO0
aCOLIIOIOTLCS 3 MpUMnuHeHHsIM Teparii pI'P.
BinHOBNEHHS/IpU3HAYEHHST aJeKBaTHOI Te-
parii pI'P Mmonoaum nopocauM i3 miaTBepake-
HuM II'P npusBoauTh 10 CYTTEBOTO MiIBHU-
LIEHHSI IKOCTi XUTTSI MALli€HTIB Ta 3HUXKEHHS
PaHHbOI CEPLEBO-CYIMHHOI 3aXBOPIOBAHOCTI
Ta CMEpTHOCTI. Besuke 3HaueHHS B YIOCKO-
HaJeHHI CIOCTePeXEHHS 3a Malli€eHTaMu
3 nuT-AI'P Mae TicHa crmiBmpaust AUTSYOrO
€HIOKPUHOJIOTA, TOPOCIOTO EHIOKPUHOJIOTA,
ciMeifHOro JliKapsi. @_
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