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CTAH KICTOK 3A MATOJIOr I
[TAPALLNTONOAIBHNX SAJ103:
NEPENMTAL JOKASIB
LLIOA0 EMIAEMIONOTT, XIPYPIIYHOIO
TA MEAVKAMEHTOSHOIO JIIKYBAHHA
HACTUNHA 1

[epeknana d adanmysana KaHO. med. Hayk Osbea Kopostok

MNopyLleHHs, noe'a3aHi 3 napatropMoHoMm (MTT), MaroTb 3HaYYLLVIA BNINB
Ha KiCTKOBWI MeTabosi3M vepes kKat4oBy posb MNTIy romeocTasi miHepanis
i pemogentoBaHHI KICTOK. Y LibOMY OMNAA4I PO3MIAAaTUMYThCA CKeNeTHI 3MiHW
npw rinepnapatmpeosi, rimronapatmpeosi (rinolT) Ta pigKiCHMX cnagKoBUX CUHAPOMAX,
a TaKOX HasABHI A0Ka3W LWoA0 epeKTUBHOCTI Pi3HMX METOZAIB NiKyBaHHA BKa3aHWX PO3/ajiB.

BinbwicTe NopyLweHb NapawmMTonoibHMNX 3a/103
(MLL3) AiarHoCTYyOTLCA BUMNAAKOBO Ha PaHHIX CTagisgx
CKesIeTHUX 3MiH. HalinowunpeHiwnm € nepBuHHNIN
rinepnapatupeos (MNIMT) - cTaH aBTOHOMHOTO rinep-
BUpobneHHs MNTT 3zebinbwioro yepes ageHomy TMLLU3,
O NPU3BOANTb 40 3HAUYHUX CKeNeTHUX 3MiH. Knacny-
HUM i HanTsxumm nposisoM MIMT € ¢ibpo3Ho-KicTO3-
HWI ocTeiT (osteitis fibrosa cystica). NMpy BTOPUHHOMY
rinepnapatmnpeosi (BIMT) Haagmip MNTI € Hacnigkom
fedeKkTiB romeocTasy KanbLito, AKi 3yMOBAIOKOTb
rinokanbLiemito.

rinolMT xapakTepu3yeTbCs BiACYTHIM abo HaATo
HU3bKMM piBHeM [Tl 3a HagBHOCTI rinoKanbLieMil.
3a3Buyai rinollT ycknagHroe onepadii Ha wui. Jedi-
umnT MTI Npr3BOANTL A0 3HMXXEHHS KiICTKOBOTO OOMiHY
Ta NiABULLEHHA MiHepanbHOI LWiNbHOCTI KiCTKOBOI TKa-
HUHW (MLUKT). MpoTe HaBiTb 3@ TakKUX YMOB MOX/MBE
YPaxeHHs KiCTOK yepes HagMipHY MiHepani3aLiito Ta 3Mi-
HU MiKpoapXiTeKkTypWu.

POJIb MTI Y KICTKOBOMY
\\ TA MIHEPA/TbBHOMY OBMIHI /

ML3 cHTe3ytoTb HeakTUBHWIA nonepeHuK MTT,
AKWIA Nicns po3LwenaieHHs AenOoHY€ETbCA y BUTASAi bio-
akTusHol Monekynu (MTI 1-84). KnitnHwn MNLL3 Bnosnto-
FOTb HaIMEeHLUi KONIMBAHHS MO3akKNITUHHOIO KasbLiito
yepes YyTAnBKI J0 KanbLito pelenTop (CaSR), 3'egHaHNi
i3 G-6inkoM. oro curHanm nepeaaroTbCs WAAXOM aKTU-
BaLii pocdoninasu C 3 nogansLUnM yTBOPEHHSM AiaLimn-
raiLepuHy i iHosutontpudocdaty. BHacnigok akTnsaLi

CUTHANBHOrO LWAAXY 36iNbLUYETLCSA BMICT BHYTPILUHBO-
KMNTUHHOTO KanbLito Ta MPUTHIYYETLCA BUBIIbHEHHSA
MTr (pnc. 1).

BuBinbHeHHs MNTI Big6yBa€eTLCA Y BiANOBIAb HA HN3b-
Ki CMpOBAaTKOBI PiBHi iOHI30BaHOro KasnbLito (Ca?*). Nia-
BULLeHHS Ca%" MpUrHivye TPaHCKPUNL,iO Ta CTabiNbHICTb
reHis MNTIl. XpoHiyHa rinokanbLieMia CNPUYNHAE pe-
naikauito KNiTUH, Hacnigkom yoro € rinepnnasis MLL3.
Aia NTI cnpsamoBaHa Ha BiiHOBNEHHA PiBHA Kallb-
Lito B CMpOBaTLi KPOBI, WO 6e3nocepesHbO BMINBAE
Ha MiHepanbHWNI 06MiH y KiCTKax i HUPKaX, a TakoX
Ma€ HenpsiMUA BMNJIMB Ha BCMOKTYBAHHS MiHepanis
Y KULLKIBHUKY (pUC. 2). BkazaHi B3aeMOZIi cyBOpPO NigTpU-
MYHOTb piBHI Ca?*y By3bkoMmy gianasoHi 1,1-1,3 Mmone/n.
36anaHcoBaHuii romeocTtas Ca?* HEOBXiAHWA He TiNbKK
ANs MeTaboni3My KicTok, ane i Ana 6araTbox iHLINX
disionoriyHMx Npouecis, 30kpeMa nepegadi BHyT-
PiLLHBOKMITUHHUX CUTHaNIB, GyHKLIT HepBiB i M'A3iB.

OCHOBHO LMpPKY/IHOBaNbHO 6ioakTnBHO $op-
moto MNTl € nenTnA, Wo MicTUTb 84 aMiHOKNCIOTHI 3a-
nnwku. NMpoTe maixe B 6ionoriyHa akTUBHICTb rop-
MOHY MICTUTBLCA B MeXax aMmiHO(NH2)-TepmiHanbHOro
JLOMEHY; TOMY CUHTETUYHWIA NeNTUA, KU CKIafaeTbCs
3 nepwmnx 34 amiHokucnoT N-kiHug (MTI 1-34, Tepu-
napatua), Ma€ 6ionorivyHy akTUBHICTb YCiEl MONEKyN.
[ia MTI peanisyeTbcsa Yepes peuenTtop, 3'€4HaHNN
i3 G-6inkom, MTr1P - peuentop-1 MTI Ta 6inka, cno-
piaHeHoro 3 MTI (MTrcb). 3aaTHicTb 060x Monekyn (MTF
Ta MTlchb) BMAMBaTK Ha aHanorivYHuin peuenTop Nosic-
HIOETLCA CTPYKTYPHOI CXOXicTio NH2-TepmiHanbHOro
[JOMeHy, Lo Ja€ iM 3MOry YTBOPHOBATU NOAiIGHI BTOPUHHI
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MAPK/ERK
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Puc. 1. Mepegaya curHaniB uepes UyTAMBUA A0 Kanbuito peuenTtop (CaSR) y kniTuHi MLL3

lMpumimku. CaSR, 3'€OHaHuUl i3 G-6i1KOM, CKAAOAEMbLCA 3 NO3AKAIMUHHO20 OOMeHY, 8HYMPiuIH6OMEMOPAHHO20 OOMeHy
i3 7 2idpo@obHuUX cnipaneli i BHymMpiuHb0KAIMUHHO20 0oMeHy. [103aKkAiMmUHHUL doMeH 830€MODIE 3 NO3AKAIMUHHUM [OHI3080-
HuM kansyiem (Ca?*), wjo npuzgodums 0o akmueayii G-6inka 3 nodanswioro akmusayiero pocponinasu C (PLC), sika 2idponizye
pocpamudun-iHozumosn-4,5-dugpocam (PIP2) do iHozumos-14,5-mpupocpamy (InsP3) ma diayuneniyepuHy (DAG). InsP3 ono-
cepedKosyeE 8UBINbHEHHS 8HYMPIWHLOKAIMUHHO20 KaAbYit0 3 éHOONAA3MamuUYHO20 pemukyayMy, Wo npuzHidye cekpeyito T,
DAG akmusye npomeiHkiHa3y C (PKC), ujo 3yMOB/aE MPAHCKPUNYito 2eHig y A0pi wasxoM akmueayii MimozeH-aKmueo8aHoi
npomeiHkiHasu (MAPK) i no3akaimuHHux pe2ysnbo8aHux kiHa3 (ERK).

MapaTtupeoigHi
Hu3bkni piBeHb KAITUHW

Ca%*y cupoBaTLi KpoBi
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—— CTuMyNALIA / NO3MTUBHII 3B0POTHMI 38'A30K

——— [pUrHiyeHHs / HeraTvBHIIA 3B0POTHNIA 38'A30K
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MiaBnLLeHa peabcopbuis kanbLyio
Ta BiBeAieHHs GOChaTiB HpKkamu

Puc. 2. MTT 5K OCHOBHWIA perynsaTop 06MiHy KanbLito Ta pochaTty

Mpumimku. PigeHs kaneyito (Ca?*) xcopcmko koHmpoarorome [T ma kansyumpion (1,25(0H),D,). CaSR Ha KAimuHHUX Memb-
paHax kaimuH [1LL3 suseastome 3MiHU cuposamkosux KoHyeHmpayit Ca?*. [inokansyiemia cmumyntoe suginoHeHHs [1TI;
2inepkansyiemisi npuzHiyye ozo cekpeyiro. [1TI cmumyroe pe3opbyiro Kicmkoeoi MKAHUHU, Ujo Nid8UWYE CUupO8AMKO8I pigHi
Ca* ma gocpamy (PO ,*). ¥ Hupkax ITI cnpusie peabcopbyii Ca®* ma cmumynioe gusedeHHs PO . Kpim mozo, I1TI akmueye
nepemeopeHHs 25-2idpokcusimaminy D (25(0H)D) Ha kanbyumpion y HUpKax, wo 3abesneyye niosuujeHe 8CMOKkmMy8aHHA Ca**
ma PO * 8 kuwkigHUKY. Yci yi npoyecu 3a6e3neydyroms HopmMansHUli dianasoH pieHie kansyiro (8,5-10,5 me/dn) i pocamy (2,5-
4,5 mM2/0n) y Kpoei.

MocuneHHs pe3opbuji KicTkn

Ta TPETUHHI CTPYKTYPW, MOB'A3aHi 3 peLenTopoM. YTiMm,
6ionoriuHi edpekT BKazaHNX MONEKYN He € iAeHTUYHUMN.
IMOBIpHO, 6ionoriyHa akTUBHICTL MTIcb peanisyeTbes
yepes lIoMeHu 3a MexxaMu N-KiHLA, ane Li BIMBY Mano
BUBYeHiI. 38'A3yBaHHs MNTI a6o MTrch 3 MTM1P npusso-
AVTb A0 akTmBauii G-6inkis (3okpema Gas) i ageHininuum-
K/J1a3¥ 3 YTBOPEHHSAM BTOPUHHOIO MeceHpKepa LnKiy-

HOro ageHosnHMoHodpochaTy (LAM®P). CurHanbHUM
Kackaz, 3yMOBJIHOE aKTMBaLito npoTeiHkiHa3w A (MKA), fka
TPaHCNOKYETLCA 0 a4pa Ta dochoputoe LAMP-uyTanBi
enemMeHTn JHK, Npn3BoAaYn 40 TPaHCKPUNLIT LinboB1X
reHis. MNepefaBaHHsA CUrHanNy KOHTPOHOETHCA KilbKOMa
BHYTPILLUHbOKNITUHHUMN MeXaHi3Mamun: gerpagauis
LAM® docdogiecTepazamu, cenekTrBHa akTuBaLlis MKA,
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NMPUrHiYeHHs akTUBHOCTI MKA iHFi6IiTOpHUM NenTyAoM.
LlikaBo, wo Huxuya 6iogocTynHictb MNTrcb ana MTH1P
3YMOBJIKOE NOr0 MeHLLYy epekTUBHICTb MOPIBHAHO 3 Nen-
Tnaamm MNTI, KOTPi BUKOPUCTOBYBaNNCA 9K OCTeoaHa-
60niuHi 3acobun.

Briame MTI Ha KicTKy MoXe 6yTn kaTaboniyHnmM abo
aHabonivHMM. Pe3op6uito KicTok MTI cTumyntoe Yepes
wnax OPG-RANKL-RANK (octeonpoTterepuH [OPG] -
niraHg peuenTtopa-akTneBaTopa sgepHoro ¢paktopa
KB [RANKL] - peLienTop akTBaTopa fepHoro ¢pakropa
kB [RANK]). 3okpema, MTI mogyntoe ekcnpecito RANKL
i OPG Ha Me3eHXiManbHNX CTOBBYPOBUX KNITUHAX
(monepeaHVKKN oCcTe0bnacTiB) Ta OCTeoLMTaX; 3B'A3y-
€TbCa 3 RANK Ha noBepxHi OCTEOKNACTIB Ta IXHIX remMo-
noeTUYHMX NonepegHViKiB, cnpusaroyn gudbepeHuia-
Lii, BUXKMBaAHHIO 1 aKTUBHOCTI LiX KNITUH; 3B'A3YETHCA
3 RANKL, npurHiuyroum B3aemogito RANK-RANKL. ba-
JIAHC UMX BMNIMBIB BM3Ha4ae octeoknacroreHes. Oc-
HoBHUM fxepesiom RANKL € octeouuntn. besnepepsHa
iHby3is MTI rpnsyHam 36inbLuyBana kogyBaHHA MPHK
Ans RANKL, 3meHLwyoun kogyBaHHA MPHK ana OPG,
Lo nigsuiysano crieeigHolleHHA RANKL/OPG Ta cnpwus-
J10 oCTeokNacToreHesy i pesopbLii KicTok. IMOBIpHO,
B monHU IMTI Tak camo perynroe wnax OPG-RANKL-
RANK. Y nauieHTiB 3 MNIMT piBHi RANKL, OPG Ta RANKL/
OPG 6ynn BULLIMMU, HIXX Y 340POBUX 0Ci6 rpynm KOHTPO-
Jito; BMcoki piHi RANKL no3unTrBHO KopenroBasm 3 nokas-
HUKaMW pe3opbLii KiCTOK i YacTOTO BTPATW 3araabHol
KiCTKOBOI Macu CTerHoBol KicTku. Yepes 1 pik nicng napa-
TupeoigekToMil cnisgigHoweHHs RANKL/OPG 3HmXyBa-
Nnocs. [HWMM NoTeHUinHUM nocepeAHUKOM MTT-3anexHol
pe3opbuii KiCTOK € MOHOLMTapPHUIA xeMoaTpaKTaHT-1
(MCP-1) - xeMOkiH MOHOUMTIB i Makpodaris. JocnigKeHHs
in vitro 1 in vivo nokasytoTb, wo MCP-1 € xemoaTpakTaH-
TOM A/19 nonepesHNKIB OCTEOKNACTIB i CTVMY/IHOE OCTeO-
knactoreHes, s3ymoBneHuin RANKL, nocuntotoum pesopb-
Ljito kictok. JlikyBaHHa [T nocuntoBano ekcripecito MCP-1
y wypis. PiHi MCP-1 npsiMo kopesntoBanin 3 pisHaMA MNTT
y nauieHTiB 3 MIMT i MOMITHO Ta WBWNAKO 3HUXYBaNUCA
nicns napaTtupeoigekToMii. Pesopbuis KicTok, onocepea-
koBaHa MNTl, 0cobArBO BNAMBAE Ha KOMMAKTHY (KOPTU-
KanbHy) Kictky. Tpusanui nave Hagnnwwiky MTI capuse
pemMojentoBaHHIO Ta AeMiHepanisayii ckeneTa, 3SMeHLUYye
MLUKT i niaBUYLLYE pU3MK OCTEONOPOTUYHUX NepeoMiB.

JocnigkeHHsa Ha MyLLaX MIATBEPANN BaXBY aHa-
60niunHy ponb MTTy dopMyBaHHI KICTOK N10Aa Ta 3aroex-
Hi nepenomiB. Ha BigMiHY BiZ MOCTIHOIO eH40reHHOro
BMN/AMBY, iIHTEPMITUBHE BBeJeHHA ek3oreHHoro MTr

EHporeHHuin NTI nMLUKT
Haanuok 0
Jediumt 0 0

CTUMYITHOE KiCTKOYTBOPEHHS. BNpoBaXKeHHS B KAiHIUHY
npakTuky aroHictis MNTI1P (Tepnnapatnay, abanona-
paTuay) CnpUso ix CXBaseHHK K 0CTe0aHaboNiuHMX
3acobiB 414 NikyBaHHSA OCTEOMNOpPOo3y. IHTepMiTUBHE BBe-
AeHHsA MTI akTnBYyeE «aHabonivHe BiKHO» — Nepioj, KoJn
CTUMYJIOETLCA YTBOPEHHS KiCTKM 6e3 ii pesopbuii. MTr
3abe3nevye gndepeHLiaLlito ocTeobnacTiB i NPUrHivye
iXx anonTo3 yepes curHanbHi wWasxm bAM®/MKA. AHabo-
NivHa fia peanisyeTbcsa Yepes akTMBAL,it0 reHiB, NoB'a-
3aHUX 3 POPMYBaHHAM KiCTKM (RUNX2, oCcTeOKanbLH,
nyxxHa ¢ocdartasa - J1P), i cMrHanbHi LWAAXM KiCTKOBOro
MopdoreHeTnyHoro 6inka. MTF NpUrHivye ekcnpecito
CKIePOCTUHY - FiKONPOTEiHY, Lo 6/10Kye GOpMyBaHHS
KicTKW. Y nauieHTis 3 MITIT BUSBAEHO HUXKYI pPiBHI CKe-
POCTMHY Ta IX NiABULLEHHSA NI NapaTnpeoifekTomil.
[HWKM iHriGiTopom KicTkoyTBOopeHHS € Dickkopf1 (DKK-1);
npoTe 1oro peakuis Ha MTI HeAOCUTL BYBYEHaA.

BanaHc Mix yTBOpPeHHAM i pe30p6 L€ KiCTKN BU-
3Hayvae 3aranbHnNii epexT MTT. MpU 3HNUXKEHHI piBHA
kanbLito (Ca??) B nosakniTmHHOMY npoctopi MTT wenako
aKTUBYE Pe30opbLito KICTKM 415 NiIATPUMaHHSA HOPMOKab-
uiemii. Aediumt MNTI 3HMXYE KICTKOBE pemMoeNtoBaHHS,
wo moxe nigsuwysat MLLKT, ane Bnane Ha puUsmnk
nepenomiB He 3'acoBaHuii (Tabn. 1). 3aranom MTT € knto-
4YOBWM PeryasTopoM pemMojesitoBaHHSA KiCTOK.

\\ FMMEPNAPATUPEO3 J/
MepBuHHMIA rinepnapaTupeos

MrMT - ue HaAMIpHa Ta HeaZiekBaTHa cekpelis eHao-
reHHoro MTl ogHieto abo kinbkoma MLU3, wo nprsso-
AVTb A0 rinepKasibLieMil Yepes nopyLUeHHsA 3BOPOTHOro
KOHTPO/I0 3a piBHeM KanbLito. YactoTta MNIMT cTaHo-
BUTb 34-120 B1naakiB Ha 100 000; 6inbLUiCTb NALLEHTIB -
Lie XiHKW nicia MeHonaysu. IMOBIpHO, eCTporeH MpurHi-
yye pe3opbLito KiCTKW, a Moro gediyunT nicna meHona-
y3u gae MTI 3Mory MOBHICTHO peanilyBaTu CBili edekT,
CNPUYNHAIOYN rinepKanbLieMito. MiATBEPAKEHHAM L€l
Teopii € NO3UTVBHI BNINBW €CTPOreHy Ta panokcndeHy
Ha KiCTKOBU 06MiH i BioxiMiuHi mokasHuku npm MIMT.

Cepeg ambynatopHux nauieHTiB MIMT € ocHOB-
HOO MPUYNHOIO TinepkanbLUiemii. 75-85% Bunaakis
cnopaguyHoro MIMT 3ymMoBAeHi 04MHNYHOK J06pOo-
AKICHOO aZieHoMOto, 15-25% - MynbTUrIaHAYNAPHOO
ajeHomoto abo rinepnaasieto M3, 3pigka (<1%) -
pakom MMLL3. Bansbko 5-10% BrnazkiB MaroTb CNajKoBy
abo CMHAPOMHY NPUPOAY: CUHAPOM MHOXWHHOI eHJ0-
KpuHHOI Heonnasii (MEN1T - HalivacTiwe); MEN2A; MEN4;

TABINLA 1. Bnaveum Hagnnwky Ta aediunTty eHpgoreHHoro MTr Ha ckeneT

\) J 0 0

T PR o, T

Mpumimku. *MidguweHull pusuk nepesomie xpebyie CmocyemsCs Auwie NAYieHMIe 3 HexipypaiyHum 2inolT, \ - ameHwerHs; T - 36in6wWeHHS;
<> - 6e3 3MiH; OMLLUKT - 06'emHa MLLKT 3a daHuMu KinekicHoi komn'tomepHoi momozpadii; nMLUKT - naoujuHHa MLLKT 3a daHUMU 08oxeHep-
2emuy4Hoi peHmeeHiscokoi abcopbyiomempii; TBS (trabecular bone score) - iHdekc mpabekyapHoi (2y64acmoi) kicmku.



i30/1bOBaHUI CIMENHWI FinepnapaTupeons; CUMHAPOM
HPT-JT («rinepnapatnpeos - LwenenHa nyxanHa).

CTOCOBHO AiarHoCTUKKW, NepeayciMm cif BUKIOUNTA
BIMIT, cipyU4MHEeHMn HUPKOBOK HeJoCTaTHICTHO, Aedi-
LMTOM BiTamiHy D abo giypeTnyHoto Tepanieto. Ana nia-
TBepAKeHH: MITT NoTpibHMN 6ioXiMiYHWIA aHani3 KPOBi,
X04a CNeKTp NoKasHKKIiB MoXe byTu pi3HUM. Hanpuknag,
y pa3i knacuuHoro MNIMT B1U3HaYatoTbCA rinepkanbLiemis
Ta HeaslekBaTHO BUCOKKUIA MTT. Bansbko 20% BunaakiB
CTaHOBUTb HOpMoOropMoHanbHuin MIMT, konw rinep-
KaNbLIEMIA MOEAHYETHCA 3 HOPMANbHUMU 3HAYEHHSAMN
MNTr. HapewwTi, HopmokanbLiemiyHmia MIAT (HKATMT) -
e cTirike nigsuLLeHHs MTI 3 HOpMaabHUM piBHEM Kaib-
Liito B CMpOBAaTLi KPOBI 3@ BiCYTHOCTi BTOPUHHMX NMPUYNH;
i3 UaCcoM Liei TUM MOXe NeperTy B KnacudHy ¢opmy.
Bkpali Baxxnmso gudepeHuitoBaTu MNIMT Ta cimeriny
rimokanbLiypunyHy rinepkanabuiemito (CIT), 60, monpwu
CX0Xi B6iOXiIMiUHI MOKa3HUKN, NiKyBaHHSA LUX CTaHIB
pisHe: npw MIMTT nokasaHa napaTUpeoigeKTOMIs, TOAi
Ak y pasi CI'T onepaLis NpoTnnokasaHa Yepes BiACyTHICTb
BM/IMBY Ha rinepkanbuiemito. Ansa andepeHuiaLii BMKoO-
PUCTOBYIOTE KOE(ILIIEHT KNIPEHCY KaNbLiito/KpeaTuHiHY:
3HauveHHs >0,02 xapaktepHe and MNITIT,; nokasHmkn <0,01
Bka3sytoTb Ha CIT. OgHak y 40% nrogel 3 6yAb-aKnM
CTaHOM MOX/1MBI 3Ha4YeHHA B mexax 0,01-0,02.

3a octaHHi 50 pokiB kfiHiYHa kapTuHa MNIMT 3Mi-
HUnaca. PaHille giarHo3 yctaHoB/H0BaNM 338 HassBHOCTI
TSXKKNX YPaxeHb KiCTOK, MaToNoriYHNX nepenomMie abo
HUPKOBWX KamMeHiB un kanbLmdikaTie. HuHi MIMT yacTiwe
AiarHOCTYOTb BUMNAAKOBO, BUSIBASOUN TirnepKasibLieMito
npw 6ioxiMiYHOMY CKPUHIHTY. BignosigHo, yacTka 6e3-
cmnTomHoro MNIMT (6¢MMAT) Ta HKMTTIT cyTTeBO 3pocna.
Ha Biaminy Big knacnuHoro MNITIT, BkasaHi BapiaHTn He
MalTb CUCTEMHUX YCKNAaAHEHb, ane KicCTKoBa TKaH1Ha
3a/IMLLIAETHLCA OCHOBHO MilleHH. MITIT cnprynHse
BTpaty MLUKT y cneumdivyHmx ginsHkax i NigBULLYE pU3MK
NaToJIoriYHNX NepenomiB. YCimM naujeHTaM pekoMeH/0Ba-
Ho BuMiptoBaTV MLLKT y ginsiHKkax KynbLLOBOro cyrioba,
nornepekoBoro BifAiny xpebTa Ta ANCTanbHOI HaCTUHN
NpoMeHeBOi KicTKu, 60 3aTpUMKa AiarHOCTUKWX Npu-
3BOAVTb [0 TAXKNX YCKNajHeHb: GibpO3HO-KICTO3HOMOo

0CTeiTy, MOBTOPHWX NepesioMiB abo 3aTPUMKM iX 3po-
weHHs. Micns niaTBepAyKeHHNA AiarHo3y BY3HaYaTb
TaKTUKY NiKyBaHHS. EANHUM pagnKaibHUM METOAOM €
onepaTtueHe BuganeHHs MLU3. Bisyanizauia (ynbTpa3By-
KOBe AOCNIAKEHHS + CLUMHTUIpadisa 3 TexHewujiem Tc-99m)
JOMoMarae noKanisyBatu ypaxeHy 3a7103y Ta BUSBUTU
CYMyTHIO NaTONOrI0 LWNTONOAIBHOI 3a/1031. Y CKIaAHUX
BMMagKax, 3a NiZ03pu Ha MHOXMHHE ypaXKeHHsA abo
eKTOMiYHy NapaLnTonoAi6HY TKaHMHY, 3aCTOCOBYHOTh
KT-4D, marHiTHo-pe3oHaHcHy Tomorpadito, 0oAHOPOTOHHY
eMiciliHy komn'toTepHy Tomorpadito abo MET/KT 3 xoni-
HOM. NoKa3aHHs 40 NapaTupeoifekToMil y3araiibHeHO
B Tabnnui 2.

YPAXEHHSA KICTOK

\\ 3A CMOPAANYHOIO NIAT
Bnnue IITIT Ha pemogentoBaHHA, MLLKT,
AIKICTb KIiCTOK | pU3UK nepesiomMiB

Haanuwok MTI npucKoproe peMoentoBaHHSA KiCTOK,
3Milyoum banaHc y 6ik pesopbuii. Lle cynpoBoaxy-
€TbCA MigBueHHAM piBHiB OPG i RANKL y cnpoBsaTui
KPpOBi Ta 3HMXeHHAM cnisBigHoweHHA OPG/RANKL,
a TakoX NiABULLEHHAM BiOXiMiUHMX MapKkepiB KicT-
KOBOro 06MiHy. BCTaHOBNEHO NMO3UTUBHY KOPensLiito
Mix piBHem MTT 4 octeokanbymHoM i S1®. MTI cnpuyun-
HSIE BUTOHUYEHHS ry64acToi, eHA0- 1 IHTPakopTUKanbHOI
NOBEPXOHb, PO3LLUMPEHHSA MO3KOBOI MOPOXHUHM, NO-
PUCTICTb | YTBOPEHHS KOPTUKANbHUX 3a1NLLKIB, CXOXMX
Ha Tpabekynu. [leHcuTomeTpia Ta rictomopdomeTpis
nokasanu, Lo Halbinblle ypaKyeTbCs KOMMNAKTHa
(KopTMKanbHa) KicTKa, TOAi Ak rybyacTa (TpabekynspHa)
36epiraerbcs, WO NiATBEPAXKEHO AaHVMM Gioncii kny-
60BOi KicTKW. MMpoTe BUBYEHHSA cermeHTauii Tpabekyn
BUABUNO 3HVKEHY OCbOBY OpraHi3aLiito Ta 3B'a3HiCTb
TpabekynsapHOI Mepexi, 3MeHLIeHHS CNiBBiAHOLEH-
HA MAaCTUHYACTUX | CTPUXKHEBUX Tpabeky. IMnakT-
MiKpOiHAEeHTaLis in vivo nokasana 3HWXKeHHS iHAeKcy
MiLJHOCTi KiCTKOBOro MaTepiany B nauieHTis 3 MIHMMAT
(0co6a1BO B 0Cib i3 YacTUMK NepenioMamMim) NOPIBHAHO
3i 340POBUMIN NHOAbMU.

/

TAB/INLA 2. NMoka3aHHA Ao napaTupeoigeKkToMmii B nauieHTis 3 MMNAT

HasaBHicTb 21 3i Bka3aHMX KpUTepIiB BUMNPaBAOBYE OnepaLiito:

* piBeHb KanbLjto B cmpoBaTLi KpoBi Ha >0,25 mMMonb/n (>1 Mr/gn) BULLLE BEPXHBOT MeXi HOpMU

* YPaXKeHHs KiCTOK

= ocTeonopos (T-Score <-2,5 L1-L4, 3aranbHa KiCTKOBa Maca Ky/bLLOBOro cyrioba / Wwuiika CTerHoBOI KiCTKM abo HUXHS TpeTrHa npo-

MeHeBOI KICTKW)

= l0Ka3n nepenomy 3a VFA um byab-aKoto TEXHIKOO Bidyanisadii
* YPaKeHHs HUPOK

= HedponiTias abo HePpokaNbLMHO3 Ha BidyanidaLiii

= rinepkanbLiypisa (4060BUiN piBeHb KanbLjto B cedi >250 MFQ, >300 Mr i)

= LUBWUAKICTb KNy6ouKoBOi GpinbTpaLii <60 ma/xs
* Bik <50 pokiB

3a BiACYTHOCTI BCiX YKa3aHWX KpUTepiiB MapaTupeoifekToMis BCe Le Moxe 6yTu NikyBaHHAM BUOOPY 3a BiZCYTHOCTI MPOTMUMNOKa3aHb

i 3a 3rogun NaujieHTa Ta nikapsa*

Mpumimxu. Yepe3 siocymHicme 00kasie wodo HelpoKoZHIMUBHUX i Cepyeso-CyOUHHUX NOKA3HUKIE XipypeidHe 8mpy4aHH: 0/ YuX NOKa30Hb
He pexoMeHOyembCs. * KniHivHa Yu 6ioximidHa nido3pa Ha pak M1LL3: m’a3068a c1abkicms, nopyweHHs GyHKYI, wayHKO8O0-KUWKO8I CUMNMOMU,
HeMoX1usicme Haz/50y 3a NPOMOKOAAMU P032/1000MbCSA 8 PillleHHI Ha Kopucme napamtgpeotaeKmOMu. T-score - Kinbkicms cmaHAapmMHUX

gioxuneHs, Ha AKy MLUKT nayieHma eidpizHaemecs 8id cepedHsoi MLLKT y 300pogoi Moo

oi 1toduHuU. VFA (vertebral fracture assessment) -

Memod oYiHK8AHHS nepesnomie xpebyis 30 0aHUMU 080XeHep2emuU4HOI peHmaeHiecsKkoi abcopbyiomemplii, akuli dae 3mo2y eusgumu
KoMnpeciliHi nepesomMu 8HACAIG0K 0CMeonopo3y Hagime 3a 8idCymHoCMi KAIHIYHUX cuMnmomis.
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3HmxeHHs MLLKT Bigobpaxkae katabonivHy gito MTT.
Tomy MLLKT cnig BumiptoBaTyi MeTOZAOM JBOXeHepre-
TUYHOI peHTreHiBCbKoi abcopbuiomeTpii (DXA) He TinbKu
B MonepekoBOMY BijAini xpebTa, Ky/bLLOBOMY Cyrfiobi
Ta WAL CTErHOBOI KiCTKW, @ 'y ANCTaNbHIN TPEeTUHI
NPOMEHEeBOI KiCTKW - AIIAHL, 3 NepeBaXXHO KOMMaKTHO
CTPYKTYPOIO, LLIO Hacamrepes ypaxaerbcs BHaCNi 40K
Haznnwky MNTT. 3Baxaroun Ha Te wo MITIT 3MiHI0E MiKpo-
apxiTekTypy KicTku, MLLKT He € EAVHIM NpeAnKTOPOM
pu3nKy rnepenomis. Ans oLiHIOBaHHA MiKpOapXiTekTypu,
3a/lyUYeHHs1 rybyacTX KiCTOK i pusmKy nepenomis KOPUCHI:
ouiHKka xpebuesux nepenomis (VFA), iHaekc Tpabeky-
nApHoi KicTku (TBS) Ta BUCOKOPO3ainbHa nepudepryHa
KinbkicHa kommn'toTepHa Tomorpadia (HRpQCT). PaHiwwe
3adikcoBaHa BMCOKa TpabekynsipHa LiIbHICTb MOSICHHO-
ETbCA XMOHUM ypaxyBaHHAM KOPTUKANbHNX 3a7MLLKIB,
AKI He BiAPIi3HAOTLCA Bif CpaBXHix Tpabekyn nig yac
Bi3yanisauil. MeTaaHani3 rnokasas 3HauHe 3HVXEHHS
MLLIKT B ycix ginaHkax y nauieHTis 3 MIMT nopiBHAHO
3 KOHTpoaeM. TBS - MoKasHMK TeKCTypu rybuacToi KicTku,
LLLO BU3HAYaETbCs Nig Yac DXA, Kopentoe 3 pnsnkom ne-
penomis i gedopmaliieto xpebTta He3anexHo Big MLLUKT,
BiKy, CTaTi i iIHAEKCY Macu Tina. IHAeKC nepeBaHTaXeHHs
KiCTKW = HOBUIA SKICHN MOKa3HWK, SKNA MOXHa BU3Ha-
unTur Nig Yac DXA, nopyLllyeTbea B nauieHTis 3 MNIMIT
MOPIBHAHO 3 KOHTPOEM.

Ha kniHiyni nposasw MITT BnavBaroTb CTaTh i MicLie
NPOXMBAHHA: XiIHKW O MEHOMay3¥ Ta YO/0BIK/ MatoTb
BULLMIA pr3nK HedpoiTiasy, ane 0AHaKOBI MOKa3HUKN
T-score nonepekoBOro BiAginy xpebTa i KyNbLLOBOro
Cyrno6a; XiHKM nicns MeHomnaysm YacTille CTPaxaatoTb
BiZ, 0cTeonopo3y. Mpu NOPIBHAHHI XiHOK EBPOMENCHKOro
rnoxogyxeHHs 3i CLLUA 7 Itanii Buwy MLWKT BusBneHo
B nauieHToK 3i CLUA.

Y nauieHTiB 3 NIMT BULWWI pU3KK NepenomiB byab-
AKOT lokanisauii - BigHOCHUN pu3unk 1,71 NOPIBHAHO
3i 3p0poBUMUK NtoAbMK. Haypasnmsilimmu € rybuyacTi
KiCTKW: xpebui (BigHOLEeHHS WaHciB 2,57), pebpa, Anc-
TaJibHa TPeTMHa KiCTOK nepeAnivys (BiAHOLEHHS LaH-
ciB 2,36). JoaatkoBMMK GakTopamu pU3LMKY € CTapLUNIA
BiK, TPVIBaNicTb MeHonay3u, 3HmxeHa MLUKT y aucranes-
Hili TPeTUHI NPOMeHeBOI KiCTKM Ta nonepekoBoMy BigAini
xpebTa.

OT1xe, MITIT 3HMXye MLLKT, Hacamnepez y XiHOK
nicna MeHonay3un. 3HMXeHHSA SKOCTI KiCTOK NigBULLYE
pU3VK Nepesomis.

Ha cborogHi knacnyHi Kictkosi nposBy ¢ibpo3Ho-
KiCTO3HOTO OCTeITY € pigKicCHNMN (<2%). YacTiwe ue
YCKNaAHEHHS TPANISETbCA MPY BTOPUHHOMY abo TpeTuH-
HOMY rineprnapaTmpeosi BHaCNiJOoK XPOHIYHOI HYPKOBOT
HegocTaTHOCTI. OCHOBHMMW CUMNTOMaMK € CnabKicTb,
6inb y KicTKax, MaToNoriuHi NnepesoMu; MOX/IMBI Hecne-
UMPIYHI cuMATOMM (3aKpenu, HeMpPOMNCUXiYHi CUMMTOMMY,

HedponiTias). PagionoriyHi o3HakK: «Cinb/rnepeLb» abo
«MaToBe CK/10» B Yeperi (4eMiHepani3auis), pe3opbuis
ANCTaNbHOrO KiHUA KAUMLi Ta danaHr; KicTKOBI KicTw,
6ypi MyX/IMHW, OCTEOKNACTOMM, ANPY3HA OCcTeoneHis. bypi
NYXJIMHW — HEOHKOJOTYHi YTBOPEHHS, L0 CKaAatoThCA
3 OCTEeOKNACTIB, rpaHynsALinHoI, Gpibpo3HOT Ta CyANHHOI
TKaHVIH 3 BiAKNaZeHHAM reMoCuAepuHy 1 He NOBHICTHO
MiHepanizoBaHOI KiCTKW BHaCTiZOK HaAMiIpHOT akTUBHOCTI
OCTeOK/1acTiB; TMNOBA JI0KaNi3aLis: Lweneny, Yyepen, Tas,
Ka4mLs, pebpa, cterHa, xpebeT. MNyxanH1 MoxyTb byTn
OAVNHNYHMMMN 260 MHOXUHHUMU (pUC. 3), Npu BisyanizaLii
4acTo IMITYHOTb A0BpOosiKicHI (KicTy, pibpo3Ha Ancnnasis)
ab0 31105IKiCHI ypaXkeHHs, ane 6ifb 3@ HUX MeHLU iHTeH-
CUBHWIA, CyNPOBOAKYETLCS TUMOBUMM O03Hakamu MITIT.
3HauHo 3HMxXeHa MLLUKT BiAHOBOETLCA NiCaS yCRiLLHOT
onepadii. Mpw KoMy TMITT 3HaYHO NigBULLEHI PiBHI
Kaneuito Ta MTT y cnposaTy,i kpo.i. Yepes Te wo MIMT
XapaKTepunsyeTbCs MOCUIEHHSIM PEMOAENFOBAHHS KiCTOK,
NiABULLYIOTLCS BiOXiIMIUHI MapKepy K OCTEOCUHTe3yY
(/T®, ocTeokanbLyH), Tak i pe3opbLii kicTok (N-Tepmi-
HanbHU Tenonentug [NTX], C-tenonentug [CTX]).

Puc. 3. PeHTreHorpama KoJjiiHHoro cyrnoé6a:
6ypa nyx/IMHa MasoromMisIKoBoi KicTKuU
Ak nposB MIMT y yonoBika Bikom 52 poku

CTaH 3 HOpMaNbHUMW PIBHSIMU 3arasbHOro i ioHi30-
BaHOro KaJibLjto, ane NiABULLEHUM piBHEM iHTaKTHOIO
MTr y 22 BUMiptOBaHHAX NPOTAroM 3-6 MicaLiB 3a Big-
cyTHocTi NpunuunH BITIT Br3Hadvatoth sk HKMTTIT. Cepeg
NauieHTiB, AKUM nposoAunan DXA, nownpeHictb HKITTT
craHoswua 0,18%.

B oZHiln KOropTi BUSIBIEHO, LLO KiCTKOBUIA peHoTUN
HKMMMT noAibHWMIM 40 Takoro B rpyni KOHTPOD: HOP-
MaJibHe peMOoZe/fOBaHHA KiCTOK, BIACYTHICTb 3HaYHMX
3MiH MLUKT, TekcTypu KiCTKM Ta pn3nky nepenomis. IHLWI
AOCNIIKEHHS BUABWJIA OCTEONOpPO3 xpebTa Ta cTerHa
B 57% NaLi€eHTIB i3 YacToToo Nepesiomis 11%; ANCTanbHNIA



BiZZiN NPOMEHEeBOI KiCTKM ypaxkaBca pigLue. NopiBHAHHS
3 rinepkanbuiemiyHmmM MNIMT nokasano, Lo naLieHTn
3 HKMIMT MoXyTb B6yTU pe3ncTeHTHUMIK go aii MTr
Ha KiCTKM Ta HUPKW; He BUSBJIEHO TaKOX 3HAYHVIX BiAXU-
JleHb 3a iHAeKCOM rnepeBaHTaXeHHs KicTKW. JocnigxeH-
HA WHO MONICA He BMABWIO MiABULLEHOIO PU3NKY
nepesiomMiB y naujieHTiB 3 HKIMITIT BnpogoBX 17 pokis
CNocTepexeHHs.

OTmxe, gaHi wogo HKIITIT cynepeunusi: YacTuHa
AOCTigKeHb He BUABASE NOro BMJIMBY Ha KiCTKW, iHLWI
bikeytoTb 3HMXKeHHA MLLKT, ane MeHLW BupaxeHe
Ta 6e3 KopTMKabHOI IoKanisawii, TMMoBOI A5 Knacuy-
Horo MIMT. Prsnk nepenomis 34e6inbLI0ro He nepesu-
LLIYE MOKAa3HUKW B rpyni KOHTPOIH. BUHMKAE NUTaHHSA,
umn € HKMTTIT cnpaBXHIM KAIHIYHUM CTaHOM, YN NnLLe
6ioXiMi4YHMM BapiaHTOM Mo3a MeXaMun HOpMU 3araibHoi
nonynswji.

Ypa)keHHs1 KicTok 3a 6eacumntomHoro I TIT

CnocTepexHi foCnifKeHHS NokKasanu, Wo B 6inb-
LIOCTi nauieHTiB 6e3 HedponiTiasy, ¢pibpO3HO-KiCTO3-
HOro OCTEITY, KNAaCUYHNX CUMMTOMIB, rinepKanbLieMil
>3,00 Mmonb/n i a3oTemii npoTsirom 10 pokiB He BigbyBa-
€TbCS 3HAYHOMO MPOrpecyBaHHs BiOXiMIUHMX MOKa3HMKIB
um 3MiH MLLKT. YTiM, MOXABE 3HMKEHHS SKOCTi XXUTTS.
B ogHOMY gocnifxeHHi cnocTepiranocs nporpecyBaHHA
XBOPOOU y 25% NaLieHTIB L€l KOropTy, NPUYOMY B OCib
40 50 pokiB BMSIBNEHO BTPUYI BULLMIA PUSMK BUHUKHEHHS
>1 HOBOrO MOKa3aHHA ANA NapaTupeoifeKToMil.

Hosi meToau ouiHtoBaHHA (TBS, HRpQCT) Brasunm
BUPaXKeHiLLi ypaXKxeHHA KiCTOK, aHiXX BBaXXasnocs paHi-
We. 3aranbHWi pU3MK NepenoMiB y nauieHTie 3 6¢MNIMT
y 1,5 pasa Buwmin. Hagnuwok MNTI 3MiHKOE reomeTpito
KiCTKI: MOCW/IFOE eHAOCTaNbHY pe30op6Liito Ta nepiocTanb-
HY anno3uLiito, WO 36iNbLUY€E NepeBaXxHO BHYTPILLHIN
JiaMeTp AOBrux KicTok Npu 36epexxeHHi MexaHiuHKX
B/1ACTUBOCTEN KOMMAKTHMX KiCTOK. YpaxaroTbcs rybyacti
Ta KOMMAaKTHi KiCTKW, aJie B KiCTKax, fIKi HecyTb Bary (Ha-
NPUKIaz, BENNKOTOMINKOBIN), edeKT MeHLL BUPaXeHUH,
aHiX y npoMeHeBili. CocTepiraeTbCa 3MeHLUEeHHS TOB-
LLMHW KOPTUKANBHOrO LWapy LWNMKN CTEFrHOBOI KiCTKW,
LLLO 36i/bLLYE OCbOBE HaBaHTaXeHHS, NiABULLYHOUN pU-
31K MepesiomiB.

BignoeigHo, nauieHTn 3 6¢MIMT 3a3BMYan 3anu-
LWarTbCA CTabinbHNUMK, aie MOXYyTb MaTy MOCTyMno-
Be MNoripLeHHs 6i0XiMiYHNX NOKA3HWKIB, LLiIbHOCTI
Ta MiKpOapXiTeKTYpU KiCTKM, LLLO 36i1bLLYE PUSKK Mepe-
JIOMIB ry6yacTX i KOMNaKTHWX KiCTOK.

Ypa)keHHs1 KicTOK 3a cMHAPOMHMUX BapiaHTiB INITIT
® MNINT 3a cMHAPOMY MHOXXUHHOT

eHAOoKpUHHOI Heonnasii (MEN)

MEN-cuHapomu (MEN1, MEN2A, MEN2B, MEN4) -
CrnafkoBi aBTOCOMHO-AOMIHaHTHI eHA0KPUHHI XBOPO-
61 - cTaHoBAATL 5-10% ycix Bunagakis MIMT Ta yacTo

CYyNpPOBOAXYHTLCA MHOXUHHUMUN MyxXnanHamu MML3.
[eHeTnYHe TeCTyBaHHSA NePeKOHNVBO PEKOMEHAYETb-
ca nauieHTam 3 MITT BikoM o 30 pokiB 3a Nifo3pu
Ha cnHApoMHMIA MITMAT (Nigo3pa Ha ypaXkeHHS KinbKoX
eHZOKPUHHMX 33103 33 AaHNMW aHamHe3y abo Bisyani-
3auil, BUSABNEHHS iHLWNX eHAOKPUHHWX MYXVH, aTUMo-
BOI ajleHOMU um KapumHomu M3, ciMeriHni aHamHes
rinepkanbLiemii abo cnHgpomis MEN1, MEN2A, MEN4,
HPT-JT).

HannowwpeHiwmnm € MEN1, cnpyyunHeHnin myTtalismm
reHa MENT, Aknii KOAyeE BiNOK-Cynpecop NyXANHU MeHiH.
XapakTepusyeTbcsa nyxanHamu M3, ageHorinodisa
M oCTpiBLiB NiAWAYHKOBOI 3a1031. Y 95% nauieHTiB
nepLrmM nposisom xsopobu € MNIMT (cepegHiin Bik - 20-
25 pokiB). Y ctpyktypi MIMT nowwpeHicte MENT cTa-
HOBUTb 2-4%. Y 6inbLIOCTi BUNAAKIB rinepkanbLieMis
BUHMKAaE y BiLi 4o 50 pokiB. LLoao BNAVBY Ha KiCTKW,
TO 3HWXeHHA MLLKT nogibHe go cnopaguyHoro MNIMAT,
ane NnoYmHaeTbca paHiwe (30-40 pokis). Y pisHUX A0-
CNigKeHHSAX 3HMXeHHA MLLKT BuasneHo y 86% navjieH-
TiB; 18% naujieHTiB Manu octeonopos; y 50% nauieHTiB
£,0 35 pokiB cnocTepiranacd 3Ha4Ha octeoneHid. Hanvac-
TilLle ypaXkatoTbCs LWNIiKa CTErHOBOI KiCTKM Ta nonepe-
KoBi xpebui. 3a gaHMm DXA B nauieHTiB 3 MENT Huxuya
MLUKT, Hix y pa3i cnopaguuHoro IMIMT, ane HRpQCT
He BUABWIA Pi3HUL B reOMeTPIl Y/ MiKpoapXiTeKkTypi
MiX JBOMa KOropTamu. 3arasioM KiCTKOBe ypaxKeHHs
3a MEN1 Ts1>K4e, HiX y pa3i cnopaawnyHoro MIMT, Toai
AK ypaKeHHs HUPOK nogibHe. TBS Moxe byTn 4yTAnBUM
NMOKa3HWKOM A/151 BUSIBNIEHHS NOPYLUEHb MiKpOapXxiTek-
Typu ryb64acTmx Kictok.

Mo>kHa B1okpemuT Taki ocobamsocTi MITT, cnpuyn-
HeHoro cuHapoMom MENT: a) Bik <50 pokiB; 6) BiACyTHICTb
TVMNOBOr0 3BOPOTHOrO 3B'A3KY MiX piBHeM [MTT i MLLIKT,
NPUTAMaHHOIO A5 CNOPaANYHINX BUNAAKIB; B) HAsBHICTb
iHLLIMX eHAOKPUHHMX NMopyLUeHb (rinepnpoiakTuHeMis,
rinepkopTULM3M, FiNOroHaAM3Mm, AediLT FOPMOHY POCTY),
LLLO 3YMOB/IIOIOTL BTPATY KiCTKOBOI MacK; I) € faHi Npo
npamuin Bname reHa MENT Ha kicTkoBy ¢isionorito: B Mu-
Wwew 3 aediLMToM MeHiHy ocTeob61acT AeMOHCTPYBanu
nopyLLeHy MiHepani3auito Ta 3HUXEHY YyTANBICTb; MeHIH
6e3nocepesHbO NPUrHiYyBaB MiOreHHy AndepeHLiaLlito
Me3eHXiManbHUX KNITUH, OAHOYaCHO NPUCKOPHOYN
picT ocTeobnacTis.

ICHye TpW KNiHiYHI BapiaHTn MEN2: MEN2A, MEN2B
Ta MeAyNApPHUA pak WMTonogioHoi 3ano3um (MPLL3).
MprurHamm MEN2A 1a MEN2B € myTaLii npoTOOHKOreHa
RET, AKniA KOAYE peLenTop TMPO3MHKiHa3W. Hannowu-
peHiwmnM € MEN2A, ana KoTporo xapaktepHi MPLL3,
nyxauHu M3 (20-30%) | peoxpomoumToma (50%); ne-
pe6ir MIMT 3a3BrnYal 6€3CMNTOMHUIA | NerLlnia, aHix
y pasi cuHapomMy MEN1T. OCHOBHUMU XapaKTepucTukamm
MEN2B € MPLL3 Ta deoxpomouTomMa; CynyTHi O3HaKM
OXOMJI0KTE MapPaHOIAHMN GeHOTUN, MIENiHI30BaHI
HepBOBi BOJIOKHA POriBKY, HEBPOMM CIN30BUX 0O0N0HOK
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i ANCOYHKLIHO KMLIKOBUX BereTaTMBHUX raHriie. Kictko-
BVMMU NPOSBaMK € CKOi03, AedopmalLlii CTon, MOpPYLLUEHHS
MeTabosi3My KiCTKM Ta NiABULLIEHNA pU3L1K MepenoMis.
Y pocnigxkeHHi 48 nauieHTiB 3 MEN2B BikoMm 5-36 pokiB
4acToTa NepesiomiB byfia 3HAYHO BULLO, HIX Y 3aranb-
Hin nonynauii (38 npoTn 19%), NnepeBaxHO B AiNAHKaXx
eni¢diza ronoBKy CTErHOBOI KiCTKM, XpebLiB i 4OBrMX
KiCTOK HVKHIX KiHL|iBOK.

MpuynHoto MEN4 € myTauii iHribiTOpa LMUKIiYHO-
3aN1eXHOoi KiHa3n. KniHiuHi nposBy 0XonaTs MHO-
XUHHI nyxanHuy M3 (80%), nyxnnHn ageHorinodisa
(40%) Ta iHWIi NYXANHN - PEeOXPOMOLIUTOMU, MYXANHN
LyHKa. laHnX Npo ypaXkeHHs KiCTOK Masio yepes pia-
KiCHICTb XBOpPOOMW.

OTKe, MEN1 XxapakTepun3yeTbCa THXUMM ypaKeHHAM
KicTok Yyepes noegHaHHA MIMT 3 iHWKUMN eHA0KPUHO-
natiamu. Y pasi MEN2 nposasw MNITIT nerwi (MEN2A)
4n Maiixe BigcyTHi (MEN2B). Mpn MEN4 gaHunx npo KicT-
KOBY MaTO/Orit0 HeLOCTAaTHbLO.

® CvHpApOM «rinepnapaTupeos -

LenenHa nyxjamHa»

CnHapom HPT-JT cnpyyrvHeHW iIHaKTUBYBabHUMU
MyTaLigaMuy reHa cynpecopa nyxavHn HRPT2/CDC73; npo-
ABNSAETLCA OCUPiKyBanbHUMM GibpoMamMm BepxHbOi abo
HVKHBOT LLesieny, aZeHOMaTO3HUMUY NoainaMmy MaTkuy,
NyXJMHAMU HUPOK i NiABULLLEHVM PU3MKOM KapLUHOMN
ML3. Y 6inbluocTi BUNaaKiB BUHMKaE MNIMIT; noganblue
YyPaXKeHHSA KiCTOK XapaKTepun3yeTbCA OCTEONOPO30M
Ta/abo ocTeoneHieto, ocudikyBanbHUMN pibpoMamu
BEPXHbOI Ta HUXHbOI Lenen, ¢ibpo3HO-KICTO3HUM
ocTeiToM.

® CimeiiHa rinokanbLiypyyHa rinepkanbLjiemis
CIT - aBTOCOMHO-JOMiHaHTHa XBOpoba BHaCNiJ0K
iHaKTMBYBaNbHUX MyTaLlil y cMrHanbHOMy Kackagi CaSR.

NitepaTtypa

IcHye Tpy dopmm xBopobu: CI'T1 - myTauii reHa CaSR
(xp. 3921.1; onncaHo >300 BapiaHTiB CaSR, nepeBaxHO
MiceHc-MyTaLii neprx 350 aMiHOKMCAOT y No3akni-
TUHHOMY JOMeHIi peLenTopa), NOLWNPEHICTb CTaHOBUTb
1x1000-5000; CI'T2 - myTauii GNATT (xp. 19p13.3; onuca-
HO ninLwe 4 BapiaHTV reHa GNATT 3i BTpaToro QyHKLi -
T54M, L135Q, 1200del, F220S), ayxe pigkicHa; CIT3 -
MyTauiit AP2S17 (xp. 19913.32, myTau,il 3i BTpaToto
byHKLUT, K HaYacTilWwe BAAMBAKTb Ha 3aiMwWwokK R15, -
Arg15Cys, Arg15His i Arg15Leu), moLMpeHiCTb CTAaHOBUTL
1x13 000.

3a3Buyaii CI'T1 6e3cMMNTOMHa 3i CTabifIbHO Nerkoro
rinepkanbLiemi€to BNPOAOBX XUTTS, MTI HopManbHWiA/
NigBULLLEHWIA, PiBHI GoCPhaTiB y MeXax HN3bKOI HOpMU,
eKcKpeLis KasbLito i3 ceveto HM3bKa. Mpw CIT3 piBHiI
KanbLito BULL, HiX Y pa3i CIT1. 3aranom 6ioximMiuHi 3mi-
HU npu CI'T cxoxi Ha cnopaguyHmia MIMT, 38 BUHATKOM
3HWKEHHS CMiBBIAHOLLEHHS KJTiPEHCY KanbLiito 40 Kpea-
TUHiHY <0,01 y neBHOI YacTKM NaLuieHTIB. ToMy, 06
YHUKHYTW HeNoTpibHOI onepaLii, BaxXAuBi CiMenHn’
aHaMmHes i reHeTUYHe TeCTyBaHHS.

LLoao KicTkoBMx 3MiH, To ans CI'T1 xapakTepHi Hop-
ManbHa naowmHHa MLWKT Ha BCix ginsHkax, BuLla
MLLKT y cTerHoBIl KicTui Ta KicTkax nmepeanaiyys no-
piBHAHO 3 T TIT, HWXKYI piBHI MapKepiB KiCTKOBOro pe-
MoZentoBaHHA (1P, BigHoLweHHA NTX/KpeaTuHiH y ceui).
YactoTa nepeniomis, 3@ AaHNUMU PI3HUX JOCAIAXKEHb,
CTaHOBWUTb 5-14% B1NaKiB, YacTille TPaNASETbCA XOH-
ApoKanbUMHO3 (22%). Mpwn CIT3 y YacTUHW NaLlieHTIB
BUABNEHO HMU3bKY MLLKT y nonepekoBux xpebusx
i LML CTEerHOBOI KiCTKW.

Tox MiLHicTb KicTok y pa3i CI'T (ocobamso CIT1) He no-
pyweHa. Ana gudepenuiauii 3 MITT noTpi6HO NpoBecTr
reHeTnYHe TeCTyBaHHS. 3a BUCOKOro p13nKy rnepesiomis
MOX/I1BE 3aCTOCYBaHHSA aHTMPEe30P6TMBHMX NpenaparTis,
X04a /loKa3iB MOoKN HeJoCTaTHbLO.
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