MDKAUCUWNNIHAPHI NPOBJIEMW

3APYBDXHUW AOCBIA

EfiekmuBHicmb NiKYBaHHY nauicnmis i3 xsopoGoio Towe 1 muny
iMiniouepasoto: 20-pivnuii goceig

Xeopo6a lowe (XI) — piakicHe ayTrocomHO-peLecMBHe BPOAKEHE NOPYLUEHHS O6MiHY PEUYOBUH, CNPUYMHEHE HEAOCTATHLOIO GKTUBHICTIO N1i30COMANIbHOT KMCANOi
B-rmioko3npasu. ii ocHoBHMIA cy6CTPAT, FIIOKO3MALEPAMIA, HOKONMUYETLCS B Ni30cOMAaX Makpodarie TKAHUH y 6aratkox opranax. TpaauuiiHo BUAINaIoTL TpM GpeHoTMNM
XT: T7un 1 — HeHeMpONATUYHMIA, TUN 2 — rOCTPUIA HeMponaTuuHuid i TN 3 — xpoHiuHuii HelponaTtnunmii. XI' 1 Tuny (XI'1) xapakTepusyeTbes BifCyTHICTIO SBHUX HEBPOMOTiUHMUX
O3HAK | cMMNTOMIB 3 paHHiM nouyatkomM. OgHak npu XI'1 mMoXXyTb BUHMKATU HEBPOJIOTiYHi 30XBOPIOBAHHS, 30Kpema nepudepuryHa Heliponaria Ta xeopo6a MapkiHcoHa.
Mposieu XI'1 6ararocucreMHi Ta BKIOYAIOTb CMJIEHOMErasilo, renaromerasiio, aHemilo, TPoMGoLUTOoNEeHilo Ta NATosorilo ckeneta 3 6onem y Kictkax i KicTKOBMMU KpU3amu.
OTpumaHa 3 NnaueHTy kucna B-raoko3uaasa nioguim (anrniouepasa), cxesaneHa ans nikyeanHis X1y CLWA y 1991 p., 6yna samiHeHa peKOMGiHOHTHOIO KUCAIOIO
B-rmioko3mnpasolo (imirnioLepasolo), OTPMMAHOIO 3 KNITUH SEYHUKIB KUTACbKOTO XOM’sKd, Ta cxeaneHa B 1994 p. (Ceredase® Ta Liepesum® 400 OA1* signogigHo,

BUpPOGHULTBO Kopnopauii «fxeH3aiim», CLUA).

CrBopenuii y 1991 p. MixxHapoIHOO TPYTIOO CHiBITpAaLli 3 M-
taHb xBopoou [ome (ICGG) Peectp mawieHTiB i3 xBopoboro [ome
(NCTO00358943, cnorcopoBanuii «Canodi IxXeH3aiiM») € MixX-
HapOJIHOIO 0A3010 TAHMX TPUBAJIOTO CIIOCTEPEXKESHHS 32 KITiHIYHM-
MM, OIOXiMIYHUMH i TepareBTUMHUMU XapaKTepUCTUKAMM Malli-
€HTiB i3 XI' He3a/IexkHO Bill CTYIMEHs TSKKOCTI 3aXBOPIOBaHHS,
cTaTycy JiikyBaHHsI abo itoro BuOopy. [lepiumii aHamiz Peectpy
nanieHTiB i3 xBopo6oto [omre ICGG om0 pe3yIbraTiB JIiKyBaHHS
anmmolepasoro/iminmornepasoro y 1028 oci6 i3 XI'l mokasas, 1110
MOKPAIEHHST TeMaTOJIOTIYHUX MTOKA3HUKIB, TOKa3HUKIB CTaHy
BHYTPIILIHIX OpraHiB i KiCTKOBOI CUCTEMM BiIOYIUCS MPOTSITOM
TMIePIINX 2 POKIB JTIKyBaHHS Ta 30epiraIrcs Yepe3 S5 pOKiB JTiKyBaH-
Hsl. AHaJTi3 TaHuX peectpy 3a 10 poKiB MpomeMOHCTpyBaB 30epe-
JKEHHS IMOKpaleHHS TOKAa3HUKiB CepeIHbO1 KOHLIEHTpALlii reMo-
[J100iHY, KiJIbKOCTi TPOMOOIIUTIB, 00’€My ITE4iHKH! Ta KiCTKOBHUX
Kpu3iB y 757 mauienTiB i3 XI'1 micis JTiKyBaHHS aJInIIOLEepa3oio,/
iMinTIoLIepa3o0. Y XBOPUX, SIKUM HE BUKOHYBAJIU CIUIEHEKTOMIIO,
TaKOX CIOCTEPIraiocst 3HaYHe 3MEHILIEHHSI 00’ MY CeJIe3iHKH.

Y 1IbOMY AOCIiI)KEHHI BUBYAIM CTIMKiCTh BiAMIOBi/i Ha JTIiKy-
BaHHSI aJITJTI0IePa3010/iMirTIo1epa3oro 3 00Ky reMaToJIOTiYHNX
MOKA3HMKIiB, MOKA3HUKIB CTaHy BHYTPIllIHiX OPTraHiB i KiCTKOBO1
cucTteMH y mamieHTiB i3 XI'1, po3noaiieHuX 3a CTaTycOM CILIEH-
ekToMii, mpotsaroM 20-pigaHoro (3 poku) JIiKyBaHHS. TakoxX MU
OIIHWJIY BILJTMB CTYIIEHS TSKKOCTI 3aXBOPIOBAHHS, 1110 CITOCTE-
piraBcsl 10 JIiKyBaHHSI, Ha 11i pe3yJIbTaTH.

Memogu
Y4acHUKU AOCAIAXKEHHSI

Kputepissmu BKiItoueHHs1 10 PeecTpy mauieHTiB i3 XBOpoOOIO
Tomre ICGG 6ymu miarHo3 XI'1, Bimoma gaTa BCTAHOBIICHHST [ia-
THO3Y, HAsSIBHICTh/BiICYTHICTh CEJIC3IHKM Ta JaTa CIUIEHEKTO-
Mii y pasi il mpoBeieHHSI, JIIKyBaHHST BUKJIIOUHO AJITTIOLEPa30r0/
iMinmonepasolo mpotaroM 17-23 pokis. [lamienTn, y sKux Oy
TUMYACOBi 3MiHM 1031 200 MepepBU B JTiKYBaHHi, 31€01IbILIOrO ajie
He BUKJTIOYHO TOB’s13aHi 3 HecTauelo iminmornepasu B 2009-2011 pp.,
He BUKJTIOUAIIUCS], SIKIIO BOHU He OyJU MepeBe/icHi Ha JTIKyBaHHSI
BeJIarIoLepasoro aabha adbo MiraycTatoM. JIst KOXXHOTO aHai3y
pe3yJIbTaTiB HasgsBHICTh JaHUX y Iepioan MiX yciMa 3 4acoBU-
MM TOYKAMM IOCITIIKeHHs Oyja 000B’s13K0BoI0. [IpoMikku
MiX 9aCOBMMM TOYKAMU Oy/IM TaKUMU: 1) 6a30BMii IPOMIKOK —
BiI 12 Mics1IiB 10 JTiKyBaHHSI 1O 1 MiCSIIIS ITiCIIST TIOYATKY 3aCTOCY-
BaHHJ iMinmoniepasy; 2) 10-piuHe BikHO — Bin 8,5 1o 11,5 poky;
3) 20-piunHe BikHO — Bix 17 mo 23 pokiB. TepMiH «iMirTronepa3a»
CTOCYEThCS a00 TOCITIOBHOI Teparii ainTolepa3or/iMinTorepa-
3010, a00 JIiKyBaHHS TiJIbKM iMirTroLepazor. MixkHapoaHa Hera-
TEHTOBaHA Ha3Ba «iMiTJTioliepasa», CroyaTKy PUCBOEHA Mperapa-
1y Lepesum® 400 OJI, HelonaBHo OyJ1a MPUITHSTA IS TAK 3BaHUX
HEMOpiBHIOBAHMX 0i0TepaneBTUYHUX JiKapChKUX 3ac00iB (non-
comparable biotherapeutic products), 6i0I0TiYHa CXOXKICTh SIKIX
i3 mpemaparom Liepesum® 400 OJ] He noBeneHa. OmHak reorpadid-
HUIA PO3MOLT JOCTIIXKYBAHOI MOMYJsLIl He BKJIIOYA€E KpaiHu,
B SIKUX 11i Mpernaparty Oyyiv JO3BOJIEHi 10 MEAMYHOTO 3aCTOCYBaHHSI.

OuiHKa pe3yAbTaTiB

BriiuB slikyBaHHS Ha TeMAaTOJIOTiUHI MOKA3HUKY OLIIHIOBAIA
3a KOHLIEHTPALIIE0 TeMOTI00iHY (T//1T), KUTbKICTIO TPOMOOIIMTIB
(x10°/n1), HasABHICTIO aHEMii TA TPOMOOLIUTOIIEHII.

OuiHKa BIUIMBY JIIKyBaHHS Ha BiCLiepaJibHi ITOKA3HUKY Bill-
OyBasiacs 3a 00’€MOM TEUiHKM Ta CeIe3iHKU, BUBHAUCHUMU
3a JOIIOMOTOI0 MarHiTHO-pe3oHaHcHOoI Tomorpadii (MPT) a6o
KoMmI1'1oTepHoi Tomorpadii (KT) Ta mpencTaBieHMMU SIK KpaTHi
HopMalbHOMY 00’emy (MN).

BusiBiieHHs BIUTUBY JIiKyBaHHS Ha KiCTKOBY CUCTEMY B I[bOMY
MOCTIMIKEHHI 00MeXyBalocsl TAKUMU MOKAa3HUKAMU, SIK Oilb
Y KiCTKaxX i KiCTKOBi Kpu3H. bijib y KicTKax OLIiHIOEThCS 3a 100~
MOTrOI0 MUTaHHS: «Yu OyB y nauieHTa 0iib y KiCTKaX MpOTSTroM
OCTaHHBLOTO Micssa?» KicTKOBUIT KpU3 OMUCYETHCS SIK «OiJlb
i3 TOCTPUM TOYATKOM, SIKUI IOTPEeOy€e 3HEPYXOMJICHHS ypaXkeHOI
JIUISIHKY 1 MpUAOMY HAapKOTUYHUX 3aCO0iB IJISI MOJIETILIEeHHS
00JI10 Ta MOXE CYTIPOBOIXYBATHCSI OMHUM ab0 IeKibKOMa 3 Ta-
KMX CTaHiB: MEPiOCTUT, MiABUILIEHHS KiJIbKOCTi JICHKOLIUTIB,
JIMXOMaHKa MPOTSITOM TOHa 3 THiB» Bi OCTAHHBOI OLIiHKU.

*Jlikapcskwit 3aci6 Liepeaum® 400 Of], nopoLuiok A5 MPUroTyBaHHS KOHLEHTPATY ANS PO3YHHY
ans indys3ir no 400 Of, sapeectposanuii B Yipaiki. PI. N© UA/8659/01/02. Hakas MO3 N2 1504
8ig 16.08.2018, aminm BreceHo Hakazom MO3 N2 938 sig 14.05.2021.
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Pesynbmamu

13 6448 martiieHTiB y peecTpi 5569 malieHTaM BCTAHOBJIEHO
nmiarHo3 XI'1, i3 Hux 4277 oTpuMaiu IepBUHHE JiKyBaHHS XI'1;
1743 ocobu JiKyBaJauCs TUIbKU iMIITIOLIEPa30l0 MPOTITOM
>17 pokiB; y 475 i3 1IuX Mali€eHTiB Oy/IM HasBHIi JaHi 3a BciMa
3 yacOBMMM TOYKaMU 151 | KJIiHIYHOTO ITOKa3HUKa Ta OibIIIe,

BOHM CTAHOBMJIA KOTOPTY TIEPBUHHOTO aHami3y. binbimocti (65%)
MAaliEHTIB CIJIEHEKTOMil0 He TipoBoauu. [lamieHTn, siki mepe-
HECJIM CIJICHEKTOMII0, 3a3BMYail OyJIM cTapilli HA MOMEHT TO-
YyaTKy JiKyBaHHS, a MTPOMiXKOK 4acy MixX BCTAHOBJEHHSM Jdia-
THO3Y Ta MepIIolo iHPYy3iero OyB OTBLINM MOPIBHSIHO 3 TAKUM
y matieHTiB 0e3 cruteHekToMii. Tinbku 10 3i 165 npoBeneHMX

A. Temorno6in
15

N
L

CepegHi¥ remornobiu (r/pn)

bes cnnenekromii (n=299) Cnnenektomis (n=159)

[ [ovarkosuii pisens B 10pokis  HEEM 20 pokis

B. AHemis

Bes cnnexekromii (n=299)
20 pocis 95

10 pokis 97

Movarkosuit
piBeHb 58

0 & 6
Yacrka navienis (%)

I Hi (211 r/pny xiHok, 212 r/an y yonogikis)
I Tak (<11 r/any xiHok, <12 r/an y 4onosikis)

CnneHexromis (n=159)
20 pokie

10 pokis

Mouarkosmit
piBeHb

40 60
Yacrka nauienis (%)

I Hi(>11r/pny xinok, 212 r/pn y yonogikis)
I Ta (<11 r/any xiHok, <12 r/an y 4onosikis)

MN - kpatre Hopwi. *p<0,01; **p<0,001; ***p<0,0001.

B. Kinbkictb TpOM6GOLMTIB

300+ * k% *kk
250
200
150 1
100 1

Kinekicts Tpomboupris (10°/n)

o 3
| 1

Bes cnnetekromii (n=293) Cnnenekromis (n=159)

[ Touarkosuii pisens B 10pokis M 20 pokis

I. TpombouuroneHis

Bes cnnexekromii (n=293)
20 pokis

10 pokis

Mouarkosui
piBeHb

60
Yacrka nauienis (%)
Kinskicts Tpom6oumrie (10°/x):
I Bigcyhs (>150)
I [omipHa (eia 50 po <100)

I Jlerka (sig 100 5o <150)
B Taxka (<50)

CnneHexromis (n=159)
20 pokie

10 pokie

Mouarkosuit
piBeHb

20 40 60
Yacrka nauienis (%)

Kinbkicts pom6oupria (10°/n):
I Bigcytns (>150) [ Hasewa (<150)

Puc. 1. PesynbTarty nikyBaHHs imirniouepasoio, remaronoriyHi nokasHuku: A - cepefHs KOHLEHTpaL|is remorno6iHy (r/an) Ha noyaTkoBomy etani,
yepes 10 pokie cnocrepexxeHns (1,5 poky) Ta 20 pokie cnocrepexenHs (13,0 poky) 3 po36MBKOIO Ha FPYNU 30 HASIBHICTIO/BiACYTHICTIO CeNe3iHKH.
B - yactka nauieHTiB 3 aHemielo Ta 6e3 Hel, NoAiNeHNnX Ha rpynu 3a HasBHICTIO/BigcyTHicTIO cenesiHku, XKiHKM 3 KOHLEHTpaALiEl0 reMOrno6iHy MeHwwe
11 r/an i yonoBiku 3 KOHUEHTpaLi€lo remorno6iHy meHwe 12 r/pn 6ynu knacudikoBaHi K TaKi, WO Manu aHenmiio. B - cepeaHs KinbKictb Tpom6ouurie
(x10°/n) Ha nouarkosomy etani, yepes 10 i 20 pokiB cnocTepeXceHHs y NALIEHTIB, NOAINEHNX HA FPYNK 30 HASBHICTIO/BifCyTHICTIO cenesilkm. I - yacTka
nauiexTie i3 pomGoLuTONEHiEI0 Ta 63 Hei, NoAINEeHUX HA rPYNM 3d HASIBHICTIO/BiACYTHiCTIO cenesiHKu. 3a ,ONOMOroI0 3HUKOBOTO PAHIOBOTO
Kpurtepito BinkokcoHa nopiBHIOBanu nokasHuku tpom6ouutoneHii yepes 10 i 20 pokiB cnoctepe)XeHHs 3 NOYATKOBUMM Y rpyni NALEHTIB 3 iIHTAKTHOIO
cenesiHKoI0 Ta 3a gonomoroto kputepito Mak-Hemapa - B oci6, SKi nepeHecnu cnneHeKTomilo
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06’ em neuinku (MN)
-
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bes cnneektomii (n=74) Cnnenektomis (n=35)

I Movarkoeui pisens ~ EEEN 10pokis  HEEM 20 poxis

MN - kpatte Hopmi. ***p<0,0001.
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06'em cenesinkn (MN)

0 i
bes cnnexexromii (n=74)
[ MouatkoBuit piseHb

I 10pokies N 20 poxis

Puc. 2. Pesynbraru nikyBaHHs imirnionepasolo, BicuepanbHi nokasHukm: A — cepepHiii 06'em neviHku (KpaTHicTb HOPMi) Ha NOYATKOBOMY eTani, Yepes
101 20 pokiB 3 po36uBKOIO 30 cTaTYCOM CineHekToMii. b — cepepHiii 06'em cenesiHky (KpaTHicTb HOpMi) y nawienTiB 6e3 cnneHekToMmii
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CIUIEHEKTOMIl cTanucs mia yac abo Miciisl MovyaTKy JIiKyBaHHS
iminmonepasoro. IMaientu oy B ocHoBHOMY 31 CIIA (~45%),
I3paimio (~16%) i xpain 3axinHoi €Bpornu (Bennka bputanis,
Himewyunna, Higepnanau, @paniist, benpris, [lBenis ta Itamis

(~25%)).

Pe3yAbTaTH AiKyBaHHS 3 60KY MOKa3HUKIB KPOBI

V nauieHTiB 0€3 CIUIEHEKTOMii CITOCTepirasocs MOJiMIIeHHS
BCiX TeMaTOJIOTIYHMX IOKA3HMKIB SIK TIpK 10-pidHOMY, TaK i IpH
20-piyHOMY CIIOCTepeXXEeHHI IOPiBHSIHO 3 IIOYATKOBUM PiBHEM.
TTokazHMKM KOHLIEHTpAllil FeMOIJI00iHY 3HAYHO MOKPAIIUIUCS
(p<0,0001 w1 060X ITOPIBHIHB 3 [IOYATKOBUM PiBHEM; puc. 1A).
Ha mouatky y 126 XBopuX, IKUM He TIPOBOIMIIN CIIEHEKTOMIIO,
oyna anemist. Titeku y 10 mamienTis mpotsirom 10 pokiB i 14 ma-
mienTiB mpotsiroMm 20 pokiB 6yi1a aHeMis (p<0,0001 mist o60x
MOPiBHSIHD 3 [IOYaTKOBKUM piBHeM; puc. 1B). CepenHst KilbKicTh
TpOMOOLIMTIB Ha MTOYATKY B MaLli€HTIB 0€3 CIJIEHEKTOMil Oysia
HIZXYO0IO 32 HOpMY Ta icToTHO 30inbmumiaacs (p<0,0001) —
JI0 HOPMAJIBHOTO piBHA — SIK Ipu 10-piuHOMY, TaK i 20-piuHOMY
crnoctepexeHHi (puc. 1B). Y nmaiieHTiB 6€3 criieHeKToMil cro-
crepirajnocs ictotHe 3MeHIIeHHs (p<0,0001) TpomOoLIUTOIEeHIT
mig gac 10- i 20-piyHOro crocTepeskeHHs IOPIBHIHO 3 ITOYaT-
KoBUM piBHeM (puc. 1I'). ¥V GUIBIIOCTI MALiEHTIB 3 iIHTAKTHOIO
CEeJIe3iHKOI0 Ha MOYaTKOBOMY eTarli Oyja TpOMOOLIMTOIEHis.
UYepes 10 i 20 pokiB yacTKa MaLi€HTIB 63 CITICHEKTOMII, Y SKIX
BMSIBJIEHAa TPOMOOLIMTOIEHIsT, 3HaYHO 3MeHIIacs (p<0,0001).
Y GinbIIOCTI MALiEHTIB 3 TPOMOOLUTOIEHIEIO MTPU MOAATBLIOMY
CHOCTepeKeHHi (pikCyBaslM JIETKUIA CTYIiHb TPOMOOLIMTOMNEHIi
yepe3 10 i 20 poxiB.

V naiieHTiB, SIKi MepeHecIn CIUIEHEKTOMIil0, TeMaTOJOTiYHi
MOKAa3HUKM TaKOXK Mokpaumincs. KoHleHTpallisi reMorio0iHy
3Ha4yHO 30uTbImIacs (p<0,0001 st 060X MOPIiBHIHB 3 ITOYAT-
KOBMM piBHeM; puc. 1A). Ha mouaTkoBoMy eTarri y 58 malieHTiB,
SIKi MepeHeCIN CIUIEHEKToMilo, Oyaa aHeMis (puc. 1Bb). Yepes
10 i 20 pokiB BUSIBIIEHO 3HaYHE ITOJIIIIECHHS ITOPiBHIHO 3 TI0-
yaTkoBuM piBHeM (p<0,0001). CepenHs KiTbKiCTb TPOMOOIIUTIB
Ha MOYaTKOBOMY €Talli B IpyMi MAaLli€HTIB Mic/s CIJICHEKTOMii
BXe Oysia B MexXaX HOPMU Ta 3ajIMILIANacsl HOPMaJIbHOIO SIK TIPU
10-pigHOMY, TaK i mpu 20-piuHOMY crocTepexkeHHi (puc. 1B).
VY 47 0cib, sIKi IepeHecIn CIUIEHEKTOMIIO, CIIOCTEPiraaacs TPOM-
OOLIMTOMNEHIsI Ha TOYaTKOBOMY €Talli, X KiJIbKiCTb 3MEHILIACS
MOPiBHSIHO 3 ITOYATKOBOIO IIpH 10-pigHOMY Ta 20-pidHOMY CITO-
crepexxeHHi (n=15 i n=21 BignosinHo; p<0,0001; puc. 1T).

Pe3yAbTaTH AiKyBaHHS 3a NOKa3HMKAMM CTaHy
BHYTPILLHIX OpraHiB

SK y maiiieHTiB 0e3 CIJICHeKTOMil, TaK i B ALIiEHTIB, IKMM OYJ10
MPOBEIEHO CIUICHEKTOMIIO, CepeIHiil 00’ €M IeUiHKY OyB 3HAYHO
meHImmM (p<0,0001) TOpiBHIHO 3 MTOYATKOBUM SIK IIPOTSITOM
10-pigHOTO, TaK i 20-piyHOrO CIIOCTepeXXKeHHs (puc. 2A). Y mairi-
€HTIB 0e3 CIUICHEKTOMIl cepeIHiil 00’eM ceJIe3iHKU TaKoX OyB
3HayHO MeHIIUM (p<0,0001) IOPiBHSIHO 3 IIOYATKOBUM SIK IIPO-
TaroM 10-piuHoro, TaK i 20-piyHoro croctepexxeHHs (puc. 2B).
Croyatky y OUTBIIOCTI TAIiEHTIB 63 CIUIEHEKTOMII Ta XBOPUX,
SIKMM OyJIO TPOBEACHO CILJICHEKTOMIl0, (pikcyBasiacsl remaTo-
MerTaJIist TOMipHOro abo TsekKoro cryneHst. [1pu 10- i 20-piunomy
CIOCTEPEeKEHHi Y OiIBIIOCTI MALliEHTIB HE OYyJ10 rermaroMeratii
30BCiM 200 BOHa OyJ1a JIETKOTO CTYIEHsI Ta He BUSIBICHO KOJIHOTO
BUMAAKY TSDKKOI reraTomeraltii. [loMipHUiA CTyIiHb remaTomeratii
yepes 10 i 20 pokiB BignosigHO crioctepirasesty 12,2 1 6,8% xBo-
pux 6e3 crieHekToMii Ta 34,3 1 11,4% 0ci0 mic/s CIIEHEKTOMI.
YV GinbiiocTi MaltieHTiB 6€3 CIUIEHEKTOMil Ha TOYaTKOBOMY eTalli
BHSIBJICHA CITJIEHEKTOMIsI IIOMIpHO TSKKOTO (36,5%) 1 TSKKOro
(47,3%) ctynens. [pu 10- i 20-piaHOMY CTHIOCTepEXeHHI Y OiTb-
LIOCTi MALiEHTIB CTYIiHb CIIJIEHOMETaTii 3MiHMBCS Ha BiICYTHICTb
cruieHoMeralii abo Jierkuii (62,2 1 67,6% BimmoBiaHO) Ta MOMip-
Huit Husbkuii (20,3 i 21,6% BinmosigHo); 17,6 1 9,5% manu mo-
MipHUI TSDKKUIA CTYITiHB, aJle B XKOJIHOTO XBOPOTO HE Bill3HAYABCS
TSDKKWIA CTYIIHD cIieHoMeratii uepe3 10 pokiB (uepe3 20 pokiB
TSDKKUH CTyIiHb crioctepiraest B 1 (1,4%) mawieHra).

Pe3yAbTaTH AiKyBaHHS 3 60Ky KiCTKOBOi CMCTeMM

V 17 (15%) nariieHTiB 6e3 CIJIeHEKTOMIT B aHaMHe3i 10 JIiKY-
BaHHs Oy KictkoBi kpusu. Tineku 2 (1,8%) naiieHTH MoBino-
MMJIU IIPO KiCTKOBI KPU3U MPOTIToM 10-pidHOrO CIIOCTepesKeH-
Ha (p<0,001) i4 (3,5%) — nipotsiroM 20-pi4HOTO CITOCTEPEXKEH-
Hs (p=0,001). 56 mawieHTiB O€3 CIJIEHEKTOMII ITOBiTOMUIIH ITPO
0iJb y KiCTKaxX Ha II0OYaTKOBOMY eTalli Ta 33 Malli€eHTH — Yepe3
10 pokiB (p<0,001). OgHak uepe3 20 pokiB 49 maiieHTiB 10~
BiTOMMUJIY TIPO OiJIb Y KicTKaX (CTATUCTUYHO HE3HAUYIIE).

V 22 (47,8%) maiieHTiB Mmicas CIUIEHEKTOMii B aHaMHe3i
Ha ITOYaTKOBOMY €Talli Bil3Ha4aBCsI KiCTKOBMIT Kpu3 (puc. 3A).
Yorupu nauieHTH (8,7 %) MOBiIOMUIN PO KiCTKOBI KPU3U IIPO-
taroM 10-pigHoro cnoctepexenHs (p<0,0001), a mpoTsirom
20-pivHOTO CIIOCTEPEKEHHS B XKOTHOTO 3 XBOPUX He OYJI0 KiCT-
koBoro kpu3y (p<0,0001). 41 mamieHT micJsI CITIEHEKTOMIi ITo-
BiIOMUB PO OiJIb y KiCTKaX Ha IMTOYaTKOBOMY €Talli TOPiBHSIHO
3 34 mauientamu depe3 10 pokis (H3) i 26 mamieHTaMu yepes
20 pokiB (p<0,01; puc. 3b).

BTopuHHi aHaAi3u niarpyn

CTyniHb TSZKKOCTI 3aXBOPIOBAHHS HA MIOYATKOBOMY eTami. Y na-
LIiEHTIB i3 HETSKKUM i TSDKKUM CTYTIEHEM 3aXBOPIOBAHHSI CIIO-
cTepirayiocs 3Ha4He MOKpaIleHHs K yepe3 10 pokiB, Tak i yepe3

3H0PRQB S YKpaiHU

MDKAUCUWNNIHAPHI NPOBJIEMW

3APYBIDXHUW AOCBIA

A. Kictkogi kpu3su
Be3 cnnexekromii (n=113)
20 pokis
10 pokis
Mouarkosu
piBeHb
Yacrka nauienris (%)
B H I Tak
CnneHekTomis (n=46)
20 pokis
10 pokis
Moyarkosuit
piBeHb
Yacrka nauienris (%)
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H3 - HesHauywm; *p<0,01; **p=0,001; ***p<0,001; ****p<0,0001.

B. Binb y Kictkax
Bes cnnenexromii (n=118)
20 pokis H3
10 pocie M.
Mouarkoeu
piBeHb : : ‘ ‘ |
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Yacrka najenis (%)
B H [ Tak
Cnnexekromis (n=49)
20 pokis *
10 pokie H3
Mouarkosui
piBeHb ‘ ‘ : ‘ |
0 20 40 60 80 100
Yacrka nauientis (%)
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Puc. 3. Pe3ynbraru nikyBaHHs imirniouepasolo, NOKA3HUKM CTAHY KiCTKOBOI cucTemu: A — 4aCTKA NALIEHTIB 3 KICTKOBUMU KPpU3aMK Td 6e3 HUX,
npo sKi NOBiAOMNSNOCS NPOTArOM KOXHOTO Nepiofy CNocTepe)XeHHs, 3 PO3GMBKOIO HA rPyNy 3a HASBHICTIO/BiacyTHICTIO cenesiHku. b - yactka
nauieHTiB i3 6onem y KicTkax Ta 63 HbOro, po3noziNeHNX Ha rPYNY 3a HaSBHICTIO/BiACYTHICTIO cenesiHkm
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Hesxkui (n=96)

Taxkui (n=13)

I Movarkosui pisers B 10pokie I 20 pokis

**p<0,01; ***p=0,0001; ****p<0,0001.

06'em cenesinku (MN)

Taxkuid (n=8)

Hetsixkuit (n=66)

I Movarkosui pisers B 10pokis I 20 pokis

Puc. 4. Pe3ynbTaru nikyBaHHs imirnioLepasoio 3a NOKA3HUKAMM CTAHY BHYTPILLHIX OPraHiB Ans aHanisy nigrpyn 3a cryneHem TaXKOCTi:
A - cepepHiit 06'em neuiHky (KpartHicTb HOPMi) Ha nouaTkosomy etani, yepe3 10 i 20 pokie i3 pO36UBKOIO 30 HASIBHICTIO/BiACYTHICTIO cenesiHKM.
B - cepepHiii 06'em cene3siHku (KpaTHicTb HOPMI) y navieHTiB 6e3 cnneHeKToMil

2() poKiB TIOPiBHSIHO 3 TTOYATKOBUM Maiixe 3a BCiMa IMOKa3HUKa-
mu. PiBeHb reMorao0iHy 3HAUHO MiABUIIMBCS, a aHEMisl 3HAU-
HOIO Mipoto OyJia ycyHeHa B 000X YaCOBHUX TOUKAX CITOCTEPEXKEH-
HsI He3aJIeXKHO BiJl TOYATKOBOTO CTYTEHSI TSKKOCTI 3aXBOPIOBaH-
Hs. B 0ci0 i3 HETSIKKMM CTYyIE€HEeM 3aXBOPIOBAHHS CEpeaHS
KiJIbKiCTh TPOMOOLIMTIB OyJ1a HUXKYOI0 32 HOPMY Ha ITOYaTKOBO-
My eTarli Ta 3Ha4HO 30iTbIImiIacs B 000X YaCOBUX TOYKAX CIO-
CTEPEXXEHHs. ¥ MAalli€EHTIB i3 TSKKUM CTYIIEHEM 3aXBOPIOBaHHS
KUTBKiCTh TpoMOo1uTiB mpu 10- Ta 20-piyHOMY CITOCTEepEeXXKEHHI
iCTOTHO He BiApi3HsIacs Bill [IOYaTKOBOI. Y 3B'SI3KY 3 THM, IO
OLIIHIOBAJIUCH SIK Malli€HTU 0€3, TaK i MicJs CIUIEHEKTOMIl, ce-
PEIHS KiJIbKiCTh TPOMOOLIMTIB HA MOYATKY JJIS1 L€l TPYIU TIepe-
OyBaJia B MeXaxX HOpMHU, X04a MeiaHa 0yj1a MeHIIo (TTpuoIn3-
Ho 118x10°/11). AHaIOriYHUM YMHOM OiTbLIA KiTbKiCTh MAL[i€H-
TiB i3 HETSIXKKUM CTYTIEHEM 3aXBOPIOBAHHSI, SIK IMiCJIsI CTIJIEHEK-
TOMii, TaK i 6€3 MPOBEIEeHHS CIJIEHEKTOMII, a TAKOX B IpyIli
TSDKKOTO CTYIEHsI 0€3 CIIJIEHEKTOMil OBITOMWIN TTPO 3HUKEH-
HSI YaCTOTH Ta CTYMEHs TSKKOCTiI TpoMbOoLMToneHii. [pyma ma-
LIEHTIB MICJISI CIJICHEKTOMII 3 TSLDKKUM CTYTIEHEM 3aXBOPIOBAHHS
OyJ1a HEBEJIMKOIO; Y 3KOIHOTO 3 6 MaLi€HTIB He OYJI0 TPOMOOLIK-
TOIIEHIi Ha TT0OYaTKOBOMY eTarti abo yepe3 10 pokiB criocTepe-
SKEHHSI.

PesynbraTul 1ikyBaHHS 3 00KY MOKAa3HMKIB CTAHY BHYTPILLIHIiX
opraHiB OyJM aHAJIOTIYHUMU 3araJIbHUM aHali3aM Ta JeMOH-
CTPYBaJIM 3HAYHE MOKPAIIEHHS MOPIBHSHO 3 MOYaTKOBUM DiB-
HeM 1ipu 10- Ta 20-piyHOMY CIIOCTEepeXEeHHI cepell MalliEeHTiB
000X IPyII LIBOTO CTYIEHs TSKKOCTI (puc. 4). O0’eM cesle3iHKu
Ta MEYiHKK B 000X Tpyrax 3HaYHO 3MEHIIUBCS TTOPiBHSIHO 3 MO~
YATKOBUM i 10 AaHAJIOTIYHUX PiBHiB B 000X YaCOBUX TOYKAX CIIO-
cTepexkeHHs1. Pe3yabraTl 1010 KiCTKOBUX KpU3iB AJ11 000X Tpym
€ aHAJIOTIYHUMH, 3ahiKcoBaHe 3HAUHE MOKPAIIEHHS TTOPiBHSHO
3 MIOYATKOBUM PiBHEM B 000X yacoBMX TouKax. KicTKoBi kpu3u
OyJIM YacTiLIMMM Ha ITOYaTKOBOMY €Talli B IMAL[IEHTIB i3 TSoKKUM
cryneHeM XI' (SIK i oUiKyBaytocs 3 BU3HAYEHHST), HIXK i3 HETSIK-
KUM, aJie He3HaYHa KiJIbKiCTh MAIli€HTIB i3 TSOKKUM CTYMEHEM
3aXBOPIOBAHHS ITOBiZOMJISLIa PO KiCTKOBi Kpu3u 4epe3 10
i 20 poKiB CrIOCTEePEKEHHS, 1110 TAKOXK CITIOCTEPIraiocst y XBOPUX
13 HETSKKMM cTyreHeM. YacTKa Mmali€HTiB i3 HETSDKKUM CTyIIe-
HeM 3aXBOPIOBAaHHSI, Y IKUX BUHMKAB OiJIb y KiCTKaX, 3HAYHO
3HU3MIAacs yepe3 10 pokiB criocTepeskeHHs, ajie 3MEHIIEHHS
6oro B KicTKax yepe3 20 poKiB MOPIiBHSIHO 3 ITOYATKOBHM
He 0yJ10 iCTOTHMM. Y MAlli€HTIB i3 TSKKUM CTYIIEHEM 3aXBOPIO-
BaHHSI Ha IMOYaTKy AyXKe 4acTo (pikcyBaJlu Oiib y KicTKax

(92,3%), ane yacToTa ifOr0 BUHUKHEHHST OyJ1a 3HAYHO MEHIIIOIO
mpu 10- i 20-pivHOMY CITOCTEpPEXEHHI, a OiTBIIICTh MAlli€HTIB
(n=8; 61,5%) He MOBiMOMJISLITK TIPO GiJTb Y KiCTKax B 060X Yaco-
BUX TOYKaX.

No3ysanng

Ha nouartky JiKyBaHHS 103a iMirolepa3y cTaHOBUIIA Bifl
6,6 10 120,0 OJ1/xr macu Tia 1 pa3 Ha 2 TvkHi. (1151 MalieHTiB,
SIKUM TIPOBOIWIIN iH(Y3ii 3 IHIIMMU iHTepBaJlaM#, HiX 1 pa3
Ha 2 TVDKHI, J03Yy IepepaxoByBaIi Ha eKBiBaJIeHTHY 1031 1 pa3
Ha 2 TkHi.) CepeqHs 103a 3a YMOBU BBeJeHHs 1 pa3 Ha 2 TILK-
Hi craHoBuna 39,9 (20,90) OJI/xr ajst nailieHTiB 0e3 CruleHeK-
tomii Ta 41,4 (19,95) OJl/kr — micis cruieHeKToMil. 3MiHM 103U
3 TUIMHOM Yacy 3a3BUYaii BioOpakaau TBOCTOPOHHbBO CIIPSIMO-
BaHUI pyX 10 cepeaHboi 103u (Big 15 mo 60 OJ/xr). [TopiBHSIHO
3 IOYATKOBUM PiBHEM YacTKa MAaLli€HTIB, SIKi OTpPUMYBaJIU 103y
B mianasoHi Bin >15 no <45 OJl/kr, B 20-piuHiit yacoBiii Tourri
30ibIIMIIACS, TOAI SIK XBOPUX, KOTPi OTpUMYBAIU Ipenapar
B Aiana3oHi HaitHkunx (<15 OJI/kr) i Buiumx 103 (>45 OJ1/kr),
3MeHINWIacs. Y el aHaji3 OyJd BKIIOYEHI TiIbKM MalliEHTH,
SIKi MaJIM IaHi IIOJ0 J03YBaHb Y BCiX 3 YaCOBMX TOUYKAX.

Db2o0BopeHnH

KninigyHo 3HavyIIa BiAMoBiAb Ha iHQY3ii iMirToLepa3u mpo-
TITOM 2-5 pOKiB JiKyBaHHS 30epiranacs depe3 10 i 20 pokiB
Maiie JI71s1 BCiX OLIIHIOBAaHUX KJIiHIYHMX IMOKA3HUKIB SIK y Talli-
€HTIB 0€3 CIUIEHEKTOMii, TaK i B 0Ci0, SIKi MepeHecIn CIIeHeK-
TOMil0, HE3aJeXHO BiJl CTYMEeHs TSIXKOCTI 3aXBOPIOBAHHS
IO JTIKyBaHHS. Y Malli€HTIB i3 BiIXUJIEHHSIMU Bil HOPMU rema-
TOJIOTIYHUX MOKA3HMKIB i pe3yJIbTaTiB 00CTEeKEHHST BHYTPIlIIHIX
OpraHiB Ha IMTOYATKOBOMY €Talli L1i pe3yJIbTaTy 3HaYHO MO~
JIKCS B 000X Mepiofax CrocTepekeHHs . Y OUIbIIOCTI Malli€HTIB,
SIKi TIEPEHECIU CIUICHEKTOMiI0, KOHLIEHTpallis reMOTJ00iHY
Ta KiJIbKiCTh TPOMOOLIMTIB OyJM B MeXaX HOPMMU JI0 JTiKyBaHHS
iMirmonepas3oro, K i ouikyBanocst. CepeaHs KOHIIEHTpALIis Te-
MOIJIOOiHY Ta KiJbKiCTh TPOMOOIIMTIB 3 YaCOM 301IbLIYBAINCS
B Mexax HopMmu. Ockinbku XI'1-acoriiioBaHa aHeMisl Maiixxe
3aBXIM LHIBUAKO KOPUTYETHC ITiCIsI TOYATKY (hepMEHTO3aMiCHOI
tepamii (P3T), peuauB aHeMii Imiciis 6e3IepepBHOrO TPUBA-
JIOTO JIIKYBaHHSI, IIBUIIIE 3a BCE, OB’ I3aHUI 3 iHIIO €Tio-
JIori€to, HixX nmporpecyroua XI. MoxX/1Bi MpUYUHU BKIIOYAIOTh

IIponosxkenus Ha crop. 12.




MDKAUCUWNNIHAPHI NPOBJIEMW

3APYBDXHUW AOCBIA

EfexmuBHicmb NiKYBaHHY nawiewmis i3 xeopoboio owe
1 muny imizniouepasow: 20-piukuii gocsig

IIponos:kenns. [louarok Ha ctop. 10.

KPOBOBTpATY, Ae(PillUT MOXMBHUX PEUOBUH, Mi€JOAMUCILIA3IIO,
MieoMy abo iHIIi reMaToJIOTiUHi 3/105IKiCHi HOBOYTBOPEHHSI.
Otxe, aHeMmis, BusBieHa yepe3 10 a6o 20 poKiB y HalIuX maili-
€HTIB, iMOBIpHO, HE CBiTUMUTh MPO Hee(PEKTUBHICTh JIiIKYBaHHS
iMinTIoLEpa3ol. Y IesaKMX Malli€HTiB TPOMOOLUTOIIEHIs MOXe
30epiraTucs MpoTIroM AeKiIbKOX POKiB 3aCTOCYBAaHHSI iMiIJIIO-
nepasy. OTHaK KiIbKiCTh TPOMOOIIMTIB 3PEITOI0 HOPMaTi3y-
€ThCsI B OLIBIIOCTI TPOJIiKOBAHMX MALIiEHTIB, 1110 MiATBEPAKEHO
B LIbOMY AOCJiIKeHHi. TpoMOOLIMTONEHisI, sika He 3HUKJIa a00
BMHMKJIA Ha TJIi JIIKYBaHHS, MOXe BKa3yBaTW Ha HasIBHICTb CY-
IMyTHHOTO 3aXBOPIOBAaHHS, 30KpeMa iMyHHO1 TPOMOOLIUTOIIEHI1,
XPOHIYHOTO 3aXBOPIOBAHHSI MEYiHKU 3 rernaToMeraiieo abo
0e3 Hel Ui reMo0J1acTo3iB.

ITpu TpuBanomy JiKyBaHHi iMirIioliepa3oro rermaTroMerais
MPaKTUYHO BiacyTHS. OgHAaK HOpMaJbHUI 00’€M TEUiHKU
He BUKJIIOYAa€ OCHOBHMX 3aXBOPIOBAHb MEYiHKU, OCOOIUBO THX,
sIKi 6e3ImocepeIHbO He OB’ sI3aHi 3 HEKOHTpoIboBaHoIo XI'1,
30KpeMa XpOHIYHOTO TeTaTUTY Ta reraToLe I ISIPHOT KapLMHO-
Mmu. 3 yacy BrpoBamkeHHSI ®3T ¢hibpo3 mediHKu, TUPO3 i Iop-
TajJlbHA TillepTeH3is, MoB’sa3aHi 3 caMoo XI, € He3BUYHUMK
JIJIS1 IALli€HTIB, SIKi OTPUMYIOTh TPUBAJE JiKyBaHHSI, X04a Mic/Is
CIUIEHEKTOMIl pU3UK 30i1bInyeThes. CTilika BUpaXkeHa rimepde-
PUTHHEMIsI, HE3BAXXAIOUW Ha HAJIEXXKHY TPUBAJTY TEpaIlito, BKa3ye
Ha HEOOXiTHICTbh 0OCTEXEHHST HA TeMOXPOMATO3.

Y GaraThox MauieHTiB 30epiraBcsl JIETKU CTYIiHb CIUIEHOME-
rajiii (Big 3 mo <5 MN). HeBimomo, 41 Ma€ 1ie CIIocTepeKeHHS
KJIiHiYHe 3HayeHHs. [IpoTe BBaXKa€eThCs, 110 HABITh MALLIEHTU
3i CTIMKOIO CTJIECHOMETATIEO JIETKOTO CTYTEeHSI JOCSTIM OCHOBHUX
TeparneBTUYHUX 1ieii JikyBaHHs. OqHAK 11e CTIOCTePEeKeHHS
He 000B’SI3KOBO € OJJHO3HAYHUM MapKepOM TepareBTUUYHOTO
YCIIiXY, TOMY IO LIThOBUIA ITOKA3HUK 00’ eMy cese3inku <8 MIN
OyB OTpMMAaHUI TIJILKK Ha OCHOBI KOHCEHCYCY €KCIEPTiB, 1001
CJIyTyBaTy BKa3iBKOIO Ha paHHIO epekTrBHICTh D3T, i He € mpe-
JTUKTOPOM JOBTOCTPOKOBUX PE3YJIbTaTiB. AJTbTepHATUBHUMU
MOSICHEHHSIMM TPUBAKOUOi CIUIEHOMETaii, SIKi CJIil BpaxOBYBaTH,
€ HasIBHICTb BY3JIMKIiB cesle3iHKU, (piOpo3y cee3iHKU, XPOHIYHUX
CYIIYTHIX 3aXBOPIOBaHb, TIOB’sI3aHUX 31 30UIBLICHHSIM CeJIe3iHKH,
a00, MOXXJIMBO, TiIM(DOMM UM iHIIUX 3T0IKICHUX HOBOYTBOPEHb.
YV 6aratbox mauieHTiB i3 XI'1, siki iKyBanucs He MeHIue 17 pokiB,
JIIKYBaHHSI TOYMHAIOCS Ha Mi3HIX eTanax 3aXBOPIOBaHHS, MiCIsl
HE3BOPOTHOTO BIUIMBY 3aXBOPIOBAHHSI, HATIPUKJIIA/ YTBOPEHHSI
BY3JIMKIiB y ceJie3iH1i a00 (idpo3y.

SIK moBCIOMHO MOXKHA 3HAWTH B JIiTepaTypi mono XI, B peectpi
3a(hiKCOBaHO MOKA3HUKM IOCIiTOBHUX BU3HAYEHb 00’ €My Tie-
YiHKM Ta CEJIe31HKU, 1110 PO3PaXOBYIOThCS B MiCLIEBUX JAOCiI-
HULbKMX LieHTpax Ha ocHOBi MPT a6o KT 300pakeHb.
Pe3synbraTit BUpaxaThest SIK KpaTHI HOpMaJTbHOMY 00’ €MY, 1110
IPYHTYETHCS HA MPOLIEHTHOMY CIiBBiIHOIIEHHI O MacH Tija
(y HOpMi ediHKa cTaHOBUTH 2,5%), cenesinka 0,2%).

CnocrtepexyBaHe cTabiIbHe 3MEHIIEHHS 00’ €MY CeJle3iHKK
yepe3 10 i 20 poKiB IOPIBHSIHO 3 IOYaTKOBUM MOXKe (PaKTUIHO
BimoOpaXkaTy 301 IbIIEHHS a0COIIOTHOTO 00’ €MY CeJIe3iHKH B IIX
TMALEHTIB Yyepe3 (paKTOpH, TIOB’sI3aHi 31 30UIBIIEHHSIM MAcH Tija,
a He i3 XI. [IIo6 mocnimuTy MUTaHHS 3MiHU 00’€MY CeJle3iHKI
0€3 CITIOTBOPIOIOYOTO BIUIMBY 30i/IbIIEHHST MAcH Tijla, MU pO3-
IJISTHYJIU TPYITY MAlli€HTIB, Y SIKUX BaroBa KaTeropisi 3ajuiaia-
s BITHOCHO He3MiHHOIO ITpoTsiroM 10-20 pokiB. Mu mpoaeMoH-
CTPYBaJIM, 110 Y IIUX MAIIEHTIB 00’ €M CeJIe3iHKM, pO3paxOBaHUIA
K MN, 3auiiaBcs CTabiIbHUM i OYB MOCTITHO HUXKUMM 32 Ta-
KU 10 JIIKyBaHHS, IO MiATBepmKye epekTuBHICTE D3T y 3MeH-
LIeHHI 00’€MY CeJIe3iHKU.

3axBOPIOBAHHSI KiCTOK € MPUIMHOK TUCKOMGDOPTY Ta 3HU-
KEHHS SIKOCTi XXMUTTS B mauieHTiB i3 XI. Yepe3 nuzaiiH mocii-
JIKEHHSI, SIKUii 00MeXXye BUKOPUCTOBYBaHi JaHi BiKHaMu, 1110
CTOCYIOTbCSI BMXiJHOTO piBHSI Ta MPOMiXKiB 4yacy yepe3s
10 i 20 pokiB, MM He 3MOIJIM aHOTYBATHU JIOHTITYIHY IOIIIPE-
HICTh AyXe BaXJMBUX, aji¢ BUMAJKOBUX i PiIKiCHUX KiCTKOBUX
YCKJIATHEHb, 30KpeMa iH(hapKTY, OCTEOHEKPO3Y, OCTEOi3y Ta Ie-
penomiB. OmHAK yxe BiToMo, IO IIi SIBUIIA IPOIOBXYIOTh Bill-
OyBaTHCs HellepeabadyBaHO HaBiTh Miciist 6aratbox pokiB ®3T
i ITOB’s13aHi 31 CTYIIEHEM TSDKKOCTI 3aXBOPIOBAHHSI IO JTIKYBaHHSI.
Ockinbku @3T He MOXXe MOBHICTIO 3aMO0ITTH LIMM MOTEHIIIHHO
IHBAIiAU3YIOYMM SIBUILIAM, TIEPiOAUYHE MOCIiTOBHE CIIOCTEPE-
SKEHHSI 32 CEPI03HO0 MATOJIOTIEI0 KiCTOK Ma€E TPUBATH HE3aIEX -
HO BiJI cTaTycy JIiKyBaHHS Ta iioro TpuBaiocTi. [Ipo HasiBHiCTh
YUY BiICYTHICTb KiCTKOBUX KPU3iB i 00JII0 B KiCTKaX PETYyIsIPHO
MOBITOMJISIIOTh Y PEECTP, i, TAKUM YMHOM, BOHU € OJHUMU
3 pe3yJIbTaTiB JIiKyBaHHS 3 00KY KiCTKOBOI CUCTEMU, SIKi MU MO-
xkeMo ouiHuTy. [ToHanm 30 pokiB Tomy, mo BrpoBamkeHHS O3T,
IHBaJIiAM3YI0Yi KiCTKOBi KpU3U OyJIY 3BUMAHUM SIBULLEM, OCO-
0JIMBO cepel MOJIOAMX MaLi€HTIB MMicas cruieHeKToMmii. JlaHi
CBim4aTh Mpo Te, 10 3 movatky 3actocyBaHHsI D3T mpu XI'1
OiJbLI paHHS AiaTHOCTMKA Ta IIBUAKWN MOYATOK JiKyBaHHS
3HAYHO 3HUBMJIM MOMIMPEHICTD SIK TepaneBTUYHOI CIUIEHEKTO-
Mii, TaK i KICTKOBUX KPHU3iB. ¥ HaAIIOMY AOCTiIXKEHHI YiTKO
MPOJEMOHCTPOBaHAa €(PEKTUBHICTh iMIIIIOLIEpa3U MPOTITOM
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20-piYHOTO CIIOCTEPEKEHHS SIK 3aC00Y I MPOMiTaKTUKY KicT-
KOBUX KpHM3iB HaBiTh Y MALIIEHTIB MiCJISI CIJICHEKTOMIi, SIKi MaJIk
B aHaMHEe3i KpU3U J0 JiKyBaHHSI.

Ouinka 60110 B KicTKax, ImoB’s3aHoro 3 XI'1, 6yia mpobJe-
MOIO JIJIsI KJIIHILIMCTIB i MallieHTIB, OCKIbKY 1OTr0 BU3HAYEHHS
HE Mae€ 4iTKoro ¢opMyatroBaHHs. JIoKani3oBaHUI HOLIMILIEII-
TUBHUI OiTb Yy KiCTKaX, OB’ sI3aHUH i3 iX BiJOMOIO IaTOJIOTIEIO,
JIETIIE OLiHUTHU, HiXX HeliponmaTUUYHUKN OiJib Yepe3 ypaKeHHsI
HEPBIB YU IX KOMIIpecito abo cKapru Ha reHepaaizoBaHUI
OiJIb UM CUMIITOMU apTPUTY, SIKi TAKOXK MOXKYTh OYTH ITOB’sI3a-
Hi 3 CYIyTHIMM 3aXBOPIOBAaHHSIMU, 30KpeMa OCTEOAPTPUTOM.
Lli He3po3yMiJli cTaHU 3 OO HMOBIPHICTIO BUHUKAIOTh
i3 BIKOM i MOXYTb IIPMXOBYBAaTH TOBroCTpoKoBi mepeBaru ®3T
oo 6outo B Kictkax npu XI. IcHye momaTtkoBa rmpobJjema po3-
BUTKY HE3BOPOTHOI MaToJIorii KicTok. [ToBeaiHka, cripsiMoBaHa
Ha IMOIIYK i OTpMMaHHS JIiIKapchbKOTo 3ac00y, B IeIKUX 001aCTSIX
MOX€e CTaHOBUTHU MPOOJEMY Ta MOXKE 301JIBILIMTU KiJTbKiCTh MO~
BimomiieHb Tpo 0ib. KpiMm Toro, gaHi momao 0010 B KicTKax
He BHOCSITBCS 10 PEECTpPY Oe3MocepeIHbO MalliEHTOM, CTYIiHb
TSKKOCTi OOJTI0 HE CTaHAapTU30BaHO, BUKOPUCTAHHSI aHAJITe-
TUKIiB HE TOKYMEHTYEThCSI, a IaHi PEECTPYIOTHCS 3 HEMOCTAT-
HbOIO YACTOTOIO JIJISi BCTAHOBJIEHHSI HailtHOTO TPEHMY JUISI
XPOHIYHOTO CUMIITOMY, CTYITiHb TSIKKOCTi SIKOTO, TUM HE MEHIII,
3MiHIO€EThCS. [1pu BCix X 0OMeXeHHSIX He TUBHO, 110 HAIlle
TOCJTIKEHHSI He MOXe Ha/llaTh OCTaTOYHUI BUCHOBOK II0JI0
BIUIMBY iMiIIIollepa3y Ha Oilb Y KicTKax, moB’si3anuit 3 XI'1,
OKpiM MOMNepeTHbOro CIOCTEPEKEeHHS, IO iMiTTolepasa, iMo-
BipHO, Pi3HOIO MipOI0 CIIPUSIE 3MEHILEHHIO 00JI0 B AESIKUX
MALiEHTIB.

SK npaBuI0, Mali€EHTH CTaOiTbHO MPOIOBXKYBAIN JIiIKYBaHHS,
xoua nmpoTsiroM 20-piyHOTO CIIOCTePEKEHHST BCe XK BiOyBaIocst
MPUITMHEHHS JIiKyBaHHS a00 3MiHa 103yBaHHs. Haiibiabin mo-
MITHOIO OyJ1a HecTaya imirmonepasu mpotsrom 2009-2011 pp.,
sIKa TMPU3BeJIa 0 MepepuBaHHS JIiKyBaHHS 200 3HUKEHHS 103U
Ha pi3Huii yac. KiiHiuHi HACHiaAKKU LUX MepepB Y JiKyBaHHi 1S
nawieHTiB i3 XI'1 Oyau, 3a AeIKUMU BUHSITKAMU, MiHIMaJIbHUMU
a0o0 i 30BciM BigcyTHiMU. YacTKOBO I'PYHTYIOUMCh Ha LIbOMY
TOCBIfi, MPY BUBYEHHI TPEHAY J03yBaHHS iMiIIIOllepa3y B Ha-
1Iiif KOTOPTi Mali€HTiB MU BUPIIIWIM irHOPYBaTU KOPOTKOYAC-
Hi KOJTMBaHHS 103 i OOMEXUTHU aHaJli3 103aMU, 3a3HAYEHUMU
Ha IOoYaTKYy JIiKyBaHHS Ta B 10- i 20-piYHMX TOYKAX CIIOCTEpE-
KeHHsI. J1031 iMiryTiolepas3y IIpy 3aCTOCYBaHHiI 1 pa3 Ha 2 TYKHI
B OLTBIIIOCTI MattieHTiB BapitoBaiu Bin 15 mo 60 O /kr. TamieHTH,
SIKi CITOYATKy OTPUMMYBAJIU JIiKyBaHHSI Ay>K€ HU3bKUMM a00 dyKe
BUCOKUMU J03aMU, MaJIM TEHAEHIIiI0 HAOIKATUCS 10 Cepeji-
HbOI 103U, 1110 cTaHoBWIIa pubau3Ho 40 OI/kr 1 pa3 Ha 2 THXK-
Hi. Y 1IbOMY AOCJiI>KEHHI MU BUPILIMIM HE aHAJIi3yBaTH 3aIeX-
HOCTI 103a — BiIMOBillb, OCKiJIbKU MaJONMOBIpHO, 1110 A0AAMO
TOYHY Ta 3HAYYIIy iH(OpMaIlito KpiM Ti€l, sIka BxKe iCHYE B JIiTe-
patypi: nalieHTU HemepeadauyBaHO HEOAHOPIAHI 3 MOIISIAY
3JIEXKHOCTI 1032 — BillMOBiAb, a 1032 Ma€ OyTH iHAMBIAyali30-
BaHa Ha OCHOBI PEryJISIPHOTO MOHITOPUHTY JJISI TOCSTHEHHSI
MaKCUMaJIbHOI TeparneBTUYHOI KOPUCTI MPU MiHIMaJIbHUX pe-
anpHMX BUTpartax. Kpim Toro, iHhopMaTuBHUM OyJio 6 00cTe-
KEHHSsI MAalli€EHTIB, SIKi MepeIIIN 3 iMiroliepa3y Ha albTepHa-
tuBHi BapiaHT ®3T. OgHaK 116 BUXOIUTH 32 PAMKU 1IbOTO JI0-
CIZKEHHSI Ta 3ape3epBOBAHO JUISI MaiilOyTHHOTO aHaJlizy 3 10-
CTaTHbBOIO KiJIbKiCTIO MALIIEHTIB, SKi 3AiACHUIN TaKUI Mepexi,
1100 aHaJi3 MaB 3HauyIlIicTh. KiabKicThb 0ci0 y Peectpi maiieH-
TiB i3 xBopo6oio [ome ICGG, sxi Oyau nepeBeieHi Ha ajlbTep-
HatuBHUI BapiaHT @3T i IpoaoBXYIOTh BBOIUTH AaHi B PEECTP,
TIy>Xe He3HaYHa.

JocaimkeHHs 3MiH 3pOCTy, MacH Tijla Ta iHAEKCY MacH Tijla
(IMT) y namienTiB i3 XI'l 6y 30cepeIkeHi Ha 2 OCHOBHMX
mutaHHsIX: BB ®3T Ha IuHAMIKY pOCTY B IiTei i3 CHMIITOM-
Holo ¢opmoto XI'1 i 30inbleHHST Macy Tina, oB’s13aHe i3 3T,
y nopociux rnaiieHTiB. CTOCOBHO MEPIIOro iCHYe OHOCTAl-
HiCTb Ha KOPUCTb 301IbIIEHHS IIBUAKOCTI POCTY Y IiTEM Micst
mouatky ®3T. AHami3 15 mocligKeHb IMOKa3ye, IO Maiike
50% miteii i3 XI'1, sIKi He OTPUMYIOTB JTIKyBaHHSI, BiICTAIOTh Bil
CBOIX 3I0POBUX OJHOJIITKIB. Y I€CATU 3 LIMX JOCTiIKEHb MOBi-
JIOMJISIETBCSI, 1110 MPUOIU3HO Y 75% TaKuX AiTell MOKPAIIMBCS
MPOLIEHTWIb a00 Z-TIOKa3HMK 3POCTY ITicCJIsI ITOYaTKy iH(y3ii
anrmonepasu/imirmonepasu. OqHaK yac MoJaJIbIIOro CrocTe-
pekeHHs1 OyB KOPOTKUM Y BCiX JOCTiIKEHHSIX, KPiM IBOX, pe-
3YJIBTATH SIKAX 3aCBiTYMIIM, IO Iiciast 8 i 15 poKiB JIiKyBaHHS
Oi/IBIICTh MPOJIIKOBAHUX MALIIEHTIB JOCSTIN 3pOCTY, aHAIOTiU-
HOTo TaKOMY B HOpMaJbHili monyJsuii. Hami gaHi mokasy-
[0Tb, 1110 MAali€EHTH, SIKi OYaau JiKyBaHHS iMiTraoLepa3orn
B IMTUHCTBI, TOCSATI HOPMAJILHOTO 3POCTY B CEPETHBOMY Uepe3
20 poKiB CTIOCTEPEXEHHS, 110 MiATBEP/KYE PE3yIbTaTh MoTIe-
pemHix nocaimkeHb. JlaHi 110A0 POCTy Y3roIKyIOThCS 3 TilnoTe-
3010 MPO T€, 1110 Y OibIIOoCTi MawieHTiB i3 XI'1, sIKi OTpUMYIOTh
JIIKYyBaHHS$I, HaBiTh i3 3aTPUMKaMU y BiXaxX pOCTy, Y HiICYMKY
3piCT HOPMAaJIi3y€eThCs MiCas CTaTeBOro 103piBaHHs. [IpoTe 3Ha-
YEHHS 3aTPUMKU POCTY B AiTeli HE CJIiJ MPUMEHIIYBaTU, OCKiTb-
KM BOHA MOXE MaTU CEPHO3Hi COLliaJIbHi Ta IMCUXOJIOTiUHi Ha-
CJIiIIKY 3 TPUBATIUM €(DEKTOM.

CTOCOBHO 30iJIbIIIEHHST MAacH Tijla B TOPOCJIUX IAlli€HTIB
i3 XI'1, sIKi OTpMyBaJIu JiKyBaHHSI, € TOKa3U TOTO, 1110 Maca TiJia
30LIbIIy€eThCs Ticsa mouatky M3T. Langeveld Ta criiBaBT. TTOBi-
JIOMUJIN, 1110 B IEPEXPECHOMY AOCIIiXKEHHI FO/UIaHACHKI malli-
enTu 3 XI'l, sIKi He OTpUMYBaJIv JiKyBaHHs, pillle Majayd Hal-
JIMIIIKOBY Macy Tijla, Hixk HACEJIEHHSI B LIJIOMY, Ta MaJIu HYKYMIA
PU3UK PO3BUTKY LIYKpPOBOro miadety 2 tumy. KpiM Toro, BoHn
MOKa3aJIx, o B cepemHboMy miciist 11 pokiB 3T imirmonepa-
3010 56% 3 35 malieHTiB, Ki OTpUMAJIK JIiKyBaHHS (BiKOBUI
nmiamas3oH 18-75 pokiB), MaJIi HaIJIUIIIKOBY Macy Tijla Ta He Bil-
Pi3HSIIMCS Bifl 3arajIbHOI MOMYJISLIIT 3 TOIJISIAY PUBUKY PO3BUTKY
LIYKpOBOro Aiabety. Mu miATBEpIXKYEMO, 110 MPU JIiKyBaHHi
IMiITIOLIEPA3010 B MALIEHTIB 30i/IbIIYETHCS] Maca TiJia IPOTIATOM
TpuBayioro yacy. IMT nauieHTiB, sIKi movaau JiKyBaHHS 10 10-
CSITHEHHSI 3PiJI0CTi, Y HAILIOMY TOCTiIXKEeHHi IiepeOyBaB y Mexax
HOPMH B OUTBIIOCTI MAallieHTOK Yepe3 20 pOKiB CIIOCTePEKEeHHS,
ajie OyB BUIIMM 32 HOpMY MPUOJIM3HO B MOJOBUHU OCi0 YOJIOBi-
Yyoi cTaTi. Y UbOMY AOCIIIKEHHI YacTKa JOPOCIUX Malli€EHTIB
i3 XI'l, siKi Ma¥ HaJJIMILIKOBY Macy Tijia a00 oXupiHHS, Oya
3iCTaBHA 3 TaKOIO cepe/l MPeACTaBHUKIB EBPOIEOIIHOI pac He-
JIaTUHOAMepUKaHChKOro moxomkeHHs B CIIIA (60% 4o10BiKiB
i 50% xiHok). ITopiBHsAHHS 3 HaceneHHsAM CIIIA € HaiGimbII
BigmoBimHUM, ocKiabKu CIIIA Oynu ennHOI0 KpaiHOO 3 Haii-
OLTBIIION0 KiTbKiCTIO MallieHTiB — 44,8 % BUOipKU. MU He MOXe-
MO OCTaTOYHO BU3HAYMTH, 110 30LIbIIIEHHSI MACH TiJla YaCTKOBO
He noB’s13aHe 3 M3T, ogHak posmonin IMT y Hamomy mocii-
JI>KEHHI iCTOTHO He BifIpi3HSIEThCS BiJl TAKOTO B 3arajibHili MOIMy-
JIAii. 30iUTbIIEHHST Macy Tila B mawi€eHTiB i3 XTI, gKi MOYMHAIOTh
®3T, 3yMOBJIeHE MPSMUM BIUIMBOM JIIKyBaHHS Ta € HACTIIKOM
TIPUIAHSTTSI HUMMU TTOIIMPEHOTO B CYCMTLCTBI HE3MOPOBOTO CIIO-
COOY KUTTSI.

Kpim 3acTepekeHb, 3a3Ha4YeHUX BUIIE, Y I[bOTO TOCTiIKEHHS
€ IOJATKOBI OOMEXeHHSI, CIJIbHI ISl 00cepBalliiiHUX AOCIi-
JIKeHb Ha OCHOBI TaHUX peecTpy. [laHi, 3i0paHi B peecTpi, He Mic-
TATH iH(opMaIifo, ToB’s13aHy 3 possBamu X1, sika Moria 6 IIpo-
SICHUTH TIMUTaHHS, 1110 3aJIMIIMINCS O0e3 BilMoBili (HApUKIIAI,
CYIYTHE 3aXBOPIOBAHHS, SIKE MOXKe CIIPUUMHUTH aHEMil0/TPOM-
OOLIMTOIEHIIO, iH(OopMALlis ITPO BY3/IU B CeJIe3iHIIi i T.4.). Xo4a
TPOTOKOJI PEECTPY BKIIIOYAE PEKOMEHIOBaHUI1 rpadiK OIiHOK,
PO3po0JIeHU I eKcIepTaMH i3 3aXBOPIOBAHHS, TOBHOTA HAOOPiB
JIaHUX 3aJIeXKUTh Bill HAMKpallloi OLIiHKY JiKYIOUMX JIiKapiB, Bil
TOTOBHOCTI Malli€HTa JOTPUMYBATUCS PEKOMEHI0BAHOTO rpadi-
Ka OLIiHOK Ta IMTPOTOKOJIY AocimakeHHs. LleHTpu il mauieHTH, sKi
0OepyThb y4acTh Y PEECTPi, He 000B’SI3KOBO MOXKYTh OyTH perpe-
3eHTATUBHMMM IS BCi€l momyJisiiii mauieHTiB i3 XI. BubyBaHHs
MAaI[iEHTIB i BiICYTHI IaHi, SIK MPaBWJIO, 3 YaCOM HaKOMUYYIOTh-
CsI Ta HE MOXYTb OYTH BUTTAAKOBUMU. /{7151 BKITIOUEHHSI MAalli€H-
TH MAIOTh MPOXUTU HE MEHILEe 17 poKiB Mic/Isl MOYaTKY JiKyBaH-
He Ta 3adikcyBaTy JaHi 3a BciMa 3 YaCOBUMM TOYKAMU IIPH-
HaliMHi U OJIHOTO pe3yJbraTy. Xoua aHaji3 MoYaTKOBUX Xa-
PaKTEPUCTUK YMCACHHUX MALli€EHTIB 3 PEECTPY, SIKi BiAMOBiAaIN
BCiM BUMOTaM BKJIIOUEHHS B JOCTIDKEHHS, KPiM TaHUX TPHOX
YacOBUX TOYOK, Tiependavae, Mo Hama BUOipKa AOCTiIKeHHS
€ PEeNPe3eHTATUBHOIO, TAKUIl pempocnekmugHuill aHaJli3 MOXe
OyTU He 0€3YMOBHUM.

BucHoeku

Imirmonepasa mpu XI'1 nmposiBisie CTilKY e(peKTUBHICTb Y KO-
PeKlii CMUMIITOMATUKHU 3 OOKY reMaTOJOTIYHUX i BiCLEepabHUX
MOKA3HMUKIB Ta JAESIKUX MPOSIBiB 3 OOKY KiCTKOBOI CUCTEMU TTPU
TpuBaocTi tikyBaHHs 20 (£3) poxiB. Lli pe3yasrati € HamiiiHU-
MU JJIS1 YCiX MiArpyn Mali€HTiB He3aJeXXHO Bil MOYaTKOBOTO
CTYIEHSI TSIKKOCTI 3axBoproBaHHSs. Lle mociimkeHHs 3Ha4HO
PO3ILIMPUIIO OOCBIA 3 JiKyBaHHS IMalli€HTIB iMiIIIOLIEPa30l0
3a MeXi ImorepeaHix 3BiTiB 3a 2-5 i 10 pokiB. 3a TaHMMM iHIINIX
JOCTiIKEeHb, Ty>Ke HE3HAUHA KiJIbKiCTb OIepalliil CIJIeHeKTOMil
Oy/1a BUKOHAHA i yac abo Mic/s MoYaTKy JIiKyBaHHS iMirIo-
11epasolo, 10 3HU3UJIO WMOBIPHICTh TOCTCIUIEHEKTOMIUHUX
YCKJIaIHeHb (HANpUKIIAJ, KPOBOTEUi, CEIMCUCY, MOPTaIbHOI
Ta JIETeHEeBOI TilepTeH3ii), SKi Oy OCHOBHUMHK IMPUINHAMU
3aXBOPIOBAHOCTI Ta CMEePTHOCTI MaiieHTiB i3 XI'1 1o BrpoBa-
mxeHHst G3T.

3a KOXXHUM i3 pe3ysIbTaTiB y JesIKUX Malli€HTIB 30epiraamcs
TMPOSIBU 3aXBOPIOBaHHSI, TOB’s13aHi 3 X[, He3Baxkalouu Ha TpU-
BaJie JIIKyBaHHSI iMiriolepa3oo. Y mos’s13aHo 11e 3i CTINKIMUI
nposiBamMu X[, 110 pO3BUHYJIMCS HE3BaXKAlOUM Ha JIIKYyBaHHSI,
Mi3HIIIUM MOYATKOM JIIKYBaHHS YU 3 iHIIUMU MPUYUHAMMU,
y paMKax JaHOTO JTOCTiIKeHHS! BUBHAYMTH HEMOXKIIUBO. Y Ha-
1IOMY OOTOBOPEHHI TaKMX MAlli€EHTIB MU HAroJOLIYEMO Ha He-
00XiZHOCTI BpaxOByBaTHU iHIIi MPUUYMHU LIMX CUMIITOMIB,
a He MIPUITYCKATH, 110 BOHU 3aBXIU OB’ s13aHi i3 XTI,

3peniTo, MOYaTKOBOKW MPoOIeMOI0 OYJI0 JOTPUMAHHS Ta-
LIIEHTOM MPUHANMHI MPOTITOM AEKiJIbKOX POKiB CXeMU iHBA3UB-
HOI BHYTPillIHbOBEHHOI iH(Y3iliHOI Tepartii, sika 3a3BUYail mpu-
3HAYa€EThCA | pa3 Ha 2 TYDKHI. 3aCIyroBYE Ha yBary Toii (hakT, 110
0arato XBOpUX MOCTiHHO OTPUMYIOTH LI BUI JIIKYBaHHSI YIIPO-
JIOBXX TTOHAM ABOX AeCATWIITh. [HYUYKi BapiaHTH JIiKyBaHHSI, 30-
KpeMa iHdy3ii B JoMalllHiX YMOBaX, 0€3CyMHiBHO, CIIPUSIIOThH
KOoM(DOPTY NAIi€HTIB, TOMY X CJIiI peTyISIPHO IIPOIIOHYBATHU TaM,
Jie 11e MOXJIMBO, 10TH, 10K P3T 3a1uiiaeTbest aKTyalbHUM
BapiaHTOM JiKyBaHHs XI'1.

Pedepatuenmit nepeknag sa Weinreb N.J. et al. Molecular Genetics

and Metabolism. 2021; 132: 100-111. @_
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BM3Ha4aroTh IHAMBIAYaNbHO A1 KOXHOrO XBOPOro 3 ypaxyBaHHAM KITIHIYHVX NPOABIB 3axBOProBaHH. bysa NoKasaHa eheKTVBHICTb PISHUX GXeM [03YBaHHS LLOAO AAKMX aBO YCiX HEHEBPOOTYHIX
NposiBIB 3aXBOPHOBaHHS. 3acTocyBaHHs noYaTkoBol 103K 60 OL/Kr 1 pas Ha 2 TUXKHI MPU3BOANTbL [0 -HOKpauJ,eHHﬂ__reMaTonorquMx Ta BiCLlepanbHNX NapameTpiB Yeped 6 MicsauiB Bif novaTky Tepani,
a nogasnblie nikysBaHHs npenapatoM Liepeaum® 400 O/ 3ynuHsae nporpecyBaHHs a60 3MEHLLYE TAXKICTb ypaXkeHb KICTKOBOI evicTeMu. BBeieHHA HalMeHLLOT 403K, AKa cTaHoBUTL-16 Of/Kr MacK Tina
1 pas Ha 2 TXHI, NPU3BOAUTDL [0 NMOKPALLEHHSA reMaTONOrIYHIX NapaMETPIB | SMEHLLEHHSA NPOABIB OpraHoMeralil, NPOTe He BMNBAE Ha KICTKOBY CUMATOMATUKY., CTaHAapTHOK CXeMOLO JliKyBaHHSA
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