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KaHaJiplieBas peabcopOuus ¢pocharos

BBegenune. HacnencTBeHHbIN ayTOCOMHO-pe-
LIECCUBHBIA BUTAMUH D-3aBUCHUMBIA paxuT BKIIIO-
4aT4 THUIA, CBA3aHHBIX C HAPYIICHHEM MeTa0o-
nu3Ma Butamuna D — tum [A (medunut dpepmen-
ta l-anbda-runpokcunassl), tan IB (gedunur
25-ruapokcunasel), tun IIA (remepammzoBanHHas
pesucrentHocth K 1,25(0H)2D3), Tun 1IB (pe3u-
CTEHTHOCTBIO PEICNITOPOB B OpraHaX-MHUIICHIX K
1,25(0H)2D3).

Tun [A KIMHUYECKH NpPOSABIsAETCS 3aiepiK-
KOH pOCTa, PaxUTOMOMOOHBIMH HW3MEHEHUSIMU
ckeneTa, jgedopManeli HUKHUX KOHEYHOCTEH,
3aJIep>KKOH Mpope3sIBaHus 3y00B, Tumodocha-
TeMUEH, THUIOKAIbIIHEMUCH, YBEIMYCHUE IIIe-
noyHol ¢ocdarassl, cHmwkenneM 1,25(0H),D,
HopMmanbHbIM ypoBHeM 25(OH),D,. Tun IB B
KJIMHUYECKOM KapTHHE MPEBATUPYIOT CUMIITO-
MBI KJIACCHYECKOTO paxuTa: BaJbI'yCHas/Bapyc-
Has nedopMalMi HIKHUX KOHEYHOCTEH, THUIT0-
TOHHUS, CKOJIMO3;, HU3KUH WIK HOPMaJbHBIN
KaJblMi B KpoBH, runodocdareMusi, yBeande-
HUE IenodHor  docdaraspl, HOPMaTbHBIN
1,25(0OH),D, nuskuit 25(0OH),D; Tun IIA kimu-
HUYECKH TIPOSBISCTCS CHMITOMAMH paxmuTa,
BBISBIISIOT YMEPEHHYIO runodocdaTreMuio, T'u-
MMOKAJIBIIMEMUI0, YBEJIIMYCHUE AKTHBHOCTHU IIe-
nouno# docdarasel, ysenmnuenue 1,25(0H),D,,
nopmanbehbiii 25(0OH),D,, yBennuenne naparu-
pEOUIHOrO rOpMOHa, ajonenus. Y aered mep-
BBIX MECSIIEB XU3HHU BO3MOXKHBI Cyaoporu. Tum
IIB xapakrepu3yercs CUMITOMaMHU paxura,
HOPMaJIbHBIM WJIM HU3KHM KaJIbIIHA KPOBH, I0-
BBIIICHUEM aKTUBHOCTH IIEJIOYHOU Qocdara-
3bl, yBemmdenueM 1,25(OH),D, HopmambHEIM
25(OH)2D3, YBEIIMYECHUE IapATUPEOUIHOIO TOp-
MOHa.

Hean uccienoBanus. M3yunts ocoOeHHOCTH
KIIMHUKO-JIA00PaTOPHBIX MPOSIBICHUH W COCTOS-
HUe (pYHKINW MTOYeK Y JIeTel ¢ HaceJICTBEHHBIM
ayTOCOMHO — PELIECCUBHBIM BUTaMUH-D-3aBuCH-
MBIM PaXHUTOM.

Marepuajbl U MeToabl. OIEHEHBI KIMHU-
Ko-JTabopaTopHbIe AaHHBIE (OOIIUH KaNbITUH, IIe-
nounas ¢pocdaraza, yposenr 25(0H),D,, mapar-
TOPMOH, TTOKa3aTeTu KaHaJbIIEBOW peadcopOmmu
¢docdaroB: KPD — xananeuenas peabcopOuus
¢docharoB, MKP® — makcumanbHass KaHajblle-
Bas peadcop6uus pocdaroB, DOD — PpakiroH-
Hast akckpeuust pocparoB, MKPD/ CKD, dynk-
s nmouek — CK® no dpopmyne Schwartz) y 21
nanguenTta (cpegHuil Bospact — 6,8+1,87 mer ) ¢
BUTaMUH—D-3aBHCUMBIM PaxuTOM.

Pesyabrarbl. [lanuentsl pasgeneHbsl Ha 2
rpynmnsl: B 1 rpynne 7 manueHToB (CpeqHui BO3-
pact 4,4343,18 mer) c BIepBBIE JUATHOCTHUPO-
BaHHBIM BUTaMHH — D-3aBHCHMBIM PaXHTOM, BO
2 rpymme 14 mereit (cpemnuii Bo3pact 8,07+1,94
JIeT), OLEHEHBI IPU AMHAMHYECKOM HaONIOJEeHUU
B HedpomormaeckoM oTaeneHun KiuHUKU CII6-
I'TIMY. IlauueHTsl 2 rpynmnsl Noaydaid aKTHUB-
Hble MeTabonuTel BUTamuHa D Kamsrurpuon
(Poxansrpon), Kanenmauon (Axksallerpum), mpe-
naparbl KaJbIusl.

VY BcexX MalMeHTOB BBHISBICHBI: THIOTOHHS,
MbIIIeYHast caabocTh, aAedopmanus TPyIHOH
KJIETKH, BEPXHUX W HWKHHX KOHEYHOCTEH, 3a-
Jep’KKa pocTa, Y HEKOTOPHIX OOJIHM B KOCTSX, TH-
noruiasus 3yoHoi smanu (3), TunoKajibiueMuye-
ckue cymgoporu (2). JlmarHocTuka W Ha3HAYCHUE
aJeKBAaTHOTO JICUCHHUs y 8 MAUEHTOB 10 3 JeT
MOBJIMSUIA Ha OJIATONPUSITHOE TEUEHUE, B OTIH-
quu OT 13 manueHTOB C AUArHOCTHUKOM M Hada-
JIOM JIEYEHHUs Tocie > 3 JeT.

B 1 rpynne 3 neBouxu, 4 mansunka. J[uarso-
CTUPOBAHbI TUIIBI BUTAMHUH-D-3aBHCHMOTO paxura:
tun 1A (BanbrycHasi/BapycHasi aeopManudl HUX-
HUX KOHEYHOCTEH, TUIIOTOHHS, CKOJIHO3, THITOKAb-
LUEeMUs], TOBBIILICHUE MICIOYHON (ocdarasbl, CHU-
xenne 25(0OH)D,) y 3 maunuentos; tun 1B (Basb-
r'yCHasi/BapycHast nedopmaryn HIDKHHX
KOHEYHOCTEH, TMITOKaJIbIIeMUuecKue cynoporu (1),
TUIIepIapaTHpeo3, MOBEIMICHHE TIeaoqHol (hocda-
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Ta3bl, TUMoKanbieMus (1) y 3 manueHToB; T 2A
(pacmmpeHue anepTypsl IPYJHON KIETKH, rappuco-
HOBa 00p03/1a, paxXUTHIECKHUE OPACIIEeThI, YSTKH, BHI-
CTymaronie JIoOHbIe Oyrpbl, TUIIOKaJIbIUEMHUs, TH-
TepIrapaTupeos, TMOBLIMICHUE MMIeToIHoN (ocdara-
3pl, oueHb Huskuii 25(0H),D,) y 1 naunuenra.
B 1 rpymme runokansipemus (2,1940,32mMMoi1b/71),
Hopmodocharemus (1,84+0,3MMoIb/T), 3HAYUTEND-
HOE TIOBBIIICHHE INEeNo4HOH Qocdarassl (450,14
en/n ), nepumur 25(0OH)2D3 (14,93 £9,21ur/™M11 ),
runeprnapatupeos (cpeanee 142 mr/mm).

Bo 2 rpymme nmeteit (6 neBodUek, 8 MaJBIHKOB),
JMarHOCTUPOBaHbl: TN 1A y 4 manueHToB, Tin 1By
9 nmere#t, Tun 2B y | mammenTa. Y nereit 2 rpymmbl
OTMEUYCHA TOJIOKUTENbHAS JTUHAMUKA B PE3yJbTare
Tepanuu: HOpMOKanbimemus (2,3+0,09 mmonb/n),
Hopmodocharemus (1,44+0,19 Mmoip/m), 1IETOY-
Has (ocdaraza (290,86+ 67,74 MMonb/I) B mpese-
nax Hopmbl, 25(0OH),D, (21,1947,64 nr/mn), cuu-
eH, runepnaparupeos (121,28+87,15 nr/mi) ¢ TeH-
JIEHIIMI K HOpMaJIU3allUHU.

OneHeHbl NOKa3aTeNIn KaHAIbLEBOH peadbcopo-
uuu ¢ocdaros y 21 nanuenta: B 1 rpynne KPO
(86,23+4,81), MKPD  (1,27£0,25), DPID
(13,76+4,81), MKP®/ CK® (1,12+0,54) u noxa3a-

TeJHM KaHaIbIEeBON peabcopbumu docdaros B au-
HaMu4eckoM HaOmtopeHun Bo 2 rpymme : KPO
(88,33+£3,09), MKP® (1,33+0,22), ®OD (11 +
2,99), MKP®/CK® (1,44+0,36 ) B mpenenax
HOPMBI, YTO CBHJICTEILCTBYET O OTCYTCTBHH Hapy-
meHus Tpancmnopra ¢pochaToB B MPOKCHUMAIBHBIX
KaHaJIblaX TIOYeK. Y BCEX MCCIIEAYEeMbIX (QyHKIHS
mouek coxpanHa (CK® mo d¢opmyne Schwartz
125,1£10,24 mna/muH). Y 3 malnMeHTOB JMArHO3
MOJTBEPIKJICH MOJICKYJISIPHO-TEHETHYECKUM TECTH-
poBanueMm — tur [A.

3akarouenue. Pe3ynbraTel CBUIETENBCTBYIOT,
YTO Yy TAalHWEHTOB C HACIEJACTBEHHBIM BHTa-
MUH-D-3aBHCHMBIM paxUTOM HE HapylleH TpaHC-
mopt ¢ocdaroB B MPOKCHMAIBHBIX KaHAIBIIAX
Heppona, dynknus nodek coxpanHa (CK® mo
dbopmyiie Schwartz B npenenax Hopmbl). Teparmust
AKTUBHBIMU MeTabonutamMu BUTamMuHa D (kamb-
HUTPUOII, KalbIUAMOIN), TMpernaparaMu KalbIus,
¢docdaror maet rdexr, yaydneHus: KINHAKO-TIa-
OopaTopHBIX MOKa3areiel (He mporpeccupyer Je-
dopmanMsi ¥ CTaTOAMHAMUYECKas HeI0CTaTod-
HOCTh HWXXHHX KOHEUHOCTEH, HOpMaIu3anus
25(0OH) 2D3’ miesiouHoit  gocdaraszer, oOmeTro
KaJbITus).
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