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SUMMARY

Gaucher disease is the most frequent inherited enzyme
deficiency included into the group of lysosomal storage
disorders. Gaucher disease results from the deficiency of
acid p-glucosidase, a lysosomal enzyme responsible for the
intralysosomal catabolism of its natural substrate, glucosyl-
ceramide. Mutations of acid -glucosidase gene localized

in the region g21 on chromosome 1 are the genetic basis
of Gaucher disease. Gaucher disease is the multisystemic
disorder presenting with typical clinical manifestations
(hepato- and splenomegaly, cytopenia, bone involvement)
but extremely varied clinical course. The article is devoted to
up-to-date methods of diagnosis and treatment of Gaucher
disease.
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CEMMHAP MO TEMATOJNIOTIrUN

bosesns [ouie: coBpemenHas

JUAT'HOCTHUKA U JICHEHUE

E. A. Jlykuna
PE®EPAT

BonesHb [owe — Hanbornee 4acTtaa popma HacnencTBeHHbIX PepMeH-
Tonatnn, Oo6bedMHEHHbIX B FPynny JIM30COMHbIX 6O0Ne3Hen Hakonse-
HUA. B ocHOoBe 3a60neBaHUa — HacneACTBEHHbIN AePULNT aKTUBHOCTU
B-rnokouepebpo3ngasbl — fIM30COMHOIO hepMeHTa, y4acTBYIOLLEro B
jerpagaumn NpogykToB KneTo4Horo Metabonuama. 3aboneBaHue Ha-
cnepyetcs No ayToCOMHO-PELIECCUBHOMY MYTU, FTEHETUYECKYI0 OCHOBY
COCTaBMAT MyTaLMW reHa rnokouepebposmnaassl, nokanmaytoLlerocs
B pernoHe g21 Ha xpomocome 1. bonesHb lowe — cucTtemHoe 3abo-
neBaHve, xapakTepusyloLleecsd OOHOTUMHBbIMU KIIMHWYECKUMWU MpPOSiB-
neHuaMM (renato- 1 CnfieHoMeranus, UMTONeHns, nopaxeHne KocTtewn),
HO WCKIIOYUTENbHO reTeporeHHbIM KIMHMYEeCKUM TedeHueM. B cTatbe
NPUBOAATCA COBPEMEHHbIE MPUHLMMBI ANArHOCTUKU U fleHeHUs 601e3Hn
lowe.

Kntoyesbie cnosa
6onesHb [owe, HacneacTBeHHas dpepMeHTonaThd, rmokoLepebpo3naasa.

BBEJIEHNE JTUONOrnNA U NATOTEHE3

bBonesns  Towe

Bousesnb [oue — HanbGosiee yacrast hop-
Ma HacJIeICTBEHHbIX (pepMeHTONaTHi,
00bEJMHEHHBIX B TPYINY JIM30COMHbIX
OoJsieanell Hakorenus. B ocHoBe 3a60-
JIEBaHUS — HACJIEACTBEHHbIH JIe(UIUT
AKTUBHOCTH P-TJ1ioKo1epe6po3uiasbl —
JIN30COMHOTO (hepMeHTa, y4acTBYIOIIEr0
B JIerpajialiii  MPOJIYKTOB KJETOYHOTO
Metabosnama. bosesnb lomre  6blia
BrepBble onucaHa B 1882 r. dpan-
nysckum meaukom P C. E. Gaucher,
KOTOPBII  MIEHTH(PULHUPOBAJ MATOTHO-
MOHHYHbBIE Il JAHHOrO 3a00JieBaHus
KJIeTKH-MaKkpoard,  HaKaruiMBarllne
JIMIUBI, 1103/iHee Ha3BaHHble KJIETKAMU
Towe.?

Bosnesnp Towe BeTpeuvaeress ¢
yacrotoir ot 1:40 000 no 1: 60 000 y
NpeJCTaBUTE/IeH BCeX STHUUECKHUX TPYIIT;
B TOMyJIsILKK eBpeeB AllIKeHa3H yacToTa
3TOro 3aboJieBanus jgocruraer 1: 4503

HacJenyeTcss 110
AyTOCOMHO- PeLleCCUBHOMY MeXaHu3My. B
ocHoBe 60JIE3HH — MyTallUU I'eHa TJII0-
KolLepe6PO3HIa3bl,  JIOKATH3YIOIIEToCs
B pernone 21 Ha xpomocome 1. K Ha-
CTOSIIEMY BPEMEHH HIEHTH(UIIHPOBAHO
60s1ee 200 MyTallii, U3 KOTOPBIX 4 BJIsI-
10TCs1 HauboJlee YaCThIMH H COCTABJISIIOT
ox0s10 90 % Bcex MyTaLMil B MOMYJIsALHH
nauveHtToB ¢ 6osesnbio [owe. [lpu-
CYTCTBHE JIByX MyTaHTHbIX —aJliesie
reHa (romMO3UroTHoe  HacJ/eI0BaHHE)
ACCOLMUPYETCs CO CHUXKEeHHEM (HJIH OT-
CYTCTBHEM ) KATAUTHUECKOH aKTHBHOCTH
TJII0KoIepe6po3niasbl, UTO TMPHUBOIHUT
K  HaKOIUIEHHIO  HEYTHUJIM3MPOBAHHBIX
JIUTIHJIOB B LIUTOT/Ia3Me KeToK.!?
[mokonepe6posnaaza  CcomepKUTes
BO BCeX KJETKax OpraHH3Ma, OIHAKO
neuuUT 3TOoro (hepMeHTa MMeeT Hau-
GoJiblilee 3HAUeHHe Jyisi aHTHreHnepe-

[eMaToNornyeckiit HayyHbi LenTp PAMH, Mocksa



bone3sub Mowe

pabaTbIBAIOIINX MaKpogaroB, TMOCKOJIbKY BAXKHOH (YHKIMEH
9THX KJIETOK- <MYCOPILMKOB» SIBJSIETCS Jerpajialusi KJeToK
KPOBH, 3aKOHUMBILIKX CBOH XKU3HEHHBIH LUKJL.2* OTCyTCTBHE HIH
HU3Kasl aKTHBHOCTb KUCJIOH B-ritoKoLepe6po3uiashl MpUBOIST
K HAKOIUIEHHIO B JIM30COMAX MaKpO(haroB HeyTHIH3HPOBAHHBIX
JIMIUJIOB U 00PA30BAHUI0 XapaKTEPHbLIX KJIETOK HAKOIJIEHHS,
WK Kiaetok [oie, — KpyrnHble ajeMeHTbl, pazmepom oT 20 10
100 MKM ¢ HeGOJIBILIMM, IKCIEHTPUUHO PACIION0KEHHBIM SIPOM
1 OOUJIBHOH LIMTOM/IA3MOH, UMeIoUled THIHYHBIH «CMOPLILEH-
HBII» WK MoJiocaThlil BUA (puc. 1).

Puc. 1. Knetku llowwe B nyHKTaTe KOCTHOro Moara

CrienctBreM  (DyHKIIMOHAJBHON TIE€perpy3kn Makpogaros
SIBJISIOTCS: 1) ayTOKpUHHAsT CTUMY.JISILIMST MOHOLIUTOTI093a U yBe-
JinyeHne abCoIoTHOTrO KOJMUYECTBa Makpodaros, uTo MposiBJIsi-
eTCsl Tenaro- U CrijieHoMeranuei, uubTpalell Makpocaramu
KOCTHOT'O MO3Ta, JIETKHX H IPyTUX OPraHoB; 2 ) HapyLIeHHe MHOTHX
(husnoOrHIeCKUX (DYHKIMH MaKpodaros, B T. U. PETYJISIIHN KPO-
BETBOPEHHS U MeTabo/M3Ma KOCTHON TKaHH, YTO MPEANONO0MKH -
TEJILHO JIGJKUT B OCHOBE LIUTOTIEHHIECKOTO CHHAPOMA U MOpaxKe-
HHUsT KOCTHO-CYCTaBHOI cucTeMbl. B narorenese MHOroo6pasHbIx
KJIMHHYECKHUX T1posiBJIeHHi Gosie3nn [ollle HrpaioT BaxKHyIO poJib
narosioruueckue 3(heKThbl MPOBOCMHATUTENbHBIX LUTOKMHOB (IL-
I, TNF-o, IL-6) ¥ UMTOTOKCHUYECKHX MeIMaTOpOB (aKTHUBHbIE
(hopMbl KHCJI0POJia, HUTPOKCHIL, MPOTEOUTHIECKHE (hepMEHTHI,
KOMIOHEHTbI KOMIJIEMEHTA ), KOTOPbI€ CEKPETHPYIOTCST aKTHBH-
POBAaHHBIMH MaKpodaramu, neperpy?KeHHbIMH JHTHAAMH. >

KNUHUYECKAS KAPTUHA

B cooTtBeTcTBUM C Ha/JMYHMEM M OCOOEHHOCTSIMH BOBJIEUEHHS
LIHC Bbiensiiorest Tpu tHna 6osiednu [oune:

@ rTtun I — xapakrtepuayercsl OTCYTCTBHEM HeBpOJIOrHYe-
CKHX 1POsIBJICHUH,;
@ tun Il (ocTphiil HefipoHoaTHUYeCKHI) — BCTpedaeTcs y

JleTell paHHero BO3pacTa, OTJIHYAETCS MPOrpeccHpylo-
LIUM TedeHHeM U TsKebiM nopazkenuem LIHC, Benyuinm
K JIETaJIbHOMY HCXO/LY: GOJIbHBIE PEKO J0’KHBAIOT 110 BO3-
pacra 2 sier;

e tun III (xpoHuueckuil HelfipoHOmaTHUecKH#) — o6be-
quHsieT 60Jiee Pa3HOPOAHYIO Ipymnny GOJbHBIX, Y KOTO-
PBIX HEBPOJIOTHUECKHE OCJOKHEHUS MOTYT MPOSIBJASTHCS
KaK B paHHEM, TaK H B MOAPOCTKOBOM BospacTe. CHMMTO-
Mbl mopazkenust LIHC moryT BK/ouaTh riasoasurateib-
HYIO anpakcHio (HapylleHne LeJieHanpaBaeHHbIX MPOU3-
BOJIbHBIX JIBHKEHHI [J1a3HOTO 516J10Ka) HJIH CXOJsiieecs
KOCOIJIa3ne, aTaKCHIo, TI0TePI0 HHTEeJIJIeKTa, HapylleHHs]
4yBCTBUTEJIbHOCTH.?
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Tun [ — nHaubosiee yacThblil KNIMHUUECKHH BapHAHT H6OJ1€3HU
[owte u Berpeyaetcest Kak y geTel, Tak v B3pocabix. CpeaHuii Bo3-
pacT 60JILHBIX B MOMEHT MaHH(ecTalnK 3a6oJieBaHus BapbHpy-
et ot 30 1o 40 ser. CnekTp KJIMHHYECKHX MPOSIBJCHUH OUeHb
wupokuit — ot 6eccumnromuoro (10—25 % Bcex GOJIbHBIX)
JI0 TSDKEJIOTO TeUeHMsl: MAacCHBHAsl renarto- M CrileHOMeraJusi,
riy6oKasi aHeMust ¥ TPOMOOLUTONEHHS, BbIPA’KEHHOE HCTOLIE-
HHUE U Pa3BUTHE TSKEJIBIX OCJ0KHEHHH (reMopparut, HH(apKThbl
ceJie3eHKH, JIECTPYKLHUsl KocTel). B npoMerkyTke MexKty STHMH
MOJISIPHBIMY  KJIMHUYECKUMH TPYNIaMHu HaxoasTcst GoJibHblE C
YMEpEHHOH TernaTocrnaeHoMeraaneil u Moyt HOpMaJbHbIM CO-
CTaBOM KPOBH, C opax<eHueM Kocrei niu 6e3 Hero.>®

OcHoBHBIE (MM THITHYHBIE ) KTHHUYECKHE TIPOSIBICHUS 60-
Jie3nn Jolie BKIIOYAIOT CIIIEHO- U TeNaToOMEraJuio, IIMTOMEHHIO
U [I0PaxKeHHe KOCTeH.

CreneHb CryieHOMerajMi BapbUpyeT B LIMPOKUX Ipejiesax
(ot 5- no 80-xpatHoro yBesuuenusi, macca — ot 300 r o
10 kr). ITpu Y3U cenesenku MoryT onpejiesisiTbCsi 04aroBble no-
paxkeHust, 00yCJIOBJIEHHbIE TEPEHECEHHBIMU paHee HH(aPKTaMH,
GOJIBILIHHCTBO U3 KOTOPBIX MPOTeKAET GECCHMITOMHO.*5

[enatomeranus Habmonaetcs y 80—90 % nauueHTos
¢ 6osesnbio Tome [ tuma. O6beM MeueHW yBeJMUHBAETCS B
2—4 pasa, 4TO 3HaUUTEJbHO MEHBILIE, UeM CTEMEHb yBEJIHICHHS
cesezenku. Ot 30 10 50 % GOJIbHBIX HMEIOT HEGOJIBILIOE MOBbI-
IIeHHe aKTHBHOCTH CBIBOPOTOUHBIX aMHHOTpaHCc(epas, 06bIYHO
JI0 2 HOpM, OCTajbHble MOKasaTeJqu (YHKUMH TeYeHH, Kak
npasuJo, He cTpafaoT. CTaHpapTHash GHOMCHS MeYeHH BCeraa
oGHapy»xHBaeT kjeTKH lolie, KOTOpble coiep:KaTcsi B BHJE
arperatoB B CUHyCOMIaX WM U dy3Ho pacrpejiesieHbl BO Bcex
30HAX H JIOJIbKAX, MPEJICTaBJIeHHbIX B GHornrare.>5

HauGoJsiee yacTbiM M paHHUM POSIBICHUEM LIUTOTIEHHUECKO-
ro CHHAPOMA CJIY?KHT TPOMOOLMTOTIEHHS, COMPOBOXK/IAIOLIASICS]
CMOHTAHHBIM TeMOPPArMuecKUM CHHIAPOMOM B BHJE TTO/IKOKHBIX
reMaToM, KPOBOTOUHBOCTH CJIU3HUCTBIX 000JI0UEK H JVTHTEIbHBIMH
KPOBOTEUEHHUSIMH T10CJIe MaJiblX OMepaTHBHBIX BMELIATE/bCTB.
[Toanee pasBuBaloTCst aHeMust U HEHTporeHust.>”

[Topaskenne KocTel XapaKTepH3YyeTCsl HCKJIIOUHTENBHON
BApHA0EJIbHOCTBIO MPOsIBJCHUH — OT O€CCUMITOMHOH 0CTeO-
neHud U KoJ16000pasHoi JeopMallii JIUCTANbHBIX OTIEJN0B
6epeHHBIX KOCTell (TaK Ha3blBaeMble KoJObI dpieHmeliepa) 10
TsKEeJIEHIIEro 0CTe0rnopo3a ¢ MHOXKEeCTBEHHBIMH MaTosIorHye-
cKUMHU repesiomamu. HakonsieHnue kineTok [oie B KOCTSIX cornpo-
BOXKJIAeTCsl MOTepel KOCTHOH TKaHM (ouaroBast Wi U dyaHast
OCTEOTIEHHsT ), OCTEOCKIEPO30M H MIIEMHUECKUMH (aBacKy.JIsip-
HbIMH ) HeKpo3amu. [1pu GHorncuu Kocreil o6HapyKHBaETCs 110-
BbILLIEHHOE KOJIHYECTBO OCTEOKJ/ACTOB, yCHJIEHHAs Pe30pOliHst
TpabeKyJIsIpHBIX TOBEPXHOCTEH, MHPUILTPALHS MaKpodaramu ¢
xapakrepHoi Mmopouioruedt kietok [oie.® [Topaxenne KocTHO-
CyCTaBHOH CHCTEMBbI 3a4aCTyI0 MPEACTABISACT OCHOBHYIO KJIHHH-
YeCKyto MpoOJsieMy U MOXKET MPOSIBIATHCS XPOHUYECKOH 00JIb1o,
MaToJOTHYECKUMH TIePeJIOMAMH  HJIM  TSKEJbIMH  3TTH30/IaMH
«KOCTHBIX KPH30B», KOTOpble XapaKTepH3YIOTCsl MOJ0CTPhIM
HadasioM (ot 12 no 36 u), cusbHelilell occanruet, JoKajabHOH
TPHUITYXJIOCTBIO H JIHXOPAJIKOH, UTO 3a4aCTYIO CJIY?KUT OCHOBAHH-
€M JIst JIO?KHOTO JIMarHo3a OCTeOMHeUTa.

K peakuM WM HETHNHYHBIM TIPOSIBJEHHUSIM  OOJIE3HH
Toule oTHOCSITCSl MoOpa)KeHHe JIETKHX, pa3BUTHE MOPTAJbHON
TMMEPTEH3HH U €€ OCJI0XKHEHHH (KPOBOTEUEHHUsT U3 BAPHKO3HO-
paclIMpPeHHBbIX BeH MHILEBOAA M JKeJyjiKa, acCLMT), a TakxkKe
MOSIBIEHHE «TOIIEPOM» — TCEBI00MyX0Jel ¢ Haubosee yacTol
JloKaJiM3alnei B KOCTHOM TKaHu.>?

[TopaskeHne JerKUX MOXKET TMPOTEKATb KaK MHTEPCTHIM-
aJIbHBIN MPOLLECC UKW MaHU(ECTHPOBATH CHMIITOMAMH JIETOYHOH
runepreHsun. [latorenes nopaxeHust CBsidaH ¢ HHHJIBTPALIUEN
JIEroYHOH TKaHu kjaeTkamu [oie, o6pazoBaHueM «MpoOOK» U3
KJIeTOK [Oll1e B JIErouHbIX KaMUJ/Ispax u IPyriMu HEL0CTATOUHO
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M3y4eHHBIMH MeXaHuaMaMu. KyHuueckne mposiBaeHns aHaso-
THYHBI TAKOBBIM TPH APYTHX 3a00/EBAHHUSX JIETKUX: CHMITOMBI
JIbIXaTesIbHON HE0CTATOYHOCTH, LIMaHo3, (hopMHUpoBaHHe «0Oa-
pabaHHbIX Ma/bLIEB» U «4aCOBBIX CTeKOJ». [Ipornos — kpaiine
HeOJIaronpUATHBIA, BbRKMBAEMOCTb OOJIbHBIX HE MpeBblLIaeT
3 sier.3?

HckaiounresibHasi BapuabesbHOCTb  KJIMHMUECKUX  [1PO-
SIBJIEHUH W TeueHUs1 6osie3nu [olle He UMeeT YeTKOH CBSI3U CO
CTereHbl0 aKTHBHOCTH Jie(heKTHOTO (epMeHTa (TJIoKoliepe6po-
3u1a3bl B JEHKOIUTAX), YPOBHEM HAKOIJIEHHOTO MeTaboJuTa
W 0COOEHHOCTSIMU I€HOTHIIA, YTO CBUIETEJ/BCTBYET O BaXKHOM
MaToreHeTHUECKON PO APYrHX, HENOCTATOYHO H3YUCHHbIX
¢akropoB. Tax, cakTopom pHcKa, JTOCTOBEPHO CBSI3AHHBIM C
Mopa’keHWEeM JIETKHUX M PA3BUTHEM MOPTaNbHON THIEPTEH3UH,
0KasaJiach MpeJecTBy0Last CrJIEHIKTOMHUST. >

Junarnos GoJieanu [olle cienyer npeanosoKuUTh y nauueHTa
C HeOObSICHUMOH CIJIEHO- W rernaTomerajier, LHUTONeHUeH
CUMIITOMAMH TopaxkeHusi Kocte#. CTaHAapTOM COBPEMEHHOH
JIMATHOCTHKH sIBJIsieTCsl OMOXMMMYECKHH aHaJii3 aKTUBHOCTH
KHCJION (3-rimioKoLie pe6Gpo3nIashl B ieHKOLUTax KpoBH. Jnarnos
MOJATBEP:KAAETCS TPU CHHXKEHHM aKTUBHOCTH (hepMeHTa JI0
30 % W MeHee OT HOPMAJLHOTO 3HaueHusl. J{OTONTHUTENLHBIM
XapakTepHbIM OHOXHMHUECKUM MapKePOM CJYKUT 3HAUUTEbHOE
MOBbIlIEHUE AKTUBHOCTH XMTOTPHO3HIA3bl B ChIBOPOTKE KPOBU
(thepMeHT, TIPENOJNOKUTENLHO CEKPETHPYEMbIH aKTUBUPOBAH-
HBIMU MakKpodaramu, rneperpy;KeHHbIMH HEYTHIU3UPOBAHHBIMU
JIMIUAMH, OTHOCHTCSI K CyppOraTHbIM MapKepaMm aKTHBHOCTH
6osie3nu [orie ). BepuguipoBaTh MarHo3 MOXKHO ¢ TIOMOILIIbIO
MOJIEKYJISIDHOTO aHaJ/i3a reHa rioKolepeOpo3niasbl: HaJlnuue
JIByX MyTaHTHBIX aJljiejiell MoATBep:KaaeT AuarHo3 00J1e3HU
Towe.>*

Mopdosioruueckoe uccyieoBaHle KOCTHOTO MO3Ta TT03BOJIS -
€T BBISIBUTb XapaKTepHbI€ ANATHOCTHUECKHE 9JIEMEHTBI — KJIE€TKH
[olle 1 0IHOBPEMEHHO MCKJIOUUTDH JHATHO3 TeM0o6JIacTo3a UIn
JUMGOMbBI KaK TPUUUHY LIMTOMEHUH W TenaToCcrieHOMEerasuu.
Hanuune mHorouncieHHblx Kaetok loie B MmyHKTaTe W Tpemna-
HoOHoOMTaTe KOCTHOrO MO3Ta WJIM OHONTaTe MedyeHH siBJsieTCst
JloKasarteJ ibHbIM pu3HakoM 6osie3nu [ote. OnHaKo eIMHUYHbIE
KJIETKH C aHaslorHdHO# Mopdostorueit ([otie-nono6Hble ) MoryT
BCTpeUaTbCsl MpPH APYrux 3a00JeBaHUSX, COMPOBOMKIAIOLIUXCS
MOBbILIEHHON 1eCTPYKLMEH KJIETOK, HATPUMEP [IPH XPOHHYECKOM
MHeJ10J1eiiKo3e 1 iuMdonposidepaTHBHbIX 3a00JeBaHUsX.>7

PentreHorpacus KocTell cKeseTa HCMOJb3YeTCs JUIs BbI-
SIBJICHUS M OLEHKH TSKECTH TOPa)KeHHs KOCTHO-CYCTaBHOH
cucrembl. Jlencuromerpus u MPT — Gosiee 4yBCTBUTE IbHBIE
MEeTOJIbl U MO3BOJISIIOT BBISIBUTHL TMOpaXkeHHe KocTtel (ocreore-
HHI0, HHUIBTPALMIO KOCTHOTO MO3ra) Ha paHHUX CTaIusiX, He
JIOCTYIHBIX BU3yaH3aLHMK PeHTreHorpaduen.

ANOOEPEHLUUANBHbIA AUATHO3

Bousesnn [oine cienyer nuddepeninponath co BceMu 3a60J1eBa-

HUSIMH, POTEKAIOLMMH C TernaTocrieHoMeraane, LNTorneHnen

U opakeHuem Kocrei:>”

® remMo06J1acTo3bl U IMMQOMBI;

@ XpOoHHUECKHe XoJiecTaTHuecKue 3a60JeBaHtsl MeUeHH;

@ 1MPPO3 MeveHH B UCXO/Ie XPOHUYECKHX BUPYCHBIX H HEBH-
PYCHBIX FenaTuTOB;

@ Jpyrue HacJeJICTBEHHbIE
Humanna—Iluka);

@ TajacceMusi v jpyrue hopMbl HAaCJEACTBEHHON MATOJO-
THU 9PUTPOHA;

@ peBmaTuueckue 3abosieBanus (cuuapom Pestu).

tdhepmenronatuu  (60Je3HD
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Jleuenne 6osesnn Tolle 3akmodyaeTcss B MOKU3HEHHOM Ha3Ha-
UeHHUH 3aMeCTUTEe/IbHON (hepMEHTHOH Tepanuu peKOMOUHAHTHOH
raoKolepe6posuaasoil (umurimouepasa, Llepesum). Tlokasa-
HUSIMM K HauaJly 3aMeCTHTe/IbHOH Teparnuu Ciy»Kat LHTOMeHHs,
KJIMHHYECKME W PEHTIeHOJIOTHYeCKHe MPU3HAKH MOpPaKeHHs!
KOCTeH, 3HAYNTesbHAs CIJIEHO- M rernaTtoMerasus, CUMITOMBbI
nopakeHus JIErknx M Jpyrux opranos. Ilpu tsokenoit dopme
6oseann Tomre (tun 1) y B3pocsbix HavasbHast no3a Llepesuma
coctasaster 30 EJI/kr/undyaus. [Ipenapar BBOIUTCS BHYTPH-
BEHHO KareJibHO ¢ HHTepBaJsioM 2 HeJl. (2 pasa B Mecsll). B or-
JIeJbHBIX Cydastx, HApUMep MPH TSRKEJIOM MOpaKeHHH KOCTeH
CKesieTa ¢ MHOXKECTBEHHBIMH MaTOJOTHUECKUMH MepesoMaMH,
nosa llepesuma moxeT 6bITh MoBbILIeHa 10 60 EJI/xr Ha ofHo
seesienue (120 EN1/kr/mec. ). 347

Lenu nevenus Bktoyatot: 1) mpeaynpexaeHue Heo6paTH-
MOT0 TI0paX<eHHs1 KOCTHO-CYCTaBHOH CHCTEMbl W JIDYTHX XKHM3-
HEHHO BaXKHbIX OPraHoB (IevyeHb, JIeTKHe, MOUKH); 2) perpecc
uan ocnabjieHne IIMTONIEHHIECKOTO CHHAPOMA, 3) COKpalleHHe
pasmepa cesiedeHkH M nedenu. KonTposb 3¢deKkTHBHOCTH 3a-
MECTHTEJIbHONH (DEPMEHTHOH Tepanuu BKJIOYAeT MOHHTOPHHT
nokasareJsieil reMorpaMMbl, GHOXHMHH KPOBH, B T. 4. OTIpejesie-
HHE CypporaTHOrO MapKepa aKTHBHOCTH MaKpo(aroB — ChbIBO-
POTOUHON XUTOTPHO3HA3bI; OTPeeIeHHe pa3Mepa CeJle3eHKH 1
MeveHH; OLEHKY COCTOSTHUST KOCTHO-CYCTAaBHON CHCTEMBI (JICHCH-
tometpust, MPT, penrrenorpadust xocre#t 1 paz B 1 —2 roza).
[Tpu joCTHXKEHHH MOCTABJEHHDbIX 1leJ1efl Ha3HauaeTcsl Noiep-
)uatoliee Jjeuenue [lepesumom B noze 10—15 EJl/xr B BHIE
HH(Y3UH 2 pasza B MeCsll (TI0XKHU3HEHHO ).

Jpyrum HaripaBsienreMm B Jieuenun 6oge3n Jolue siBisiercst
cy6eTpaTpe/lyKIMOHHAs Tepanusi, uiest KOTOPoH 3akJtouaercst
B CO3/aHHM JIEKAPCTBEHHBIX MPENapaToB Ha OCHOBE MaJblX
MOJIEKYJI, MOAABJSIOLIMX aKTHBHOCTb (DepMeHTa, OTBEUaIolero
3a CHHTe3 cy6eTparta, — TIIOKO3HJIIepaMuia, MEeTaboTu3M KO-
TOPOTO HapyIlIeH BCJIEACTBHE AeHIMTA TJIOKOIEepeOpo3nuIashl.
[lepBbIM mpencTaBuTesieM CyOCTPATPEAYKIMOHHOH Tepanuu
SIBUJICS JIEKAPCTBEHHBII Tpernapat — MUrnaycrar (3aBecka, He
3apeructpupoBat B P®), npennasnaueHHblil 17151 JJeUeHUsT HETs1-
»KeJo# (hopMbl 6osie3Hu [olie Mpyu HEBO3MOKHOCTH MPOBEJIEHUS
3aMecTUTesIbHOI  (epmenTHON Tepanuu [lepesnmom.®* Pasz-
paGoTaH 1 MPOXOJUT KIMHHYECKHE UCTIBITAHHUS CJIELYIOLLNI ITpe-
napat storo Hanpassenus (lens-112638). [IpensapuresbHbie
pe3yJsibTatThl JieueHHs! JAHHBIM TIPENapaToM CBHAETENbCTBYIOT
0 ero 6e30MacHOCTH, YJOBJETBOPUTE/ILHON TEPEHOCUMOCTH H
BBICOKOH 3(D(heKTHBHOCTH. BaxKHbIM TpenmyliecTBOM cy6eTpa-
TPELYKLUMOHHOH Teparuu siBjsieTcst hopMa yKasaHHBIX JieKap-
CTBEHHBIX MTpenapaToB — TabJeTKH /s TpHeMa BHYTPb.

[Iporpecc B usyuennu narodusnosorun Gosesnu lomie u
BHEJIPEHHE B KJIHHMUCCKYIO MPAKTHKY 3aMeCTHTEJbHOH dep-
MEHTHOH Tepanuu 3aCTaBU/IM MCKJIIOUUTb U3 CTHCKA JeUueOHbIX
MepONPUSITHIT CIJIEH3KTOMHIO, PaHee LIMPOKO MPUMEHSIBLIYIOCS]
JUIsI COKpallleHHs] OpraHoMerajui M KylmMpOBaHHUsl LMTOMEHH-
YECKOr0 CHHJIPOMA. YCTaHOBJIEHBI JIOCTOBEPHbBIE CBSI3H MKy
CIIJIEHIKTOMHUEN B aHAMHE3€ U MoC/IeyIoLHM He6GJ1aronpusiTHBIM
TeueHneM 3aboJsieBausl. B COOTBETCTBHH C 9TUM JMarHOCTHYE-
CKYIO CIUICHSKTOMHIO Y GOJIbHBIX C HESICHOH CriJieHOMerasunei
cJlelyeT MPOBOJUTb TOJBKO TMOCJe MCKJIOUeHHsl AuarHosa 60-
qesnn [orre, T. €. Moc/e 6GHOXMMHUECKOTO aHAIH3a aKTHBHOCTH
B-ruokoliepeGpo3uIasbl B JIEHKOLUTAX KPOBH.

CoBpeMeHHasT TaKTHKA BEACHUST MAlHEHTOB C GOJME3HBIO
Tomte cyiiecTBeHHO M3MEHHJACH MO CPABHEHHIO C TaKOBOH B
KOHLIe Mpouwtoro crosetusi. OCHOBOH JUHAMHYECKOTO MOHH-
TOPMHIa SIBJISIIOTCS HEHHBA3MBHbIE METO/bl HCCJIe/I0BAHMI:
KOHTPOJIb 0011ero U GMOXMMHYECKOro anajauda kposu (1 pas
B 3—6 wmec.), ¥Y3U, KT unu MPT opraHoB GpiolIHON MOJIOCTH

KIMHUYECKAS OHKOTEMATOJIOTHSA



bone3sub Mowe

(1 pas B 12—24 wmec.), pentrenorpacus u/unn MPT nopaken-
HBIX OTJIEIOB KOCTHO-CYCTaBHOU cucTeMbl (1 pa3 B 12—24 mec.).
[1pu nokazannom rrarnogde 6oJiean [olle He cyie/lyeT TPOBOAUTD
MOBTOPHbIE MyHKIUK W TPENaHOOUONCHU KOCTHOTO Mo3ra (jjist
KOHTPOJISI LIUTONEHUH ) U IPyrie MHBAa3UBHbIE THATHOCTHUECKHE
MeponpusiTHsi (OUOTICHSl eUeHH, CeJIe3eHKH) C LleJiblo MOJ-
TBepK/EHHUs iHariosa.>”

KpafiHe omacHo orepaTHBHOe JieUeHHEe «KOCTHBIX KpH-
30B», KOTOpble OLIMGOYHO pacCMaTPHBAIOTCH Kak MPOSIBJIEHHS
ocTeomuesiuta. PelieHHe o0 TpOBEAEHHHM XHPYPrHYECKOTO
JIeYeHHs] JO/KHO TIPUHUMATBCS CHElHaJuCTaMi, HMEIOLIUMHU
onbIT Jiedenus: Gosesuu lome. [TpoTuBonokasano mpumenenune
KOPTHKOCTEPOHWIOB C 1eJbI0 KYMHPOBAHUS IHUTOMEHHIECKOTO
cunzapoma. He o6ocnoBano HazHayeHHe MpemapartoB rKejesa
6OJIbHBIM C pa3BepHYTOH KapTHHOM GoJieanu [olle, T. K. aHeMust
B 3THX CJIy4asiX HOCHT XapaKTep «aHeMHU BOCMAJIEHHSI» U aCCo-
LUUPYETCs C TKAHEBOH [eperpy3Koll 2KeJ1e30M.

[1pu 6onesnn loure I Tvnma nporHos GaronpusTHHIN B ciydae
CBOEBPEMEHHOTO Ha3HAYeHHs] 3aMeCTHTEeJBHOH (hepMeHTHOH
Tepanuu. [1pu pasBuTHH Heo6paTHMBIX TTOBPEKACHHH KOCTHO-

www.medprint.ru

CYCTaBHOM CHCTEMBI MOKA3aHO OpToreauueckoe JeyeHue. [Ipu
MOPaKEHUH 2KU3HEHHO BAaXKHbIX BHYTPEHHUX OPraHOB [POTHO3
omnpesessieTcsl CTeneHblo AMCHYHKIHUN MOPAXKEHHBIX OPTaHOB
M Pa3BUTHEM OCJIOXKHEHWH (HampuMep, KpPOBOTEUEHHE U3
BAPUKO3HO-PACLIUPEHHBIX BeH [TULLEBOJA U 2KeJ1yIKa y OOJbHbIX
C LMPPO30M [1€UEHHU U [TOPTAJIbHON FHIIePTeH3Hel; AblXaTeJIbHas
HEJIOCTATOYHOCTh Y OOJIBHBIX € MOPAXKEHHEM JIETKHX ).
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