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OJ/IMYHECTBO OKOJIOWWNTOBUNAHDBIX
XEJIE3
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Ob6bIYHO — 4 Xenesbl

2-3>Kenesbl —y 10%
5 xenes -y 5, 2%
6 xxenes -y 0,2%




[lapawnutToBugHbIe Xene3bl

* TUNNMYHOE KONYEeCTBO — ABe napbl, HO
MOXeT ObITb OT 3 1,0 12

* /IMetloT AUCKOBUAHYIO GOpPMY,
OT/INYAIOTCA OT TKAHMU LMTOBUAHOM
Xene3bl Xe/ITOM OKPACKOW.

* B napeHxmme napawmMToBmAHbIX Xenes
CMHTE3MpYeTCA NapaTUpeonaHoln
rOPMOH.



CBouctBa napatropmoHa (IMTI)

* [logaep>XXaHne KOHLeHTpaL 1M MOHOB
KaNbLMS B KPOBM HA PU3N0OJIOTNYECKOM
YpOBHeE

e Perynauunsa geatenbHOCTH
MNapawMTOBUAHbBIX XeJie3 NPONUCXOANT NO
npuHUMny obpaTHOM CBA3M



®usmnonorua ¢ocdpopHo-
KaNbLueBoro obmeHa

B napaTtmpoumnTax nepBoHavYasibHO CMHTE3UPYyeTCs NenTUA-npeaLlecTBeHHNK,
COCTOSILL NN U3 115 aMUHOKMUCAOTHBIX OCcTaTkoB (NpenpollTr (1-115)).

B pe3ynbTaTe cneyndumyeckoro npoteosimsa NkoHLa npesLwecTBEHHMKA NPOUCXOAUT
TpaHchOopMaLUs B aKTUBHYIO NOIHOPa3mMepHyto Mosekyay MTI, Bkatoyatowyto 84
AMWUHOKMCAOTHbIX OCTaTKa (1-84)).

[Tl ynakoBblBaeTCA U XPAHUTCSA B CEKPETOPHbIX FPaHy/1ax 1 BbiIcBObOXAaeTcsa 13
NapaTUPOLLMTOB B OTBET Ha CHUXKEHME KOHL,eHTPaL U1 MOHN3UPOBAHHOIO KaJibLiUS
KPOBW.

Ha nosepxHocTun knetok OLLK skcnpeccnpyeTcsa KasibLMn-4yBCTBUTE/IbHBIN PeL,.enTop
(CaSR), ocHoBHOM dyHKLMEN KOTOPOro CYNTAETCS MOAYASALLMA CUHTE3]A U CEKPELLMM
MTI, a TakXXe KOHTPO/b XM3HEHHOr O Lnkaa kneTok OLLDK.

Cekpeuuna NTI MakcMmanbHa NpY HU3KOM YPOBHE MOHM3NMPOBAHHOMO KaabL S,
MOBbILLIEHNE YPOBHS Ka/ibLusi, HAO6OPOT, CHMXAET ero cekpeLuto.

Tl uMpKyAMpyeT B KPOBOTOKE U Aasiee CBA3bIBAETCSA C TPaHCMeMbpaHHbIM
peuentopom PTHaR, conpsixxeHHbIM ¢ G-6benkoM. AKTMBaLMS 3TOro peLenTtopa B
KOCTHOM TKQHWU M NOYKaxX MPMBOAUT K MOBbILIEHMIO MOKa3aTenen KaabLmeMmm, 1
nocnegytowemy nogasneHuio npoaykumm MNTI OLLXK no mexaHnsmy
oTpuLaTeNbHON 0bpaTHOM CBA3M



ZlencTBMeE Ha KOCTHYIO TKaHb

1T

!

OcTeobniacTbl

!

OcTeokiacTbl

!

pe30opbTMBHbIE MPOLLECCHI B KOCTU



[Toukn

* yMeHblaeT peabcopbumnio pocpaTa B
MOYeYHbIX KaHabL,ax

® CHUXaET K/IMPEHC KaJlbLLNA

* noBbiwaeT obpasoBaHMe B MOYKAX
BUTaMmnHa 13



[lnweBapuTesibHaa cuctemMa

» /13 yBennumsaeT peabcopbuymnio kanbymns
B TOHKOM KULIEYHUKE, CTUMYJINPYS B €0
CTEHKE aKTUBHOCTb
KanbLUUCBA3bIBaOLWero benka



AKTUBHbIN MeTabo/INT BUTAMUHA D3
Kanbyutpuon [1,25(OH)2D3]

Moa aAencTBnEM cBeTa 7-Aernapoxonectepon
(npounsBogHoOe B npeBpaLLaeTcs B BUTaMUH
D3, (peakums ).

Tak obpasyeTcs B opraHmsme YesioBeka bosibLias 4acTe BuTamMmnHa D, ogHako HebosibLioe ero
KOJIN4eCTBO NOCTYMNaeT C M BCACbIBaeTCSs B BMeCTe C Apyrvmu
XMPOPACTBOPUMbIMU BUTAMUHAMMU,

B koxe CBSI3bIBAETCS CO cneymnduyecknm ButamumH D-cBasbiBatowmm 6eskom
(TpaHckanbumMpeprHOM), NOCTyNaeT B M NepeHoCUTCS B , TA€e NponcxoaunT
rMAPOKCUANPOBaHME MO 25-My aTOMY yraepoja c obpasoBaHueMm

B komnnekce ¢ BuTamunH D-cBsi3biBalow MM 6e1KOM KanbLUAMON TPaHCNOPTUPYETCS B 7
rmapokcuanpyeTcs c obpasoBaHuem . B xomnnekce c BuTamuH D-cBsi3biBalOW MM
6enkoM KanbLMAMON TPAHCNOPTUPYETCA B N rMApoKCnanpyeTcsa ¢ obpasoBaHneM

kanbuutpuona [1,25(0H),D. ] — akTneHas popma ButammHa D..

Kanbuntpron KoHTponnpyeTt obmeH . B knetkax OH MHAYLMpyeT cnHTe3 Ca?*
nepeHocaLmx 6enKoB, KoTopble obecneymBaloT BcacbiBaHMe MOHOB KanbLus U docdaTos U3
MONOCTU KNLIEYHWKA B SNUTENNANBHYIO KNETKY KULWEeYHUKA U Aasiee TPAHCMOPT U3 KAeTKM B KPOBb
MPOTUB KOHL,EHTPALMOHHOrO rpaAneHTa Ha MeMbpaHax KMLWeYyHMKa.

Kanbuntpnon nogaepxmBaeT KOHLEHTPALMIO KaIUsi BO BHEKJIETOYHOWM XUAKOCTU Ha YPOBHE,
HeobX04MMOM AN MMHEPAIN3aLL MM OPraHMYeckoro MaTpMKca KOCTHOM TKaHU

Mpy HU3KOW KOHL,EHTPAL,MN MOHOB KaNbLMs KabLUTPUOA CNocobCcTByeT MOBUAN3AL MM KaNbLMA U3
KOCTHOM TKaHMW.

B noukax KanbLUTPMOA CTUMYUPYeT peabcopbLnio MOHOB KabLma u docdaTos.



N1 U KAJbUUNTPUOJ

Mexcdy yposHamu INTI, Ca u kanbyumpuonom
cyuecmsyrom peyunpokHbie pe2yIimopHble C8A3U.

*YBenuveHue cuHme3sa u cekpeyuu Tl nosbiwwaem codepucaHue

Ca 8 kposu u yckopAaem 2udpokcunuposaHue sumamuHa D 8 noykax; no
npuHyuny ompuyameasHou 0bpamHouU C8A3U NOBbIUEHHbIE KOHUeHmpayuu
Ca u kanbyumpuona yeHemarom npodykyuro 7T

*B HopmanbHbIx usuonozudeckux ycnosusax depuyum sumamura D u
2unokanbyuemus cnocobcmsyrom ysenudeHuro cuHme3sa 17T

eHuskuu yposersb 25(0OH)D npu NI'TIT accoyuuposaH ¢ 60see 8bICOKUM
yposHem 1Tl u kak cnedcmauem ypoBHeM Ka/nbyus CbiIBOPOMKU Kposu, bosee
Hu3kou MIK 8 kopmukansHoU 30He kocmel u 6os1ee 8bICOKUMU
nokasamenamu mapkepos KOCmMHo20 obmeHa, 6osiee Yyacmbim paszsumuem
¢ubpo3Ho20 ocmeuma u 6oabwum secom adeHomsbl OLLXK

*/lns ycmpaHeHua Bmopu4Ho20 nosbiueHusa ullTl” Ha poHe degpuyuma
sumamuHa D, pekomeHdyemcsa noddepmcusams nokazamenu 25(0OH)D Ha
YpoBHe He MeHee 20 He/MA (50 HMOb/N1), ONMUMANbHbIM cHUMaemcs
YpOBeHb >30 He/MA (75 HMO/b/N)



NTI B perynsauyum pocdopHoro obmeHa

MoBbliLeHVe ypOBHS LpKyanpytowero ¢pocdopa KpoBM NPUBOAMT K
ctumynauymm cekpeuunm MNTI, KOTOpbIV B CBOIO O4epeb BO34eNCTBYS
Ha MOYKMW, CHMXKAET Ty6ynﬂpHy+o peabcopbuuto pocdhaTos.

omeocTas pocpopa AOMONHUTENBHO PeryampyeTcs GakTopom
pocTa punbpobnactos 23 (PPD23), KoTOpbIM NpeacTaBaseT cobon
bronornyeckm akTUBHbINA OCTEOLUT-CEKPETUPYEMbIN NOAUMENTUS,
MHIMBUPYIOLLMIM NoYeYHYI0 TYDyaspHYto peabcopbumio pochaToB 1
cUHTe3 Kanbuutpuona (1,25(0OH) D) B noukax.

Tl cnocobcTByeT NOgAepXKaHUIO
HOPMa/lbHOrO rOMeOoCTa3a MarHus

[oBbiwaeT ero peabcopbuyuto B 4NCTaNbHOM KaHaNbLLE N B KNETKaX
MO3rOBOM YaCTu AUCTANbHOIO M3BUTOMO KaHaAbLia.

CTOMKWM BblpaXKeHHbIV AePULUT MarHUs NPUBOAUT K PA3BUTUIO
rmrnokanabLmmeMmm NoCpeACcTBOM nogasneHns cekpeuum MNTI v
Pa3BUTUSA PE3UCTEHTHOCTU K ero 3pdekTam.

[MnepmarHnemMmsa MoXeT TakXe NoAaBAATb BbicBObOXaeHne MTI
yepes akTuBaumo CaSR n cnocobcTBOBaTH F’MNOKabLUEMUN.



KanbUuMTOHUH- aHTAroHucT N1

* KanbUMTOHWH CMHTE3MpyeTCcs NnapadponankynspHoimm C-
KNleTKaMu WwutoBnaHou xenessbl (LLLK).

e Ero cekpeumusi Bo3pacTaeT Npu NOBbILEHWNM CbIBOPOTOUYHOM
KOHLeHTpaLum KanbLua 1, HA0OOPOT, yMeHbLIaeTCS
MpW ero CHUXEeHUMW.

* ABnascb aHTaroHMcToMm MNTI, KaAbLMTOHMH BO34eNCTBYET
Ha CKesleT, rAe TOPMO3UT KOCTHYHO pe3opbuuio n, Kak
cnepcTBue, MHIMbUpyeT BbiICBOOOXAEHME KaslbLUS.

* Kpome TOro, oH nogaBasieT KaHabL,eBYytO peabcopbuutio
MOHOB Ka/IbLLMsl B MOYKAX, CTUMY/IMPYS X IKCKPELUIO
MOYKaAMM C MOYOMWN.

OcHoBHas pm3nonornyeckas posb KaJsbLUTOHNHA
3aK/1I04aAETCA B NOAAEPXKAHMN CTPYKTYpPbl CKesleTa

BO Bpems pocTa, bepeMeHHOCTH 1 laKkTauuu,
Korga noTpebHOCTb TKaHeM B Ka/ibL MK pe3Ko BO3pacTaeT



Perynsaumna obmeHa KanbLms

deposition in

If CaZ+ levels “ Calcium
levels fall
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release from bones uptake in
intestines from urine



nnepnapatupeos (bepHeTa cuHApOM,
Done3Hb PeknnHrxayseHa, dubposHas
reHepasiM3oBaHHas oCcTeoaucTpoodus,
GUOPO3HO-KNUCTO3HbIN OCTUT)

3aboneBaHne  3HAOKPUHHOWM  CUCTEMD,
obycnoBneHHoe  M3ObITOYHOM  MPOAYKLMEN
napaTropmMoHa  BCAeACTBME  TMNepn/iasvu
MNapaWMTOBUAHDBIX XEJIe€3 AN UX OMYyX0JIEBOrO
MOpa>KeHns 7 XapaKkTepusytouieecs
BbIPAXXEHHbIM HapyLeHMeM ObMeHa KasibLus U

docdopa.
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STUONOrMA N NaToreHes

o MIMT B 85-90% cnyyaeB 06yca0BAEH CONNTAPHOM
ageHomown OLLK,

* B 5-10% C/y4aeB —MHOXECTBEHHbIMUW aleHOMaMM
N runepnsasmen Heckonbkmx/scex OLLK;

e B1% — pakom OLLX.
* B 90-95% cnydaes [NI'TIT asngeTca cnopagnyeckum,

e OKk0/10 5-10% COCTaBAAOT HAaCNe4CTBEHHbIE POPMBbI,
KOTOpble NPOABAATCA N30MPOBAHHOW NATOJIOTNEN
OLLIK nam npoTekatoT B cOYeTaHUM
C APYrMMU KOMNOHEHTAMWN FreHeTUYeCKM
AeTepPMUHUPOBAHHbIX CUHAPOMOB



nnaemMmumoaorums

o cepegunbl 1970-x rr. MIMT cuntanm pegkon natonornm pocpopHo-
Ka/IbLMeBOoro

obMeHa, NpoSBAAIOLLENCA TSXENOU KIMHNYECKOM CUMATOMATUKOW C
nopaxeHneMm noyvek (peunansmpyrowmin HedpoanTras), KOCTHOU CUCTEMBI
(naTonornyeckme nepesomol, gepopmaumna ckeneta, PUbPO3HO-KNUCTO3HbIN
OCTeunT) U Xenyao4Ho-kuweyHoro TpakTa (OKKT, peumngnsupytoLime a3sbl
XeNyAKa v 12-NepCcTHOM KMLLIKK).

o pe3ybTaTaM KpynHeMWLWEero sNnAeMmMoI0rM4eckoro Nccae0BaHus,
NpoBeAEHHOrO B 1965-1974 . B KAMHMKe Meno r. Poyectepa (CLLIA),
3aboneaemocTb MIMT cocTaBuna B cpesHeM 7,8+1,2 Cayyas Ha 100 000
Xutenem

YacToTa Bo3HUKHOBeHUA MITIT yBeanumBaeTcs C BO3pacToM, U CpesHNN
BO3PAacCT Ha MOMEHT MOCTAHOBKM AMarHo3a COCTaBAALT 54—59 /1eT.

BoablwnHcTBO NaymeHToB npu cnopagunyeckom MNITIT -
XEHLLMHbI B MOCTMEHOMay3e ¢ pa3BuTrem 3aboneBaHnsa B Te4eHMe NepBoro
AEeCATUNETUA NOC/Ie HAaCTYMJ/IEHUS MEHOMAY3bl.

CooTHOLWEeHMe MYX4YNH N XEHWHWH B CPEJHEM 1:3



Buabil:

[lepBMYHbIN rUnepnapaTMpeos — naTosiornsa cobCcTBEHHO
NapawmnToOBUAHbIX  Xese3.  Bbi3biBaeTcA:  ajeHOMOM,
KapLWHOMOW, rnepniasmemn.

BTOpUUHbIN rmnepnapaTtmpeos — naTosorus,
obycnoBsieHHass KOMMNEHCATOPHbIM MOBbILLIEHNEM NMPOAYKLNU
MapaTropMOHa B OTBET HA AJINTENbHYIO TMNOKAAbLMEMMUIO.

npuqqul: HeA40CTAaTOYHOCTb Ka/ibLKMA B NULLe, XPOHMYeCKass noye4yHad
HEAOCTATOYHOCTD, MaTo/10r 14 KOCTHOM CUCTeMbl (ocTemansauus,
Aedopmupytowan octeoamctopdpms), runoButTammHos D.

TpeTu4YHbIM rMnepnapaTMpeos — COCTOsIHME, BO3HMKaloLW,ee
C pa3BUTUEM QABTOHOMHO QYHKUMOHMPYIOWEN ajeHOMDbI
NapawmuToBUAHOM  Xenesdbl Ha  POHe  AJUTENbHO
CyLLeCTBYOLW,Ero BTOPUYHOro rmnepnapaTmMpeosa.




[1pn runepnapaTtupeose:

* N3ObITOYHAHA NMPOAYKUWMUN MapPaTrOpMOHa

e pe3opbumsa KOCTEN U MOBMAU3ALLMSA U3 HUX
KaabLuS

* CHWXaeTca peabcopbumsa dpocdaTa s
MOYKaAX, YTO BEAET K rMnepKasbLimemMmm,
runodpocharemMmm, rMNepPKanbLNypmmn un
dochatypum

* BbICBODOOXAEHMe KasibLMsa U3 4eno B KPOBb,
4TO MPUBOAMUT K rMNepKaabLneMmnm

°* YCNIMBAETCA BCaCblBaHNE KaJibLUA B
npocBeTe KNWEYHNKA



CTeneHun runepkansymemun

o Jlerkas runepkanbumemus (06WKNIM KanbLLUML <3 MMOb/A (12 Mr/an))
MOXET A/INTEe/IbHO OCTAaBATbCS
6eccMMNTOMHOWN AN NPOSIBAATLCS B BUAE Hecneynduiecknx xanob,
TaKUX KakK 06LLaa 1 MblleYyHasa c1abocTb,
YTOMJISEMOCTb, CHUXKEHME IMOLMOHANILHOIO POHa.

* YMepeHHas runepkaabumemMmns (06LLMM KanbLMK CbIBOPOTKM
KPOBM >3-3,5 MMOJIb//1 (12-14 Mr/AJ1)) NPU XPOHNYECKOM TedeHMK
MOXEeT NPOoTeKaTb C MUHUMAIbHOW CUMMNTOMATMKOW. BeicTpo
NporpeccmpytoLlan rmnepkaibLmeMms MOXeT CONPOBOXAATbCA
yXyALeHneM COCTOAHMSA B BUAe NOABJIEHUA TaKUX CUMNTOMOB, KakK
noanypus, NOINANNCUA, AernapaTtauna, CHUXeHne
anneTuTa, TOWHOTA, MbleyHasa cnabocTeb.

* Y NMauMeHTOB C TAXeI0M rmnepkanbumemment (06w mnm KanbLymn
CbIBOPOTKM KPOBW >3,5 MMOJIb/A (14 Mr/A1)) OTMEYAeTCsa BbICOKUM
PUCK FrMNepKanbLeMmnyeckoro Kpmsa



Knaccnpumkaums




e /lnarHos rmnepkaabumeMmyeckon,
dopmbl MNITIT pekomeHgyeTca
YCTaHaB/IMBATb Y NayeHTOB Npu
Ha/IM4Ynm runepkKasabuueMmu B
COYETAHMM CO CTOMKUM MOBbILWEHNEM

ypoBHA [1TI Ay BbICOKOHOPMa/IbHbIM

YPOBHEM
[T




/lnarHo3s HopmMokaabueMmn4eckoro
dopmbl MIMAT

PekomeHayeTcs yCcTaHaB/MBaTb Y NALMEHTOB NpU
Ha MY CNeAYIoWnX KpUTepmres:

*CTOMKOE COXPaHeHMe nokasaTtesen anbbyMunH-
CKOPPEKTUPOBAHHOIO M MIOHU3NPOBAHHOIO Ka/ibL VA B
pedepeHCHOM AMana3oHe 3a BeCb NEPUOL
HabaoaeHMsa Npy NoBbllWeHHOM ypoBHe MNTI (MUHUMYM
ABYKpaTHOe ornpejesieHne B UHTepBaje 3—6 Mec);
*UCKIHOYEHME BO3MOXHbIX BTOPUYHbIX MPUYNH
rmnepnapaTnpeosa (npexae Bcero geduumTta/
HegocTaTo4YHOCTU BUTaMuHa D (25(OH)D = 30 HIr/mn) u
XBIM (CKD) < 60 ma/MuUH));

*OTCYTCTBME FMNEpPKaNbLNypPUn



KANMHUYECKWUE NMPOABNEHNSA

MHCUNUAAPHBIV,CUHAPOM (MOANYPUAIHUKTYPUSA/NOANANNCHUS, He
0byc/10B/IeHHbIe CaxapHbIM MK HeCcaxapHbIM gnabeTom);

TOWHOTQa, PBOTa, CHMXKEHUEAANNETUTa, AernApaTalynai

OCTEONOpPO3 UK NpeALecTBYOWMe HU3KOTPAaBMATHUYHbIE NepesioMbl
B aHaMHe3e (ocobeHHO nepesiombl Wenkn beapa, nepesiombl
ANCTANIbHOMO OTAENa KOoCcTen,npesnaeybs), KANHUYECKme
nposiBneHna GUObPO3HO-KMCTO3HOMO OCTENTA, BKAOYAs gedopMaL,nm
ckeneta, 6oam B pebpax

HeppoanTmas (ocobeHHO peLnanBUpPYOLWNIA), HEPPOKANBLLMHO3

peuunanBupYtoLLas s3BeHHasn bo1e3Hb xenyaka nam
ABEHAALLATUNEPCTHOM KMLWIKMW, KaNbKy1e3HbIN
MaHKpeaTUT

MPOKCMMaNbHAsA MblleyHana c1abocTb 1 aTpodus, B HacTosILee
BpemMsA peaku, HO MHorue nauyueHTbl ¢ [T npeavasasioT
CybbekTMBHbIE Xa06bl HA NOBbILWEHHYIO YTOMASEMOCTb U
reHepan30BaHHYO c1abocTb

YCTa/10CTb, Aernpeccnd, sMOoU4MOHA/IbHAA J'Ia6l/IJ'IbHOCTb, HapyLweHUA
CHa, yxXygWleHNe naMaTm 1 HecnocobHoCTb CKOHUEHTPUPOBATbLCA.



KIANHUNYECKWE MPOABJTIEHINS

YacToTa

FHanobrr

ITogceemag

YJacToTa, %

Hapyvmessa
OIOPHO-
IBHTATEITEHO
o AlIapaTa

01%

Bomm B KOCTK

006

JedopMallis cEeIeTa

20

IlaTomormEgecykme
IepemoMel

Beero:
Hz a9y MEOEECTECHHEIE

36

CHHEHeHHE poCcTa

33

KocTHREE pazpacTaHHA

AprpamrHH

Beero:

B wmemmEx
KHCTH

B KEpyVOHEIX CYVCTaBAX
Hz 5Hx B T'D cycTaBax

CYCTABAX

58
12

88

40

Hapymesse moxo s

37

MaomaTaa

46%a

MNMrmmeamas cmabocTs

46

ATpodHA MEIIIIT

30

Hedponartas

60 %%

HedpomeTHaz
HemMile KOHKpEeMEHTE]

IMowearkIe KOMHEH

24

HecEnmHIapHEETH
CHHIDOM

IMomaoeEmcER

18

TommavypHEA, HEKTYPHA

40

HefipomaTHa

75%

Oomas cnabocTs

75

Cymopora

14

JenpeccHH

60

IcHROTHOISCKHE
COCTOAHET

I'acrpomaras

22%

A
IBEHHEIE NOopaEeHHER
BepNHHEX oTOenos AR T

18

3amepExa CcTyIa

46

AHOpeKCHA

20

Kapmuomatas

61%

AT

61

ApHETMHH

16%




Obwmm ocmoTp

OueHka obuiero GrU3nyYeckoro COCTOAHUS,
pocTa (CHUXEeHMe pocTa Ha 2 cM 1 bosee 3a 1-3
roAa Wan Ha 4 cM 1 6onee 3a BCHO XXU3HD),
HapyLeHNA NoXo4KM (PopMMpOBaHME «YTUHOW
MOXOAKM») COCTOAHMS MblLL, (aTpOoPUs ) U
ckeneTta (gedopmaumm, nepesiombl), HAANYUS
KOCTHbIX pa3pacTaHmun B 06,1aCTV nL,eBOM
4aCTW Yepena, KPYMHbIX CYCTaBOB, TPybuaTbIX
KOCTEWN C L,eNbi0 BbISIBJIEHUSA XapaKTepPHbIX
nposiBAeHnKn 3a601€BaHMSA CO CTOPOHbI KOCTHOM
CUCTEMDI.



AwvarHo3 [N'TIT ocHoBbIBaeTcs TO/IbKO Ha
AdHHbIX 1abopaTopHoro obcnegoBaHus

Okon0 99% KanbLus AeNOHNPYETCS B KOCTHOW TKAHW 1 ivwb 1%
LMPKYAMpPYET BO

BHYTPUKJIETOYHOM XUAKOCTM U B N1a3me KpoBuW. B nnasme kanbLmnm
NPUCYTCTBYET B MIOHU3NPOBAHHOW popMe (0K00 50%), B CBA3AHHOM C
6enkamu coctoaHumM (45%, B OCHOBHOM C anbbyMmnHamm) 1 c
KOMMNAEKCUPYHOLLMMN aHNOHaMK (PochaToM, LUTPAaTOM — OKO10 5%0).
MeTaboanuyeckn akTUBHOM cUMTaeTca cBoboHas

(MoHM3MpOoBaHHas) popMa KasbL, NS

Gopmynbl gns pacueTa aNbbyMuH- CKOPPEKTUPOBAHHOIO Ka/lbLus:
06w MM KanbuMn NasMbl (MMOJIb/N) = NU3MEPEHHbIN YPOBEHb 0bLLero
KaabLns naasmbl (MMoOb/N) + 0.02 X (40 -

N3MepPEHHbIN ypoBeHb asibbymunHa niasmel (r/n));

06w MM KanbL MK NAa3Mbl (Mr/41) = U3MEPEHHbI YpOBeHb obuiero
Kanbumsa naasmol (Mr/gn) + 0.8 x (4 -

M3MepEeHHbIN YpoBeHb anbbymuHa naasmel (r/an));

KO3PPULMEHT nepecyéTa: [KanbLnn] Mr/an x 0,25 ==> [KanbLmin]
MMOJb/A.

*  JIOXHbIX pe3yNbTaTOB MOXHO TakXe n3bexaTtb nyTem NpsiMoro

ornpejeneHna MOHU3NpPoBaHHOrO Kaabumsa (Ca)



ANATHOCTUKA

- ypoBeHb NTT, MOHM3NMPOBAHHOIO KaNbL WS, KpeaTUHUHA, pocdopa,
CYTOYHOE BbiBEAEHME KaJibLUsi C MOYOM

- OCTeoJ,eHCMTOMeTpuUS
- Y3 weun

- Npy NabopaTopHbIX MPU3HAKaX rMnepnapaTMpeosa — CLMHTUrpadus,
ornpesesieHMe ypoBHSA NapaTropMoHa (Y MO0AbIX — XPOMOrpaHuHa A)

-onpegeneHue yposHsa 25(0OH) ButamunHa D ¢ uenbio 4MarHoCTUKU ero
HeAOCTAaTOYHOCTU/AeduULLIMTa - ONMUMAABLHLIM CHUMAEMCA YPOBEHb >30 He/MN
(75 HMOAb/N)




JIABOPATOPHbBIE NMPN3HAKWV

O

runepkasbLMeMms: B HOpMe CogepxkaHue obuero kaabLmns B KPOBU 2.25-
2.75 MMOJ1b/11, IOHU3MPOBAHHOM GpaKL MM - 1.03-1.29 MMOJIb//1

runepkanbumypus (6osee 10 MMOIL/CYT, UK 400 MI/cyT)

runodocdatemmsa (MeHee 0.7 MMOb/N)

nosbiweHme yposHsa MNMTI (bonee 76 nr/mn)

YposHu 1TI, HaxodsAawuecs 8 HUMCHemM duana3oHe HOPMA/1bHbIX 3Ha4YeHUU
(<25-30 ne/mn) 6onee xapakmepHsl 0151 Opy2ux COCMOoAHUU,
aCCOYUUPOBAHHBIX C pa3sUMUEM 2uNepKanbyuemuu.
(napaHeonaacmu4eckue npoyeccel )

MOBbILEHNE aKTUBHOCTU L eN104YHOWN PpocdaTasbl B KPOBU

(B 1.5-5 pas)

MOBbILIEHME YPOBHEM KOCTHbIX MapKepoB

KpeaTuHuH n CKO




Mapkepbl KocTHOro metabonmnsma

o pe3opbyuu — 8 kposu C-KOHYEB020
menonenmuda konnazeHa 1 muna (CTx, 8-crossLaps), N-
KOHUeB020 mesionenmuda koanazeHa 1 muna (NTx), 8 moye —
de3okcunupuHonoduHa u NTx;

* KocmeobpazosaHus — 8 Kposu ocmeokanbyuHa u N-
KOHUeBs020 nponemuda npokonnozeHa 1 muna (P1NP)
pe3opbyuu (deokcunupuduHoauH u N-koHyesou
mesnonenmud 8 mouye, 8-crossLaps (CkoHyesol mesnonenmuo)
8 KpOBU) U MapKepos kocmeobpa3osaHuUs (0CMeoKANbYUH)
npu aKmusHOM BOB/IEHEHUU CKeslema 8 namosio2u4eckuu
npouyecc.

» OnpedeneHue smux nokazamesel moxucem 6bimb NO/E3HbIM
npu MOHUMOPUH2e 3ghhekmusHocMu aHmupe3opbmusHou
mepanuu npu KOHcepsamMuBHoOM sedeHuUU



usmepeHue Kanbyus 8 CymoyHoU mMo4e N0 OMHOWEHUIO K SKCKpeyuu KpeamuHUHa

Heobxodumo c yensbtro duggpepeHyuanbHol duaeHocmuku MIMTIT u FHH. FHH — 3mo pedkoe
HacnedcmseHHoe

3aboses8aHue ¢ aymocoMHO-00MUHAHMHbLIM MUNOM HACN1eD0BAHUSA, BbI3BAHHOE deghekmom
kanbyulivyscmsumesbHbix peyenmopos (CaSR) 8 noykax u OLX. JuaeHo3 FHH moxcem 6bimb
3anodo3peH npu coyemaHuu

2unepKkanbyuemuu, HOpmMaabHO20 UNU HECKOAbKO NoBbIWeHH020 yposHA [TI" u omHocumensHol
2unokansbyuypuu.

Mockonbky sKckpeyusa kanbyus ¢ mo4oll 3a pukcuposaHHbIU UHMeEPBAN BpeMEHU 3HAYUMENbHO
3asucum om CK® u

npodoaxucumenbHocmMu spemeHu cbopa moyu, 0bwan 3KCkpeyus Kanbyus He A814emca YeHHbIM
nokasamenem

ucnosib3yemcs pacyem
OMHoOWeHUA N0Ye4YHO20 KAUPeHCa Kanbyus K kaupeHcy kpeamuHuHa (UCCR), komopbil 06bI4HO npu
FHH

cocmasnsiem meHee 0,01 (popmyna das pacdema CaCl/CrCl = [Cau x Crs]/[Cru x Cas], 20e CaCl — kaupeHc
Kanbyus,

CrCl - knupeHc kpeamuHuHa, Cau — KOHYeHMpayus kanbyus 8 moye (mMmonn/n), Crs — KOHUeHmMpayus
KpeamuHuHa 8

CblBOpOMKe Kposu (Mkmob/n), Cru — KOHYeHmpayus kpeamuHUHa 8 moye (Mkmono/n), Cas —
KoHYyeHmpayus

Kanbyusa 8 cbisopomke kposu (mmonns/n)). Aas MNITIT uHdekc UCCR obbiuHO cocmasnsem 6onee 0,02,
uccnedosaHue KanbYus 8 MoYe He UHPOPMamusHoO Npu CHUNEeHUU

¢pyHkyuu novek (CKO<60 ma/mur/1,73m ).



DyHKLMOHaNbHbIe NMPobbl Ana AnddepeHLanbHOW, AMArHOCTUKM
MeXJy NepBMYHOM HOPMOKA/IbLLMEMUYECKOWN 1 BTOPUYHON popMamMu
rmnepnapaTmMpeosa

HanMeHoBaHHE OpenapaTa

Jo3za npenapaTta

HHETepOpeTanHa Pe3yIkTATOR

CpoKH NpoBeIeHHEA

Konexansumdepon**[95, 98,
99]

[MaywenTaM ¢ YCTAHORMEHHEM JedHuuToM 25(0H)
BHTaMHHa D € Uenkio QOCTHMEHHA UENEB0ro YPoBHA
pHTaMHHa D Gonee 30 urfmn (75 uMons/n).

MogreepxaenHe MrnT: OTCYTCTEHE
cHHmEeHHA YpoBHA HIITT W B HEKOTOPLIX
CAYYAAN, NOARNEHHE FHNEPKANLIHEMHH

Hermwouenne MMTTT: popManHIagia ypoBHA
HWIITT npW ypoEHE KalkUHA B KPOEH B

pedepeHcHOM SHanasoHe l.

Anbdaransuuaon**[92]

[TaumeHTam I'IBH HapyweH1K
A WM

obMeHa kanbu aagnﬂa
BCNeacTeue HapyLleHWa
3HAOMeHHoro CUHTEe3 1,25
ﬂHFH,ﬂéJDKCHKDﬂEKaﬂbuHCDE ona
AKTUBHOIQ MeTabonuTa
uTaMmuHa D

MKF B CYTKW B Te4dyeHue 5-7
AHeW, aHanm3 KpoBW Ha 5-7 AeHb
HanTFaﬂbuMH obwmnn, anbbymuH,
W .

[IpH OTCYTCTBHH

rHNEPKANLIHEMHE  NPOSOKEHHE
npobsl 4o 1 Mecana®

Ao AOCTHAEHHA
Lenesoro ypoeua 25
(OH) suTamuua D

MogTeepkaenHe MNnroT:
CHHIKEHHA YpoBHA HITTT
Hermwouenne MMTTT: popManHIagia ypoBHA
HIITl npH ypoBHe KANLUHA B KPOBEH B
pedepeHcHOM AHATAI0HE®,

OTCYTCTBHE

Or 5-7 aued go 1
Mecana

[ Thazna:
#ugpocnoporHazng*

90
o] [90]

Mo 25 Mr £ pasa B CYTKH B TEYEHHE 2 HEARE.
Awnanua kposd Ha [ITT ua 15-# geds

MogTeepHAEHHE MrnT: OTCYTCTEHE
Hopmanuzagus  WITL, ®  BoaMookHO,
NOBLIWEHHE YPOBHA KANLUHA CLIBOPOTKH
KpOBH ([HOPMANHIANHA Yepes HecKoNLKO
CYTOK NOCAE 0TMEHL NpenapaTta).
Hermwouenne MMTTT: popManHIagia ypoBHA
uIlTr

2 Hegenu

1

npodsl 1 npu Hopmanusauum ITTT He asngerces npusHakom IITTIT

2

HOPMOKIBUHMEMHMH IMTPOOOTEHTE Hpﬂﬁ}’ A0 PA3BHUTHA FMIEDEANBIHEMMH - ITOO KOHTPOJIEM Bpadd

Hd ¢J{JHE [pHeMda MNpenapaToB BO3IMOXKHO KDATKOBPEMEHHOE PDA3BMTHE THIIEDKAJIBIIMEMHMH, KOTOPAA MPOXOOWT NOCTE OKOHYdHMA

Bosmoxuo Oonee piuTenbHOe MpoBefeHMe npodbl: NPM  BRISBICHUM HA 5-7 OeHb TeHOSHUMM K CcHiokeHuw IITT wu
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O

MHCTPYMEHR

TAJ

cum

bHbIE METO/] bl

TV

"PAOUA

99mTc - 2-meTnn-nsobytun-msoHmtpun (Tc-sestemibi)
Poccumckumm aHanor — TexHeTpua

C 1984 roga ncnonbsyetcs An5 NpoBeAEHUA CLUHTUIPAadUM MUOKApPAa

3HAYMMOCTb AN8 nokanm3saumnm OLLK 6blna ycTaHoBAeHa B 1989 roay

(Coakley et al., Nucl Med Commun., 1989 “99Tcm Sestamibi--A
New Agent for Parathyroid Imaging”)

KoHueHTpupyeTcs B TKaHAX, 6bOraTbiX MUTOXOHAPUAMM:

- CeEpALE
- C/IIOHHbIE Xene3bl
- LLNTOBUAHAA Xesesa

- OKOJ1I0WWNTOBUNAHDbIE XXe/1e3bl



O

MHCTPYMEHTA/IbHbIE METO b
CUMHTUMPADUS

CIHMHTHIPAMMEA C GEPTEXHETASTOM CIMMHTHMMPAaMMAa © 7TEXHETPMAOR
YEPES3 30 MMHUTY

CURTPAMIBHIHHGE WICGEFPAXEHNME

CTIBMHTHMIPaMMO C ME T aMit




HacnepctBeHHble popMbl
NnepBMYHOIO runepnapaTMpeosa

M3H-1 M3H-ZAT M3H-4 HPT-JT FIHP-
OMIM# 131100 171400 610755 145001 145000
THN HACAE 0BAHHA Al AL Al AL Al
Jlokyc Ha XpoMOCOME 11q13 10q11.2 12p13.1 1q31.2 2p130.3-14
MyTauusa B rene MEN1 RET CDKNIE HRPTZ/ MEN1, CDC73/HRPTZ,

CDC73 CaSR (7)

Kogupyemuli benok MeHHH RET pZ7(Kip1) MapadHGpoMHH -
JpyrHe npoABRIeHHA Onyxonu agedorunogusa | Mengyanapuwid  pax | Onyxons agedorunodgmza, | OccHpHUMpYOLIHE -

H SHAOKPHHHON YacTH | WHTOBHIHOH HEHPOIHAOKPHHHEIE GHOpOME HIHHEH

nogHenygounoi menessl, | weneaw u deoxpo- | onyxond KT W nerkuy, | 4emocTs, OOYXOTH

ApyTHE MOLHTOMA obpasoBaHHA NOYeK H MATKH

HEHPOIHIOKPHHHEE M NOMHENYA0UHOH Keneakl |

HEIHAOKPHHHEIE HAANOYEYHHKOR H .

ONVXOTH

CokpaueHus:

Al - ayrocoMHO-ZOMHHAHTHEIH. MEN1 - ren, kogupyowuii 6enox medus; RET - nporooukoren,

KOJAHPYHUIKH petenTtop THpo3HHKHHAZkL!, CDKN1B - rex, Kogupyomyi HKJIHH-3aBHCHMBIA HHrHGMTOD KHHa3w p27(Kipl),

HRPT2/CDC73 - reH, kogupywiluuid Genok napadubpomut, CaSR - reH, KogHpywILHA KanbUHH-4YBCTBUTENLHEIH pelenTop.

! Cungpom M3H-2A kak npuunna FIHP ne Bcrpevaetcs. 2 B HekoTopbix ceMbax ¢ FIHP Gbiiu 06Hapy#eH sl MyTalMH B reHax
MEN1, CaSR wau CDC73/HRPT2.



AnarHoCcTn4eckmnm NONCK CUHAPOMaA
MHOXECTBEHHbIX SHAOKPUHHbIX HEOM1A3UU

MOJIEKYNIAPHO-TrEHETNYECKOE TECTUPOBAHNE, PEKOMEHAYETCH
MayneHTaM npu Haimuymm o4HOro nan
HECKOJ/IbKNX HMXKeNepedYnCc1€HHbIX NMPU3HAKOB :

emaHndectauua MNIMT y nayMeHTOB MOMIOXE 40 NeT;
°*MHOXeCTBeHHOe nopaxeHue OLLUXK B ntobom Bo3pacTe;
enepcucteHuua/peunaus MNIMIT;

*Hasnume 2-x 1 bonee M3H-accounmpoBaHHbIX 06pasoBaHmy,
(onyxonewn OLLX, HEeMPO3HAO0KPUHHBIX onyxoaen (H30),
Mo KeNy[04HOM Xenesbl , a4eHOMbI TMnopmsa);

*POACTBEHHUKM NEPBOV,JIMHUN POACTBA HOCUTENS MyTaL UK B
reHe MEN2a gaxe B cayyae oTCyTCTBMA CUMNTOMOB;

eractpmHoMa uam H30 noaxenynouHoun xesesbl B 1t06om
BO3pacTe Npu Haanumm 2-x n bonee MIHaccounMMpoBaHHbIX
OrnyxoJsien, He OTHOCALLLMXCA K KJaccnyeckoy, tpyuage MIH-1.



[TPNYI1HDBI BbICOKOI'O KAJIbUWA B KPOBW

l. CBAzaHHble ¢ pyHKuMnen OLLK:

- NePBUYHbIN rMNeprnapaTUpeos

- Tepanus npenapaTaMmu JMTus

- CeMenHas rmnoKasbLypuyeckas rmnepkasiblmemMmms

Il. CBsizaHHbIe CO 3/10KaYeCTBEHHbIMM NPOLLeCCaMU:

- CONNAHbIE OMYX0/IM C MeTacTasamu

- CONAHbIE OMYXO0JIM C F'yMOpPasibHbIM 3¢ PeKkToM (nerkme, NoOUKm)
- MHOXeCTBEHHAs MMEIOM3, /1IeNKO3, IMMPOMa

lll. Cea3aHHble c BUTamuHoM D:

- MIHTOKCUKALMs BUTammnHom D

-1 1,25(0OH)2D;

-CapKoMA03 1 ApYyrue rpaHyiemMaTo3Hble 06pa3oBaHUs

- MAMONATMYECKas rMnepKaabLMeMms 4eTCKOro Bo3pacTa
IV. CBA3aHHbIe ¢ NoBbIlWeHneM 0bMeHa B KOCTHOM TKaHMU:
- FTMNepTUpeos

- UMMObuansauma

- IpUeM TMasnA0B

- UHTOKCUKALMS BUTAMUHOM A

V. AccoumnmnpoBaHHble ¢ XpOoHUYeckon 6oae3HbIo Noyek:
-BTOPUYHbIV (TPETUYHBIN) rMNepnapaTnpeos

- MHTOKCUKaLU A aTFOMNHUEM




MOKA3AHUSA K XUPYPTUYECKOMY
0 NEYEHUIO

YpoBeHb 06L1ero Kasibuus B KPOBM NPEBbILLAET BEPXHIOK MPaHMLY HOPMb
6osiee yeM Ha 0,25 MMOJ1b/

JKCKpeLmMs KanbLms 3a CYyTKM € MoYoun Bonee 400 Mr

Hannune HedppoanTtumasa, dnbpo3HOro octemTa, peLmamnBmUpyOLLEN A3BbI
XeNyAKa UIn 4BEHAALATUNEPCTHOM KUMKW, APYTUX BUCL,EPa/bHbIX
nposisnexHnin I'MT

CHuxeHne MIMK 6onee yem Ha 2,5 SD no T kputeputo, oTpuuaTenbHas
AnHamuka 6bonee yeM Ha 5% B rog

YMeHbLUeHMe CKOPOCTH KayboukoBon duabTpaumum meHee 60 MJI/MUH
Bo3pacTt nauneHTa meHee 50 neT




OMNEPALUNN

e /1BYCTOPOHHSAA peBU3NA NOJIOCTH LIEN

* YHunaTepasbHaa napaTMpeonsKToMums (onepaTmBHOE yaaneHume
aZ,eHOMbl OKONIOLWNTOBUAHOM XeJie3bl C UHTPaonepaLMOHHOW

peBun3nen BTOPOU OKONOLWMTOBUAHOM Xeie3bl Ha CTOPOHE
ornepauum)

e CenekTUBHAsA NApPaTUPEOUAIKTOMUA (YAANEHME OANHOUYHOM
aaeHombl OLLLIK 6e3 peBn3mn nncmnatepansHom OLLXK)




ABYCTOPOHHAA PEBU3UNA LLEW




OAHOCTOPOHHAA PEBUN3NA LLUEW




CEJIEKTUBHAA MAPATUPEON ASKTOMKNA

«muHumMasibH
napamupeou




[ PA3PE3 NP ONMEPALUUNAX

«MUHUMQ/IbHO UHBA3UBHASA
BudeoaccucmuposaHHas
napamupeoud3KmoMUs»




[ KOCMETUYECKWUWN PE3Y/IbTAT

CaHkT-lNeTepbyprckuii rocyaapCTBeHHbIN YHUBEPCUTET CeBepo-3anaAHbiil LeHTp

Saint Petersburg State University 2:3;’;?:: L el Pl latel




/ OBOPY/10BAHVIE

.

CaHnkT-lNeTepbyprckuii rocyaapCTBeHHbIN YHUBEPCUTET Cesepo-3anaAHbiid UEHTP

Saint Petersburg State University 3:3;;?:: L el Pl latel
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CHV>XXEHUWE YPOBHA NMAPATIOPMOHA

100

87
ke 80

80
70
60

qPTH 350
(pg/ml) 40 |

30 |
20 | 17 14
10 | —e




[locneonepaumoHHoOe BegeHue
NaLMeHTOB

CHUxMceHUe ypoBHA Kanbyus Huxce pegepeHcHo20 duana3oHa HoCUM mpaH3umopHbil
xapakmep

Hacmoma xpoHu4Yecko20 2unonapamupeo3a Nocs1e NepsuUYHO20 XUPYP2UYECKO20 NeYeHUS
KpaluHe HU3Kas, No 0aHHbIM pa3nu4YHbIx uccaedosaHul cocmasnaem o-3,6%

CuHOpom «20100HbIX KOcmel», NpuBoOAWUU K BblpaiceHHOU 2unokanbyuemuu, KaxK
npasuso, pazsusaemcs 8 paHHeM NocaeonepayuUoOHHOM nepuode y nayueHmos c
msamcenbimu Kocmusimu nposasaeHuamu MNrTIT.

JleyeHue npenapamamu sumamuHa D u kanbyus pekomeHA08aHO nayueHmam ¢
HaAUYUemM CUMNMOMOB 2UNOKAMbYUEMUU U/UNU CHUNCEHUEM YPOBHSA anbbyMuH
CKOppeKkmupoBaHHO20 Kanbyus MeHee 2,1 MMO/b/A (UOHU3UPOBAHHO20 KA/bUUA MeHee
1,0 MMO/1b/N1)

Kak npasuno, akmusHoe 80CcCMaHoB/1eHue KOCMHo20 memaboau3ma, CywecmseHHbIl
npupocm

MIIK (8 cpedHem 5-10% 3a 200) 8 3a8UCUMOCMU OM BbIPANEHHOCMU KOCMHbIX NOMepb U
go3pacma

nayueHma npoucxooum 8 meyeHue nepsbIx 2 Aem noc/ae ycnewHo nposedeHHouU
napamupeoudskmomuu. B amom nepuod He mpebyemcs dononHumenbHoe nevyeHue, 3a
uckno4eHuem noddepucaHus adeksamHozo yposHs 25(0OH)sumamuHa D, HazHaveHus
anbgakanbyudona**/kanbyumpuona** u npenapamos Kanbyus



[MnepkanbuMeMmnmyeckmm Kpms

°* MPOBOLLMPYETCH TAXKEbIMU
MHTEPKYPPEHTHbLIMMU
COCTOSIHUSIMU: PA3BUTUEM
MHPEKLMOHHbIX 3ab01eBaHNN,
nepeaomoB, A/INTENIbHOU
nMmmMmobunmsaumen,
MPUEMOM aHTALMAHbIX CPEACTB



KAMHUMKA

[MnepkanbumMemMmyecknm Kpus, Kak NpaBma0, OTMeYaeTCs
Mpw NOBbILLIEHNWN YPOBHSA aJ1bOYyMUH-CKOPPEKTUPOBAHHOIO
Kanbums 6onee 3,5 MMOAb//1I(MOHNU3MPOBAHHbIN KajbL MK
bonee 1,8 MmMoAnb/n)* 1 xapakTepnsyeTc CMMNTOMaMU
MOIMOPraHHOW ANCPYHKL MM, BKAtOYas nopaxeHue XXKT
(QHOpeKcKs, TOWHOTA, HEYKPOTMMAs PBOTA C Pa3BUTUEM
aervapartauunm, octpas 60sb B XMBOTE, OCTPbIM NAHKPEATUT),
noyek (0ONUrypus, ocTpasn NoYeyYHast HeA40CTaTOYHOCTD,
MoYyeyHas KOJMKa), CepheyHO-COCYANCTON CUCTEMD
(HapyLweHne NPOBOAMMOCTU U CEPAEYHOIO PUTMQ,
ykopo4yeHune nHtepsasia QT), HepBHOU CUCTEMbI (MMANTUM,
MblleYyHasa c1abocCTb, CMyTAaHHOCTb CO3HaHMSA, CTYNOp, KOMa A0
4,0% cnyyaes)



JleyeHune

* [mnepkanbunemmnyecknn kpus npu MNIMT aBaseTcs nokasaHmem
ANF NpoBeJeHna onepawmm B
CPOYHOM MNopAjKe.

* Tsxxenoe obuiee cocTosiHMe NaymeHTa, 06ycnoBaeHHOe
BblpaXXEHHOW FrMMNepKasibLMeMMUEN U CONYTCTBYHOLW UMM
MO/IMOPraHHbIMU HAPYLUEHUSAMM, YACTO HE MO3BOIAIOT
3KCTPEHHO NPOBECTMN NAPATUPEOULIKTOMMUIO.

o /lns ymeHblUeHMs pucka obuien aHecTesnm
MCMNOIb3YHOTCS KOHCEPBATMBHbIE METO/bl, HaNpaB/eHHbIe Ha
KOPPeKLM0 TMNOBOAEMUN, CTUMYIMPOBAHME NOYEUYHOM
3KCKpeLMnN KasibLns U TOPMOXXEHNE YCKOPEHHOM pe3opbuunm
KOCTHOM
TKaHMU.

* Takxe Heobxo4MMO yCTpaHEHNE MPUYMH, CNOCOOCTBYIOLLMX
MPOrpeccUpoBaHMUIO FTMNEPKAbLLMEMUU, N KOMMNEHCALLMIO
MHTEPKYPPEHTHbIX COCTOSTHUW



KoHcepBaTuBHOe fieyeHune
TS>KEe/NI0U runepkKaabymeMmun

OTMEHa KANbUHHA-NOBBIAKIHX NeEKApPCTREHHLIY CPEACTR

Harpua xnopug** 300
= 500 mnfu (2-6 1 fcyT,
EXeAHeRHD 1-3 AHA)
Ao NOIHOTD
BOIMELLEHHA
JEePHIHTA HHIKOCTH
H  BOCCTAHOREHHA
JHype3a

YBRTHYHBAET GHALTPALHID H
BhIENEHHE KaAbIHA
MoHH#AET KANBLUHEMHID
0,25-0,75 Mmmons/n

Ha

HaberaTh rHnepruipaTalHH y
NALUHEHTOR € CEpAe4HO-
COCYAMCTOH NaToAorHed

#pypocemup** 20 -
40 Mr BHYTpPHBEHHO
HEDDX0JHMOCTH

no
H 3 HE MeHee
46500 wu)[409]

HeneconBpazuo HATHAYEHHE ¥
NayHEHTOR c PHCKOM
KapAHOTEHHOTD OTEKa NETKHY.

B arom  caydae, npH
AOCTHHEHHH IYBONEMHH,
AKTHEHAA perHapaTalHa

[Hanpumep, 3 autpa 0,9%
(PHIHONOTHYECKOrO PACTBOPA B
TedeHHe 24 wacom) [go/KHA

MHnoRanHeMHA,00E3R0MHBAHKE,
ECIH BHYTPHCOCYIHCTLI 00LEM
HHAKOCTH HE BOCCTAHOBAEH

GRITE chanancHpoBano
BHYTPHBEHHEIM — BEE[EHHEM
qypoceMHa and
noepKanHa BOJJHOTO
fanamca.
Takxe HHTCHOHpPYET
peaGcopGUMi0  KalblHA B
JHCTANLHLY KaHANLIAX _
#nenocymag®™ 60 sr|MoHoknoHaALHOE [HNoEANLUHEMHA, BOCTANEHHE
n/x[410] YENOBEMECKOE AMTHTEN0 K |NOAKOMHO-KHPOBOH KNETHATKH
NHrauay PELENTOPA | B MECTE BREAEHHA (pefKo)
AKTHEATOpPA AflEpHOro

fakropa kanma B (RANKL),
ANTHPE3OPOTHEHLIH 3D dEKT,
BOIMOKHOCTE  [PHMEHEHHA
npu XBI1

Bio0hoaTH Mopasasior  QVHKIMID | HedipoToKHYHL,

(MOSBAL AKTHBHOCTL OCTROKNACTOR H |MpoTHBONOKA3amk npH CKO

H6aigponosad pe3opiio KocTH Meneg 35 Mnfmuujl,?lmz,

KHCHOTA 3 MT BfB CHHAAKT YPOBEHL  KALLKA,

fonocHo B TEYeHHE YPOBEHb pocdopa.

15-30 ¢ [411] MakcuManshbe shpdexTil - B
TEYeHHe 72 Yacop

lneakansuet** 30 « |Arouuct Kansli=| THNOKANLIHEMHA,  TOLHOTA,

360 mr/cyT YYBCTBHTEALHOTO PEUEnTopa, |pBoTa

BHYTPL  EXEJHEBHO. |BOIMOKHOCT:  MPHMEHEHHA

Hauanshaa josa 30 [np XBIT

Mr/eyT e

NOCAEAYIOIHM

THTPOBAHHEM

Kakaue 2=4 Hegenu

A0 JOCTHHEHHA

ONTHMANBHOIO

YpOBHA  KA/LIHA

(HOPMOKAALLIHEMHA

HIH CHHKEHHE

AL OYMHH-

CKOPPEKTHPOBAHHOTD

KalbUHA J0 YPOBHSA,
HE  MpEBHIIAIIErD
0,25 mmonb/n (1 mrf
M) OTHOCHTEALHO
BepiHed  rpaHHuL
pediepeHcHoro

JHanazoua).




[ MnonapaTupeos -

3aboneBaHue, pa3BuBaloLLeecs
BC/IEACTBME HeA0CTaTKa MNapaTropMOHa,
CeKpeTUpPYyeMOro NnapawmMToBUAHbLIMU

Xenesamm, UAn HapyLeHUsa peLenTopHOU
TKAHEBOU YYBCTBUTENbHOCTU K HEMY.
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CoctosiHue ¢$ocdHOopHO-KaNbLUEBOro
obmMeHa npu rmnonapaTtupeose

[1py runonapatrpeose OTCYyTCTBME UM HeZ0CTaTOYHOCTbL [T
Hen3beXXHO COMPOBOXAAETCA PA3BUTMEM runokanbumemmm. K
OCHOBHbIM MaToreHeTMYeCKMM MexaHM3Mam OTHOCATCA:

*CHMXXEHME aKTUBHOCTM OCTEOK/IACTOB C YMEHbLUEHNEM
BbICBODOXAEHUSA KaNbL NS U3 KOCTEW;

°rfoBbllLeHNE SKCKPpeU NN KaJibLLUA C MO‘-IOI\/JI,'

°NoJaB/ieHMe CUHTE3a KaJbLLUTPMOJIA B MOYKAX U
CHUXeHMe abcopbunm Kanbumsa U3 KULWEYHUKA.

o ednunt MNTI npuBoanT K runepdochatemMmm Kak
HanpsiMyto NOCPEeACTBOM YBEJIMYEHUS NOYEYHOWN TYDYApHOM
peabcopbunm pochaToB, Tak M KOCBEHHO 3a CYET FMMOKAbLUEMUMN.

e XpoHuyeckas runepdochatemMmsa y naLMeHToB C
rMnonapaTMpeo3oM, acCoLMMpPOBaHa C MOBbILIEHWEM B KPOBMU

YPOBHS
OPD23



[1o aTMonOrnu

. nocneonepayNOHHbI

. NoCTTPaBMaTM4ecknmn (nocne
lY4eBOro N MHPEKLLMOHHOIO BO34,EeNCTBUS,
KPOBOU3AUAHUN UT. 4.);

o MANONATUNYECKUN,
. ayTOMMMYHHbIW;

. BPOXA,EHHbIV (B pe3yabTaTe
OTCYTCTBMSA NN HEL0PA3BUTUSA
NnapawmnTOBUAHbIX XeJie3)



DTUONOIrUA rmnonapaTmpensa

MNoepesnemae O

E-CHE.IJ.I:I'EHE HHDH’DI‘.H'-IE:I:DI:! OMEPaLUAA HI DDraHSy LWeeE

Bonepcrmiss pAgMOTEDSNAH GOCEHOE LB MNA DEgAGA DS TEpan M

Benegcrmise AyTOMMMYHHOMD — NODANEHME. MIDNWPOBAHHOMD MW
SCCOUHMPOBAHHOI C NONMrRaHEYARpHEH cangpomos (ANC 1 tana) [ATRE]

lunanapatipecs Bonegersme  wadmnstpadma OUDE  onyxonoo, rpAHYNEMATOIHBIN
BCNEOCTEHE aehuyaTa ssbanesaHnid  wnK ONE3HEf  HAKOMDSHAA  |(GONEIH:  Banscosa,
nmr rEmMgxpoRaTIa)
Bonepcrmee nospesgesng O npe Tapeoroate Prao=na
MereErpuecspe  sabonEsaHAs, Bonepcrmse HACNESCTEEHHOM MNODASSHAE B 2 DEMESN FPEHETHYECKMAN
A T MRS A L P AT E cH OEO0B, &SCODUMAPDESAHHEIEX & © mnn-nap.:m TAKHE KaK
Ll.lﬁ.u,.l'nrm mpaayeusEs MTT i poms, CHARGE, Kennw-Eadscha, IE:H.:TH DR w gp.)
[TBXi NERL, GATAR, TESE, FAMiI114, I‘_"HEI.T" Sl'.'l"t.d_'l‘n'_']
Bonepcrmse HRApYWEHHA HATOCOHADHANGHOMD FrEHOHE
Bonepcreee @30AAIOSAHEOM NOBDESgEHHE MEHOB, OTBETCTOEHHLIN 38
pazsaTee DU | . GCMZ, S{:'.:n'_'l'f
MNamancrawackas CER =LA a'.'rnl:n-HHn-p.-:HHHu-lmn.ﬁ ranoEaneuseEErae Tan 1 [CASHE] @ man 2
nir [-g'""l:.d ( ]
Mpw HanKYEH axTaBMpyoWwHE aHTa-CaSh asmaran
Mpst opOHMYECKOR FEM0- W FANE DA HEBEMEA
Py H WA OH BN EHEIA MNeEeaora nona pa T o Bonepcrmmee reperdeecksx pedeEgmor B NOCT-pEUSNTODHDM CHIEanMHRE
rMnonapaTHpEOs [GNAS, STX16, NESPSS, PRXARIA, PDE4D)
BCA Bile=
nep e L]

[FEIRCTENTHOLTH TE&EHSH K
ASHMCTEAKD




MNocneonepayNOHHbIN
rmnonapaTmpeos

e TpaH3MTOpPHbLIN NOC/IEONEPALMOHHbIM
rmnonapaTmpens onpeaesdeTca Kak CHUXKeHue
ypoBHs NTI B covyeTaHnM C rMNOKaNbLUEMUEN B
TeyeHue He bosee yem 6 mecsaLEeB NOCae ONepaLmn m
perncTpmpyeTcay 25-30% naumneHTOB, NepeHecmnx
TOTa/IbHYO TUPEOUAIKTOMMUIO.

e CTOMKana rmnokaabLMeMus B CO4ETAHMN C YPOBHEM
T HMXKe pedepeHCHbIX 3HAYEHUM CryCcTsa 6
MecsLeB 1 bonee nocse XMpypruyeckoro aeveHus
CBUA,ETENbCTBYIOT O PAa3BUTUM XPOHNYECKOIO
rMnonapaTmpeonsa, CoCcTaBaseT 0koa0 3% cayyaeB



Knaccudpukauma saboneBaHus

1. MocneonepaynoHHbIN rMnonapaTupeos: [43]

TpaH3MTOpHbIV rMNonapaTMpeos;

XpOoHMYeCcKnm (CTOMKUIM) rmnonapaTmpeos.

2. AyTOMMMYHHBbIW runonapaTmpeos*:

AyTOUMMYHHbBIN MONNTAHAYIAPHBI CMHAPOM 1 TUna (AMNC 1 T1na);

AYTOVIMMyHHbIl/I nonmrnaHp,ynﬂprm cuHapom 3 Tmna (AlNC 3 Tmna);

AyTOMMMYHHbIN nonmrnaH,qynﬂprlM cuHApoM 4 Tuna (AMNC 4 Trna).

3. [eHeTMYeCKn N30IMPOBaHHbBIN FrMNonapaTMpeos:

AyTOCOMHO-40MUHAHTHaA runokaabunemus ¢ runepkansuymypuen 1 tuna (HYPOC1-ADH1)/
CUHApoM bapTTepa 5 TMNa;

AyTOCOMHO-A,0MWNHAHTHas runokanbumemns ¢ runepkansuymypuei 2 una (HYPOGC1-ADH2);
CeMelHbIN M30IMPOBAHHbBIM FrMNONapaTUpPeos (ayTOCOMHBIN, X-CBA3aHHbIN).

4. F'unonapaTupeos B cocTaBe NOJIMKOMMOHEHTHbIX FreHeTUYEeCKUX CUHAPOMOB:
CuHapom Auxopaxu 1 Tuna (DGS1);

Cunapom Anxopaxm 2 Tuna (DGS2);

CHAEGE CUHAPOM;

HDR cuHgpowm;

Cungpom KenHn-Kadpdpu 1 Tuna (KCS1);

CunHgapom KeHHn-Kapou 2 tuna (KCS2);

Gracile bone dysplasia (GCLEB);

MuToxoHapuanbHble 3aboneBaHums.

5. Apyrne ¢opmbl runonapaTupeosa:

HapyleHuna obMeHa MarHus;

NHdunbTpaTuBHbIE 3a601€BaHUSA (TpaHYy1EMATO3, FEMOXPOMATO3, METAaCTa3MPOBAHME);
['MnonapaTupeos B pe3sy/sibTaTe y4eBoro nospexaeHus tkaHm OLL XK.

6. UapnonaTmueckmm runonapaTmpeos.

* - CNyyaeB pa3sBUTUA rMNoOMNapaTMpeosa B pamKax ayTOMMMYHHOIO NOAUMAaHAY /I PHOroO
cuHgpoma 2 Tmna (AlNC 2 TMna) He onncaHo.



[1pn runonapaTtupeose

abCONOTHBLIM MM OTHOCUTENIbHBIN AePULNT
NTr

runepdochartemMms U rmnokaibLMemMmms

HapyLLUEeHME BCACbIBAHMNA B KMLLEYHMKE
KabL S

CHUXEeHMe Mobuansaumnm KanbLmsa ns
KOCTeu

CHMXeHMe peabcopbynm KanbLuus B MOYKaX

HapywaeTcs 31eKTpoIMTHbIM BasaHc ¢
nsmeHeHnem cootHoweHuda Ca - P n Na - K.



[laTOreHes

OCHOBHbIe KJIMHNYeckue npoAaB/iIeHNA rTMNOMNapaTnpeo3a
O6YCJ'IOBJ'IeHbI Ha/IM4YNeEM rmnokKasibunemMmnin.

HeaocTaTok Kanbums B OpraHM3me NpUBOAUT K YaCTUYHOM
Aenonspusanmnm noTeHuMana nokos Ha MeMbpaHe HEMPOHOB, TEM
CaMbIM yBe/IMYMBAA BEPOATHOCTb 3aMyCka NOTEHLMANA 4ENCTBUS.
Kak cneacTBMe NOBbIWAETCA HEPBHO-MbIWeYHas BO30yAMMOCTb U
obuian BereTaTUBHAs peakTUBHOCTb.

YcuneHue 4yBCTBUTEIbHOCTU CEHCOPHOrO(4yBCTBUTENIBHOIO)
HeMpOHa NPosiBASETCS B BUAE NapecTe3ni B KOHEYHOCTAX U B
O0KOJ1I0pOTOBOM 06/1aCTW; MOTOPHOIO (ABUraTeNIbHOI0) HEMPOHA —
MbILLUE€YHbIMW CMA3MaMK, BMJIOTb A0 TETAHUM; OT KNACCUYECKOrO
KaprnonezanbHOro cnasMa A0 X13HeyrpoxaroLLero JapMHrocnasma .
Taxenaa runokasbLMemMms acCoLMMPOBAHA Kak C JIOKA/IbHbIMK, TaK
M reHepaM30BaHHbIMKU CYA,0POraMmn TOHUKO-KJOHMYECKOro TMMa



OcTpafa runokanabuuemus
(rMnokanbuueMmnyeckmm Kpms)

e OcTpas rmnokanbLumemMmns
(rMNOKaNbLNEMUYECKNN KPU3) - 3TO
XXU3HEeyrpoXatoL,ee COCTOSAHME,
KOTOopoe TpebyeT HEOTNOXHbIX
neyebHbIX MEPONPUATUMN.



KnanHunyeckmne npoaBaeHus
rMnokKazbuueMun:

napacresuu;
MO/IOXMNTEJIbHbIE CUMNTOMbI XBOCTEKA (COKpaLLeHNEe MUMUYECKMNX
MbILLUL, BO3HMKAlOLLEe Mpu pasgpaxKeHnun 1L eBsoro HepBa npu
NOCTYKMBAHMM MO KOXE /InLLa B 30He ero npoekLunm) n Tpycco
(OKONI0 TPEX MUHYT, CAAB/IMBAETCA N€YO0 NaLMeHTa MaHXeTou
ANA NU3MEPEHUA apTepPnasibHOr o AaB/IEHNSA, B COCTOAHUN

BblLLIE Ha 20 MM pT. CT., B pe3y/ibTarte
MPONCXOAUT crmbaHme KUCTK, KaK pe3yibTaT CyA0pPOrm MblLuL,
dopmupyeTcs Tak Ha3biBaeMas "pyka akyliepa");

TeTaHus;

JTApUHrocnasw;

nameHeHud Ha IKI (aputmus, yanmHenve nutepsasa QT).

Kak npaBun/sio, CMMATOMBbI rMNOKaibLMeMn pa3BmMBatoTCA Npu
CHUXXEHNU ypOBH#A 0buiero

Kanbuuna meHee 1,9 MMosib/n. OA4HaKO 3TV CUMATOMbI MOTYT
Pa3BMBATbLCA U MPU 4PYrunx

3HAYEHUAX, 3TO 3aBUCUT OT CKOPOCTU CHUXEHUSA YPOBHSA KaslbLUS.



«Pyka akywepa»




BO3pPACTalOT HEPBHO-MbILLIEYHAS
BO3b6yaAMMOCTb M 0bLLan BereTaTMBHas
PEaKTUBHOCTb

4

cyaoporu
(OCNOXHEHMe-oMUCTOTOHYC)




M'Mnokanbumemmnyecknim Kpms KamHumka

MpucTynbl TeTaHWW, KOTOPbIM MOTYT MpeALwecTBOBaTb NapecTe3nn NLLa, KNCTEN U CTON, YyBCTBO
cTpaxa, becnokoncTso, GnbpuansapHble NoAepruBaHNAOTAe/bHbIX MbllL,. Yalle Bcero cyaoporu
BO3HMKAIOT B MbILLLLAX BEPXHUX KOHEYHOCTEW, pexe — B HUXHUX.

BcnegcTere cnasma MyckynaTypbl ivL,a BO3HMUKaeT capAoHuYeckas yiblbka, rybol
npuobpeTtatoT dopmy «pbibbero pran.

|-|pl/1 CMa3Mme XXeBaTe/IbHbIX MbILWL, BOSHUKAET CYyJOPO>XKHOE COKaTHne yesilocTen (Tpl/I3M).

CyA0pOru B MbILWLLAX BEPXHUX KOHEYHOCTEN NMPUBOAAT K XapakTepPHOMY NMOJIOXEHMIO PYKMY,
Ha3blBaEMOMY «PYKOW aKyluepa»: MNajibLbl CKaTbl U Cerka NnpuBeAeHbl K 1aL0HN, | nanew cBeseH, KUCTb
COrHyTa B Jly4e3ansiCTHOM CyCTaBe.

Mpwv cnazme MycKynaTypbl HUXHUX KOHeYHOCTen Hespa 1 roNeHu BbITSHYTbI, CTOMbI MOBEPTbIBAOTCSA
BHYTPb, Ty/10BULL e BbiIrMbaeTcs k3a4mM (OMUCTOTOHYC).

BcneactBue cy0pOXKHbIX COKpaLLEHM MexXpebepHbIX MbILLL, MblLUL, XXMBOTa U Anadparmbl pe3ko
HapyLlaeTcs AbiXxaHue.

3meHeHWs OpraHoB 1 CUCTEM NPU TETAHMM 3aBUCAT OT NpeobaasaHNs TOHYCa CMMNATUYECKOM NN
napacuMnaTMyeckomn cMcTemMbl. AKTUBALMS CUMNATUYECKOM HEPBHOM CUCTEMbI MPUBOANT K
TaxXMKapAWK, NOBbLILLIEHWNIO aPTEPUAJIBHOIO AaB/eHNS, NObAeAHEHMIO KOXHbIX MOKPOBOB
BC/1e4,CTBME criasma nepudepuryeckmx cocyA 0B, a napacumnaTnyeckon — Kk bpagamnkapanm u
rMnoTeH3uK, pBoTe, Anapee, NOANYpPUMN.

Cnasmbl rn1aZKon MycKy1aTypbl BHYTPEHHUX OPraHOB U COCYA0B MOTYT UMWUTUPOBATb Pas/INyHble
3abosieBaHMA, BK/IIOYAs NATONOMMIO CepAEeYHOCOCYANCTOM CUCTEMBI (MPUCTYMNbl CTEHOKAPAUW,
3HAAPTEPUNTA, MUTPEHU U T.4.), OPraHOB AbixaHWs (Hanpumep, b6poHXMabHaa acTMa), XeyA404HO-
KMLIEYHOro TPaKTa (XONeuncTUT, NaHKpeaTnT, anneHANLNT, A3Ba XeNyAKa), MO4Yernos10BoN CUCTEMBI

(LmCTuT, HedpUT M Ap.)



ANropnUTM KYyNMPOBAHNA OCTPOW
rMNOKaJibLLMeMnm

BHyTpvBeHHOe BBeZeHMe npenapaToB KaslbLua He0bX0AMMO NPU CHUXEHUWN YPOBHS
aNbbyMWH-CKOPPEKTUPOBAHHOIO Ka/lbLMs MeHee 1,9 MMOJb/N U/Un NPU HAIMYMU CUMITTOMOB
rMNoKaibLMeMmm y naLmeHTa

BBeseHue 40 — 50 Ma1 10% pacTBOpa Ka/bLus FIOKOHATa* * 6ostocHO 6e3 pasBegeHus,

Aanee 50 — 60 MJ110% pacTBOpa r/IlOKOHaTa Ka/ibLMsi BBOAUTCA B/B MEZJIEHHO B pa3BeZeHHOM
coctosiHuu (0,9% pactBopa HaTtpusa xnopna** nnm 5% fekcTposbi**) co CKOpOCTbIO ANA
nHy3omaTa 0,5 — 1,5 MKI/Kr/4yac.

Mpn HeobxoaMMoCTM MoXeT BbITb NPOAOXKEHA MHPY3MOHHAA Tepanns KabLUs FIFOKOHAaTOM* *
no cxeme: 10 aMny1 10% pacTBopa Ka/ibLus FIOKOHATa** (900 Mr 3/1eMeHTapHOr 0 Ka/ibLiMA) B
1000 M1 0,9% pacteopa NaCl** (namn 5% pacTBopa AeKCTPo3bl**) CO CKOPOCTbIO 50 MJ/yac (B
cpeZHeM B TeyeHne 8—10 4acos.)

AnbdakanbLunaon** B cpegHeM 3-3,5 MKI/CYT UM KabLUTPUOA** 2 MKI/CYT NepopasibHO (Noz
KOHTPOJ1IeM YPOBHS Ka/ibLMA U KpeaTUHUHA):

MPpY HAIMYMKM Y NaALMEHTA BblpaXXeHHOW rMnomarHMeMmnm nokasaHa ee

KOpPpPEeKLMS C MICNo/Ib30BaHNEM Kak NepopasibHbiX MpenapaTos (NpenapaTbl KOMbUHaL MK
Pa3/IMYHbIX MPEnapaToB MarHMs 300-400 Mr/CyT), Tak U BHyTPMBEHHbIX GOPM — BHYTPUBEHHO
CTPYMHO 2 rpaMMa MarHus cynbdaTa** B TeUeHMe 10-20 MUHYT, BHYTPUBEHHO KanesibHO 25%
pacTBOp MarHusa cynbdata** 2-4 rpamma B 150-200 MA pusmonorndeckoro pactsopa NadCl

MpenapaTbl, cogepxalyme KanbLus kapboHaT (B cpesHeM), B TOM YMC/ie B COCTaBe
KOMOMHMpOBaHHOrO NpenapaTta «kapboHaT KanbLma + KonekanbLmdepos», 3000 Mr No
3/1€eMeHTapHOMY Ka/ibLiMIO BHYTPb Ha 3-6 NpMeMoB B CyTKM BO BPEMS UK Cpa3y noc/ie npuemMa
nuLm.



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

LleHTpanbHaa HepBHasA cucTema

Kanbumndurkayms cTpykTyp rolOBHOro Mo3ra y naLMeHToB C F’MNONapaTMpeo3om MoOXeT
onpeaenaTbca B 52-74% cayyaeB .Yalye Bcero kanbumMpurKaLmm BU3yaansnpyoTcsa B
6a3asibHbIX FAHIINAX, CPeAUN APYTrUX J0KaIM3aLmm - benoe BeLw,ecTBO FOJIOBHOMO MO3ra,
Tanamyc, 3ybuatoe a4po. XoTs TOYHOW NPUYUHBI, MPUBOASLLEN K POPMUMPOBAHUIO
BHECKE/IETHOW Ka/ibLiudpUuKaLmm, He yCTaHOBAEHO, NMPOrpeccupoBaHme KanbLndukaumm
TECHO CBA3aHO C n3MeHeHUAMU obMeHa pocdopa (rmnepdochatemment). KnnHnyeckas
3HAYMMOCTb Kanbumdpukaumm LUHC y naymeHTOB € 4/ 1MTeNbHbIM aHAMHE30M
rmnonapaTupeosa He n3BecTHa. [psiMoOM CBA3U C CUMNTOMaMM NAaPKMHCOHN3MA
(HeBpOANOrMyeckme HapyLeHUs 4BUXEHNSA, XapaKTepusyoLmecs TPeMOpoM,
bpagnkmMHesnen, pUrnaHOCTbLIO M NOCTYPasIbHOW HECTAabUAbHOCTBIO) U AUCTOHUM
(HeBpoONOrMYecKme pacCTPOMCTBA ABUXEHMUS, CBA3AHHbIE CO «CKPYUYMBAHUEM» WU
aHOMa/IbHbIMW GUKCMPOBAHHBIMW NO3aMM) He BbISIBJIEHO M 3TN HAPYLUEHWS OTMEYatoTCS
ropaszo pexe, YeM, HanpuMep, U30IMpoBaHHas KaabLndurkaLmnsa 6asanbHbIX FrAHTIMEB
Mo pe3y/abTaTam KomnbtoTepHon Tomorpadum (KT) ronosHoro mosra .Haanume
B3aMMOCBS3M MexXay 06beEMOM M MeCTOMNoI0XeHNEM 0ObI3BECTBIEHUM C
HeBPOJ0rM4ecKMMM CUMNTOMaMmn NPOTUBOPEYUYNBO .

Takxe rMnonapaTmMpeos CBsi3aH C NOBbILEHHbIM PUCKOM HEMPOMCUXMYECKNX
3ab0/1eBaHMIN, TakMX KaK genpeccus nam bunonspHoe apdekTMBHOE pacCTPONCTBO



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

* CepjeyHo-cocyamncTasa cuctema
[MnokanbLmMeMmns cnocobCTBYET HAPYLLEHWIO CEPAEUYHOTO PUTMA.

* Y nayMeHTOB C XpOHMYECKOM rMnokKaabLMeMmen Ha
3N1eKTPOKapANOrpaMMe MOXeT BbIBASATbCA YAIMHEHWe nHTepBana QT,
Hapsaay ¢ uameHeHnsamu U n T 3ybu,oB]. BONbWMHCTBO M3 3TUX CUMATOMOB
pa3peLuaroTCs Ha
dOoHe KoMneHcaLmm 3aboneBaHNs U AOCTUXKEHNS CTOUKOM
HOPMOKaNbLUEMUMN.

» 3acToMHas cepAeyHas HeJ0CTAaTOUYHOCTb, HE MOAAJIOLLASCS
CTaHAAPTHOMY MeAMKAMEHTO3HOMY JIEYEHUIO
(ocobeHHO y L, ¢ ncxogHbiMu 3aboneBaHMsaMN CepaL,a), pa3BmBaeTCcs
pPesKo 1 ABASETCA YaCTUYHO UM NONHOCTbIO 0bpaTMMon nocne
HOpMaaM3auUKN YPOBHSA KabLUS.

»  Qopmupytowasncs Npu 4ANTeNbHOM TSXE0M TEYEHUN TMNONApPaTMPeO3a
rMnoKasbLMeMmnyeckasn AnnataLMoHHas KapAnoMmMonaTusa, Takxe, Kak
npaBwuio, obpaTrma Ha GOHe KoMNeHcaLmm 3aboneBaHums



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

e [loykm
TpaAVLMOHHOE eveHMe NpenapaTamMmm KasibLusa 1
npenapaTamm BUTaMmHa D 1 ero nponsBoaHbIMM
cnocobCcTBYyEeT NOBbILWEHHOW 3KCKPELLMM KabLUsi C MOYOM
n3-3a otcytcreusa NTIronocpegoBaHHON peabcopbumm
Ka/bLMs B 4NCTA/IbHOM KaHa/bL,e HeppOoHa.

e ['Mnepkanbunypus - pakTop pucka HeppoKaibLMHO3a U
HeppOMTMA3a, aCCOLMMPOBAHHBIX C Pa3BUTUEM
XpOHUYeckon 60s1e3HM Noyek, BNAOTb A0 TEPMUHAIBHOM
cTaguu.

* PacnpocTpaHeHHOCTb HepPOKaNAbLMHO3a Cpeamn BONbHBIX,
MOJIyYaKOLLMX CTAaHAAPTHYO TEPANuIo, BapbupyeT B
npeaenaxi2-57%



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

CkeneTHO-MbllWeYHas cuctema u 3ybbl

OTcyTcTBME agekBaTHOM cekpeuunm MNTI cnocobcTBYeT CHUXEHUIO CKOPOCTU KOCTHOIO
obmeHa, B pe3y/aibTaTe NoC/e KaXA0ro LmMKAa peMoeIMpPOBaHNSA He MPONCXOAUT
ONTUMa/IbHOro OBHOBAEHMS

KOCTHOW TKaHW.

Mpw 3TOM YacTo NpM NPoBeAEHUN ABYX3HEepPreTU4eCKon peHTreHOBCKON
abcopbumomeTpum (DXA) oTMeuvaeTca yBeIMYeHWe nokasaTesem MUHepPabHOM
naoTHOCcTM KocTn (MIK), ocobeHHO B yyacTkax ¢ npeobiagaHnem TpabekynsspHoro
KOMMOHEHTA

XpOHMYECKMI rMNONapaTUPeO03 TakKe MOXET BbiTb aCCOLMMPOBAH CO
CNOHAWNOAPTPONAaTUEN, XapaKTepum3ytoLencs occudukalmen cBa3ok 1 obpasoBaHNeM
CUHAE3MODUTOB

MwnonaTusa ckeneTHbIX MblLUL, BbiIBASieMas Y NaLUEHTOB C XPOHUYECKMUM
rMnonapaTupeosom,

XapaKTepu3yeTcs NoBblEHNEM YPOBHS KpeaTUHPOCPOKMHA3bI B CbIBOPOTKE KPOBU U
Ha/IMYMeM rMCTONOrMYECKNX U3MEHEHWI B BMONCMMHOM MaTepuane, U No-BUAUMOMY,
OTHOCUTCS K MPOSIBJEHUAM A/IUTE/IbHO HEKOMMEHCUPOBAHHOM TSXEI0M
rMnokanbLnemMmm

MaTonorusa 3yboB Nnpn XxpoHMYECKOM rMnonapaTupeose BKIOYAET rMnonaasmio 3ybHou
3Ma/I1, YKOPOYEHNE KOPHEN, TMNOMNAa3no AN OTCYTCTBUE 3y60oB



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

e OpraHbl 3peHus
[MNonapaTupeos xapakTepmnsyeTcs NOBbILLEHHbIM PUCKOM
Pa3BUTUSA CybKanCcynapHOM KaTapakThl,
PacnpoOCTPAHEHHOCTb AAHHOIO OC/IOXXHEHUA BapuabenbHa
cocTaBasieT 27-55%. MNMpeanonaraeTcs,
YTO A,0MNOJIHUTENIbHbIMM PAKTOPaMM PUCKA JAHHOTO
OC/IOXHEHUS ABAAIOTCS BO3PACT HA MOMEHT
MaHudecTauum nuam annTenbHOCTb 3aboseBaHus.
Y naymneHTOB C XpPOHMYECKUM rMMonapaTMpeo3oM OMMCAHDI
peAKme Clydam nanmanosaemMbl (OTeka AMCKa 3pUTEIbHOr O
HepBa, BbI3BAaHHOIO MOBbILEHNEM BHYTPUYEPETNHOrO
1aBAeHNA).
O6paTMMOCTb CUMNTOMOB OTMeYa1aCb HA POHE KOppPeKL UM
rMnokasibLmnemMmm



KnanHunyeckmne npoaBaeHus
XpOHMYeCcKoro runonapatmpeosa

e Koxa v ee nponsBoAHble
[1py runonapaTnpeose pa3BMBaeTCA NOPaAXeHUe
KOXW 1 ee NPOU3BOAHbIX, YTO NPOABAAETCA B
nepBylo OYepesb CYXOCTbIO KOXM, XPYNKOCTbIO
HOrTeun, boabluen UX NOLBEPXKEHHOCTbIO K
OHMXON3NCY (OTCAAMBAHME HOITA OT MAMKMX TKAHEW
210>KA).

* Peako B KavecTBe OC/IOXXHEHUS
XPOHMYECKOro rmnonapaTnpeosa pa3BMBaeTCH
TAXKENbIM NYCTYN€3HbIN NCOpMas, 00yCNOBAEHHbIN,
BO3MOXHO, Y4aCTUEeM BHYTPUKAETOYHOIO Ka/bLiMA B
peryaayum npoandepauum n gndpdepeHLnpoBKm
KepPaTUHOLUTOB



ZANarHoCTUKa

PekomeHgyeTcs yCTaHaBNMBaTb AMarHO3 rnonapaTpeosa y nalyMeHToB ¢
rMnokasibLmemMmmen (HU3KOro ypoBHs abbyMUH-CKOPPEKTUPOBAHHOMO NN
MOHN3UPOBAHHOIO Ka/1bLMA KPOBU) B COYETAHNM CO CHMXEHWeM YpoBHSA [1TT (nau
BbISIB/IEHWEM HEea,eKBaTHO HM3KOro ypoBHA 1T1T)

MayneHTam c NoA03peEHMEM Ha HaZIMYME FMMonapaTMpeosa ANs oueHkM hakTa
NPOBEeAEHUNS XMPYPrMYeCKOro BMELLATEe/IbCTBA HA OPraHax LWen peKoMeHA,0BaHO
MPOBOAMUTbL OCMOTP NepeAHEN NOBEPXHOCTU LIEU

MaureHTam C NoAO3PEHMEM Ha HAIMUYME FUMONAPaTUPE03a A/18 UCKIOYEHMS
BTOPUYHbIX

MPUYMH FMMNOKabLLMEMUN PEKOMEHAYETCS, NCCIEA0BAHME YPOBHSA HEOPraHUYECKOro
docodopa

B KPOBU, UCCeA0BaHNE YPOBHS 06LLero MarHms B CbIBOPOTKE KPOBU, UCCAe0BaHNe
ypoBHs 25- OH BuTamuHa /1 B KpOBM UCCAe0BaHNE YPOBHS KPeaTMHa B KPOBU C
pacueTom CK®

MaymeHTam C rmnonapaTMpeo3om HeyTOYHEHHOM 3TUOOrUN MOXET bbITb
peKkoMeHA0BaHO

pacwmpeHHoe obciesoBaHMe, BKAOYatoWwee NogpobHbIn cbop aHaMHe3a 1 xanob
nauneHTa, reHeTUYeCcKoe KOHCY/IbTUPOBaHME U FreHeTMYeckoe TeCTMpOBaHUe Npu
NOA03PEeHUM HaHACIeACTBEHHbIX XapaKTep NaTo10rmm



OCHOBHbIe LLean 40JAroCPOYHON
Tepanumu rmnonapaTmpeosa.

MapameTpe Lenn nevernns Lenesod guanazon
Yposess annlymam- | Mogoepwarve WA HAEHER rDAHALE MW Heooonexo | 2,1-2.3 mmansdn
CKOPDEKTHPOBAHHOMD KANBUWS | HANE HAMHER (PAHMULI PEDEPEHCHOM JHANAIOHA

xpoaK (2,11-265 mmoAsfn) vy nauwewtos  Ge3

KAMHAYECE AN CAMMATOM0E MANDEANELHEHHH

Ypomess CyTOMHOE MCKDEUMK
KAMLA (WOCNES0BAHME YPOBHSE
KAMLLHA B CyTOUHOR MOYE)

MNogospwanke B NPEIENAK LENEE0MD QMANAI0RA

Mymamiz: <75 meonefioyT
Hermpme: <6,25 mom/cyT

Vposene dochops cwmopateM
K poae

MogoepwaHee B

AWAnAI0HA

np&nenax P piEH CHO D

0.8-1 4 umansfn

Ypomei
xpoam

HEHAR  CeBODOTER

B npenenax pehepEHcHOM ARanal0Ha

0.7-1,05 weams/n

Ypoaens 25{0H)sutasmna D

Kax B ofwed nonynawgmm

30-60 wrfmn (75-150 nmane/n)

Oy CEMOM YBCTEHE M
KEYECTED EHIHK

MepcoHARHIMPOBAHHOE MEYEHWE

HHEOpHUposanHOCTS
abpalopamse

WHDOpHAPOBAHME MALWENTE O CHMOTOMAX WNOKANBUMEMAA A FANEDEANLUWEHAN, GCNONHEHMAK

Ja0DNEEAHAA



* J/lekapCcTBeHHaa Tepanus
peKoMeHAYyeTCHd BCeM nayueHTam C
XPOHUYECKUM rnMnonapaTrupeo3om
C CUMMTOMaMM rMNOKabLMemMmnm u
YPOBHEM anbbyMuH-
CKOPPEKTUPOBAHHOIO KaibLinMa MeHee
2,0 MMOJ1b{/1 UIN NOHU3UPOBAHHOIO

KanbLKMA CbIBOPOTKU KPOBU MEeHee 1,0
MMOJ1b/N.



JlekapCTBeHHble npenapaTbl 4/14
NeYyeHnsa rmnonapaTmMpeonsa
MeEmpgyHapogHoE Cpeannan EgnHALe KpaTHOCTE MpHEMA
HEMATEH TOEIHHOE CYTOMHAR QO MIMEQEHMA
HAHMEHOBAHHE NEKAPCTEEHHOD
npenapara
dnutharansumaon®*® 1,0-4.0 MKT 1-% pasicyTen
K A eaga Tpwgn 0,252 0 MEKT 1-3 pasy cyTem
I'Ipen.:p.:'ry, COOSQMELME KANBLMA 1000- 3000 Mr 1-d4 pasfcyTem
RapboHaT
Konexansuywchepon ** A00-800° HME 1 pasfcyTrm
#Magpownopmrasmn **[47,113-115] 12 &100 Mr 1-F pasfoyTen
#Xnapranumon 1[115,116] 50-100 Mr 1 paafeyTem
KooiHaUHK  DAEINWYHBE  Coned 300-400 Mr 1-I paaloymen
MBrHIAR

b E}’ﬂthﬂHH.'IHMHHb[,_EI.EHLTH}’IULI’.I.HE Hd HDPTHHH.‘IhHhIﬁI cermMenT netnu lenne.

2 - npodmnaxtiueckan nosa konekansuudepona*®, nokasana npu yposxe 25(0H)D>30 wr/mn (75

HMU;I..IJ.'II:II}, B CIyYde .IE'IZ]}HLI_HTE HJIM HEOCTATOMHOCTH BHTAMMHA D moskeT I[UT]:IEEUEHT]:.EH bonkIan
A03d ITPENdpaTd.



PekoMbUMHaAHTHbLIN YesioBeYeCcKuu
Nnir

* HOPMOKANbUUEeMUSA Yy NAyUeHmos C 2unonapamupeo3om
moxcem bbimb docmueHyma
UCNo/ab308aHUEM Mepanuu NapamupeoudHbIMU 20PMOHAMU
u ux aHanoz2amu (kod ATX: HogAA).

* B Poccutckou Qedepayuu 3ape2ucmpupo8aHHbIM
npenapamom daHHouU epynnsl Asasemca [T (1-34),
#Tepunapamud**, cpegHsAs 403a 37+2.6 MKI/cyT .

o Tepanus #Tepunapamudom**
conposowcdaemcs CHuUMceHuUem do3 npenapamos Kanbyus u
npenapamos sumamuHa D u e2o npou3800HbIX
(anbakanbyudon**, kanbyumpuon**) u cnocobcmsyem
noddepiaHUr0 ypoBHA KA/bUUSA CbIBOPOMKU KPOBU B8
npedenax yesnesozo yposHH.



Habntoaenune

* AWMHAMUYECKMN MOHUTOPUHT 06l ero kaabLms, anbbymmnHa (c
pacyeToMm anbbyMUHCKOPPEKTUPOBAHHOIO KanbLms), dochopa,
MarHus, KpeaTnHuHa ¢ pacyetom CKO® B cryyae
KOMMeHcauMn 3aboneBaHnsi peKOMEH0BaHO NPOBOAUTD C
4aCTOTOM 1 pa3 B 3-6 MecsLeB.

° exerogHoe ripoeejeHue y/ibTpa3ByKOBOIo
ncanesoBaHmMAd novek 419 OLeHKU UX CTPYKTYPHbIX U3MEHEHNIN

* [laymeHTam c runonapaTMpeo3om peKkoMeHAyeTcs
NeproAMNYECcKNN OCMOTP BpavaodTanbMoiora ANs
CBOEBPEMEHHOM AMArHOCTUKM OCOXHEHNIM CO CTOPOHbI INa3

e [laumeHTam C XpOHNUYECKUM FrMMnonapaTMpeo3om He
peKkoMeHAayeTcs peryifpHoe nposeseHue
DXA Ang oueHKN COCTOAHUSA KOCTHOMO TKaHU



Cnacubo 3a BHUMaHue!



