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[TlepBUYHbIN
rmnepnapaTupeos

MnepnapatmMpeos - sSHAOKpMHHOE 3aboneBaHMe, B OCHOBE KOTOPOM IEXKUT
n3bblToyHaas npoaykuma napatropmoHa (MTl)  oKonowMTOBMAHBIMMK
wenesamum (OLLMK).

MepeuuHbIA  runepnapatMpeos = -  3HAOKPWMHHOe  3abonesaHue,
XapaKTepusylouweeca U30bITo4HOM  cekpeumen MTI npu  BepxHe-
HOPMa/iIbHOM WM MOBbIWEHHOM YPOBHE Ka/bLMA KPOBM BCAeaCTBUE
nepsuyHoOM natonorum OLLLK.

BTOpuuHbIiA  rMnepnapatMpeo3s -  yBennyeHue  GyHKLUMOHANbHOM
AKTUBHOCTM M pasmepos OLN npu ANUTENBHO CHUMXEHHOM YPOBHE
Kanbuma  (rMnokanbuyemua) M NOBbIWEHHOM  ypoBHe  docdopa
(rmnepdocdatemmn) B Kposu.

TpeTnyHbI rMnepnapaTpeos - passutue ageHombl OLWLK n ysennyeHne
BblipaboTkn MTI B yCNOBUAX A/IUTENBHOMO CyLLECTBOBAHWA BTOPUYHOTO
rmnepnapaTupeosa.
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CtpaHbl 3anagHoii EBponbl u CeBepHoi AMepUKMU
PacnpocTtpaHeHHOCTb B nonynsauun 1% (TpeTbe MecTo cpean 3HAOKPUHHbIX 3aboneBaHmi)
3aboneBaHMe MOXKeT pa3BMBaATLCA B t06OM Bo3pacTe (HO Yale ctapwe 55 net (2%))
CoOTHOLWEHME MYXKUYMH U KEHLMH - 1:3
ExxerogHas 3abonesaemoctb - 0,4 — 18,8 cnyyaes Ha 10000 yen.

(8 3asucumocmu om Ka4ecmea OuCnaHcepHo20 06CAYHUBAHUA)
TeHaeHuuA B EBpone, CLUA: yBeninyeHme gonm markux popm

Poccuiickaa ®egepaumn

* PacnpoctpaHeHHocTb B MockBe - 0,003% (no 6aze darHbix Y no M3HL M3 P®)

¢ 3abonesaemocTtb 6,8 yenosek Ha 1 MIH. Yen (ymo He coomsemcmayem yacmome aunepkansyuemuu - 6onee 3%
06Hapys#ceHHOU M0 AAHHBIM MUAOMHO20 CKPUHUH2A YPOBHSA KaAbUUSA CPedu 63p0C/020 HaCeneHus)

* B Poccum maHudecTHble: markme = 2:1 (nuaommusiii npoexkm 3HL)

3Tnonorua n natoreHes NepBUYHOro runepnapTMpeosa

* ConutapHas ageHoOMa OKOJIOLWLNTOBUAHOM enesbl - 80-85% cnyyaes
* [Mnepnnasunei Heckonbkux/Bcex OLLK - 10-15 %

* Pak OLLK- 1-5%

Axcenmoma OHDK I'maepaasyn OHNDK Kapusmoma OHDK
(maparmrpoMma)

* 5% cnyyaes MIMT cocTaBnatoT HacieACTBEHHbIE GOPMbI
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MapatupeongHoivi ropmoH (MNTr)

1909 r. - BNEPBbLIE NOKA3AHO, YTO BBEAEHUE
CONeN KanbuMA NPeAOTBPALLAET TETAHWIO, :
Pa3BMBAIOLLYIOCA NOCAE NAPATUPEOMAIKTOMMUM GOV 1
(McCallum u Voegtlin)

1960-e - BuigeneHne cTabUALHOW DUMLLEHHON n TGN
¢pakuumn NTI (Aurbach) x e SI]‘

1970-e - onpeaeneHue TOYHOM L " E 0 e % %% W
AMUHOKMCNOTHOM nocnegosatensHocTy (Nial) ek 4 4

nTr:
*  nonaunenTug us 84
AMMWHOKWUCNOTHBIX OCTAaTKOB
*  1-34 amuHokucnoTbi=(N)-KoHuesan O 80
yacTe benka - buonoruyeckan
AKTHMBHOCTL
CxematnuHoe nsobpamenne crpykrypol MTT

Urena P!, et al. endocrinology.
1993;123:617-623

OcHoBHble 3¢ deKTbl MNTI

KocTHan ThaHb:

\ *  OcreobnacTbl ¥ OCTROUMTHI UMEIOT PeuenTopbl K
‘ nrr;
w * NTI oka3bieaeT aHaboAUYECKO., TaK U
f'“:-::‘:j'“ KaTabonuyeckoe AenCTBue Ha KOCTHYIO TKaMb.
l ML ICVE | Mouku:
e TR * ypenuuupaet peabeopbunio Ca++ B AUCTANBHBIX

: KaHaNbuax;
e ’ * ygenuumeaet akckpeumto hocdopa;
| * YBEAWMMBAET AKTUBHOCTL la- rMAPOKCUNA3LI.

* cBAsb mexay NTI v PAAC - natorendes nopaxeHun
CEPAEHHO-COCYAUCTON cncTembl (?)

£ : ﬁ CepaeuHo-COCYANCTan cucTema:
koo odr

!
— ‘ YrnesogHblin v dKUpoBon obmeH:

peuenTop e

(] 9 * yeenuderue cekpeuumn NTI cnocoberayer
/ YBENUHEHUIO BHYTPUKALT. KaNbuWA B 3AUNOLUTAX;

* BO3IMOXHO Bauanue MNTI Ha npouecc
AnbdepeHUMpPOBKU 3AUNOLUTOR, @ TAKKE Ha
YBENUHCHUE MACChI TeNa.

Urena ¥, etal Lndeceinalogy. 1982:100:61/ 623
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KnnHunueckaa KaptnHa
"stones," "bones," "abdominal moans," and "psychic groans'
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wnarHoctmnka nepsuyHoro IMiT

+ T (wnu BbicOKOHOPMANbHBIN)

|
NCa ABAKIDbI! Sl

JKCKpeuma KanbLma U KpeaTUHNHA B CYTOYHOM Moye
CaCl/CrCl = [CaU x CrS]/[CrU x CaS]

CaCl/CrCl > 0,01

Rosa Vargas-Poussou, Lamisse Mansour-Hendili. Familial Hypocalciuric Hypercalcemia Types 1 and 3 and Primary Hyperparathyroidism: Similarities and
Differences. The Journal of Clinical Endocrinology & Metabolism, Volume 101, Issue 5, 1 May 2016, Pages 2185-2195

JTabopatopHoe onpeaeneHne Ca

* PedepeHcHble 3HaveHuA: 2,15-2,55 mmonb/n
* KoapoduumeHt nepepacyeta: mr/on x 0,25 = mmonb/n

PacueT CKOPPEKTUPOBAHHOIO KasbLMA MO afbbyMUHY:

* Ecam anbbymmnH <40 r/n

Cropp.obwmin Ca (Mmonb/n) = namepeHHbin o6u.Ca + 0,02 x (40- anbbymuH (r/n))
* Ecam anbbymuH > 45 r/n

Ckopp.obuwumit Ca (Mmonb/n) = namepeHHbIn 0bw.Ca - 0,02 x (anbbymun (r/n) — 45)

MOH.KanbUMin — [OIKEH ONPeAeNATbCA NPAMbIM METOAOM- MOHCENEKTUBHbBIE 3/IEKTPOAbI C
KoppeKumen Ha pH Kposu
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NabopaTtopHana AMArHOCTUKA:

* anbbyMuH, KpeaTMHUH, oueHKa CK®, 25 (OH) D3
* ¢docdop, xnopnabl CbiIBOPOTKM (COOTHOLWEHME Xop:pochop)
* wenoyHasa ¢ochaTtasa, OCTEOKANbUNH, KaNbLUTOHWUH

n HCTPyMeHTa/ibHbleé meToAabl AUArHOCTUKU:

* Rerpadus

PpubPO3HO-KUCMO3HAA ocmeooucmpogus, cybnepuocmanvHasa pe3opbyus,Hanuyue/omcymcemaue
nepesnomos

* [eHcutomeTpun

nosAcHU4HbIl omaoes, MPoKCcUMasbHbIli omoen bedpeHHol Kocmu, ucmasabHAs Mpems ay4yesol
Kocmu

* Y31 /KT noyek

e 3rAac

MHCTpYMeHTaIbHble MeToA,bl TONUUYECKOM ANarHOCTUKM:

* Y3U napawmMtoBUAHbDbIX Kenes
CneumanmcT aKCNepTHOro Knacca, YyBCcTBMTeNbHOCTb 36-90%, cneumduyHocTb 40 99%

* CumHTtUrpadpma c 99mTc, TexHeTpUn
4YyBCTBUTENBbHOCTb 90%, CHMMKAETCA NPU MHOXKECTBEHHOM noparkeHunu, rmnepnnaasmmn OLLK

e CumHTturpadpuma c OPIKT - cupHTUrpadma coBmelteHHasA ¢ 04HOGOTOHHOM IMUCCUOHHOM
KOMMbIOTEPHOM TOMorpaduei
YyBCTBUTENBHOCTb A0 86,8%

* MCKT ¢ KOHTpacTMpOBaHMEM OPraHOB LUEeUn U CpenoCTeHUsA
B CMOPHbIX C/Ty4aAx, NpU NOLO3PEHNM HAa MHOMKECTBEHHbIE, SKTOoNMpoBaHHble OLLK
4YyBCTBUTENbHOCTb 34-87%

* MPT (peako, yyscTBUTENBHOCTL 50-70%)

* N3T c pTOpAE30KCUINIOKO30I (NepcrcTeHLmnA, peumans)
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MNepBuYHbLIN rMNepnapaTupeos

. 4

Hopmokanbunemuueckuii Msrkan ¢popma MaHudectHaa popma
runepnapranpeos
* KoctHas
* Ca uoH, Ca obLy c nonpaBKoW Ha * YmepeHHoe nosblweHne (ocTeonopos, octeoaucTpodua,
anbbymMmH - Hopma Ca kposu n NTI nepenombi)
* MosblweHue yposHa NTT * Hecneuuouyeckue xanobbl

* BucuepanbHas

(c nopaskeHnem noyek, KenyaouHo-
KMLLIEYHOTO TPAKTa, CepaeyHO-
COCYANCTON CUCTEMDI)

* OcTeoneHus, Nnepenomos HeT

¢ CmelwaHHan

KnnHunyeckas Ka PTHUHA

CreneHb OO0IIMi KAJIBITHI,
MMOJIB /I

Jlerkas 710 3,0

ymepeHnHas 3,0-3,5

THMKENAA >3,5

* Jlerkaa runepkanbumemmn- 6eccumntomHasn/ obuan cnaboctb

* YMepeHHas runepkanbLmemmns- npu 6bICTPOM NPOrpeccupoBaHnn: NOANYPUs, MONUAUNCUSA,
Aerngparaums, TowHoTa

* Taxenan runepkanbLmemums- Taxenoe obessoxkunsaHune, OlMH, koma, HapyLLeHne puTma cepaua
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f'Mnepkanbumemus

B 90% Cny4vyaes NpuUvnHa — I'IepBM‘-IHbIﬁ rmnepnapatnpeos niaun 3ﬂ0Kaq.06pBSOBaHMH

Mnepkanbumemun
® I'IapaTropMOH—3asmcv1maﬂ

° I'IapaTropMOH— He3aBUCUMMaA

OnddepeHumanbHaa anarHoctmka MT

I'mnepnaparupeos |IITTC Kaabsmuiu | @ocdop (1D,

OcreokaibIivH,
B-cross laps

+/N

- -/N +/N/- +

+++ + +/N +++
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NapaTtropmoH- HE3asuncumas
runepKanbumemma

* [MapaHeonnacTMyecKas runepKanbunemms

* DHZOKPUHHbIE 3aboneBaHus (TMpeoToKcnKos, XHH)
* ButamuH [l-accoummpoBaHHan rmnepkaabLmemmn

* UMmobunnmsauma

* JlekapcTBeHHbIe NpenapaTsbl

* [lpyrne npuynHbl

napaHQOI'U'IaCTVILIECKaFI rmnepkKkaabumemuma

20-30% oHKoNornyeckmx sabonesaHuA

PaK Nerkux, Mm.x., HpeACTaTeﬂbHOﬁ Kenesbl, MHOXXeCTBEHHAA Mnenoma

* 80% obycnosneHo runepcekpeymen NTIMIM
* 20% 06ycnoBneHO KOCTHbIMWU MeTacTazaMu (OCTEOINTUYECKARA)
* Cekpeuns akTMBHOro sutamumHa [l (nmmdpoma)

* JKTONMYecKana npoaykumna NTI (o4eHb peako)
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JleyeHWe NnepBUYHOTO rnMneprnapaTMpeosa

A6CconOTHbIE NOKAa3aHMA K XMpyprudeckomy nedenuto NrAT*

1.KoHUEHTpauma 0bLero KanbLma B CbIBOPOTKE KPoBU Ha 0,25 mmonb/n (1 mr%) npesbilaeT Hopmy,
YCTAHOB/IEHHYIO B AaHHOM nabopatopun

2. CHuskeHne CKP <60 mn/munH/1,73 m2
3. CyTo4HanA aKcKkpeuma Kanbuma 6onee 400 mr (10 MMosb) B CYTKM
4. BucuepanbHble npoasneHna MNIMT

5. CHuxeHne MIK
(6eapo, NOACHUYHbBIN OTAEN NO3BOHOYHMKA, AUCTaNbHbIN OTAEN Iy4eBOM KocTH) - T-KpuTepui < -2,5 SD

6. H13KoTpaBmaTUYHbIE NEPENOMbl B aHamHese VI/MI]M Re BbiABNAEHHbIE NEepenombl Te/l MO3BOHKOB

7. Bo3pact meHee 50 net

* MexdyHapodHas paboyas 2pynna no nepeuyHomy 2unepnapamupeosy

10
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PaK OKONOWMUTOBUAHOI }Kenesbl

OTAnUUTENbHbIE NPU3HAKMU:

* MosblweHue NTI 6onee yem B 3 pasa

e Taxenas runepkanbupemus (0buimin Kanbumin 6onee 3,0 mmonb/n)
* MNanbnupyemoe obpasoBaHue -pasmep obpasoBaHua bonee 3 cm

KnnHuyeckana KapTuHa: Taxenoe maHupectHoe TedeHume - 80-90%

MU36eratb TAB OLLXK ! — HM3KaA nHPopmaTuBHOCTL B AnddepeHLnanbHON ANarHoCTuKe
afieHoma/pak, BbICOKMIA PUCK pacnpoCTpaHeHWs OnyxXoaeBoro npotecca

JleyeHue: yaaneHve «eguHbiMm 610KoM» (yaaneHue npunexawen gonv LXK, nepeweiika,
KNEeTYaTKM U N1y Ha CTOPOHE NOoparKeHUs, No60oI CNasHHOW MblLLbl)

Ob6as3aTenbHO MHTpaonepaumoHHoe onpegeneHune MTr!

Xupypruyeckoe neyeHume

1. MeToanKn XMpypruyeckoro BMeLlaTeNbCTea
-,CI,ByCTOpOHHHH/OAHOCTOpOHHﬂﬂ pesnsna wen
-MWUHMANIbHO NHBAa3nBHaA (Ce}'IEKTMBHaH) I'IapaTVIpeon,Cl,:—)KTOMVIH

1. Ob6bem BMellaTeNbCTBA: 3aBUCUT OT KOJIMYeCTBa nopakeHHbix OLLXK, HannumA reHeTnyeckoro
CUHOpPOMa

2. OueHKa paaukanbHocTU: cHUxKeHue MTI B 2 pasa (50%) oT ucxoaHoro yepes 10-15 muH nocne
yAaneHus obpasosaHua

3. nOC}'IEOI'IepaLI,VIOHHbIﬁ nepunoa: MOHUTOPUHT N KOPpEeKUUA TMNOKaabunemmnmn

4. Pe3synbTaThbl yCNeLWHOW NapaTMpPeoinaskTomun: nosblweHme MK, CHUKEHUE PUCK NEPENOMOB;
YMEHbLUEHMWE BUCLLEPAIbHbIX MPOABAEHWNN

11
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KoHcepBaTtuBHOe neyeHmne markux ¢popm Mot

1.YmepeHHan pusnyeckas akTMBHOCTb, U3beratb gamTesibHOM uMmobuansauum (gns
YMEHbLUEHWNA KOCTHOWN pe3opbuum).

2.YBenmuyeHune nprema XuaKkoctn (He meHee 1,5-2 n/cyTku)

3.YMepeHHoe cyTouHoe ynoTtpebaeHune Kanbuma (4o 1000mr/cyTkn), n <800 mr/cyTku npwu
BbICOKOM ypoBHe 25(0OH)D3 B cbiIBOpOTKE

4.YmepeHHoe ynotpebnerue sut [ (600-800 ME).

5./CKNOUMTb IeKapCTBEHHbIE NpenapaTsl, CnocobeTayoWwme runepKaabuneMmm (TuasuaHole
ONYPETUKN, NTNTUA KapboHarT).

6.Mprem npenapaToBs, CHUMKAIOLLMX CKOPOCTb PE30P6LUMN KOCTHOM TKaHU (6ucdocdoHaTbl,
AeHocymab).

7. KanbUMMUMETUKM (LMHAKANbLET)

KoHcepBaTtusBHasa Tepanua npyu maHudectHbix ¢opmax MIMT:
nokasaHuA

 OTKa3 nauuMeHTa OT onepauumu
* MpoTMBONOKa3aHMA K onepauun u/unm HapKosy

* OtcytctBMe BM3yanmsaumm OLLXK n oTKas naumeHTa oT NOUCKOBOM
onepaummn

* Peuyams nnmn HepaanKaabHO NpoBeaeHHasA onepauua

12
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KoHcepBaTtuBHasa Tepanua npu maHudectHbix ¢opmax MIMT:
neyeHue

To ke, 4TO M MATKNx popmax

Mpu TAXKENbIX KOCTHbIX MOPAXKEHUAX ONA CHUXKEHUA NoTepun KOCTHOM Macchl 1
rmneprKaabumemnmn — aHTMpe30p6TMBHaﬂ Tepanuna M/MI'IM KaIbUMMUNMETUKHN

OueHKa 3¢ PeKTUBHOCTM Tepanuu:

YpoeeHb Kanbyusa meHee 2,8 MMOsb/n

Cmabunuzayua MK

Omcymcmeue HOBbIX HUZKOMPABMaAMUYecKux nepesomos

«lpynnbl pucKa»

* XpoHuyeckne 60K B KOCTAX KOHEYHOCTEN, YCUIMBAOLWMECA NPUHALABAMBAHUN
* [aTtonorunyeckue nepenomsl (ocobeHHoe pebep, KocTelt Ta3a,
*  HWKHUX KOHEYHOCTeM)

* [Hedopmauma ckeneta

* [lpu3HaKuM runepnapaTMpeoiaHoi octeoguctpodumm

* CHuKeHue MIK go ypoBHA ocTeonoposa

* KanbUunMHaTbl MATKUX TKaHeM

* MbiweyHasa cnabocTtb, NPOKCMMaibHaA MMONATUA

* Hedponuntnas, HedpoKanbUMHO3 peLNaMBUPYHOLLAI

* WHcMnNupapHbI CUHAPOM

* Peuuamsupyolian a3seHHan 6onesHb xenyaxa/12 nk.

* OueHKa YPOBHA KanbLma KPOBU

* [NoaTsepaeHue runepkanbLMemMnum He meHee 2-xX pas

OyeHKa ypoeHs Kanbyus Kpoeu CKOPPEeKMUpPOBAHHO20 HA ANb6YMUH
ModmeepideHue 2unepKanbyuemuu He meHee 2-x pa3!
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JIaCH00 38 BHUMAN S

By6nux EereHus BuxktopoeHa evb@mail.ru 8-926-160-43-24
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