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CIIICOK COKPAIIIEHUI

1,25(0OH),D3; — 1,25-muruapokcuxoaeKaabudepolt, KalbIUTPHO
24,25(0H),D3 — 24,25- auruapokcuxoiekaabiudepost

['TIT — runomnaparupeos

MO3H — MHO€ECTBEHHBIE SHIOKPHUHHBIE HEOILJIA3UU

OIIDK — 0oKOJOIUTOBUIHBIC JKEIS3bI

[1TT — mapatupeonHbIH TOPMOH (ITapaTrTOPMOH)

HAM® — nuKIMYecKuii aiecHo3uHMOHOGoCchaT

MOTHUBALIMOHHASA XAPAKTEPUCTUKA TEMbI

OO01ee BpeMst 3aHATHIA: 7 4.

Kanpuuyii — oMH 13 BaKHEHIIMX 3JIEMEHTOB B OpraHu3Me udesoBeka. Oco-
OeHHOCTH ero MeTaboM3Ma 00YCIOBIMBAIOT (PU3UOIOTUYECKUN TOMEOCTa3 U HOP-
MaJibHOE (DYHKIIMOHHPOBAHHE TPAKTUYCCKHU BCEX CUCTeM opranusma. Hamboibliee
3HAYCHHE COCP)KaHNE M COCTOSTHHE MeTaboJIM3Ma KalbIUsd UMEET B JICTCTBE. BhI-
SICHEHHE TIPUPOJIbI THUIIO- ¥ THITEPKAJILIIMEMHUN U YCTaHOBJICHHE JTUArHO30B THITO- U
THITepIIapaTHpe03a MOKET IPEJICTABIIATh ONPEICICHHBIC 3aTPy/IHCHHS M3-3a 3a4a-
CTYIO CXOXHX CHMIITTOMOB. KIMHUYECKyI0 KapTHHY, JEUCHHE W TMPOQUIAKTHKY
JTAHHOW TIATOJIOTUH HEOOXOJMMO 3HATh KaKIOMY MPAKTHYECKOMY Bpady, TaKk Kak
TIO3THSISI TMArHOCTHKA M OTCYTCTBHE PaHHEH KOPPEKIIMH MOXKET TIPUBECTH K pa3BH-
THUIO JKU3HEYTPOXKAFOIINX COCTOSIHHUM, a TaKXKe COMPOBOMKIATHCS BHICOKUM PHCKOM
MHBAJINIM3AIUY U CHIDKEHHEM KauecTBa )KU3HHU HAIl[HEHTOB.

Ieab 3aHATHSI. HAYYUTHCS AUATHOCTHUPOBATH 3a0O0JICBAHMS MapaIlyuToO-
BHJIHBIX JKelle3 y AeTel, nuddhepeHITMpOBaHHO Ha3HAYaTh TUETOTEPAITAIO U Me-
JTUKAaMEHTO3HOE JISYEHHE ¢ YISTOM BO3pacra peOeHKa.

3agauu 3aHATHSA:

1. V3nars:

- TOPMOHAJIbHYIO PETYIAIUI0 PochOopHO-KATBIIMIEBOTO OOMEHA;

- OMpECIICHUE TUIIO- U TUIIepIIapaTupeo3a,

- JTHOIATOTEHE3 3a00JICBaHUN, MPOTEKAOIINX C HAPYIICHUEM TOPMO-
HOooOpasyroIiel (PyHKIIUN MapaluTOBHIHBIX KeJe3;

- 0COOCHHOCTH KJIMHUYECKOW KapTHHBI 3a00J1€BaHUI MapaIuTOBHIHBIX
KEJe3 y JIeTEH;

- JMAarHOCTHKY W AuddepeHInaibHblid TUarHO3 THIIO- M THUIIEpIIapaTH-
peo3a y eTei;

- TIPUHIIMITBI JICYCHHsI TaHHBIX 3a00JI€BaHUM, MTPENapaThl U UX BO3PACT-
HBIE JO3UPOBKH.

2. OBiaieTh HaBBIKAMU.



- BBIABJICHUS OOJBHBIX ¢ 3a00JICBaHUSMH MTAPAIIUTOBHIHBIX JKEJIe3;

- o0cienoBanusi OOJBHBIX C 3a00JIEBAaHUSIMU TAPANTUTOBUIAHBIX JKEJIE3
(Hay4uTBCS OMpeaesaTh CUMITOMBI XBocTeKka, Tpycco, Betica, JTrocta);

- HMHTEPIIPETAIIUU PE3YJITaTOB 00CICIOBAHUS;

- BBIMKUCKHU PEIEITOB.

3. Hayuurbcs:

- cobuparh aHAMHE3,;

- COCTaBJISITH IUIaH 00CIIEJOBaAHUS;

- TIPOBOAWTH KIMHUYECKOE 00CIICIOBAHNE MTAIINCHTA;

- COCTaBJISITh AJITOPUTM JUArHOCTHKH;

- TpoBOAUTH quddepeHrnaibHy0 THAarHOCTUKY U 0O0OCHOBBIBATh -
ar’Ho3s;

- ONpeIeNsATh METOJ| JeUeHus (queToTepamnusi, MeIUKaMEHTO3Has Tepa-
sl XUPYPTUYECKOE JICUCHHE).

TpeGoBaHusi K UCXOHOMY YPOBHIO 3HAHMU. JIJIS MMOJTHOTO YCBOEHUS
TEMbI HEOOXOIUMO TTOBTOPHUTH:

- W3 aHAaTOMUU YeJIOBEKA: aHATOMMUIO MapaIUTOBUIHBIX KEJIe3;

- OHMOJIOTMYECKON XMMHUHU. CTPOCHHUE U MEXaHU3M JICHCTBUS MMapaTUPEO-
uanoro ropmona (I1TT), kaneumTonnHa, BuTamuHa D;

- HopManbpHOW Qu3nonoruu: ¢usznonorndyeckue s¢dexter I[1TI, BuTa-
MuHA D, KaaplIUTOHMHA U MEXaHHU3M WX JIEHCTBHSI, PETYJISAIHUIO CEKPEIIUU TOp-
MOHOB TapaIUTOBUIHBIX KEIE3.

KouTposbHbIe BONPOCHI U3 CMEKHBIX TMCHMILIUH:

1. Kakue ¢usnosornyeckue u OMOXMMHUYECKHE MPOIECCHl PEryIUPYIOT
MOHBI KaJIbIUA?

2. Kak mpoucxoaut TOPMOHAJIbHAS PETYISIUS KalabIuii-hochopHOTO
oOmeHa?

3. B gem 3akmtouatorcsi usmonorudeckue 3¢pdextsr ropmonon: ITTT,
KaJIbIINTOHWHA, BUTaMuHa D3?

4. Kak ocymectsisiercs perymsiaust cuaresa [1TI, kanpiutonnna?

5. Kak npoucxoauT cCUHTE3 U aKTHBAIUs BUTaMuHa D3?

6. B kakux mpoayKTax COACpXKHUTCS Kanblmid, hocdop, BuTamun D?

KoHTpoJibHBbIE BOPOCHI 10 TeMe 3aHSITHSI

1. KakoBBI OCHOBHBIC TIPUYMHBI U KIIMHHYECKHUE TPOSBIICHUS THITOKAIb-
UEeMUN?

2. KakoBbI OCHOBHBIE MPUYUHBI U KIIMHUYECKUE TPOSBICHUS TUIIEPKAIIb-
UEMUN?

3. 1o kakuM J1a0OPaTOPHBIM KPUTEPUSIM CTPOUTCS AUATHOCTUKA TUIIO- U
TUTIePKAJIBITUEMUN ?

4. Kak xiaccupuImpyeTcsi TUIONapaTupeo3 B 3aBUCUIMOCTH OT MTPUYUHBI ?

5. KakoBbl OCHOBHBIC KIIMHHYECKUE CUMIITOMBI THITO-, TUIIEpIIapaTupeo3a?
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6. Kakue naboparopHble MOKa3aTeau MOATBEPIAT THIIO-, THIIEpPIapaTH-
peo3?

7. B 4em 3aKiIr04aroTCs OCHOBHBIE METOJBI JICUSHUS THIIO-, TUIIepIIapa-
TUpeo3a?

8. B deMm 3akirouacTcsi HGOTJIOXKHAS TTOMOIIb TPU THIIO-, THITEPKAIbITHC-
MUHU?

PEI'VJIAIUA @POCPOPHO-KAJIBIIMEBOI'O OBMEHA

NoHb! KanbIus UTparoT BAKHYIO POJIb B OCYIIIECTBICHUHU MHOXKECTBA (u-
3UOJIOTUYECKUX (PYHKIIUNA U OMOXMMUYECKUX MPOLIECCOB:

- ONPENEIAIOT HEPBHO-MBIIICUHYIO BO30YJIMMOCTD, BIWSSI Ha MpPOHUIIA-
€MOCTh MEMOpaH JJIsl HATPUS,

- YYacTBYIOT B PETyJISIIUM TOHYyCa CUMIIATHYECKON W MapacummaTude-
CKOW HEpBHOW CHUCTEMBbI, B TMIPOIYKIIMU U BBICBOOOXKJIEHUU TOPMOHOB, HEUpPO-
TPAHCMUTTEPOB (AlIETUIIXOJIMHA U JIP.) B HEPBHO-MBIIIICYHBIC CHHATICHI;

- CTUMYJUPYIOT CEKPETOPHBIE U HMHKPETOPHBIE MPOLECCHl MHUILEBApH-
TEJbHBIX U YHAOKPUHHBIX JKEJIe3;

- SIBJISIFOTCSI HEOOXOJIUMBIM KOMITOHEHTOM JUIsl COKpAIlleHUSI B MBIIIEY-
HBIX BOJIOKHAX, MOJACPKAHUS CEPACYHOU NIEITEIBHOCTH U PETYIISIIIUU COCYIH-
CTOr'0 TOHYCa,

- BMecTe ¢ (hochopoM SBISIOTCS HEOOXOAUMBIMU TSl HOPMUPOBAHUS U
MO/IJIEP>KaHMs CTPYKTYPbl KOCTHOM TKaHU U 3yOOB,

- YYacTBYIOT B PETYJISIIIUU MPOIECCOB BHYTPUKIETOUHOTO META00JIN3MA;
BBITIOJTHSIOT TUIACTUYECKYIO POJIb TTPU (hOPMUPOBAHUN TKAHEBBIX U KJIETOYHBIX
CTPYKTYp; 00ecleunBaroT CTaOMIbHOCTh KJIETOYHBIX MEMOpaH;

- CIIy’KaT Jyid aKTHBALUY aronTo3a W TPAHCKPUIILIMOHHOTO armnapara Kie-
TOK (kopakTop SHIOHYKIEa3, yuacTByronmx B aerpagamnun JJHK npu anonrose);

- TPUHUMAIOT YYacTHE B BAXXHEHIIMX METa0O0IMYECKUX IIpolieccax
(rTMKOTEHOMN3, TIIFOKOHEOTEHE3, JIUIOJINU3 U T. 1.) B KaUueCTBe «HH()OPMAIHOH -
HBIX» MOJIEKYJI JUIsl MHOTHX (p€PMEHTATUBHBIX PEaKInii;

- SIBJISIFOTCSI BaXKHBIM (DAKTOPOM B KaCKaJHOM MEXaHU3ME CBEPTHIBAHU;

- WTPAIOT BAXHYIO POJb B UMMYHOJOTHUECKOW aKTUBHOCTH (QKTHBAIIHSI
TUM(}OITUTOB, B YACTHOCTU OJIaCTHAs TpaHCPOpMallds B OTBET HA CTUMYJISIIUIO
MHUTOTCHAMHU).

Bce BhlmenepeyncieHHoe CBUIETENBCTBYET O HEOOXOAUMMOCTH CTPOTOU
PEryJIAINU COICPKaHUSI KAJIbIUS BO BHEKJIECTOYHON JKUJIKOCTH.

Bbonee 99 % o01iero KaabIuss HaXOJUTCS B KOCTIX («XpaHUIIUIIE» Kajlb-
IIUs1) MPCUMYIIECTBEHHO B BHJIC CIIOKHOW TPYJAHO MOOMIIM3YyeMOH (HOpMBI KpH-
CTAJUIOB TMApOKCUANaTUTa, U ToJdbko 1% kanbius, npeacTaBieHHOro ¢ocdart-
HBIMU COJISIMH, JIETKO OOMEHHBAETCSI U UTPaAET posib Oydepa Mpu BHE3AMHBIX W3-
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MEHCHHSX KOHIICHTPAIlMK KajbliMsd B KpPoBH. HopMmaibHBIA ypOBEHH OOIIETO
KaJIbIMs B IJIa3Me KPOBH Yy JieTel cTapie 1 roma u B3pOCiIbIX coCTaBisieT 2,25—
2,75 mmoib/i, w3 xkoroporo 50 % mpuxoauTcs Ha CBOOOIHBIN (MOHH3UPOBAH-
HBIN) KaJIbIIMH, OCTAIbHAS YacTh CBsI3aHa ¢ OekamMu mia3Mbl (45 %) 1 aHnoHaMHU
(urpar, nakrat, pocdar, cyibdar) (5 %). MoHu3upoBaHHBIN KaIblUH HECET Ha
cebe¢ OCHOBHYIO (DYHKIMOHAJIBHYIO Harpy3Ky, MO3TOMY TMOJICP)KUBACTCS Ha
OTIPE/ICTICHHOM YPOBHE IIEJIBIM PSIIOM (DU3HOIOTHUYECKUX MEXaHU3MOB, U €ro CO-
JepKaHUEe B KPOBH MMEET JOCTATOYHO y3Kui nuamnason — 1,03-1,37 mmoss/i.
CBsi3aHHAs ¥ MOHU3UPOBaHHAS ()OPMBI KaJIbIIHsI HAXOASITCS B PABHOBECHH JIPYT C
apyroM. CBsI3bIBaHUE KAJIBIUSA C OSIKaMH CHIBOPOTKH 3aBUCHUT OT pH KpoBu: mpu
aIyuI03¢ J0Js MOHU3MPOBAHHOTO KAaJIbIUS YBEIMYMBACTCS, a MPH aKaJI03e —
YMEHBIIACTCH.

KoHmeHTpamnus KaibIus BO BHEKJICTOYHOU JKUIKOCTH B3aUMOCBSI3aHA C
KoHIleHTpanuei docdopa. JIroOble M3MEHEHHS BHEKIECTOYHON KOHIICHTPAITUU
OJTHOTO W3 MOHOB MPHUBOJAT K OOPAaTHOMY U3MCHCHHIO KOHIICHTPAIMU JIPYTO-
ro. HopmanpHbIi ypoBeHBb Pochopa B KpOBH Y HOBOPOKICHHBIX COCTAaBIISIET
1,6-2,4 mmonnb/n, y aereit crapmiero Bo3pacra — 1,45-1,8 mmouns/n. Hapyie-
HUsT OOMEHA MarHus TakKe 3HAYUTEIHHO BIUSIOT HAa KOCTHYIO TKaHb U OOMEH
KajplMsi B opraHu3zMe. HopMaslbHbI ypOBE€Hb MarHusi B KPOBH Yy JIE€TEH —
1,73-2,4 mr/nn.

[TorpeOHOCTS B KaJbIMKM 3aBUCUT OT Bo3pacTta. JIJIs TOCTHKCHHS OIITH-
MaJBHOW MUHEpaIM3allid KOCTHON TKaHW B TPYAHOM BO3pPACTe CYTOYHOE IIO-
TpeOJicHHEe KaJlbIs JODKHO ObITh 60 Mr/kr, B 2—8 et — 1000 mr, 9-17 ner —
1600 mr, 18-30 et — 1100 mr.

YpOBEeHB KaJbIlds B KPOBH PETYIUPYIOT CICIYIOIINE TOPMOHBI. TTapaTH-
peounnsiii TopmoH (I1TT), merabonuthl BuramuHa D3 (MOBBIIIAIOT ypOBEHB
KaJIbIIKs), KATbIIUTOHUH (CHM)KAeT ypOBeHb Kajblius). OCHOBHBIMU OpraHaMH U
CUCTEMaMH, TPUHUMAIOIIUMH yJacTUE B HOPMAIbHOM OOMEHE KaJIbITus, SBJIS-
IOTCS1 KOCTHAsI CHCTEMa, JKEY0YHO-KUIIICYHbBIN TpakT, mouku (tadim. 1).

IMapaTupeouaHBIA TOPMOH — 3TO OJHOLIETIOYEYHBIM MOJIMIENTHT, CO-
crosimuii U3 84 amMMHOKUCIOTHBIX ocTatkoB. OOpasyercs IITI B rmaBHBIX
KJIeTKaxX OKOJOmUTOBUAHBIX *kene3 (OLLPDK). OObuHO y yenmoBeka 4 elesbl,
TECHO MPUMBIKAIOMIMX K 33aTHEH MOBEPXHOCTH BEPXHETO M HWKHETO TIOJIOCOB
obeux JoJiel IMUTOBUAHOM kene3bl. OmHako unciao (ot 2 10 6) u pacmosioxe-
Hue OILDK moxer BappupoBarts. ['eH, kogupyromuii cunre3 IITI, pacnonoxen
Ha 11-it xpomocome (11pl5), o comepkuT 3 3K30HA U 2 UHTPOHA. DKCIIPECCHUS
rena [ITT perymupyercs 1,25(0OH),D3 u xanbiuem, KaXIblii U3 KOTOPBIX MO-
’KET OKa3bIBaTh BIMSHUE HE3aBUCHUMO JIPYT OT JPyTa.



Tabnuya 1

dakTopbl, peryIupyomnme MeTadoIu3M KaibIus
(K. N. Tenos, B. A. [lerepkosa u ap., 2006)

Iloka3zaTesnb CTumMyJasiTopsl Nuruéuropsl
BcaceiBanne B|1,25(0OH).Ds [ TFOKOKOPTHKOUIBI
KHILIEYHUKE Huskoe coneprkanue kanpius B nuiie | Beicokoe comepxkanue (ocdopa B
NHTencuBHOE KOCTHOE (DOPMUPOBAHUE | TTHIIIE
[ITT (onmocpenoBaHHO) Cynbgatsl
Tupeon1HpIE TOPMOHBI
Mobunmzamus |1,25(0H),D3 Kaabnuronnn
13 MuHepau- | TupeonHbIe TOPMOHBI
30BaHHOU KO- | [ TIIOKOKOPTUKOUIBI
CTH Annnos
Buramun A
IIpocrarnanauHbl
Iloyeunasa KaanuuroHuHn IITr
SKCKpEIus ["TFOKOKOPTUKOUABI Bricokoe conmepxanue docdopa B
Buramuu A MUIIe
Bricokoe conepxanue HaTpus B unie |Huzkoe copepkaHue KaibIUs B
Cynbgatsl IUIIe
Auunos Hwuskoe copepxanue Hatpus B

IUIIC

Oddextel IITI" HampapiaeHbl Ha TOBBINICHUE KOHIICHTPALIMHM KaJIbITHS,
a TaKk)Ke Ha CHIDKEHHE KOHIeHTpanuu dochopa B miazme (puc. 1).

CHIXEHHBIN YPOBEHb
2+
Ca“ B mia3Mme

y

OILLIK

A 4

IITr

—

VYcunenue

ITouku Koctn

pe3opOIun KocTei

v

Yenenne peabcopormu Ca®,
yenienue sxckperun PO,

A 4

1,25(0OH),D3

:i Kumeunux

I

IToBrlIEHNE BCAacbIBaHUSA Caz+,
MOBBIIIIEHUE BCACBIBAHUSA PO43

Puc. 1. O6mume s¢dexrst [TTT



B xoctroii Tkanu I1TI ycunuBaeT MoOmnm3anuio kaaslius U hocdopa u3
KOCTHOT'O MaTpHUKCa BCIEACTBUE CIEIYIOLIETO:

- CTUMYJIALIMHA AKTUBHOCTH OCTEOKIJIACTOB M OCTEOIUTOB;

- YBEJIMYEHHUS YUCIa OCTEOKIIACTOB,;

- yrHeTeHus (BpeMEHHO) aKTMBHOCTH OCTE001aCTOB.

[Tox BimustaueM IITT B moukax yBenmunBaeTcs peadbcopOIis KaIbIUS B JIH-
CTAJIbHBIX KaHAIbIIAX U YMEHBIIAIOTCS MOTEPU KabIMsI ¢ MOYOH. B mpokcuMais-
HBIX KaHaJIbLIAX MPOUCXOAMT YrHeTeHue peabcopOimu ¢ocdara, MOBBILIACTCS
sKckperus docdara MoYkaMu U TEM CaMbIM CHHKAETCS €r0 COAECPKAHUE B ChIBO-
POTKE ¥ BHEKJIECTOUHOW >KUAKOCTH. ITTI" yBenMunBaeT Takke SKCKPELHIO C MOYO
VMOHOB HATpHs, KK U OMKapOOHATOB, YMEHBILIAET SKCKPELMIO MOHOB MarHusl.
Baxnsiii 3dpdexr IITIT B moukax — 310 crumyssiims ¢epmenta l-o-rup-
POKCHIIa3bl, KOTOPBIHA mpeBpaiiaeT Meraboiaut Butamuaa D3 — 25(0OH)D; — B
aktuBHbIH 1,25(0OH),Dj3 (1,25- muruapokcuxoieKaabiudepost, KaTbLUTPUO).

B BepxHMX OTI€naXx TOHKOTO KHIIEYHHKA CTUMYJIUPYIOUIEE BIIUSHUE
[ITI" Ha BcachkiBanue Kanblus U (hocdara omocpeayercs aKTUBHBIM MeTabO0IH-
toM Butamuaa D3z — 1,25(0OH),Ds.

OcHoBHOU MexaHu3M peryisinuu cexkpeuuu [ITT — 3To npsimoe BiausiHKe
noHoB kaneiiuga Ha OILK nmo mpuHnumy oTtpumarenbHol oOpaTHOM cBsizu. Ha
cexkpermio [ITI Taxke OKa3bIBalOT BIUSHHE KarexojamMuHbl (B-ampeHope-
nentopHbiid 3¢ ¢dexrt) u nodavun. [Ipu runomaraunemun npoxykiws [ITIN Bo3-
pacraer, a KaabLUTPUOI TOPMO3UT cekperuro I1TT .

Kansunurpuoa (1,25(0OH),D3), Ouonorndeckuii aKTUBHBIA METaOOJIUT
BUTamMuHa Dg, sBISE€TCS TOPMOHOM M O0Opa3yeTcs B pe3yJbTaTe CIIOXKHOM IIo-
CJIEZIOBATEILHOCTH (DePMEHTATUBHBIX peakiuil (puc. 2).

CoJHEYHEIN CBET

Iposuramun D3 dochar

1T
HpeBI/IT;iMI/IH Ds + 1"2_5(O_H)2D3
Kosxa IMeuenn ",/"'
Xonekanbugeposn 25(0H)D; | —”
N a
- - [
NI
Kumeunuk -

LS
i \
TToukn

24,25(0H),D5

S— |
M DKCKpELUs META00IUTOB
/- L ButamuHa D ¢ xenubio

Sprokanbiidepor 1 xose- ITeyeHOUHO-KUIIEYHBIH KpY-
KaJbIU(EPOIT U3 IMUIIH roobopotr

Puc. 2. Merabonu3m ButamuHa D: «+» — CTUMYIISANHAS; «—» — TOPMOKCHHE

(J. M. Gertner. Disorders of bone and Mineral Metabolism, 1984)



XupopacrtBopumbiii ButamMuH D (xosekanbiudepos1, 3prokaibiiudepos)
BCAChIBACTCS B TOHKOM KHWIIIEYHUKE B MPUCYTCTBUM OMJIMAPHBIX COJIEH OTHOBpE-
MEHHO C IPYTUMH >KUPOPACTBOPUMBIMH coeTuHeHusIMU. Ha 3ToT mporecc BIusoT
Te ke (haKTOphl, 4TO U HA abcopOIuMio *kupoB. Buramun D3 Taioke oOpasyercs B
KO)K€ M3 MPOU3BOAHOIO XOJECTEpUHA, /-IErHIPOXOJIECTEPUHA, IO/ BIUSHUEM
yIBTPa(QUONIETOBBIX JTy4dei. AKTUBHOCTh MPOIIECCa HAXOAUTCS B TPSMOM 3aBHCHU-
MOCTH OT UHTEHCUBHOCTHU OOJIyueHHs U B OOpaTHON — OT CTENEHH MUIMEHTALUU
KOKH. B kpoBU cnienmduyeckuii TpaHCOpTHBIN 0eok (D-cBs3bIBaroImmii 6eIoK)
CBSI3bIBACT BUTaMUH D3 U MEPEHOCUT €ro B MeUeHb, I7Ie MPOUCXOAUT MEepBOe Mpe-
BparieHre (25-ruapokcuinupoBanne) BuTamuHa D3 mom BiustHEEM 25-TH-
pokcuiasbl B 25-ruapokcuxonekaibiudepot (25(0OH)Ds, kanbuanon), KOTOpbIi
3aracaercsi B OOJIbIIEeN CTENEHW B MEYEHW W B MEHBINECH — B JPYTUX TKaHSX.
Yposens 25(0OH)D3 B CHIBOPOTKE KPOBH JY4IIE BCErO OTPayKaeT OOIIME 3aIachl
ButamruHa D B opranuzme. B mnoukax mnon BiausiHueM ¢epmenta l-o-run-
POKCHJIa3bl MPOUCXOAUT BTOpoe runpokcuwiupoBanue, u 25(0OH) D3 npeBparaercs
B aktuBHbI 1,25(0OH),D; (kambiwrpuon). Ilpu yraeteHun 1-0-THAPOKCHIIA3HI
crumyspyercs (epmeHT 24-rupokcuiaza u oopasyercs 24,25(0H),D; (Bo3-
MOYKHO 00J1a/1aeT OMOJIOTHUECKON aKTHBHOCTBIO).

JlelicTBrE KalbIIUTPUOJIA, HAMIPABIIEHHOE HA TIOBBIIICHUE KalbIUA B ILjIa3-
M€, OCYILIECTBIIETCS 3a CUET €ro MPsIMOTO BIMSHUS HA KOCTH, MOYEYHbIE KaHAJIb-
ITbI ¥ TOHKUH KUIIIEYHHUK.

Kanpiutpuon yBenuuuBaeT KaabIliu(pUKaIUI0 KOCTHOTO MaTpUKca U KOCT-
HYIO Maccy, CTUMYJUpYeT npoiaudepaiyio ocTeo0IacToB U CUHTE3 OeliKa B HUX.
B modeyHbIx KaHaNbLAX KaJIbIUTPUOI CHOCOOCTBYET peabcopOuuu Kaablus U
dbocdaToB, OH CIOCOOCH WHTHOMPOBATH l-0-THAPOKCHIIA3y M TEM CaMbIM
YMEHBIIATh COOCTBEHHYIO MPOAYKIIMIO [0 MEXaHU3MY OTPULIATENILHON 00paTHOM
cesdu. B kummeunuke 1,25(OH),D;, yBenwuuBas CHHTE3  KaJbIUiA-
CBSI3BIBAIOILIETO O€JIKa, OTBETCTBEHHOT'O 3a TPAHCHOPT KajiblMs yepe3 mMemOpa-
HY CJIM3UCTOM OOOJIOYKM, AKTUBUPYET BCACBIBAHUE KalbllMs, CHOCOOCTBYET
BcackiBaHuO (pochopa. B OIK kambuTproa HHTMOUPYET CUHTE3 U CEKPEIUIO
ITTT.

Butamun D oka3bIBaeT Takke UMMYHOMOYJIMPYIOIIEE EUCTBUE, OH OT-
BETCTBEHEH 3a POCT U AU PepeHITUPOBKY KICTOK (0CcTe001acThl, TPOMHUEIIOIH-
ThI, MUEJIOLIUTHI).

KajnblUTOHMH — TIOJUNIENTH, KOTOPBIA COCTOUT M3 32 aMUHOKHCIIOT U
CHHTE3UPYETCsI B MapaOIUTMKYISIPHBIX KiIeTKax (C-KJISTKU) IMUTOBUIHOM YKeJIe3bl.

Kocth siBnsieTcs TJIaBHBIM OPraHOM-MUIIEHBIO KAJIBIIUTOHWHA, KOTOPBIN
CHIDKAaeT aKTHMBHOCTh OCTEOKJIACTOB M TE€M CaMbIM MpPEMATCTBYET pPe30pOuuu
KOCTHOW TKaHU. KalbIIUTOHWH yBEIWYUBAET OSKCKPELHIO HATPHs, XJIOpUIA,
Kkanblus U ¢ocdara ¢ Moyoid. YpoBHH cekpennu KanblutoHuHa u IITI cBsza-
Hbl OOPAaTHOM 3aBUCHUMOCTBIO, OHU PETYIUPYIOTCS KOHIEHTpAlMel HOHU3UPO-
BaHHOTO KajbIs. [Ipy MOBBIIICHHH YPOBHSA KalbIMS B TUIa3ME MPOTOPIIHO-
HAJTBHO YBEITUUMBACTCS CEKpPEIUs KaJbIUTOHUHA.
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I'NITIOITAPATUPEO3

['unonapatupeo3 (I'TIT) — cuuapoM, pa3BUTHE KOTOPOTO CBSA3aHO C HeE-
nocTaTouHOCThIO cekperui [ITIT OKOJIONUTOBUIHBIMU JKelIe3aMH JIHOO ¢
HapylmeHueM oOuosnormyeckoro aeiictBust IITI, B pe3ynbrare 4ero cHuxaercs
peabcopOnus Kaibllus B KaHAJIbIAX MOYEK, YMEHBIIIAETCS €ro BCAaChIBAaHUE B
KHUIIICYHUKE, YTO BEAET K TUIOKAJIBIIMEMUU, U3MEHEHUIO HEPBHO-MBIIICUHON
MPOBOJMMOCTH, PA3BUTHIO OCTCONICHHH/OCTEONOPO3a U TPOPUIESCKUM HapyIIe-
HUSIM B OpTraHu3Me.

['unonapatupeouHas HEJOCTATOUYHOCTh SIBISICTCS PEIKOW MPUUYUHOMN
TUTNOKATBIIMEMUH U pa3BUBAETCS MPU ABYX (hopmax 3a00IeBaHUSA

1) memocratounoit cexkpenuu ITTIT OKONOIMIMTOBUAHBIMU JKEIC3aMU —
TUIIONIApPATUPEO3E;

2) HEYyBCTBUTEIBHOCTH TKaHeW-muineHe# k aeicruto [ITIT — mceBmo-
TUIIONIAPATUPEO3E.

O6e dopmbl 3a00€BaHUSA COMPOBOXKIAIOTCS TUIIOKAIBIIMEMHEH B cOoYe-
TaHuM ¢ runepdocdaremucii. 3ad6oaeBaHusI MOXKHO AUGPEPEHITMPOBATH APYT C
IpYroM Iipu onpenesneHun KoHueHtpauuu [ITIN B cbIBOpOTKE KPOBU: IIPU TUIIO-
MapaTUPEO3€ OHA CHUKEHA, ITPU TICEBIOTUNIONAPATUPE03E€ — MOBBIIICHA.

[To 3Ttnonoruun pazmuuarot ciaenyromue Buasl ['TIT:

1. BpokIeHHBIN:

a) N30JMPOBAHHBIN;

0) B cocTaBe HACJICICTBEHHBIX CHUHIPOMOB:

- Ju xopxu (DiGeorge);

- Kennu-Kadou (Kenny Caffey);

- Bapakara (Barakat);

- ayTOMMMYHHOTO MOJUTJIAHAYJISIPHOTO CUHJpoMa 1-r0 TuIa;

B) aCCOLIMUPOBAHHBIA ¢ MHTOXOHIpUATbHbIMKU HapymeHusMu (KepHca—
Cetipa cuaapom, MELAS, MTPDS).

2. [IpnoOpeTeHHBIN

a) ayTOMMMYHHBIH (M30JIMPOBAHHBIH);

0) moceonepaMoOHHbIH:

- TPaH3UTOPHBIN;

- TIOCTOSIHHBIMN

B) BO3HUKAIOIIUI MPH pa3pyIICHUH MapalUTOBUIHBIX XKeJe3:

- B pe3yJabTare paguonoaTepanuy 0oJie3HeH NTUTOBUIHOMN JKEJIe3bl;

- BCJEJACTBHEC MH(PUIBTPATUBHBIX 3a00jIeBaHUl (reMocHIepo3, 00JIe3Hb
Bunscona—KoHoBaioBa, rpaHyieMaro3, aMHIIOH 103).

Camwxenue ¢ynkuuu OIIDK wame Bcero oOyclOBIEHO UX CIy4allHBIM
yAJICHUEM WA TPABMOW NP XUPYPrUuE€CKOM BMEIIATEIhLCTBE HA IIIUTOBUAHOM
KeJe3e, a TAKKE OTEKOM WJIA KPOBOM3JIMSIHUEM B HUX, BO3MOXHBIM IIOCTIE OIe-

pauuu. ['TIT MoxeT ObITh ClIEICTBUEM ayTOMMMYHHOTO M30JIMPOBAHHOTO Iapa-
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THUPEOUINTA WM CUMIITOMOM ayTOMMMYHHBIX MOJIMTIIAHAYJISAPHBIX CHUHIPOMOB,
yamie Bcero 1-ro tuna (myrarmmu reHa AIRE-1 ma xpomocome 21022.3). I'TIT
pa3BuBaetcs B pe3ynbrare paspytierus OILDK npu nndunsrpaTuBHBIX 3200171€-
BaHusx (remocuzepos, 6ose3Hs Bunbcona—KoHoBasioBa, rpaHyjieMaro3 | Jp.),
py paaronoATepanuu OOJe3HEeW NMIMTOBUIHOMN JKeJe3bl. TpaH3uTOpHAsS THIIO-
byakuus OHK moxeT Habm0naThCS Y HOBOPOXKJICHHBIX B TEYCHHE TEPBOU
HEAEIH, MPEXKIE BCErO y AETEH, POAUBIIUXCS OT )KEHIIMH, cTpagatommx ['TIT.

Bpoxnennbsiii uzonupoBanHblid ['TIT sBiserca mposiBieHueM aedexrta
cuHTe3a, mnpoueccuHra wim cekpeuuu IITI, Hacnemyercs mo ayToCOMHO-
JTOMUHAHTHOMY, ayTOCOMHO-perieccuBHOMY Tunam. [Ipu I'TIT ¢ X-cuennenusim
PEIIECCUBHBIM THITOM HacliegoBaHus (oBpexkacHUsT X(26-27) BO3HUKAIOT U30-
JUPOBAHHBIE aHOMAINK 3MOpHOHanbHOTO pazsutus OLK.

I['TIT BxomuT B cOCTaB psAna HACIEICTBEHHBIX CHUHIPOMOB. CHHIPOMA
Jin Jxopxku (armasus OILDK, aucrenesust TMMyca ¢ TSOKEIBIM T-KIETOYHBIM
UMMYHOACPUITUTOM, JTehEeKT MEKIIPEICEPIHON MEpEeropoku, MeheKT MexKe-
JyJI0YKOBOW TEPEeropojKy, JHUIEeBOH aucmopdusm), cuaapoma Kennu-Kaddu
(rurmomnapaTipeo3, KOPTUKAJIBHOE YTOJIIEHHE TpPyOYaThIX KOCTEH, HHU3KOpOC-
JIOCTh, TIO3/IHEE 3aKpPhITHE OOJIBIIOTO POJHUYKA, Makpouedanus, Kaiblru(uKa-
st 0a3aibHBIX TAHTJIMEB, rHIepMeTponus), cuaapoma Kepuca—Ceiipa (rumnona-
paTupeo3, MUTOXOHJIpUAJIbHAS KapAUOMHONATHS, OKYJIOKPAHMO-COMATUYECKUE
3a0osieBanmsl), cuHapoMa bapakara (runonapatupeo3, HEUPOCEHCOPHAs TITyX0Ta,
HedponaTys, moYeyHasi HeJJOCTaTOYHOCTb ).

IlaTtorene3. B cBsizu c BbimageHueM uinu cHuwkeHueMm ¢GyHkiun OLLDK
ymenblnaercss Boipabotka IITI, perynupyromero oomeH kaibius U docdopa.
[Ipu >TOM B KpOBHU TMOHMXXAETCS COJEpKAHUE KaJlbLIMsl, TJIaBHBIM 00pa3zoM, 3a
CYET MOHM3UPOBAHHOW (pakiMd M TIOBBIIIAETCS YPOBEHb HEOPTaHUYECKOTO
docdopa. I'uniepdocharemuss odycnoBieHa ycuiaeHneM peadcopOimu docdopa
B IIOYEUHBIX KaHaiplax npu HepocratouHoM cuHrese [ITI. Ilagenue ypoBHs
[ITT" B opranu3mMe MOXKET ObITh OJTHUM U3 (DAKTOPOB CHIKEHUS CHHTE3a B MPOK-
CUMAJIbHBIX KaHaJbI[AX TMOYEeK aKTUBHOTO Meradonuta BuTamMuHa Dz —
1,25(0OH),D3, uTo TakXke BeAET K HAPYIICHUIO BCACHIBAHUS KaIbIMS B KUIICUHH-
Ke, peabcopOIK ero B IMCTAIBHBIX KaHAIBIIAX MTOYEK M PA3BUTHUIO TUITOKAJIBITH-
emud. [Ipu runonaparupeose HapymaeTcss COOTHOLIEHUE SIIEKTPOJIUTOB. [loHu-
KEHUE KaJIbLIUsI BEJACT K OTHOCHUTEILHOMY TpeoOsanaHvio kKanus. Kabimii
YMEHBIIIAeT BO30YIUMOCTh HEPBHO-MBIIIICUHOTO amiapara, a Kajui ee yBeJInJyu-
BaeT. Heo0XxoauMo Takke OTMETHTh, YTO IMOBBIIIIEHUE YPOBHSI MarHusi B ChIBO-
poTke kpoBu noaasisieT cexkpeuuro [ITI u MoxxeT npuBOAUTE K Pa3BUTHIO TUIIO-
MapaTUpe03a U THIOKAIBIIMEMUN. BMecTe ¢ TeM pe3KO BBIPa)KEHHOE CHHMKEHHE
CBIBOPOTOYHOTO Maruusi Takxe ymenbluaeTr cekpeuuto IITI, yto oOycnosneHo,
BEPOSATHO, UCTOIICHUEM BHYTPUKIIETOUHBIX 3aI1aCOB MarHus. bosbliyro poiib B
[aTOr€HE3€ TETAaHWM OTBOLAT CIABUTY KHCIOTHO-OCHOBHOT'O PaBHOBECHUS B CTO-
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POHY MpeoOIaaHuss OCHOBaHUH (ajikaji03) U MHTOKCHUKAIMK OpraHu3Ma MPOIyK-
TaMu OEITKOBOTO OOMEHa.

Kannnueckasi kapTuHa. Pasznnyaror sBHYI0 (OCTPYIO M XPOHHUYECKYIO) U
ckpbITyio (atentayio) ¢opmer I'TIT. Beayinee MecTo B KIMHUYECKON KapTHHE
3a00JIeBaHUsl 3aHUMACT TOBBIIICHUE HEPBHO-PEGIICKTOPHON BO30YJIMMOCTH MBbI-
IIIEYHOTO anmapara ¢ MepruoAMYECKUM BOSHUKHOBEHUEM TOHUYECKHUX CYIO0POT .

[Ipu sBHOW TETaHMM CYJOPOrM BO3HHUKAKOT CAMOIPOU3BOJIBHO, COIPO-
BOXTAIOTCS CHJILHBIMH OOJICBBIMM OITYIICHUSIMH M IMPOTEKAIOT TO B BHJE Clie-
OYIOIHUX APYT 32 JPYTrOM OTHOCHTEIBHO KOPOTKHX IPHCTYIIOB, pa3AeICHHBIX
0ojiee WM MEHee TPOAODKUTEIBHBIMU TPOMEXKYTKAMU BPEMEHH, TO B BHJIC
OYCHBb JUTMTEIBHBIX THKEIBIX CYIOPOKHBIX cocTossHUM. Co3HaHUE OOIbHBIC HE
tepsitoT. CyJopord MOTYT HaudaThCs C 0oJieH B JKUBOTE (BCJIECICTBUE TETaHUHU
MBIIII TIepeIHEH OPIOMHOM CTEHKH W TJIAAKOW MYCKYJIAaTyphl KHMIICYHHKA), 3a
KOTOPBIMU CJIEAYeT TOHMYECKasl MBIIIEYHAs] PUTUIHOCTD, 3aIIPOKHUIBIBAHUE TO-
70BBI ¥ 1iaHo3. B cBs3u ¢ atum ['TIT B HEKOTOPBIX Caydyasx OMMOOYHO TPH-
HUMAIOT 3a smmiencuio. CyJopord MOTYT CONPOBOXKAATHCS TOJIOBHOM 0O0JIbIO,
PBOTOM, TIOBBIIIIEHUEM BHYTPUUYEPEITHOTO JIABJICHUS, OTEKOM JUCKOB 3pUTEIb-
HBIX HEPBOB, YTO CIYXKHUT MOBOJIOM JIJisi OMIMOOYHOTO TMOJ03PEHUS HA OMYyXOJIb
mosra. Hanbosee Tsokenbie MposIBICHUSI TETAHUM — 3TO CIa3M MBIIII] TOPTaHU
1 OPOHXOB.

Jlerkast CTENEHb JIATGHTHON TETAaHWM MOXET TPOTEKaTh 0€3 BHUIUMBIX
BHEIITHUX TPOSBIICHUN. Takwe TeTH MOTYT UCIBITHIBATh HEMPUATHBIE TapecTe-
3WH B KOHEYHOCTSX, CITa3Mbl B HUX, OIIYIIICHUS TOJI3aHUSA MypaIieK, OHEMEHUS.

[ToBbIIICHHYI0 HEPBHO-PE(PIICKTOPHYIO BO30YyIUMOCTh TIPH JIATEHTHOM
dbopMe MOXKHO BBISIBUTh MEXaHWYCCKAM WM DJCKTPUUYCCKUM pa3ApakKeHUEM
JIBUTATCIIBHBIX HEPBOB. [IOCTyKMBaHWE TaIbIIEM MM MOJIOTOYKOM B 00JIACTH
BBIXOJIa JIUIICBOrO HepBa (Ha 1 cM BIepex OT KO3eJKa) BhI3BIBACT COKPAICHHE
MbImIL Jinna (cumnrToM XBOCTEKa).

deHoMeH NUIeBOro HepBa TudGepeHIupyIOT Ha TPU CTETICHU:

- | — cokpaleHue Bcex MBI, THHEPBUPYEMBIX JIUIIEBHIM HEPBOM,

- |l — coxkparieHue ToJIbKO MBIIII] yTiia PTa U KPbUIbEB HOCA,

- |l — cokparieHue ToJIbKO MBIIII] yTJia pTa.

[ToxonaunBaHue y Hapy>KHOTO Kpasi TJIa3HUIIBI BBI3BIBACT COKpPAIICHUE
MbII opoutsl (cumnToMm Beiica). I1py HanoKEeHUU Ha IJICUO JKTyTa WM PE3H-
HOBOM MaH)KETKH TOHOMETpa uepe3 2—3 MUH TOSIBJISIETCS YyBCTBO OHEMEHHS,
MapecTe3nu, BCIIE]] 3a ITUM MIPOUCXOUT CYJAOPOKHOE COKpAIlEeHUE KUCTH B BU-
ne «pyku akyirepa» (cumntoMm Tpycco). Teranus B pa3rubaTebHBIX MBIIIIAX
Oenpa ¢ OJHOBPEMEHHOW CYNMHUHAIIMEN CTOMBI pa3BUBAETCS MPHU OBICTPOM CIH-
OaHWHM HOTH B Ta300€IPEHHOM CYCTaBE C BBHIMPSIMIICHHBIM KOJICHHBIM CYCTaBOM
(cumnrom Illnesunrepa). [Ipu mokosaunBaHUM MO TOJIOBKE MaioOepIiOBOM KO-
cti (cumnrom Jlrocta) BO3HMKAeT KapIiomleaaabHbIA Cria3M — KOHCKas CToIla
(cToma poTHpoBaHa BHYTPh, HAJIBIBI HAXOAATCS B IMOJIOKEHUH ITOJIOIIBEHHOIO
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crubaHusi, YeThIpe CIAa3MHPOBAHHBIX Majblla HAKPBIBAIOT OoibIoi). [Ipu ru-
MOKAJbIMEMUN TIOBBINMIACTCA Takke OoJieBasi UYyBCTBUTEIBHOCTh HEPBOB,
HAJaBJIMBAHUE HA KOTOPBIC BBI3BIBACT MAPECTE3UU, PACHPOCTpAHSIONIMECS Ha
WHHEPBUPYEMbIE UMK OOJIACTH, IPU TETAHUHM YCHJIMBAIOTCA CYXOXKUJIBLHBIE pe-
(beKchl.

Cxpoitas dopma I'TIT nmox BosaeiictBueM HMHGEKIIMH, HHTOKCHKAIUH,
OJIBIIIIKK U IPYTUX (PAKTOPOB MOXKET MEPEXOIUTh B SIBHYIO (HOPMY, MPOSBIIS-
ACh mpucTynamMu cyaopor. Cyaoporn OOBIYHO MMEIOT W30HMpaTeIbHBIN Xa-
pakTep, OHU TOPAKAIOT OMpPECIICHHBIC TPYIIIBI MBI CHMMETPUYIHO ¢ 00e-
X CTOpOH. Yale BOBJIEKAIOTCS MBIIIIBI BEPXHUX KOHCUHOCTEH, MpEeUMYyIIe-
CTBEHHO cru0arenw, OTYEro TPH TMPUCTyMaX KOHEYHOCTH MPHUHUMAIOT
CBOCOOpa3HBIM BHJ, TUITUYHBIN JJIA TCTAHUH. PYKHU MPUBEICHBI K TYJIOBUIILY
U TOJYCOTHYTHI B JIOKTEBBIX CyCTaBaX, 3 Majiblla MOJYCOTHYTHI U BBITSHYTHI
Brepea. Horu npu rumnokaibliueMUYECKUX CyJA0porax BBITSHYTHI, CTOIBI T0-
BEPHYTHl BHYTPb, MBIIIIHI KUBOTA, JAuadparMbl Pe3KO HAIpPSIKEHBI, HETO-
JBIDKHBI, UTO 3aTPYIHSET AbixaHue. JInio G0NbHBIX MPU TETAaHUH UMEET Xa-
pakTepHBIH BHJ. «pBIOUMH poT» (BCICACTBHE crma3Ma ryd M JKeBaTeIbHBIX
MBIIIIIT), TIOJYONYIIEHHbIC BEKH, CIIBUHYThIC OPOBH.

VY nereii ¢ I'TIT ormeyaercss mopakeHue BOJIOC (TOHKHE, pEIKHE BOJIOCHI,
paHHee TMOoCe/IEHUEe U THE3/IHAs UM TOTajbHasl aJUTOTEIHs, BIMAICHUE PECHHUII
U OpoBeii), HorTel (TOHKHE, UCUEPUCHHBIE, JIETKO JIOMAaroIuecs), 3yooB (MHO-
’KECTBCHHBIC JIe(EKThl AIMaJIH, Kapuec, MornepeyHas HCYePUCHHOCTh 3y00B), Cy-
XOCTh KOXH, KaHIUI03 KOKH U CIIM3UCTBIX, 3a/iepkKa pocta. [Ipyn mmutensHOM
TeUeHUU 3a00JICBaHUS BO3HHUKACT KaTapakTa W KePaTOKOHBIOHKTHBUT, OTMEUa-
€TCsl IEMHUHEpaIN3alns KOCTeH, OTI0KEHNE KAl B TIOJKOXHOW KJIETYaTKE,
XpycTanuke, 0a3albHBIX TAaHTIIASX. Y peOCHKA CHMYKACTCS MaMSTh, IMOSBIISICTCS
OeCCOHHUIIA, CTIOHTAHHO BO3HUKAIOT MPUCTYIIBI arPECCHH WU JCTIPECCUH.

J{uaruo3 OCHOBBIBAETCSI HA JIAHHBIX aHAMHE3a, KIMHUYECKUX MPU3HAKAX
1 JTabOpaTOPHBIX JaHHBIX (CHMYKCHHE B KPOBH YPOBHs OOIIETO0 M HOHM3HPOBAH-
HOTO KaJbItus, moBbiieHue ¢Gocdopa). B Moye oOHapykuBaeTCsi HU3KUN ypoO-
BeHb Kasblus (mpoda CynkoBuya oTpuiiatenabHas) u Gocdopa, SKCKpEIus MUK-
Jrdeckoro ajgeHo3uHMOHOochata (MAM®P) ¢ mouoii cHmkena. Yposens 1T
B CHIBOPOTKE KPOBU IMOHUKEH.

Ha DKI' MoxeT peructpupoBaThcs Y/UIMHEHHBIM wHTepBan Q-—T mpu
M309JICKTPUYECKOM HHTEpBaje S—I, NpH BBEIPAKEHHON THITOKAIBIIMEMUN
HaOIOAAIOTCS apUTMHH, BO3MOYKHA OCTAaHOBKA cepria.

Pentrenonornuecku 0OOHApY>KHUBAIOT OCTEONOPO3 KOCTHOM TKaHH, JIe-
dbopmanuo ckenera, CyonepuocTalbHYI Pe30pOIHio. Y HEKOTOPHIX OOJIbHBIX
BBISIBIIIFOTCS KalblIU(UKATHI B MBIIIIAX, moykax, npu KT-uccnemoBanuu ro-
JIOBHOTO MO3ra — KaJlbIIM(PUKATHI B 0a3adbHBIX raHmHsIX. HeoOxomum ocMoTp
narueHTa o(TanabMOJIOroM (i1 CBOCBPEMEHHOTO BBISBICHHS KaTapaKThl) W
HEBPOIMATOJIOTOM.
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JuddepeHunanbHbIil AUATHO3 CIEAYET MNPOBOAUTH C 3a00JIEBAHUSIMH,
CONPOBOXKIAIOIIUMHUCS TUIIOKAJIBLIMEMHEN TUIIO- U aBUTaMUHO30M D, cunzpo-
MOM MabaOCOpPOIMH, XPOHUYECKOW MOYEUHOM HEAOCTATOYHOCTBHIO, OCTPHIM
NaHKpeaTuToM, nuapeei (tadi. 2). TeraHHIO MOXET HMPOBOIMPOBATH AIKAIO03,
KOTOPBIA BO3HUKAET B CIy4YasiX UJIATEIIBHON HEYKPOTMMOW PBOTHI WJIW TUIEP-
BEHTWISIIIUY, & TAK)KE BBEJCHUE TPEIIAPATOB, CBSI3bIBAIOIINX KAIBIHMHA (IUTpAaT-
HBIC TIPOJYKTHI KPOBH), MHIHOMPYIONIMX PE30pOIHUI0 KOCTH OCTEOKIACTAMH
(6budochoHaThl, MUTPAMHUIIMH), YTHETAIONIUX PeaOCOPOIMIO KaJbIM B IMOYKaX
(bypocemun). Cynoporu auddHepeHIUpPYIOT ¢ CyIOpOraMu IpH SIUJICTICUU
(COTIPOBOXKIAIOTCS TIOTEPEH CO3HAHMSI, IPUKYCHIBAHUEM S3bIKA, OTXO0XKICHHEM
NICHBI M30 PTa, HEMPOU3BOJIBHBIM MOUYCHCITYCKAaHHEM U Je(eKarueii), THITOTIIH-
KEMUYEeCKUMHU CyaoporaMu (YpOBeHb caxapa B KPOBU CHWXKCH, CyJ0poram
MPEALIECTBYET OCTPOE YYBCTBO r0JIOAA, MOTIMBOCTh, OJETHOCTDH, cepAledue-
HHE, Yallle pa3BUBAIOTCS MIPU CaXapHOM TuadeTe).

Tabnuya 2
Juddepenmmanbupiii muarno3 I'IT (A. U. Tenos, 2000)
KoHueHTpauusi B CbIBOPOTKE KPOBH
3abos1eBaHuA Cyno- Kajab- | pocpopa | menounon | IHTI Cocrostnue
poru cKejeTa
uus docharasnbl
I'TIT + ! 1 N ! N
[IceBnoruno- ++ ! ) N TN Octeonuctpo-
napaTupeos ¢ust umu N,
KaJnpLupuKaus
MSITKUX TKaHEN
Cungpom Manpab-| =+ ! ! TN TN | Ocreomansauus
copOIMH, THIIOBU-
tamuHO3 D
Ankano3, Heykpo-| + N N N N N
TUMas pBOTa, TH-
HEePBEHTHIIS LM
Dnuiercust ++ N N N N N
['mnornukemu- + N N N N N
YECKUW CHHAPOM

IIpumeyanue: «+» — IPU3HAK UMEETCS, «++>» — PE3KO BBIPAKEH, «|» — IapaMeTp
CHIKEH, «1» — moBbllIeH, N — B Ipejiesiax HOPMBI.

Jleyenune BKJIIOYAET AMETOTEPANUIO (PEKOMEHIYIOT MPOIYKTHI, OOTaThie
KajblieM, BuTaMuHOM D, orpanuumBaioT ¢ochopcoaepixaiiye), mpernapaTsi
Kajplusa, Butamuna D.

OCHOBHBIMH THINEBBIMA HMCTOYHUKAMHU KaJbIHs SIBISIOTCS MOJIOYHBIC
IPOIYKTHI, 0COOEHHO CBIPHI, TBOPOT, HOTYPT, CIUBKU. Kanbluili comepKuTcs u
B IPOAYKTaX PACTHTEIBHOIO MPOUCXOKICHHS (COs, TOpOX, 000BI, MOPKOBB,
NETPYIIKA, TPEYHEBass U OBCSHAS KPyIla, UHKHAP, CEMEHA KYHXKyTa, (PpyKTHI),
B PBIOE, HEOOJIBIIIOE KOJIMYECTBO — B Msce (Tadu. 3).
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Conepma}me KaJIblUA B IPOAYKTAX MUTAHUA

Tabnuya 3

(E. 1. Maposa, C. C. Ponuonosa, JI. 5. Poxxnnckas, 1997)

Conep:xanue Conepxanue
Ipoaykr Kkaabuus Ha 100 r poaykr kaabuus Ha 100 r

MPOAYKTA, MT MPOAYKTA, MT
Monoko 1%-Ho# xupHOCTH 120 CwMmerana 100
Monoko 3%-Hol )KUPHOCTH 100 CpIp TBEpABII 600
Horypr 120 ChIp TUIaBJICHBIH 300
Kedup >xuphbiit 120 TBopor 95
Pr16a BsisieHast ¢ KocTsIMU 3000 Kpyrma oBcsiHas 64
Pri0a oTBapHas 30 X11e0 uepHBbIi 60
Slino 55 X1eb Oenblit 30
['oBsiimHA 30 Karmycra 60
Munnane 254 Wnxup 57
Cenbaepeit 240 Wzrom 56
Kypara 170 Cymensle s10710KH 45
Canat 83 Pacoib 3eseHas 40
Kpyna srtaneBast 80 ATeIbCUHBI 35
OnuBKHU 3€I€HBIE 77 Kpyna rpeunesas 20

[Mpenapater kanbims (kapOOHAT, IMTPAT, JIAKTAT, TIFOKOHAT) HA3HAYAIOT
BHYTpb (1-2 T 1o anmeMeHTapHOMY Kanbluio). CojepkaHue akKTUBHOTO KaJTbITHS
B Pa3IMYHBIX €r0 COCAMHEHUSAX 3HAYUTENILHO oTimdaercs (Tadu. 4). [Ipemapars
KaJIbIIUS JIyYIlle IIPUHAMATD TOCJIE €/1bI, BO BTOPOU TIOJIOBHHE JHSA. DTO OOBSICHS-
eTCs IIUPKATHBIM YCKOPEHUEM PE30POTHBHBIX TPOIIECCOB B KOCTH HOYBIO.

Tabnuya 4
Conep:kaHue KaJblMs B Pa3JIHYHBIX €r0 COJIsSIX

Coaeprxanue 3J1eMeHTapHOT 0 % copep:kaHUsS HOHU-
IIpenapar kajbuus
KaJablus HA 1 T COJIM KaJBIUsI, MI' | 3MPOBAHHOTO KAJIBIUS
KapOonat xanpius 400 40
XJ10pUJl KaJIbLIMS 270 27
[{uTpaT KambIus 211 21,1
I'muniepodocdat xanpuus 191 19,1
JlakTaT xanems 130 13
I'moxoHaT KanpIus 90 9

Butamun D3 conepkuTcsi B pblObeM KUPE, JKUPHBIX COpPTax pbIO, HKpE,
JKEJITKE SIWIA, TOBSHKbEN NEYECHH. B MOJOYHBIX NPOIYyKTaX KOJWYECTBO Kallb-
U(EPOJIOB HEBEIIMKO, B KOPOBbeM MoJioke ux okosio 10 ME/n, B rpyaHoM Mo-
noke — 100 ME/n. Buramuu D, comepsKuTcss B paCTUTEIbHBIX Macjax, 3eJIeHU
OJIyBaHYMKA, KpanuBe, METPYIIKE, TPOKIKaAX.

[Mpenapatsl BuTaMuHa D (KaJbIUTPHOI, XOIEKAIbIU(PEPOII, TUTHAPOTA-
XMCTEPOJI) Ha3HAYAIOT JUIS YIIYYIICHUS BCAChIBAHKS KAJIbIHS B KHUIICYHHUKE, JIJIS
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perynsaiuu  comepkanust Gocopa Ha ypoBHE TMOUCUYHBIX KAHAIBIIEB 3a CUET
CHIDKEHHS ero peadbcopOuuu. [Ipemaparom BeIOOpa SBISIETCSA KaIbIMTPHOIN (aK-
TUBHBIA MeTabonmut ButamuHa D — 1,25(0OH),D3), xoTopblii HazHavaeTcs 1O
0,25-1 MKT B [icHb (Ha JBa MpUEMa).

[Tpenapatsl KaabIUTpHONA cieayronme: «OKCHACBUT» B Karcyiaax (1o
0,25; 0,5 u 1 mkr), «Pokansrpon» B Kancyaax (0,25; 0,5 Mkr) u B Buae Macis-
HOTO pacTBOpa, cojaepikariero 2 Mkr/mi npenapata (1. ¢. 0,1 MKr B oiHOH Kari-
Je pacTBopa). D ekt HacTymaeT ObICTPO — B TeucHue 1—4 THel.

[Ipemaparer Butamuaa D, Dprokamsiudepon — 0,0625%-np1#, 0,125%-
HbIi, 0,5%-Hb1i1 MacisHbIil pacTBop (1 Kamwisi COOCPIKUT COOTBETCTBEHHO 625,
1250 wym 5000 ME), Butamuna Ds: «AkBajgerpum», «Burantrom» (B oHOH Karl-
ne — 500 E/l, naznauarorcs B go3e 7500-15 000 ME/cyT).

Juruaporaxucteposl («TaXUCTHH») CHOCOOCTBYET YBEIWYCHHIO BCACHI-
BaHMSI KaJIbIMS B KUIICUHUKE U BbIBeNeHUIO0 (pochopa ¢ mouoii. [Ipemapar BbI-
nmyckaercs B Bujae 0,1%-noro macnsiHoro pactBopa mo 10 u 50 mi Bo dakoHe.
B 1 mi macnsiHoro pactBopa (24 xaruim) coaepkurcs 1 Mr AUrHIpOTaXUCTePO-
na. B octpom nepuone «Taxuctun» HazHauyaetcss mo 2040 kanenb 4 pasa B
JeHb, oaaepkuBaromas no3a — 10-20 kanens 3 paza B IeHb MOCIIE €bI HIIH
HaTomiak. boibmnine 10351 CMEMIUBAIOT C MUILICH.

Jlo3y mpemnapaToB Kanbliug ¥ BuTamuHa D moaOuparoT MHAUBHUIYATHHO,
KOHTPOJIMPYSl YPOBEHb Kajblius, (hochopa B KpoBH, H30eTasi TUNIEPKAIbIIUEMUN
U THICPKAJIBIMYPHH M MX IMOCICACTBHI (YypOBEHb OOIIErO KajbIlUs B KPOBHU
MOJIICPXKUBAIOT HA HYDKHEH rpaHuiie HOpMbl — 2,0-2,2 MMoJIb/).

[Ipu neyenun I'TIT nenecooOpa3zHO BKIIOYUTH B KOMIUIEKCHYIO TE€PAIUIO
npenaparbl MarHus, Tak Kak OHU MOBBIIIAIOT 3P(HEKTUBHOCTH JI€YEOHBIX MEPO-
MIPUSITUH.

IITT muist nedyenus 3a001€BaHUs B HACTOSAIIEE BPEMS IIPUMEHSCTCS PEIKO,
TaK Kak MpH JUTUTEILHOM BBEJICHUU K HEMY BbIpa0aThIBAIOTCS AHTUTEIIA.

OKCTpeHHas TOMOIIb MpPU HAPYIIEHUHU CEPACUYHON NESITEIHHOCTH 3a-
KJIFOYAeTCs BO BHYTPUBEHHOM cTpyiiHOM BBeaeHuu 10%-HOro pacTBopa TIito-
konata kanpuus (0,3 mu/kr). B Apyrux ciydasx rIFOKOHAT KalbLKs BBOAST Ha
5%-HOM pacTBOpE TJIIOKO3bl BHYTPHUBCHHO MemieHHO (2-5 mu/kr/cyT), mapaii-
JICIbHO HA3HAYaIOT MpernapaThl Kaablus (KapOoHAT, IUTPAT, JIAKTAT, TJIFOKO-
HAT) BHYTDb.

Ecnu mpu rUmokanbIMEeMUM TETaHWUS PE3UCTECHTHA K BHYTPHBECHHOMY
BBCJICHHUIO KAJIBIIHUS, TO MOKHO MPEONOKATh HAIMYNAE COMYTCTBYIOIIETO Je-
¢urnura Marausa. B 3ToM ciydae TOMOJHUTEIRHO Ha3HAYACTCS BHYTPHUMBIIICY-
HO 25%-HbIi pacTBOp cyibhara Maraus B qo3e¢ 0,2 Ma/kr. Maraui MoBbIIIacT
cekpenuto IITI" u peakunio TKaHE HaA HETO.
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IICEBIOTIMIIOMAPATUPEO3

[IceBnorunomnaparupeo3 — reTeporeHHas rpymmna BpOXICHHBIX 3a0o0iie-
BaHMI C KIWHUKO-JTabopaTOpHBIMH Tpu3Hakamu HempoctarouHoctu OIK nHa
(oHE MOBBIIEHHOTO WKW HOpMajibHOro ypoBHs IITI' BcieacTBue HEUyBCTBHU-
TeabHOCTH nepudepuyeckux Tkaneu k I1TT.

Brigenstor Heckobko (opm receBaorumnonaparupeosa (tadm. 5):

- Tuna | — HeuyBcTBUTENBHOCTH OpraHoB-mulienent k [1TI, 3aBucumas
OT aICHWIATLMKIIA3bI;
- tuna || — HeuyBcTBUTENBHOCTH OpranoB-muuieHed k IITI, He3aBu-

cumMmad OT aACHUJIaTHUKIIAa3hbI.
Tabnuya 5

Knaccuukanus nceBIorunonapaTupeo3a u ncepaonceBIornnonapaTupeosa
(A. 1. Aenos, 2000)

®opma, Joxaausauus reme- | I'mmo- Peax- | Ypo- | lepu- | Hacaen- | Pe3u-
THYECKOro JedeKkTa (XpoMo- | Kajb- nus BeHb | HUT G- | CTBEH- | CTeHT-
COMa, T'eH) muemusi,| AM® | IITI | Oeaka Hasl HOCThb K
rumep- |[Mo4M Ha| B ocTeo- | APYrum
ocpa- | IITI' |kpoBH AUCTPO- | TOPMO-
TeMUA Pusn HaM
Ounopaii-
Ta
[IceBnorunonaparupeo3  tumna + l 1 + + +
la; 20013.2-913.3, ren GNAS1L
[Icepmorunonapatupeo3  Tuna + l ) - - -
Ib, nedexr perrenrropa ITTT
[Icepmorunonapatupeo3  Tuna + l ) - + -
IC, HapylieHHe BHYTPUKJIIETOY-
Horo orsera Ha [ITT" — anoma-
JMsl aJCHUIATLUKIIA3b]
[Icepmorunonapatupeo3  Tuna + N ) - - -
[1, nedexT Ha ypoBHE MPOTEUH-
KMHAa3bl A WK ee cyocTpaTa
[IceBnonceBnorunonaparu- — N N + + +
peo3, KOMIIEHCATOpHasi MapLy-
aJllbHAsi HEYYBCTBUTEIBHOCTb K
I[ITC

Ilpumeuanue:. «+» — HalU4ue NPU3HAKA, «—» — OTCYTCTBHUE, «|» — CHU)XXEHUE,
«1» — MOBBIIIEHUE, «+» — MPU3HAK HEMOCTOSIHEH.

IlceBnorunonaparupeo3 Tuna la — cemeitHoe 3a0ojieBaHUE C TIPEUMY-
LIECTBEHHO ayTOCOMHO-IOMWHAHTHBIM THUIIOM HACJIEJOBaHUs, OJHAKO BCTpEYa-
IOTCSI U CTIopaandeckue ciydaun. Briepeeie oHo Obuto ommcano F. Albright. TTpu
ATOM 3a00JI€BAaHUN CUMIITOMBI TUTIOKAIBIIUEMUN COUETAIOTCS C XapaKTEPHBIMU
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BHEITHUMHM NMPU3HAKAMH: HHU3KOPOCIIOCThIO, OpaxuaakTuinei (0coOeHHO 4-X U
5-x manbiieB) (puc. 3), JTyHOOOpPa3HBIM JIUIIOM, OXXKHPCHHUEM, KPBLIOBHIHBIMH
CKJIaJIKaMH Ha IIee, TUIEPIUTMEHTAIMEN; B MATKUX TKAHIX BO3MOXKHO (HOpMHU-
POBaHUE MHOKECTBEHHBIX OYaroB MOJKOXHOTO OOBI3BECTBICHUS U OccUpUKa-
1uu. JIaHHBI CUMOTOMOKOMILJIEKC Ha3bIBACTCSI HACIEACTBEHHON OCTEOIUCTPO-
¢ueit Onbdpaiira.

™
o
u
=]
-

Puc. 3. BpaxunakTiiaus py HACIeICTBEHHOH ocTteoaucTpoduu Onbpaiita (1BycTOpoHHEE
yKopoueHue 4-X u 5-X MACTHBIX U [UTFOCHEBBIX KOCTEH)

Co CTOpOHBI HEPBHOW CHCTEMBI y OOJIBHBIX YaCTO HAOIIOAIOTCS TTOIKOP-
KOBBIC HAPYIICHUS: XOPEHU(POPMHBIE THIIEPKUHE3bI, aTETO3, JIUIIEBON TeMHUCIas3M,
MapKUHCOHU3M U JAp. IHOT]a MMEIOTCSI MO3)KEUKOBBIC SBJICHHSI: aTaKCHs, Hapy-
[IeHNE KOOPIMHAIIMH, HO HAnOOJIee XapaKTepHbl TETAHUIECKHUE CYJOPOTH.

YMCTBEHHast OTCTaJOCTh, Yalle YMEPEHHOW CTEMEeHH BBIPAXKEHHOCTH,
BhIsiBIIsAeTCS TipuMepHO Y 20 % GonbHbIX. [Icuxudeckue mporecchl 3aMeIIeHbI,
OTMEYaeTCs MOTOpHAsl HEJIOBKOCTh, MOTYT HaOJIOJaThCs HEBPOTUUECKHUE peak-
MU CTpax, TPEBOra, OECIOKOMCTBO, MJIOXOM COH.

B ocHoBe 3aboneBanus sexutr myrtaius rena GNASL (20013.2-913.3),
KOJIUPYIOIIET0 CTUMYJIUPYIONIYIO CYOBEIUHUILY PEryIsTOPHOTO OejKa, CBSI3bI-
BAIOIIECTO I'yaHUHOBBbIC HYKICOTHIbI (GSu). DTOT OCIIOK CIIYKUT MOCPEIHUKOM
MEXIy pelenTopaMu TOPMOHOB Ha TMOBEPXHOCTH KIETOK-MHUINEHEH U ane-
HUJIATIUKIIa30M, KOTOpasi KaTaau3upyeT cuHTe3 HAM®D u Takum obOpa3zoM 3a-
MyCKaeT Peakirio KJIETOK Ha BO3/CWCTBHE TOPMOHOB. Y OOJBHBIX aKTUBHOCTH
Gso B 2 u Gosiee pa3 HUKE, YEM y 3/IOPOBBIX, IO3TOMY y TIEPBBIX CHHKEHA pe-
aKius KieTok-muineHei Ha [1T1.

[Tomumo pesucrentHOCTH K [ITIN y GOJMBHBIX € MCEBAOTHUIIONAPATHPEO30M
tuna la Moryr ObITh HapyiieHus, oOycioBieHHbIe nedekrom GSo: pe3ucTeHT-
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HOCTh K THPEOTPOITHOMY TOPMOHY (THIIOTHPEO3), TIIOKAroHy (0e3 KIMHHYECKUX
NPOSIBJICHHIA), TOHAIOAMOCPHHY (aMEHOpes) W AHTUANYPECTHYCCKOMY T'OPMOHY
(HapyllleHHE KOHIICHTPAIIMOHHON (YHKIMU MMOYeK). Pe3uCTEeHTHOCTh K THpEO-
TPOITHOMY TOPMOHY U TJItOKaroHy oOHapyx)uBatoT y 50—70 % 6oibHbBIX, K TOHA-
JOMUOEpUHY M aHTUAUYPETHUYECKOMY TOPMOHY — y 3HAUYUTEIILHO MEHBIIIETO YKC-
J1a MAlKUEHTOB.

/luazno3 OCHOBBIBACTCS HA KIMHUYECKOW KapTHHE, JaOOpaTOPHBIX J1aH-
HBIX (rUmokanbieMuss U runepdocdaremMuss Ha (OHE MOBBIIMIEHHOTO (HOP-
maiibHOTo) ypoBHs I[ITI', CHMXCHHBIA ypoBeHb KajbluTpuoyia, GS-Oenka),
PCHTTEHOJIOTHYECKUX JaHHBIX (YKOpPOUYCHHE MeTaKapHaJbHBIX U MeTaTap3aib-
HBIX KOCTEH, reHepain30BaHHas JIEMHUHEpaIu3allns, YTONIIEHUEe KOCTeN cBoAa
yeperna), TakKe MCIIOb3YIOT METO bl MOJIEKYJIIPHOM TeHETHKH.

IIceBporunonaparupeo3 tuna |b. B ero ocHoBe nexur nedexr perer-
topa IITI". buoxumnueckue npusHaku pesucteHTHOCcTH K IITI Takme xe, kak
Ipu IceBaorumnonapatupeo3e tumna la. deHoTunuyeckue MPU3HAKKA HaCHe-
CTBEHHOU octeoauctpoduu Ondpaiita OTCYyTCTBYIOT. AKTUBHOCTh GSt B SpUT-
poluTax HOpMaJIbHasl.

IlceBpornmonaparupeo3 tuna IC. B ero oCHOBE JIEKUT HapyIICHHE
BHyTpHKieTouHOro oreeta Ha IITI u3-3a aHOMauM ajieHWIATIIMKIIA3bl. AKTHUB-
HocTh GSo. HOpMasibHasA. buoxumudeckue npusHaku pesucteHTHocTH K [ITI Ta-
KM€ JKe, KaK MpHu IceBaorunonaparupeo3e tumna la. HaGmtomaercs HaciencTBeH-
Has octeoaucTpodus Ondpaiita U Pe3UCTEHTHOCTh KO MHOTHM FOPMOHAM.

IlceBporunonaparupeo3 tun |I. Jledexr nokanuzyercs Ha ypoBHE TIPO-
TEMHKUHAa3bl A nim ee cyoctpara. [Ipu 3a001eBaHnN UMEETCS TUITOKATbLIUEMHUS
u rtunepdocdaremMusi, HO OTCYTCTBYET HACJIEACTBEHHAs OCTEOIUCTPOdus
Onbpaiira.

IlceBaonceBaorunonapaTupeo3 MMeEeT  KIMHUYECKUE  MNPHU3HAKU
HacJeACcTBeHHOM octeoaucTpodun Onbpaiita, cyOHOPMaIbHYIO aKTUBHOCTH
Gso, HOpMasbHBIH/TIOBBIIICHHBIH ypoBeHb [ITI', HOpManbHBIA YpPOBEHb Kallb-
s 1 pochopa B CHIBOPOTKE KPOBH.

IlceBporunorunepnaparupeo3 (CeJCKTHBHAS PE3UCTCHTHOCTh MOYEK K
[1TT). YyBcTBUTENBHOCTh MOYEeUHBIX KaHanbleB K IITI CHmKeHa MK OTCYT-
CTBYET, @ UyBCTBUTEINBHOCTh KOCTHOM TKaHU K [ITI" He HapymeHa. B pe3ynpra-
te B moukax 1,25(0OH),D3; He cuHTe3upyeTcs, SKCKpelus Kalblus yCHIICHA, a
ypoBenb IITT" B chiBOpoTKe 3HauMTeENbHO MOBbILIEH. [Ipu pentreHorpaduu Ko-
CTed OTMEYaloTCsl TMpHU3HAKH TSDKEJIOro Trureprnapatupeos3a: (GpuOpo3Ho-
KHCTO3HBIN OCTHUT, KUCTBI U Oypbl€ OMyXOJIH.
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I'MIIEPITAPATUPEO3

['unepniapatupeos oOycioBieH u30biTouHOM mnpoaykmuen IITI, B pe-
3yJbTaTe Yero HaOJI0IAETCs TUIEPKAIBIIMEMUS, TUTIEPKATBIINYPUSI, KOMILIEKC-
HbIE HAPYIICHUS KAJIbIIUEBOIO OOMEHA U METa00JM3Ma KOCTHOU TKaHU.

['uriepnapaTupeo3 MHoapas3eseTcs Ha IMEPBUYHBIN (CHOpagudecKue Hu
reHeTH4Yeckue (opmbl), BTOPUYHBIN (Jalle B pe3yibTaTe TESPMHHAILHOW IO-
YEUYHOW HEJIOCTATOYHOCTH), TPETUYHBIH (THIIEPIUIACTUYCCKUE H3MCHCHHUS B
OIIX 3a cyeT JIUTENBHO CYIIECTBYIOIIET0 BTOPHYHOIO THIICPIIapaTHPEO3a).

IIpyunHaMM TIEPBUYHOIO THUIEpHApaTUpeo3a SBISIOTCS. HUIUONATHYE-
ckas runepiutasus OIDK, aneHoma wnmm kapruaoMa (peako) omnoit u3 OILK.
[lepBUuHBI THUNEPIAPATUPEO3 MOKET OBITh TAKKE KOMIOHEHTOM CEMEWHBIX
CHH/IPOMOB MHO)KECTBEHHBIX HIOKPUHHBIX Heorasuii (MOH-1, MDOH-2).

MDBH-1, ceMmeiiHblii CHHAPOM 30JUITMHIepa—IIMCOHAa (ayTOCOMHO-
JIOMUHAHTHBINA THI HaciemoBanus, red MEN-1 na 11-it xpomocome — 11q13),
BKJIIOYAET PAa3BUTHUE MHOKECTBEHHBIX OIMYX0JIeW 3HAOKPUHHBIX opraHoB: OIK
(rumepmapaTupeos3 ¢ TUIEpIUIa3uel WM MHOYKECTBEHHBIMU aJICHOMAaMH ), SH/I0-
KPUHHOW YacTH TOJDKEITYIOYHOM jkee3bl (racTpuHOMA, WHCYJIMHOMA, TITFOKa-
rOHOMa, BHIIOMA), NepeaHed a0 runodusa (aJeHOMBI), KOPbI HAAMOYCUHU-
koB, APUD-Tkanu THMyca, OpOHXOB, BO3MOKHBI PEIKHE MOPAXKEHUS KOXKH
(mumomebl, anruoguopomsel, meranomsl), [LIHC (rimmombel, MCHUHTHOMBI ), MSTKHX
TkaHe  (JIGHOMHOMBI, CTPOMAJbHBIC OMYXOJW JKEIyJaKa), TMEePBUYHO-
MHOKE€CTBEHHBIE KapIIMHOMBI.

MDBH-2, cunapom Cumnmia (ayToCOMHO-IOMUHAHTHBIA THI HACJIeI0Ba-
HUs1, myTaiuu nporoonkoreda RET na 10-ii xpomocome — 10011.2), — code-
TaHWe MEAYJUISIPHOTO paka HIUTOBUIHOW >Kele3bl, (PEOXPOMOIUTOMBI U TEp-
BHUYHOI'O TUIIEPIIAPATUPEO3A.

IlaTorene3 runepkajblIIEMUU MPU MIEPBUYHOM THIIEpIIapaTHpeo3e o0y-
cioBiieH TeM, uTto u30bITOK I[ITIT akTUBHpYyeT OCTEOKIACTHl M CTHUMYJIUPYET
cunre3 1,25(0OH),D3; B noukax. B pe3ynbrare ycuimuBaeTcs pe30opOnus KOCTHON
TKaHU Y BCAaChIBAHUE KAJbIIUS B KUIIICUHUKE.

Kinunuveckass kaptuHa. [lepBUYHbBINA TUNEpHIapaTUPEO3 MOKET MPOSIB-
JISITHCS TOJILKO MOBBIIICHUEM YPOBHS KaJIbIIUS B CBIBOPOTKE KPOBU (MajIOCHMII-
ToMHBIE (popmbl). B aHaMHe3¢ y TakuX MAIllMeHTOB BO3MOYKHBI TIOYCUHBIC KOJIH-
KM, OTXOXKJICHHUE TTeCKa, MEJTKUX KaMHEH.

Pa3BepHyTas kIMHUYECKash KapTUHA ONPEEsAeTCs MOPaXKEHUEM:

- [IHC — cnabocThio, yTOMIIIEMOCTHIO, BO3MOXKHBI TICUXUYECKUE
HApYUICHHUS, JEMPECCUs, OTITYLIEHHOCTb;

- CEpIEYHO-COCYIUCTON CHUCTEMBbl — APUTMUAMH, APTEPUAIBHOU T'H-
IIEPTEH3UEN,

- IIOYCK:. IOBPCKIACHHUEC KAHAJIBIICB ITOYCK MacCCHUBHOM THIICPKAJIbIUYPH-
eu INPUBOANT K HNX HCUYBCTBUTCIBHOCTH K I[CI\/,ICTBI/IIO AHTUINYPETUICCKOI'O

20



ropmMoHa (MoJMypusi, TOJMIUIICHS, HU3Kas IUIOTHOCTh MOYH); BO3MOXKEH
He(dponmTuas, HepPOKAIBIIMHO3;

- KEJyJOYHO-KHILEYHOTO TPAKTa — TOIIHOTOM, pBOTOM, METEOPU3MOM,
3amopaMu, MOXyACHUEM, BO3MOXKHO Pa3BUTHUE 3B U 3PO3UM B KEITYyJIKE U JIBE-
HA/IATUIIEPCTHOM KHUIIIKE, TIOPAKCHHUE TOKEITYIOUHON JKesie3bl (MaHKpeaTHT,
MaHKPEOKAJIBKYJIE3).

KoctHas cumnromaruka (runeprnapaTHPEOUHAs OCTCOAUCTPOPUs) Xa-
pakTepusyeTrcsi OOJsIMU B KOCTSX, Pa3BUTHEM MATOJOTUYECKUX IIEPETOMOB,
HapyLIEHUEM MOXOJKH, epopManusiMu, MOBPEXKACHUEM TBEPAOW dMaIU 3y0O0B.
PeHTreHoornueck BBISIBISIETCS T€HEPATM30BAaHHBIM OCTEONOPO3, B TSHKEINbIX
ciayvasx — (UOPO3HO-KUCTO3HBIA ocTeuT. [Ipu nencuromerpun HabmrogaeTcs
CHIKEHHE MNIOTHOCTU KOCTHOM TKaHH.

B pa3znuunbIx opraHax v TKaHsSX MOTYT BO3HUKATh KaJIbIIU(PUKATHI.

JImarno3. buoxuMmuueckre KpHUTEpUHM TUIIEpHapaTUpeo3a CIEAYyIOUIue:
rurnepkanbiemMus (YypoBeHb 00IIero Kajibius 0osiee 2,75 MMOJIb/JI, HOHU3HPO-
BaHHOTO — Oosiee 1,4 MMouib/i) U runodocdaremMust, yBeIUUCHUE aKTUBHOCTH
eao0uHoi ¢ocdatassl, noseimenre ypoHs 1,25(OH),D3, BbicOkuii ypoBeHb
OCTEOKaJIbIIMHA (MapKep OCTEOONACTHYECKOW (DYHKIMK), TOBBIIICHHAS WU
HOpMaJbHasl SKCKpELUs KaJblUsl ¢ MOYOM, MOBBIIICHHAS IKCKPEIUs ¢ MOYOU
okcunpoianHa 1 TAM®. OCHOBOIONATAIOMUM [JIsl IUAarHO3a SIBISIETCA BBICO-
kui ypoBeHb IITI B CBIBOPOTKE KPOBH.

C nmoMoup0 UHCTPYMEHTAJbHBIX METOJ0B 00C/IeIOBaHUS YCTaHABIIU-
BAIOT JIOKaju3aluio mapaajaeHoM, rumepmiasuto OLDK (V3U, KT, MPT,
CyOTpakIMOHHAsI CIUHTHTpadus C paTuOU30TONIAMU TEXHEIUS U Tallus), U3-
MEHEHHUS CO CTOPOHBI Mmouek (mpu peHtreHorpaduu, Y3 — Hehpokambiu-
HO3, HeponuTHas). /sl BBIABICHUS KOCTHBIX HAPYIICHHH MPOBOIAT PEHT-
reHorpaduio TpyOUaThIX KOCTEH, KOCTEH Ta3a, TPYJHOTO M MOSICHUYHOTO OT-
7ejJa TMO3BOHOYHHKA, OCTEOJECHCHUTOMETPHUIO IOSACHUYHBIX II03BOHKOB,
MPOKCUMAJbHBIX OTHENOB Oeapa, aydeBoil koctu. [Ipu mpoenennu OKI
HaOmomaeTcsa ykopoueHue umHtepBaia Q—T, menpeccuss S—T, aTpuoBeHTpuU-
KyJisipHast Osiokazna; npu IDXoKI — runeptpodus JeBOro Keiayaouka, Kajab-
IIUHATHI B MUOKap/IE.

MuddepeHunanbHblii THATHO3 TPOBOAAT C 3a00JEBaHUSMH, COMPO-
BOKJIAIOIIUMUCS TUNIEpKaIblnemMuen. K HuM oTHOCATCS:

1. Y HOBOpPOXKIEHHBIX:

- CeMeiHas THOKAJbIIMYpUYECKasi TUIIEPKATbIIUEMUS;

- TIEPBUYHBIM HEOHATAJIBHBIN TUIIEPIIAPATUPEO3;

- cemeiHas J0OpoKavyeCcTBeHHAs THIEPKAIbIIHEMHUS;

- Metadu3apHas XoHIpoaucIuIa3us (cuuapom SHceHa);

- HMJIMONATHYCeCKas TUICPKAIbIUEMHUs HOBOPOXKJICHHBIX (cuHapoM Bu-
JIBSIMCA);
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- TIOJIKOYKHBIC JKHPOBBIC HEKPO3HI;

- CHHJIPOM TOJYOBIX MEJICHOK;

- WAMONaTHYecKas apTepuaibHas THIIEpPKATbI(DHUKAIIS TPYTHBIX ACTCH.

2.Y nereii cTapiiero Bo3pacra:

- JHJOKpUHHBIE 3a00JeBaHMs. (PEOXPOMOLMTOMA, TUTIEPTUPEO3 U THIIO-
TUPEO3, NICEBIOTUNOANbI0CTEPOHNU3M, TUITOKOPTUIIU3M;

- 3JI0Ka4eCTBEHHBIC 3a00yieBaHUs: Jiekemus, Jumdoma, pabaomuocap-
KOMa, OIYXOJIM TOJIOBHOTO MO3ra M SIMYHHKOB (3@ CUET CEKPELUH OIMyXOJIIMHU
[ITT-mog00HBIX IPOTENHOB U APYTUX (HAKTOPOB);

- TpaHyJleMaTo3bl: CApKOMI03, TyOepKyJye3, TMCTOMIa3MO03, KOKITUIOMHU-
K03, Jenpa (B pe3y/bTare KaabIlIUTPHOIUHAYIIUPOBAHHOTO YBEINYCHUS KHUIIICY-
HOM, CKEJICTHOM, IOYCUHOM abCOpOIMU KaJIbIIKs);

- MEIMKaMEHTO3HbIE THUIEPKAIbIIMEMUN: TUTIEpBUTAMUHO3 D, rurnepsu-
TaMHUHO3 A, THA3UJIOBBIC TUYPETUKH, NMPENapaThl JUTHs, aTIOMUHUEBAsT MHTOK-
CUKAIIHS,

- UMMOOMITM3AIMOHHAS TUTICPKAJIbIIUEMUS .

Jleyenue runepmapaTupeo3a Xupypruaeckoe: aieHoMy YAAJSIIOT, B Cliydae
reHepamzupoBanHoi runepriazun OUJK menecoobpazHa ToTalibHas MapaTH-
PEONIPKTOMHS ¢ ayToTpaHCIutaHnTanue yactu oguoi n3 OLLK. I[Tocne onepanmn
B TEUCHHE HECKOJIBKHX JTHEH OONbHBIC HY)KTAIOTCS B MpenapaTax KaibIlusl.

MenukaMeHTO3HOe JIeYeHNEe HOCUT MaJUTHATHUBHBIN XapakTep U BKIIOYACT
perupaTaiuio U CHIKEHUE CTEICHU TUrepkanbieMun (GypoceMus, KaabIiu-
TOHHUH, OU(POCHOHATHI, TPU TSHKEION THIIEPKATBIIMEMUN — IeMOIHAITN3).

[Iporuo3 B ciiydae CBOEBPEMEHHOM IMArHOCTUKH U COOTBETCTBYIOLIETO
XUPYPTrUYECKOTO JieueHus OnaronpusaTHbii. [Ipu mopakeHHH MOYEK MPOTHO3
3aBUCHUT OT CTETICHU WX TOPAKCHHUS.

I'unepnapaTupeouanblii (runepkajibuUeMUYeCKHii) KPU3 — TsKe-
Jasi, yrposkaromasi XKU3HU WHTOKCHUKAIMA KaJbIIMEeM, Pa3BUBAIOLIASCSA MOCIE
MPEBBIICHHUS KPUTHYCCKOTO YPOBHS runepkaibiimeMun (3,5 MMouib/i).

Kpu3 npu mepBUYHOM THIEpHapaTUPEO03e BOSHUKACT HA (POHE MPOBOIIU-
pyroux (pakTopoB: nepeaoMoB, UHPEKIIMOHHBIX 3a00JIeBaHNN, OEPEMEHHOCTH,
UMMOOWMITU3AINK, TIPUEMa BCACHIBAIOIINUXCS aHTANUIOB (KapOOHAT KaJIbIUs),
THA3UIHBIX TUYPETUKOB, MUIIECBBIX JT00ABOK, OOTAaThIX KaJlbIMeM, BUTaMuHa D.
XapakTepHO BHE3AITHOE Pa3BUTHE. BOSHUKAIOT TOIIHOTA, HEYKPOTHUMAs PBOTA,
&Kaxkna, octpasi 00Jib B )KMBOTE, OOJb B MBIIIIAX M CyCTaBax, BBICOKAs JIMXO-
pajiKa, CyJopord, CIlyTaHHOCTh CO3HAHMSI, CTYNOp, KoMa. JIeTaabHOCTh TIPH TH-
nepkagpimeMuyeckoM kpuse gocturaetr 60 %. Ha ¢one anypum mosiBisieTcs
CEpJICYHO-COCYIMCTAasT HEOCTATOYHOCTh. EcCiy rumepkasbliueMusi MOBBIIIACTCS
10 4,99 mMos/i1, To yraeTaetrcs aestenbHocTh [IIHC, TopMo3saTcs QyHKIUU JIbI-
XaTeNbHOTO W COCYJOJIBUTATEIHHOTO IIEHTPOB M Pa3BUBACTCA HEOOpPATHMBIi
ITIOK.
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BonpHOM ¢ THMepKATBIIMEMHUYECKUM KPHU30M JODKEH OBITh HEMEJICHHO
TOCIIUTAIIU3UPOBAH B OT/ICJICHUE MHTCHCUBHOM Tepanuu U peanumaru. Cpasy
K€ HAYMHAETCS HEOTIIOKHASI Tepanusl U OJJHOBPEMEHHO BBITOJIHSIETCS IKCTPEH-
Hasl IMarHOCTUYECKasi TporpaMMa-MUHUMYM: OTIPEIeTICHUE COCPKAHUS B KPO-
BU Kaubims, hochopa, obmiero 6enka u OEIKOBBIX (Dpakiivii, KpeaTUHUHA, MO-
yeBHHbI, Kanud, HaTpusi, KOC kposu, JKI'. IIpu ynydmieHnn cOCTOSIHUS BbIsIC-
HSIOT MPUYUHY TUTIEPKATBIIUEMUH .

Heo0xoauMo mpou3BecTH KaTeTepU3aluio MOYEBOTO MY3bIPs, YAUTHIBATh
IUype3, KOJUYECTBO BHIMMUTON U BBEICHHON MapeHTEPaTbHO KUIKOCTH.

Jleuenue cunepnapamupeouono2o Kpusa BKIIOYAET:

1. Perumpartanuio (2—4-8 1 KUAKOCTH B CYTKH) C 4YepeIOBaHHEM
0,9%-n0TO0 pacTBOpa HaTpus XJjopuaa U S%-HOW TIOKO3BI B COOTHOIICHUHU
3:14:1.

2. YBenuyeHHUE MOYCYHOM AKCKPEIHMH KaJblMs ¢ MOYOM IOCIIe yCTpaHe-
HUSl TUMOBOJIEMUHU. B KadecTBe auypeTHka OOBIYHO HCIOJB3YIOT (ypOoCemMmu
BHyTpuBeHHO 20—40 Mr ¢ uHTepBasiamMu 2—6 4. Henb3si IpUMEHsITh THA3HIOBBIC
JTMYPETUKH, TaK KaK OHM YMEHBIIAIOT HKCKPEIMIO KaJIbIUs C MOYOM U YCUIIMBA-
10T runepkanpieMuto. [Ipu neueHnn auypeTnkaMu HEOOXOAUMO KOHTPOJIHMPO-
BaTh COJICPIKaHUE KaJIKs B KPOBH (CYIIIECTBYET OMACHOCTh TMITOKATHEMUH).

3. IloBbimenue ukcaruu KaabIusad B KOCcTAX. OOBIYHO HCIIONIB3YIOT Ipe-
napaThl KaJbIIMTOHHMHA BHYTPUBEHHO KareJIbHO B J103¢ OT 1 10 4 EJI/xr kaxpic 8
4. KaapIuToHMH criocoOCTBYeT MHTCHCUBHOMY TIOCTYIUICHUIO KaJbIMS U3 KPOBH
B KOCTHYIO TKaHb, IPENSATCTBYET pe3opOTuBHOMY nercTBHIO [ITI" Ha KOCTS.

4. IlpuMeHeHue NHUaTU3HOM Tepanuu. ['eMonuanu3 ¢ KCIOoIb30BaHUEM
OecKaJIbIIMEBOI0 JAHMalM3aTa OCOOEHHO IMOKa3aH MPHU TUIEPKATbLIUEMUYECKOM
KpHU3e, OCIOKHHUBIIEMCs ofuroanypueit. [lepuroHeanbHbiii quanus meHee 3¢-
(eKTUBEH B JICUCHUU TUTIEPKATBIIUEMUYECKOTO KpU3a, YeM I'eMOIUaTIU3.

5. IlpumeHeHue TIIIOKOKOPTUKOHUIHBIX TpErnapaToB. [ TIOKOKOPTUKOUIBI
CHI)KAIOT YPOBEHb KAJIBIIMS B KPOBH 32 CUET YMEHBIICHHUS €T0 BCACHIBAHUS B
kuiieyHuke (OJOKUPYIOT AEWCTBUE BUTaMuHa D3); yBEIMUMBAIOT 3KCKPEIIUIO
KaJIbIIUSI C MOYOHM; YMEHBIIAIOT SIBJICHHS KoJjuianca. [ JTIOKOKOPTHUKOUIBI OCO-
6eHHO 3P dEeKTUBHBI MPU JICUCHUU TUTIEPKATBIUEMUU, O0YCIOBICHHON MHTOK-
cukanuei ButamuHoMm D, capkoumo3oM, MUETTOMHOM 00JIe3HBIO, JTUMGOTPOITH-
(dbepaTUBHBIMU 3a00JICBAaHUSIMHU.

6. CpouyHoe XUpPYyprUYecKoe JICUeHHE. yNaJeHHE NapaTUPeoaCHOMBI
WM CyOTOTalbHAs PE3EKIHs THUIICPIUIa3UPOBAHHBIX MapalTOBUIAHBIX JKEIe3.
Xupyprudeckoe JeueHUE MPOBOAAT MOCIE YIYyYIIEHUS OOIIEero COCTOSHHUS,
JUKBUIAINH CEPACUYHO-COCYUCTON U TIOYEUHON HETOCTATOUHOCTH.
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CAMOKOHTPOJIb YCBOEHUSA TEMbI

|. Kakrie rOpMOHBI CTUMYIUPYIOT BCAChIBAaHUE KAJIbLIMS B KMILICYHUKE!
1) IITT;
2) KaJbIUTPHUOIT,
3) KopTH30II;
4) 1,25(0H),Dg;
5) TUpoKCUH?
I1. HazoBUTE MHTHOUTOPHI MOYEYHON SKCKPELNN KaJIbLIMS
1) IITT;
2) KalbLHUTPHOI,
3) BBICOKOE comep:kanne (hochopa B IHIIE;
4) HU3KOE COJCpKaHUE KabIIHS B TIHIIIE,
5) BBICOKOE CcO/IepIKaHUE HATPHUS B THIIIS,
6) TIIIOKOKOPTHUKOCTSPOUIBI.
[11. Kakoii meTabonut BuTamuHa D mydine Bcero oTpaxkaeT 3amnachl BU-
TaMUHa B OpraHu3Me:
2) 25(0CH)D3?
V. ITpu I'TIT otmeuaeTcs:
1) CHWXKEHUE YPOBHS KaJbIHs B KPOBH;
2) cHwKeHHe ypoBHS (pocdopa B KPOBH;
3) mnoBeIeHNE YpoBHs pocdopa B KPOBH;
4) CcHIKXEHHE YPOBHS IIEIOYHOM (pocdaTasbl B KPOBH;
5) mMOoBBIIIEHHAS YKCKPEIUS KATbIHs C MOYOH.
V. Ilpu nceBaorumnonapaTupeo3e OTME4aeTcs:
1) CHWXKEHUE YPOBHS KaJbIHs B KPOBH;
2) cHmwKeHHe ypoBHs (pocdopa B KPOBH;
3) mnoBkIeHHE YPOBHS pocdopa B KPOBH;
4) HOpMaJIbHBIN WX TOBBIIIEHHBIN ypoBeHb [1TT;
5) cHmwkeHHbIi ypoeHb [1TT
6) TOBBIIIEHHAS YKCKPEIHS KAIBIUS C MOYOM.
VI. Kakue cumMnToMbl XapakTepHsl iis JaTeHTHOU (popmer ['TIT:
1) XBocTeka,
2) Tpycco;
3) KepHura;
4) Betica?
VII. IlpuunHbl runokagblMEMUn y AETEH cTapuiero Bo3pacra:
1) cunapom du JIxopxu;
2) TeMOCHICPO3;
3) capkouIo3;
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4) runepButaMuHo3 D;
5) cunapom Bunbcona;
6) ayTOMMMYHHBIH MMOJUTIAHIYISAPHBIA CHHAPOM 1-TO THIIA;
7) beoxpomoIToMa.
VIl1. HazoBuTe OMOXMMHUYECKUE KPUTEPUH TUIIEPIIApaTHPE03a:
1) runepkanbIUEMus;
2) rtunodocdaremus;
3) runepdocharemus;
4) CcHIKEHHE aKTUBHOCTH IIEJI0YHOH (ocdaTassl;
5) mnoseimenue yporus 1,25(0OH),Dg;
6) BBICOKUI YPOBEHb OCTCOKANIBIIUHA;
7) TUIOKAJIBIUYPHS,
8) BwIcokmit ypoBeHs [1TT .
| X. Kakue n3meHeHns: HaOIIOIAI0TCS IPH BTOPUYHOM THITEPIIAPATUPE03e
Ha (pOHE XPOHUUECKOMN MOYECYHOU HEAOCTATOUYHOCTH:
1) yporens [ITI" B kpoBH HOpMAITLHBIN;
2) yposens [ITI" B kpoBH MOBBIIIICH;
3) T'MMOKAJIBIUEMHUS;
4) runepKaablIueMus;
5) runepdocharemus;
6) runodocharemus?
X. Yrto ucnonb3yercs Mpy JICYCHUU TUTIEPIIApaTUPEOUTHOTO KpHU3a!
1) peruapaTalnOHHas TEpaIus;
2) mpenapaThl KaJbIIHs;
3) npenapaThl KaJbIIUTOHUHA,
4) npenapatsl BuTamMuHa D;
5) dbypocemun;
6) rumoTuasui;
7) remonuanus?

OrBersr: | — 1,4, 11 — 1,3, 41l —2,1IV—1,3;V—1,3,4, VI —
1,2,4 VIl —1,2,56; VIl —1,2,5,6,8, IX—2,3,5, X—1,3,5,7.
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