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Cnmcox cokpaieHui

1,25(0OH)2D — 1,25-quruapokcuButaMut D, KaTbIUTPHOI

25(OH)D — 25-ruapokcuBuramue D, KambIuanosn

AIIC — ayToMMMYHHBIH OJUTIaHYIISIPHBINA CUHIIPOM

A" - ayTOCOMHO-TIOMHHAHTHAsI TUIIOKAIbLIHEMUS

JKBJIHII - >)xu3HEeHHO HEOOXOIMMBIE U BaYKHEUIIINE JIEKAPCTBEHHBIC TIPENapaThl

N®P - unrepdpepon

KT — xomnbroTepHas Tomorpagus

JII' — MFOTENHU3UPYIOIIUI TOPMOH

MKB-10 - mexxayrapoaHas kiaccudukaius oonesneit 10-ro mepecmorpa

MIIK - MuHepasibHast INIOTHOCTh KOCTH

OIIX — 0KOJONTUTOBU/IHBIC JKEIE3BI

npenpolITT" — npe-nipo-napaTupeonIHbI TOPMOH

ITT (PTH) — mapatupeounnsiii ropmoH, maparropmon (parathyroid hormone)

IITT1P - penenrop k mapatupeongaomy ropmony 1 tuma (PTHIR)

[ITTnll — mapaTropMoH-1I000HBIH METITHT

[TceBaol TIT — nceBmorunomnapaTupeos

[TceBmo-niceBaol' TIT — nceBao-nceBaorunonapaTupeos

CK® — ckopocTh KITyOOYKOBOH (hUITBTpAIN

TTI" — TMpeoTpONHBINA TOPMOH

V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE

OPD23 — akTop pocra pudpobdiactos 23

OCT - hoNMMKYI0CTUMYIUPYIOIIUNA TOPMOH

XBIT — xpornueckasi 60J1€3Hb IMOYEK

IHHC — uenTpasibHas HEpBHAs CUCTEMA

HPK — muToBHIHAS Kene3a

AD — ayTocoMHO-JIOMHHAHTHBIN THTT HacneaoBanus (autosomal dominant)

AIRE — ren ayroummyHHoro perynstopa (The autoimmune regulator)

APECED - xanmumo-skToaepManbHas quctpodus (autoimmune polyendocrinopathy with
candidiasis and ectodermal dystrophy)

AR — ayrocoMHO-peliecCHBHBIN T HacienoBanus (autosomal recessive)

AD — ayTocoMHO-JIOMUHAHTHBIN THI HaclenoBaHus (autosomal dominant)
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CaSR - xanmp1Hii-uyBCTBUTENBHBIN perentop (calcium-sensing receptor)

CHARGE - xono6oma (coloboma), nedexrsi cepaua (heart defects), arpesus xoan (atresia
choanae), 3amemnenue pocra (growth retardation), anomanuu mosoBBIX opraHoB (genital
abnormalities) u anomasnuu yxa (ear abnormalities)

DXA — JBYX3HEpreTH4ecKas PEHTreHOBCKast abcopOunomeTpus,
pentreHoaencuromerpus (dual energy X-ray absorptiometry)

FHHNC — cemeiiHasi THMOMarHueMusi ¢ THIEPKAIBIAYpHEH W HE(PPOKAIBIIMHOZ0M
(familial hypomagnesaemia with hypercalciuria and nephrocalcinosis)

GATAZ3 - GATA-binding protein 3

HRD - runomaparupeos, 3aaepxka pa3BuTus, aucmopdusm (hypoparathyroidism
retardation dismorfism)

MELAS - mMuToxoHApHalibHas dHIIES(HATOMHAOTIATHS, JIAKTATAIIUI03, HHCYILTOIOI00HBIC
smm30161 (Mitochondrial encephalopathy, lactic acidosis and stroke-like episodes)

MTP — MutoxoHapuanbHbIi TpUGYHKIIMOHATIBHBIN OETI0K

NA — He U3BECTHO

PTHIR — peuenTop k mapatupeongaomy ropmony (Parathyroid Hormone 1 Receptor)

VDR - pentenirop Butamuna D



TepMuHbI 1 onpeaeeHUs

I'mnmomapaTtupeo3 — COCTOSIHME, XapaKTEpU3YIOLIEECs CHUKEHHOM MPOAYKUIHUEH
napatupeougnoro ropmona (IITI)  oxonoummroBumHbiMH  skene3amu  (OLDK)  wumm
PE3UCTEHTHOCTBIO TKAHEH K €ro JAEMCTBHIO, YTO IMPUBOAMUT K Pa3IMYHBIM HapyLIEHUSM, MPEXK/IEe
Bcero (GochopHO-KaIbIIMEBOTO OOMEHA.

TpaH3uTOpHBINI  NOC/JEONEPAUMOHHBIN  THNONAPATHPEO03 — TUIOKAIbLIMEMHUS,
pa3BHBaroIIascs B NepBble 24 yaca Mocje onepalvy Ha OpraHax IIed U paspeliaroniascs B
TedeHue 4—6 Heleb NOocie XUPYPruueckoro BMEIaTelIbCTBA.

XpoHuyeckuil (CTOMKHUI) MOCTEONEPANNOHHBI I'HNONAPATHPEO3 — TUIIOKAIBIIMEMUS
B COYETaHMM C HeaJaekBaTHO HHU3kUM YypoBHeM IITT cmycts 6 MecsueB u Oosiee mocine
XUPYpPruuecKkoro BMEIIaTeIbCTBA HAa OpraHax Lieu.

Bpo:kaeHHblii runonapaTupeo3 - reTeporeHHasl Mo 3THOJIOTUM rpynna 3a0oseBaHMiMA
OIDX, nposBAsOMMXCA Cpa3y MOCIE POXKACHUS W XapaKTEPHU3YIOIIMXCS YaCTUYHBIM WJIU
MIOJIHBIM BBITIAZICHUEM UX QYHKIUH.

IlceBaorunonapaTupeos - peaKoe HAcIEACTBEHHOE 3a00JeBaHNe, XapaKTepU3yoleecs
KIIMHUKO-JIa00paTOPHBIMU IIPU3HAKAMU FUIoNapaTupeo3a Ha ¢one nosbiiieHHOro yposss [ITI B
KpOBH.

Hedpoxkaabuunos — auddy3Hoe OTIOKEHHE COJEH Kalbllud B TKAaHU IOYEK,
CONPOBOXKIAIOIIEECS  BOCHAIUTENIBHO-CKIIEPOTHYECKUMH  M3MEHEHMSMU M [IOYEHHOU
HEJOCTATOYHOCTHIO.

He(bpo.lana3 — HAJIMYHNC KOHKPEMCHTOB B YammeyHo-JIOXaHOYHOM CUCTEME ITOUECK.



1. KpaTkas undopmanus no 3a060JeBaHUI0 WM COCTOSAHHIO (rpynme 3a00JieBaHMii
WM COCTOSIHM )
1.1 Onpenegenue 3a00JeBaHUSA MJIM COCTOAHUA (rpynnbl 3200JeBAHUI WU

COCTOSIHMA)

I'mnonapartupeo3 — coCTOsiHME, XapaKTepu3yrouleecs CHWXKEHHOW npoxykuuein IITI

OLDPK unm pe3sucTEeHTHOCTbIO TKAaHEW K €ro JEWCTBMIO, YTO COINPOBOXAAETCS HapyLIECHUSMU
(hochopHO-KaIBIIHEBOTO OOMEHA.
1.2 3THOJIOTHS ¥ IATOreHe3 3a00J1eBaHNs WM COCTOSIHUSA (TPYNNbI 3200J1eBaHUIi HIH

COCTOSIHMA)

1.2.1. ®usunosorusa hochHopHO-KAILIMEBOTO OOMEHA

OIDX KOHTpONIMPYIOT BHEKJIETOYHBIN KaJdblMEBBIA ToMeocTas myteM cekperuu [ITI. B
MapaTUPOLUTAX MEPBOHAYAIBHO CHHTE3UPYETCS NENTUI-TPEAIIECTBEHHUK, cocTosumi u3 115
aMUHOKHUCIIOTHBIX ocTaTkoB (mpenpollITT (1-115)). B pesynbrare cnenuduueckoro mporeoamnsa
N-KOHIIa MpeAuIeCTBEHHUKA MPOUCXOAUT TpaHCPopMalusi B AaKTHBHYIO IOJTHOPa3MEPHYIO
monekyny IITT, Bkmouaromyro 84 amuHOKHUCTOTHBIX ocTaTka (1-84)). IITI ymakoBweiBaeTcs u
XpaHUTCS B CEKPETOPHBIX TpaHylaxX U BBICBOOOXKIAETCS U3 MApAaTUPOLIUTOB B OTBET HA CHIXKEHUE
KOHIEHTpPAIIUM HMOHU3UPOBAHHOTO KanblMsl KpoBu. Ha moBepxnoctu kietok OHPK
AKCIIPECCUPYETCS KANbIIUH-4yBCTBUTENBHBIN perientop (CaSR), ocHOBHOH (yHKITMEH KOTOPOTO
cuuTaeTcss MOy cuHresa u cekpeunu I1TI, a Takke KOHTPOJIb )KU3HEHHOTO LUKIIA KIETOK
OLDX. Cekpenua IITT' makcumanbHa TpU HU3KOM YPOBHE HOHU3UPOBAHHOTO KaJbIIMS,
MOBBIIICHUE YPOBHS KajiblUs, HAo00poT, cHmkaeT ero cekpeuuto. [ITT nupkynupyer B
KPOBOTOKE U Jlajiee CBsI3bIBaeTCs ¢ TpaHcMeMOpaHHbIM perientopoM PTHIR, conpsokenasiM ¢ G-
O0enmkoM. AKTHBAIUsl ATOTO PEIeNnTopa B KOCTHOM TKaHW M MOYKAX MPHUBOJIUT K MOBBILICHUIO
MoKaszaTenel KajlpLMeMuM, W mnocienywomeMmy noaasienuto npoaykuuu [ITTT OHPK no
MEXaHU3MY OTPHIIATSIbHOM 00paTHO# cBsi3u [1].

I[ITI Takxe ywactByeT B peryasuuu (ochopHoro obOmena. I[loBblmieHue ypoBHs
HUpKynupytomero gocdopa KpoBu NpuBoUT K ctumynsauuu cekperuu I1TT, koTopsiit B cBOIO
ouepellb BO3JCHCTBYS Ha MOYKH, CHHXKAeT TyOyssipHyro peabcopOuuio ¢ocdaron. ['omeocras
¢dochopa gonoaHUTENBHO peryiaupyercs ¢pakTopoM pocta pudpodnacto 23 (PPD23), koTopslii
IpeacTaBiIsieT Cco0Oi OMOJIOTMYECKHM AaKTUBHBIH OCTEOLMT-CEKPETUPYEMBIH IOJIMIENTH]I,
MHTUOMPYIOUINH TOYeyHyIl0 TYOyssipHyio peabcopOruio ¢ocdaTtoB M CHHTE3 KaJbIMTPHOJNIA

(1,25(0OH)2D) B moukax.



I[ITT cnocoOCTBYeT MOJAEpKaHUIO HOPMAaJIbHOTO TOMEOCTa3a MarHus, MOBBIMIAS €ro
peabcopOLuio B AUCTATFHOM KaHAIBIE M B KJIETKaX MO3TOBOM YacTH JUCTAIBHOTO H3BUTOTO
KaHanbla. CTOHKWI BBIPOXECHHBIA AS(HUIIUT MArHusi MPUBOIUT K PA3BUTUIO THUIOKAIBIIHEMUN
nocpencTBoM mojaBienust cekperuu [ITI u pa3sBuUTHS PE3UCTEHTHOCTH K ero 3ddekram.
'umepmaraueMusi MOXKET TakKe MOAaBIATH BbicBoOoxkaeHue I1TI uepes akruBammio CaSR u
CTIOCOOCTBOBATH TUTIOKAIBIIMEMHUH.

JpyruM  BaxkHEHIIUM  PEryisiTopoM  (pochopHO-KanbLMEBOIO OOMEHa  sIBIsieTCs
KanpuTpuoi. [logoOHO CTEpOMAHBIM TOpPMOHAM, OH CBSA3BIBAETCS C BHYTPHUKIETOYHBIM
perenTopoM  KieTKU-muiieHd.  OOpasyeTcsi  KOMIUIEKC  TOPMOH-PELENTOp,  KOTOPBIH
B3aUMOJICHICTBYET C XpPOMAaTMHOM M HHAYLHMPYET TPAHCKPUIILIUIO CTPYKTYPHBIX TI'€HOB, B
pe3yinbTaTe 4Yero CHUHTE3UPYIOTCS OeNKH, OIocpenyroume AelcTBUe KajabluTpuona. B
SHTEPOLUTAX  KaJbLUUTPHOI  WHAYHUPYET  CHUHTE3  KaJbLUUN-TIEPEHOCSAIINX  OEJIKOB,
ofecreunBaroIMX aJJIeKBaTHYIO a0COpO1IMIO HOHOB KalbIHs U pochaToB U3 MOJOCTH KUIIEYHUKA.
Jlanee KaJbLIUTPHOJ KOHTPOJUPYET TPAHCHOPT MOHOB KaJbLUSl M3 SIUTEIHUOIMTOB B KpPOBb,
Onmarojaps 4eMmy UX KOHIEHTpalMs BO BHEKJIETOUHOM KUIKOCTU MOJIEPKUBAETCA Ha YPOBHE,
HEOOXOMMOM UIi MHMHEpAIM3alld OPraHMYecKOro MaTpuKca KOCTHOM TkaHU. B moukax
KaJIBIIUTPUOJ CTUMYJTHPYET peadbcopO1mio HOHOB KaibIus U hocharos.

Hapsiny ¢ IITT 1 KaIbLIUTPHUOJIOM B PETY/ISIIMA OOMEHA KAJIBIIHS Y9aCTBYET KaJbIIUTOHUH,
CUHTE3UpYeMbIi TapadouKyisipapiMu C-kiteTkamu nutoBuaHOM sxenessl (LLDK). Ero cexpernus
BO3pacTaeT MpH NOBBIIICHUH CBIBOPOTOYHOM KOHLEHTPALMU KalbIMs U, HA000POT, YMEHbBILIAETCS
npu ero cHkeHuu. SABissich antaronucroM [ITI, kanbLIMTOHMH BO3JEHCTBYET Ha CKEJET, I/e
TOPMO3UT KOCTHYIO PE30pOIHUIO U, KaK CJIEICTBUE, UHTMOUPYET BHICBOOOXKAeHHE Kanblius. Kpome
TOTO, OH TMOJABJIAET KAaHANBIEBYID peadCOpOLMI0 HOHOB KaJbIUs B IOYKAX, TEM CaMbIM
CTUMYJIHUPYSI UX SIKCKPEIUIO MOYKaMu ¢ Mouoil. OCHOBHas (U3HMO0IOTHYeCcKas pOjib KaJbIUTOHUHA
3aKIJIIOYAETCs B MOAJEPKAHUU CTPYKTYPBI CKeJleTa BO BpPeMs pPOCTa, OEPEMEHHOCTH U JIAKTAIIUH,
KOTJIa MOTPEOHOCTh TKAaHEH B KaJIbI[MU PE3KO Bo3pacrtaet [2].

1.2.2. Cocrosiare hocdhopHO-KAIBIMEBOTO OOMEHA IIPY TMIIONAPATUDPEO3E

HpI/I runorapatupeo3c  OTCYTCTBUC NN HEOOCTATOYHOCTD IITr HEHM30CKHO
COIIPOBOKAACTCA Pa3BUTUCM T'MIIOKAJIBIIUCMUH. K OCHOBHEIM MaTOTCHETHYSCKHUM MEXaHH3MaM
OTHOCATCA: CH’KCHHUEC AKTUBHOCTU OCTCOKIIACTOB C YMCHBIICHUCM BBICBO60)KI[CHI/I}I KaJIbIIus U3
KOCTCﬁ; MOBBIIICHUEC S5KCKPCIIUN KAJIbIIHA C MO‘-IOfI; MOAaBJICHUEC CUHTC3a KAJIbLIUTPUOJIA B ITOYKAX

U CHIKeHHe abcopOumu Kanblus u3 kumeynuka. Jepumur [ITT npuBoauT k runepdocharemun
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KaK HampsMyIo IOCPEICTBOM yBEIMUYCHHS TOUEHUHOU TYOynsapHOU peadbcopoumu pochaTos, Tak U

KOCBEHHO 32 CUeT THUIOKaJbIIMEMUH. XpoHWYecKas runepdochaTreMus y MAIUEHTOB C

TUIONAapaTUpPeO30M, KakK ObLIO IOKa3aHO, aCCOLMUPOBAaHA C IMOBBIIIEHUEM B KPOBU YPOBHS

OPP23. OcHOBHBIE IPUUMHBI Pa3BUTHSI THIIONIApaTHpeO3a MNpeAcTaBieHbl B Tadbauue 1.

Ta6auna 1. Dtuonorus runonaparupeosa [3].

I'mnonaparupeos
BCJIEJICTBHE
nedunura [ITT

[ospexaenune OLLDK

BcenencrBue xupyprudeckom onepannu Ha
OpraHax meu

Bceneacteue paguorepanuu opraHoB LIEU WU
paguoioaTepanuu

Bcnenctrue ayToMMMYHHOTO NTOPAYKEHUS:
U30JIMPOBAHHOTO WJIU ACCOLIMMPOBAHHOTIO C
noJrianaynspHeiM cuapomom (AIIC 1
tuna) [AIRE]

Beneacreue nndunprpanun OLLDK
OITyXOJIbI0, TPAHYJIEMATO3HBIX 3a00JICBaHUI
uin 060s1e3Hel HakorieHus (00JIe3Hb
Bubcona, remoxpomaTo3s)

Bcenencreue nospexaenust OLLDK npu
tupeonaute Punens

I'enernueckue
3a00J1€BaHMs,
3aTparuBaromiue
paszsutue OLLDK n/unmm
npoaykiuto [ITT

BcenenctBue HacneICTBEHHOTO IOPaKEHHS B
paMKax TeHETHYECKHUX CHHIPOMOB,
ACCOIMMPOBAHHBIX C TUIIONIAPATHPEO30M
(takue kak Ju/lxopmku, CHARGE, Kennu-
Kadodu, Canbsan-Caxatu, HDR u ap.) [TBX1,
NEBL, GATA3, TBSE, FAM111A, CHD?,
SEMAZE]

BcnencrBue HapyleHU MUTOXOHAPUATBHOTO
reHoMa

BcnencrBre n30aupoBaHHOTO MOBPEKICHUS
I€HOB, OTBETCTBEHHBIX 3a pazputue OIK
[PTH, GCM2, SOX3]

ITaTomornueckas
cekpenust [ITT

HpI/I aYTOCOMHO',I[OMI/IHaHTHOI;'I

runokansiiuemust Tun 1 [CASR] u tum 2
[GNAS11]

[Tpu Hanuuuu akTuBHpyromUX anTu-CaSR
AHTHUTEI

ITpu XpoHHUYECKOH rUNO- U TMIIepMarHUEMUHU

OyHKIMOHAJIBHBIN
TUIIOTIAPATUPEO3
BCIIEACTBHE
nepudepuyeckon
PE3UCTEHTHOCTH
TKaHEH K
neiictButo I1TT

[IceBnorunonaparupeos

BcenenctBue renetndeckux 1eeKTOB B MOCT-
penentopaoM curnanuare [GNAS, STX16,
NESP55, PRKAR1A, PDE4D]
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1.2.3. TlocneonepalluOHHBIN THOONAPATUPEOS

Xupypruyeckoe BMEIIATEIbCTBO HAa OpraHax ILIeH - camasl paclpoCTpaHEHHAas MPUYMHA
Pa3BUTHS TUIIOTIAPATHPE03a, 00YCIIaBIUBAIONIAst OKOJIO 75% BceX cllydaeB JaHHOTO 3a00JI€BaHUsI.
K onepanusM, accouMupoBaHHBIM C Pa3BUTHEM T'MIIONAPaTUPE03a, OTHOCAT TUPEOUAIKTOMUIO
IIPH 37I0KaY€CTBEHHOM MOPAKEHNUU B 00JIaCTH TOJIOBHI U mIeH (¢/0e3 HEeHTPaIbHOW 1/UTi OOKOBOM
meHo nuM@oauccekunn), Tpu  JUPPY3HOM TOKCHYECKOM W MHOTOY3JIOBOM 300e€.
[TocneonepallnOHHBIN TUMONIAPATUPEO3 MOXKET OBITH OOYCIOBJIEH KaK HEMOCPEICTBEHHBIM
yAaJeHueM, TaK U UHTPAONEpPAlMOHHON TpaBMOW WM HapylieHueMm KpoBocHaOxenust OLLDK.
[TocneonepalilnoOHHBIN TUIONAPATUPEO3 MOKET BO3HHUKAThH IIOCIIE XUPYPTUYECKOTO JEUEHUs IO
MOBOJly NEPBUYHOTO THUIEpHapatupeos3a, Korja IMocle  yAaleHHs JOMHHHUPYIOLIEH
napatupeonHoi TkaHu octaBmmecs OIIDK He cmocoOHBI BOCCTAaHOBHTH JIOCTATOYHYIO
npoaykuuro ITTT.

K nononuuTesibHbIM QakTopam prcka pa3BUTHS MOCIEONEPAIIHIOHHOTO THIIONIapaTUPE03a

otHocAT [4]:

° JKEHCKHH TI0JI;

) nebunut BuTamuHa D;

) OEpEMEHHOCTh U JIAKTAIIHIO,

. ayrouMMmyHHBIe 3a0oneBanus [LDK;

° MPEAIISCTBYIONINE IIYHTUPYIOIIHUE OTNEpalMk Ha XKenyake (Oapuarpudeckas
XUPYPTHS).

TpaH3uTOpHBIN TOCIEONEPAlIMOHHBI TUIONAPATUPEO3 OMNpeAesieTcs] KaK CHIKEHUE
ypoBHs IITI" B coderanuu ¢ TUMOKaJIbIIMEMUEH B TeUeHHWE HE OoJjiee yeM 6 MecsIeB Iocie
omepanuu u peructpupyercs y 25-30% nanueHToB, NEPeHECHINX TOTATbHYIO THPEOUAIKTOMHUIO.
Croiikas runokanbiiemMust B couetanuu ¢ ypoBaeM IITT Hike pedepeHCcHBIX 3HAaUCHU CITYCTs 6
Mecs1eB U 0oJiee Mociie XUPYPruuecKoro JI€YeHUs CBUICTENbCTBYIOT O Pa3BUTHH XPOHUYECKOTO
THIIONIApaTHpPe03a, cocTaBisieT okoyio 3% ciaydaeB [1,5]. Huskue ypoBHM Kajblus ©
HegocraTok/aeunut Butamuaa D (25(OH)D) nepen oneparnueit, Hu3kuit mokasarens [1TT Bo
Bpems omepauuu, ayrorpancmiantamus OLUDK (peummnantupoBanue tkanu OLDK B oGnactsb
e WU TPEAIyiedbs B XOJE OMepanuu), OOJbINas MPOJOJIKUTEIBHOCTh OTepaluu ObLIN
OmnpeleNeHbl KaK HE3aBUCHUMBIE MPEAUKTOPbl TPAH3UTOPHOIO THUIONApaTUpeo3a Mocie
tupeonPKTOMUn. K Qaktopam pucka XpOHHUUYECKOTO THIOTAPATUPEO3a TaKkKE OTHOCAT: OIBIT
XUpypra, oTCyTcTBHe Bu3yanu3anuu 6onee nyx OILDK Bo Bpems omepaiinu, ypoBeHb KabIlHs
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KkpoBu MeHee 1,88 MMoutb/11 (7,5 Mr/mt) mpu HopManbHOM auanasone 2,12-2,62 mmoos/i (8,5-10,5
Mr/mn) — depe3 24 daca mocie Omepalud U HEOOXOIUMOCTh IMOBTOPHOTO XUPYPTHUYECKOTO
BMEIIATEIbCTBA TPU PA3BUTHH KPOBOTEUEHUS. PUCK XPOHWYECKOTO THUIONapaTHpeo3a TECHO
CBSI3aH C KOJIMYECTBOM ocTaBmmxcs in situ pyraknuonupyrommx OIK Bo Bpemst oneparuu: 16%
pHU CoXpaHeHHBIX 1-2 kenesax, 6% mpu 3 xenesax u 2,5% nupu 4 [6,7]. B peakux ciaydasx
MOCIICONIEPAITMOHHBIA THUIIOTIAPATHPEO3 MOXKET Pa3BUTHCS CIYCTS TOJBI TOCJTE OMEpaIHH.
MexaHu3M, JIexKaluii B OCHOBE 3TOTO SIBJICHHUS 10 KOHIIA HE M3y4YeH, HO BO3MOXKHO CBSI3aH C
BO3PACTHBIMH HM3MEHEHHUSMH COCYAWCTON CTEHKH apTepuil, KPOBOCHAOXKAIOIIUX OCTATOYHYIO
Ttkanb OLK.

1.2.4. T'eHeTyeCcKUE IIPUYHMHBI THIIONAPATUDPEO3A

I'eHeTHUeCKast STHOJIOTHS THUIIONApaTHpPeo3a BCTpeuaeTcss MeHnee yeM B 10% ciaydaes [8].
OCHOBHYIO MPUYHHY TUIONApaTUPEO3a MPEACTABISIOT COO0H XPOMOCOMHBIE MUKPOJAETCINN U
MOHOTeHHBIE aHoMmasuu [9].

1.2.4.1. AyroMMMYHHBII TUIIONIAPATUPEO3

AyTOMMMYHHBI THUIIONApPAaTUPEO3 - BTOpas IO PacIpoOCTPaHEHHOCTH (opma
THIonapaTHpeo3a, 00yca0BICHHAas HMMYHO-OITOCPEIOBaHHBIM paspyirenuem kiaetok OIIDK [10].
OH MoOeT OBITh M30JUPOBAHHBIM 3a00JI€BAaHUEM, OJHAKO 3HAYUTENHHO Yalle BCTpeyaeTrcs B
paMKax HacJeJACTBEHHOTO ayTOMMMYHHOTO mnonurianayispHoro cuaapoma (AIIC) 1-ro tuma,
TaK)Ke M3BECTHOrO KaK KaHIUI0-3KToAepMaibHas quctpodus (Autoimmune Polyendocrinopathy
with Candidiasis and Ectodermal Dystrophy — APECED) [11]. AIIC 1-ro Tuma — MOHOTE€HHOE
ayTOCOMHO-PELIECCUBHOE 3a00JIeBaHUE, B OCHOBE KOTOPOIO JIGKUT HapylUIEHUE CTPYKTYpbI reHa
ayroummyHHoro peryisaropa (AIRE). B ocHoBe matorenesa 3a001eBaHus JIGKUT ayTOUMMYHHAas
JNECTPYKLMS PA3IUYHbIX SHIOKPUHHBIX *kene3, Bkirouas OLDK. s AIIC 1-ro tTuna xapakrepHa
KJIacCHMYecKasl TpHaja: CIM3UCTO-KOXKHBIA  KaHAMI03, THUIONApaTUPEo3, XpOHHUYECKas
HAJMOYEYHUKOBAsT HEIOCTAaTOYHOCTh. 3aloJieBaHUE IeOIOTUPYET, KaK MpPaBHIO, B JETCKOM
BO3pacTe. B monapmusitomiemM OOJILIIMHCTBE CIy4aeB MEPBBIM MTPOSBIECHUEM CTAHOBUTCS CIM3UCTO-
KOXXHBIA KaHHI03, pa3BUBaroOIIuiica B mepBbie 10 MeT KU3HHU, Yalie B BO3pacTe OKOJIO 2-X JeT.
Ha ¢one cnmsucro-koxHOro kanmuao3a y 84% MaIMEeHTOB MOSBISETCS TUIIOTApaTUPEO3,
KoTopbIi B 88% ciydaeB neGrotupyet B Bozpacte 10 10 ner. K qpyrum KoMrnoHeHTam cHHApPOMa
OTHOCSITCSl caxapHbld nuaber 1-ro Tuma, TMIOTHPEO3, ManbaOCOpOIus, HETHaKus, BUTHIIUTO,
ayTOMMMYHHBIH T'eIaTUT, THIIOroHau3M u apyrue [12]. [ToapoOHas nHbopmarus nmpeacTaBicHa

B pazzene JlonoJHUTEeNbHOM nH(pOpMaLuu.
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1.2.4.2. 'eneTnueckye BapuaHThl H30JIMPOBAHHOTO TUIIONIAPATHPEO3a

B 3aBucuMOCTH OT maroreHesa 3a00J€BaHUs T€HETUUYECKHE BapHAaHThl U30JIMPOBAHHOIO
TUIONIapaTHpen3a yCJIOBHO MOTYT ObITh pa3/ieiieHbl Ha TP OCHOBHBIE Ipymbl. B nepByto rpynny
BXOJAT 3a00JIeBaHMS, XapaKTepusyronmecs HopMaiabHbIM pa3zutieMm OLDK, Ho HapymenHO#
cekpeuuen IITI. K ganHOM rpyniie OTHOCHTCS ayTOCOMHO-AOMWHAHTHAs TMIIOKAJIBIIUEMUS, B
OCHOBE KOTOPOW JIeXxaT akTHBHpYIomKe Toueynbie MyTanuu reHa CASR. B nacrosimee Bpems
onucano okoJio 40 akTuBHpyromMX MyTanuil [13]. AKTHBaLUs PEIENTOPHOTO OeJIKa MPUBOIUT K
HapyieHuto peryisiiuu cekpennu [ITIN o npunHimmy oOpaTHOi CBSI3H, KOT/Ia HOPMAJIbHBIEC WA
HU3KHE MOKAa3aTeNd YPOBHS KalbLMs COIPOBOXKAAIOTCS CHUKEHUEM BbIpaOOTKH TopMmoHa. Jlis
3a00J1€BaHUsI XapaKTepHa YMEpPEHHas TUTIOKAIBIIMEMHS B COUE€TaHUU CO CHIDKeHHeM ypoBHs [1TT,
y O0JBIIMHCTBA MAllMEHTOB HaOMIoAaeTcs runoMarauemusi. Kinmunyeckas kapTuHa BapuaOesbHa
OT OECCUMNTOMHOM THMOKAJbLUEMUHU /10 TUNOKAJIbLIUEMUYECKHUX KpPHU30B. [ MalueHToB c
JaHHBIM  3a00JIeBaHMEM  XapaKTepHa  TUIEpKaJbLUYypUs  C  BBICOKUM  PHUCKOM
HedponuTHaza/HedppoKaIbIMHO3a U HapyIIeHNUs (PyHKIIUU TOYEK.

Anomanuu pazsutus OILDK oTHOCATCS KO BTOpOI Ipymie 3a001eBaHN, BOZHUKAIOIIUX B
pe3ysabTaTe MyTallii TPAHCKPUMIIHOHHBIX (hakTopoB. [ledexkr rena GCM2 (glial cell missing 2)
JIeXKUT B OCHOBE HapymieHus: popmupoBanus OLLDK n Hacnemyercs Mo ayToCOMHO-PEIECCHBHOMY
TUITy. X-CLEMJICHHBIW PELECCUBHBIW BAPUAHT CBSI3BIBAIOT C JCNEUSIMU U HHCEPIUSMU Ha yUacCTKe
Xq27.1. IlpeamnosioxXKUTENbHO, YKa3aHHBIC MYTAIlMU BIUSIOT Ha GQyHKIUO Oeinka SoX9 —
TPaHCKPUIITOPHOTO (hakTopa, UMeroliero 3nadenue B pasputun OLDK [14].

B tpeTbio rpynny MoKHO BKIIOYUTHh MyTaluu reHa PTH, nmpuBogsime k HapylieHuto ero
MIPOLIECCUHTA U CEKPELIMHU U COTIPOBOXKAAOIINECS Pa3BUTUEM U30JIMPOBAHHOTO TUIIONIApaTUPEO3a.
JlaHHbIE MyTaluMM BCTPEYAKOTCA JOCTATOYHO PEAKO, HMEKT ayTOCOMHO-PEIUCCUBHBIA U
ayTOCOMHO-JIOMUHAHTHBIN THUIBI HaclieqoBaHus. Hapymiaercs mocTrpaHcisiioHHas o0padoTka
moJiekysbl  TipenpolITT w/umu TpaHCHSIHMH MaTPHUYHON PHOOHYKIEHHOBOHW KHCIOTHI [15].
l'omozurorueie myrauuu resda npenpollTT mpuBomsaT k 3HaunMomy cHukeHHrO ypoBHsA IITI
(BIUIOTH 10 HEOMpPEENsieMbIX 3HAaUEHUI) B COUETAHUU C CUMIITOMAaTHYECKOW THIOKaIbIIMeMueit
u runepdocharemueit. [lonpobHas uHpOpMalus mpeacraBieHa B paszzene JlONOIHUTENbHOM
uHpOpMalUu.

1.2.4.3. T'unonapaTupeos3 B COCTaBE MOJUKOMIOHEHTHBIX T€HETHYECKIX 3a00JIeBaHUI

I'mnonaparupeo3 MOXKET BXOAUTb B COCTaB IOJMKOMIIOHEHTHBIX T'€HETUYECKHX

3aboneBanuii. Cunapom u/[xopku BbI3BaH aeneuneit 22q11, yTo NpUBOAUT K BPOXKICHHOM
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mucrene3nn OLDK u cooTBeTcTBEHHO K rumomnaparupeosy. s maHHOTO 3a00JeBaHUS TaKKe
XapakTepHa ITUCMOpPQHs, BPOXKACHHBIE TIOPOKU CEpALla U TsHKENbI MMMyHOIe(UIHT. bolbHbIe
o0bI4HO TmOrMOaroT B jJerckoM Bo3pacte [16]. Cunapom bapakara, wium HDR-cunmpom
(hypoparathyroidism, deafness and renal dysplasia syndrome) — ayrocoMHO-IOMHHAHTHOE
3abosieBanue, Bhi3BaHHOE AcdexToMm reHa GATA3, mokalM30BaHHOTO B KOPOTKOM Tuiede 10-if
xpomocoMmsl (10p15). I'en konupyert 6enok, orBevaromumii 3a passutue OLLDK, BHyTpeHHero yxa,
nouek. YpoBeHb [ITI" kosnebneTcs OT HWKHEW TpaHHIBI HOPMBI IO Heompenensiemoro [17].
Cungpom Kennn—Kaddu Brirouaer B ce0sf HU3KOPOCIOCTh, aHOMAJIMM TJIa3, OCTEOCKIEPO3.
Cungpom Canpan—Cakatu, wiu cuaapom HRD (hypoparathyroidism retardation dysmorphism)
yacTo paccMarpuBaeTcsi Kak BapuaHT cuHiapoma Kennu—-Kadpdu wu  mnposBnsgercs
TUIONApaTUPEO30M, TSDKENION  3aJepKKOM  (PU3MUecKoro U IMCHUXOMOTOPHOTO  pa3BUTHUA,
MUKpoledanuei, ocooeHHOCTAMU peHotuna. ¥ nanueHtoB ¢ cunapomamu Kennu—Kaddu 1-ro
Tumna (ayrocoMHo-peneccuBHoe HacienoBaHue) U Canbsia—CakaTé BBISBISIOT MYTallMd B T'€HE
TBCE (tubulin-specific chaperone E) [18].

['mmomapatupeo3 SBISIETCS KOMIIOHEHTOM HEKOTOPBIX OO0JIe3HEH MHUTOXOHAPUATBLHOMN
NE30KCUPUOOHYKIIEMHOBOW KHCIOTBI M OCOOCHHO XapakTepeH st cuniapoma Keprca—Cetipa B
COYETaHHH C HAPYKHOU O(TaTbMOIIIETHEH, MUTMEHTHOW JIETeHEpaIeil CeTYaTKi, MUOTIATHEH,
kapauomuonarueit. [Tpu curagpome MELAS (mitochondrial encephalopathy, lactic acidosis and
stroke-like episodes) rumomapaTupeo3 codeTaeTcsi ¢ MHTOXOHIPHUAIBHOM SHIEC(ATIONaTHEH,
JAKTaT-alMI030M, HMHCYJIbTOMOJOOHBIMU Smu30AaMU. HecMOTps Ha TO 4YTO MNpU JaHHBIX
3a00JIeBaHUSX TUIIONAPATUPEO3, KaK MPaBUJIO, HE BBICTYA€T OCHOBHBIM CHMIITOMOM, B psijie
CllydaeB B JIe0I0Te Pa3BUBAIOTCS UMEHHO TMITOKAIBIIMEMUYECKUE CYIOPOTH, UTO CIIY>KUT IIOBOJOM
g ganbHeimero oOcnenoBanus. llogpoOnass wHboOpMaiusi mpeacTaBieHa B pasfelie
JlonoHUTEIbHOM HH(MOPMALIHH.

1.2.5. 'unonapatupeos U ruIoMaraueMust

CHIKeHHE KOHIIGHTpAallMM MarHus B IUIa3Me yBEIMYHMBAaeT peadbcopOLuio MarHus B
MOYKaxX, HE BiIUAA Ha aOCopOIuIo Kanblus B KulleyHHWKe. [Ipu CHM)KEHHM ypOBHSI Maruus B
CBIBOPOTKE, KaK U MpH runokansuuemMu, cekperus [TTT nommkHa ycumBaThCsl, 0AHAKO JTE€PHUIIUT
MarHus MpUBOAMUT K MATOJOTHYECKOMY CHIbKeHUIO ypoBHS [ITT u pa3BuTHIO PE3MCTEHTHOCTU
KOCTHO#M TKaHU M mouek K ero 3¢pdekram [13,19]. TlatoreHeTHYeCKUil MEXaHH3M Pa3BHTHS

THUIIOIIapaTupCO3a Mpu ruioOMarHieMnun 0CTacTCsa HE COBCEM U3YUCHHBIM.
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Jedunut maraus HaOIIOAAETCS BCIEACTBHE:
J HEJ0CTATOYHOTO MOCTYIUICHUS C TTUIIICH;

. CHIDKEHHS a0COpOIMY B KUIIEYHHUKE (MaTbaOCOPOIHsl, CHHIPOM KOPOTKOM KHIIIKH,

TsKeNasi U IPOJOJDKUTENIbHAS PBOTA, AUapesi, creaTopes);

. CeMeiiHash TMIIOMarHueMusi ¢ BTOPHYHOHM runokanbipeMucii (myraius TRPM6)
[20,21];

J ayTOCOMHO-JIOMHHAHTHAs THIIOKAIBINEMHUS (aKTUBUPYIOLIAs MYTalus B TeHE
CASR) [22];

. ceMeifHasi THIIOMarHueMus ¢ runepkaibunypueii u HegpokanpiuHozom (FHHNC)
[22-24];

o npreMa JIEKapCTBEHHBIX MTPETIapaToB:

o) THa3UAbBI, GypoceMum™™;

o MHTUOUTOPBI MPOTOHOBOIO HACOCA;

o) AHTHOUOTHKH;

o MPOTHUBOTPUOKOBBIE TIpenaparhl UIsi CHCTEMHOTO HCIIOJIb30BaHUs (aM(OTEpHUIIH
B**);

o MIPOTHBOOITYXOJIEBBIE MpenapaThl (IIUCIUIATHH**, KapOOTUIaTHH**);

o HMMYHOJICTIPECCAHTHI (TAKPOIUMYC**, IIMKITOCTTIOPUH**);

o MOHOKJIOHAJIbHBIE aHTUTENA (LIETYKCUMa0**).

['mnepmarauemMust Takke MOXKET NMPUBOIUTH K HapymeHuto ¢yHkuuu OLDK myrem
noxaasnienus cekpeuuu [1TT ¢ pa3BuTreM runokansiueMun. [ unepmMaraueMus MoKeT pa3BUTHCS
NPy CICOYIOIIMX  COCTOSIHUSX:  XpoHWueckod Oonesnm mouek (XBII);  cemeitHoi
TUMOKABIUYPUYECKOW THUIEPKANbIIMEMUN; H30BITOUHOM TOTpebaeHun (mapeHTepaibHOe
BBEJICHUE MIPETapaToB MarHusi U Jp.); TOKOJIUTUYECKOHN Tepanuu MpH SKIAMIICHU.

1.2.6. JIpyrue IpuyrHbI TUHOIAPATUPEO3a

Hekotopble  ciyyan  M30JMPOBAHHOTO  THUIIONAPATUPEO3a, MpPU  KOTOPHIX  HE
UICHTU(QUIIMPOBAHA TPUYMHA, TAaKK€ MOTYT OBITH CIEJACTBHEM ayTOMMMYHHOTO TMOPa)KEHUS
tkanu OIIDK. Opnako 3TO ckopee AMAarHO3 HCKIIOUEHUS, AT KOTOPOro He pa3pabdoTaHO
crenu(pUIecKUX TUArHOCTUYECKUX KpUTEpHeB. B penkux cnydasx mMpuInHON THUIIOTapaTHpe03a
MOTYT CTaTh WH(UIBTpAaTUBHBIE 3a00J€BaHMs, TaKWe KaK CapKOUI03, aMUJIOUI03, THPEOUIUT
Punens u wmeracrarndeckoe mnopaxkenue OILK [25-28]. Tkanp OIIDK oTHOCHTENBHO HE

BOCIIpUHMMYNBA K JIYYCBOMY OBPCKIACHUIO, TCM HC MCHCC B JIMTCPATYPC OIMMUCAHBI OUCHb PCAKHC
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Clly4au pauallMOHHO-MHAYLIMPOBAaHHOTO THronaparupeo3a [29-32]. OTiioKeHHuss MHUHEPAJIOB B
tkanu OLDK — manpumep, meaum mnpu OosesHu BuibcoHa M jkene3a MpH TeMOXpoMmarose -
SBIISIIOTCSL PENKMMHU TPHYMHAMH DPa3BHTUsL Trunomnapatupeo3a. OmmcaHbl Clydad pa3BHTHUS
THIOTIApATHPEO3a BCIEACTBHE MACCHUBHBIX TIOBTOPSIOMIMXCA TpaHCy3wil y MalueHToB C
tanaccemueit [33-37].

1.3 Dnuaemuosorusi 3a0oJieBaHUs WJIH COCTOSIHMS (Tpynnbl 3a00/1eBaHMIl WM

COCTOSIHMiA)

l'unonaparupeo3 310 penkoe 3abosieBaHue ¢ pacnpocTpaHeHHocThio 0,25 wa 1000

HaceneHus. VMmeronuecs JaHHBIE O PAaCHpPOCTPAHEHHOCTH THIONAPATHPEO3a OCHOBAaHBI Ha
KPYIIHBIX 3MHJIEMUOJIOTMUECKUX HccienoBaHusaX, npoBeneHHbx B CIIIA, /lanun, Hopeeruu u
Urtamun. HonyquHHe PE3YIbTATHI OTHOCUTEIBHO CXOIHBI )51 CBUICTCIIBCTBYIOT (0]
pacrpoCcTpaHEeHHOCTH TMIToTIapaTrpeo3a B auanasone 23-37 va 100000 nacenenwus [8,10,38—40].

[MocneonepaMOHHbIH THIONAPATHPEO3 YAIle BCTPEUACTCS CPE/IH HKEHIINH, YTO CBSI3aHO C
Oosee uacroit marosormern IIDXK wu, crmemoBarensHo, THpeowmkTomMEen [41,42].
PacnipoctpaH€HHOCTh HACIEICTBEHHBIX (POPM THITOTIAPATHPEO3a HE PA3IUYACTCS Y MYKYHH U
xeHmuH [39]. B poccuiicKoi HOMyNISIUN KPYIHBIX SHHICMHOJOTHYCCKUX HCCACIOBAHHNA C
IEJIBI0 OIIEHKH PAaCIPOCTPAHEHHOCTH TUTIONIApaTUPE03a He IPOBOIHIIOC.

1.4 Oco0eHHOCTH KONMPOBAHNS 3200J1€BAHUSA WM COCTOSHUSA (FPYNbI 32001eBaHUMA

WIH__CcOCTOSAHMIA) 10 MexIVHAPOAHON CTATHUCTHYECKOH KJaaccupuranuu 0oJie3Heill u

npoo0JeM, CBS3aHHBIX CO 3I0POBLEM

E20.0 ManonaTuyeckuii runonapaTupeos

E20.8 Ipyrue popmsl rumnonaparupeosa

E20.9 I'nunonapatupeo3 HEyTOUHEHHbBIH

E89.2 I'unonapatupeos, BO3HUKIINN [TOCIIE METULUHCKUX ITPOLENYD

1.5 Kaaccupukanusi 3a00/eBaHUsI MJIH _COCTOSIHUA (TPyINbl _3200JIeBAHUM WU

COCTOSIHMIA)

1. IMocsieonepanuonnsblii runonaparupeos: [43]

J TpaH3UTOPHBIN THIIONIAPATUPEO3;

° XpoHuueckuit (CTONKUI) TUTIOTIApaTUPEO3.

2. AYTOMMMYHHBIH THIIONAPATHPEO3™:

. AyTOMMMYHHBIN noauraasayiapHelid cuaapom 1 tuna (AIIC 1 tuna);
. AyTOMMMYHHBIH nosuraanyasipuelid cunapom 3 tumna (AIIC 3 tuna);
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. AyTOMMMYHHBIN OaUraasayiapHelid cunapom 4 tuna (AIIC 4 tuna).

3. I'eneTnuyeckuii H30IMPOBAHHBIN FHIIONAPATHPEO3 !

. AyTOCOMHO-JIOMUHAHTHasl THUIOKAJIbLUUEMHUS C THUOepKaapuuypue 1 Tuma
(HYPOC1-ADH1)/cunapom baprrepa 5 tumna;

. AyTOCOMHO-JIOMUHAHTHasI THUIOKAJIbLUUEMHUS C THUIEpKaIbUuypuer 2 Tumna
(HYPOC1-ADH2);

. CeMeliHbIi U30JMPOBAaHHBIN MMIIONAPaTUPEO3 (ayTOCOMHBIHN, X-CBSI3aHHBIN).

4. I'mnonapatupeo3 B cocTaBe NOJMKOMIIOHEHTHBIX TeHETHYeCKHUX CHHPOMOB

. Cunnpom u/lxopmku 1 Tuna (DGS1);

. Cungpom u/Lxopmxu 2 tuna (DGS2);

° CHARGE cunnpowm,

° HDR cunapowm;

. Cungpom Kennu-Kaddu 1 tuma (KCS1);

. Cunnpom Kennn-Kadpdu 2 tuna (KCS2);

o Gracile bone dysplasia (GCLEB);

o MuToxoHApHalbHbIE 3a00I€BaHMUS.

5. JApyrue ¢popMbI runonapaTupeosa:

o Hapymienust oOmena maruus;,

o NudunsrpatuBHbie 3a00JieBaHUA (rpanynemaro3s, reMoXpomaros,
MeTacTa3upoBaHue);

. I'unonapatupeos B pe3ynbTaTe JydeBoro noppexacHus tkanu OLDK.

6. HNnuonaruyeckuii runonapaTupeos.

* - cIydaeB pa3BUTHS TUIIONApATHPEO3a B paMKaX ayTOMMMYHHOTO MOJUTIIAHAYISIPHOTO
cunapoma 2 tuna (AIIC 2 Tuna) He onMcaHo.
1.6 KinHnyeckas KapTHHA 3200J1eBAHNS WJIH COCTOAHNSA (IPYNILI 32001€BAHUNA HJIH

COCTOSIHMIA)

OcHOBHBIE KIMHUYECKHUE MMPOSABJICHUA THIIOIIapaTHPEO3a O6YCJIOBJ'ICHI>I HaJIM4YHUuEM

runokajgpiueMud. HenocTatok kaiaplus B OpraHnu3Me MPUBOAHUT K YaCTUYHOH AcCTIoJIAprU3aun
noTCHIMAalla IIOKOA Ha MeM6paHe HeﬁpOHOB, TEM CaMbIM YBCIIMYMBAs BCPOATHOCTL 3allyCKa
MOTeHIIHaIa JSUCTBUS [44] Kak CJICACTBHUC TOBBIIIACTCA HCPBHO-MbIIICUYHAS B036YI[I/IMOCTL n

06ma;1 BCrc¢TaTuBHAs PCAKTUBHOCTD. Ycunenue YYBCTBUTCIIbHOCTHU CCHCOPHOT'O
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(4yBCTBUTEIILHOTO) HEMpPOHA MIPOSBIIAECTCS B BUJIE MAPECTE3UN B KOHEUHOCTSIX U B OKOJIOPOTOBOM
00JacTi; MOTOPHOTO (IBUTATEIHHOTO) HEUPOHA — MBIIIICYHBIMH CIIa3MaMHU, BILIOTH JI0 TETAaHUM;
OT KJIACCHYECKOTr0 KapIOIeNabHOIO Cla3Ma J0 JKH3HEYrPOXKAroLlero JjapuHrocmasma [45].
Tskenass TMHNOKaNbLIMEMHUSI ACCOUMHUPOBAHA KAK C JIOKAIBHBIMHU, TaK M T'€HEpPaIU30BaHHBIMU
CyA0pOraMH TOHHKO-KJIOHUYECKOTO THIIA.

CreneHb BBIPRKEHHOCTH CUMIITOMOB 3aBUCUT OT YPOBHS KaJIbLIUsI B CBIBOPOTKE KPOBH, a
TaKXK€ OT CKOPOCTH MPOTPECCUPOBAHUSA THNOKaIbUMEMUH. s XPOHUMYECKOTO TEYEHHS
3a00J€BaHMsI XapaKTepHa aJanTaldsg K HU3KUM YPOBHSM KaJbIMS CBIBOPOTKH KPOBH C
OTCYTCTBUEM BBIPAKEHHOW KIMHUYECKOW KApTHUHBI JAKE€ MPU THKEIOW THUIOKAIBIIUEMHUH.
[TpoBormupytomumu  ¢GakTopaMu yXyAIIEHUS COCTOSHUS B TaKUX CIydasX MOTYT SIBISTHCS
BO3pacTaHne (PU3NUECKON aKTUBHOCTH, METUIIMHCKHE MPOIEAYPHl, OEPEMEHHOCTh U JaKTaIlUs
[1,29].

1.6.1. OcTpas runoKaIbpIeMUs (TUIMOKAIBIIMEMAYECKII KPH3)

Octpast TUNOKANBIIUEMHUS (THIOKAIBIIUEMUICCKUN KpU3) - OTO IKU3HEYTpOKaroIiee
COCTOSIHUE, KOTOPOE TpeOyeT HEOTJIOKHBIX JICUEOHBIX MEPOTIPUATHH.

Knunuyecku oHa mposiBisSeTCs] MPUCTYNAMH TETaHWU, KOTOPBIM MOTYT MPE/IIeCTBOBATh
MapecTe3uH JIMla, KUCTEeH U CTOI, YyBCTBO CTpaxa, 0ecrokoiicTBo, puOpHILIIsIpHbIE OIEpPTUBAHUS
OTJIEIbHBIX MBIIIIL. Yalie BCero Cy0poru BO3HUKAIOT B MBIIIAX BEPXHUX KOHEUHOCTEH, pexe —
B HIDKHUX. BenencTBue cmazma MycKyJaaTyphl JiMlla BO3HUKAET caplIOHHYecKas yiblOKa, ryObl
npuoOperaroT hopmy «pblObero pray. [Ipu cnazme xeBaTeIbHBIX MBI BOSHUKAET CYJOPOKHOE
cokarue democted (Tpusm). Cynoporn B MBIIIAX BEPXHUX KOHEYHOCTEW MPUBOIAT K
XapaKTepHOMY IOJIOKEHHUIO PYKH, Ha3bIBAEMOMY «PYKOW aKyliepa»: HallbLibl CXKaTbl U CJIETKa
MPUBEACHHI K J1aloHH, | maner cBeAeH, KUCTh COTHYTA B Jyde3amsicTHOM cyctase. [Ipu cna3zme
MYCKYyJaTypbl HUKHUX KOHEUHOCTEH Oeipa U roJIeHU BBITSHYTHI, CTOTBI IOBEPTHIBAIOTCS BHYTPD,
TyJIOBUIIE BbIrMOaeTCs K3aau (OMHCTOTOHYC). BceneacTBue CymOpOMKHBIX —COKpaICHHA
MeXpeOEPHBIX MBIIII], MBIIII] KUBOTa U AuadparmMbl pe3ko Hapymiaercs apixaHue. M3menenus
OpraHOB U CHUCTEM MpU TETAaHUHM 3aBUCAT OT MpeoOiaJaHus TOHyCca CHUMIIATUYECKOW WU
MapacUMIIaTUYECKOW CHUCTEMBI. AKTHBAllMd CUMIATUYECKOM HEPBHOM CHUCTEMbI NPUBOIUT K
TaxWKapJIuu, TOBBIIMICHUIO apTEPUATBLHOTO JaBIIEHUS, TMOONEAHEHUIO KOXHBIX MOKPOBOB
BCIIE/ICTBHE Cla3Ma MepudepuyecKux COCyI0B, a MapacUMIaTHUYeCKOW — K Opaaukapaud u
TUINIOTEH3UHU, PBOTE, [uapee, noauypuu. Crna3Mbl MaJIKOW MYCKYJIaTypbl BHYyTPEHHUX OPraHOB U

COCYyIOB MOI'yT HUMHUTHPOBATH PA3JINYHBIC 3a6OJ'IeBaHI/I$I, BKJIFOYasl I1aTOJIOTHUIO CEpACYHO-
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COCYIUCTON CHCTEMbI (IIPUCTYNBl CTEHOKApJUH, SHAAPTEPUUTA, MUIPEHH U T.JA.), OPraHOB
IbIXaHUs (Harpumep, OpoHXMajabHAas acTMa), >KEJyJO0YHO-KHMIIEYHOIO TPAKTa (XOJELUUCTHT,
MAHKPEATHUT, allllCHUIINT, S3Ba KEIyIKa), MOYCTIOIOBOM CUCTEeMbI (IIUCTUT, HehpuT 1 ap.) [46].

1.6.2. KinmHnueckue posBICHUS XPOHUYECKOTO THIIOApaTUpeO3a

KinHu4eckre nposiBICHUS XPOHUYECKOTO TUIONApaTupeo3a pa3ivuyuHbl M 3aTParkBaroT
MOYTH BCE CHUCTEMbl opranuzma (Ta0n.2). KiuHHYecKWe CHUMITOMBI  XPOHHUYECKOTO
THITOTIapaTHPE03a MOTYT OBITh ACCOIMUPOBAHBI KaK C MHM30/1aMH THUTIO-, TAK ¥ TUTIEPKATIbIIUEMHH,
runepdocdaremun [29].

Taéauua 2. Knuauveckre cCHMIITOMBI THITOTIApAaTHPE03a.

Cucrembl OprasHos Kiannuyeckue nposiBjieHus
[lepudepuyeckas HepBHas | [lapecre3un, GuOpUILISIpHBIE MOAEPTUBAHUS, TOHUYECKHE
cucreMa CYJIOpOTH, TETaHUs, KaproneAaJbHBIM cla3M, CHUMITOMBI

XBocteka u Tpycco

IlenTpanpHas HepBHas cuctemMa | HeBpo3, cHikeHue naMsitu, 6€CCOHHMIIA, JeTPECcCHsl

JlpixaTenpHas cuctema JlapuHrocnasm u 6poHXOCIa3M

JKenynouHo-KUIIEeUHBIN TPAKT Hucdarus, ppota, Auapes 1 3a0pbl

Cepneuno-cocyaucrasi cucreMa | Yanuaenune wuHTepBaia Q-T w  Hecnmenuduueckue
n3MeHeHus 3yona T, mumaTarmoHHas THIOKATbIMEMUYECKast

KapIMOMHOTIATHUS

[Toukn Hedponutnas/aedpoxkanbiuHo3, CHIKEHNUE QYHKITUN TTOYEK

CkeJeTHO-MBIIIEYHAsl CUCTeMa U | MUOTIaTHsT ~ CKEJETHBIX ~ MBIII,  CIOHAMJIOATPOTIATHS,

3yOBI TUTIOTUTa3usi  3yOHOW  SMalld, YKOPOYEHHE  KOpHEH,
TUIIOIUIA3US WM OTCYTCTBHE 3yOOB

Opra#ssbl 3peHust CyOkarncyssipHasi KaTapakTa, ManmmiodaeMa

KoskHbIe TOKPOBBI CyXoCcTh  KOXH, XPYIKOCTh  HOTTEH, OHHUXOJIU3HC,

MyCTYJIE3HbIN NICOpHUA3

LleHTpanpHas HEpBHAS CUCTEMa

Kanpuudukanust cTpyKTyp TOJOBHOTO MO3Ta y MAIlMEHTOB C THIIOTIAPATHPEO30M MOXKET
onpenensitbcss B 52-74% cayuaes [47,48]. Yamie Bcero KajabUU(BHUKALUN BH3YATH3UPYIOTCS B
0a3aJbHBIX TAHTIIUAX, CPEIU APYTHX JIOKAIU3aIUi - 0e10e BEECTBO FOJOBHOTO MO3Ta, TajJaMmyc,
3yO4yaroe sapo. XOTS TOYHOM MNPHYUHBI, NPUBOIAIICH K (HOPMUPOBAHHMIO BHECKEICTHOU
KanplU(UKALUYA, HE YCTAaHOBJIEHO, MNPOTPECCHPOBAHUE KaJbIM(PHUKAIIUU TECHO CBSA3aHO C
u3MeHeHusiMU ~ oOmeHa  Qocdopa  (runepdocdaremueii). KnuHuyeckas — 3HAYMMOCTh
KanpIU(UKALUKA IIEHTPATbHOH HEPBHOW CHUCTEMBI Yy MAIMEHTOB C JUIMTEIHHBIM aHAMHE30M
rurnomnaparupeo3a He u3BecTHa. [IpsMoil cBsi3M ¢ cUMOTOMaMH  MapKUHCOHU3MA
(HEeBpOJIOTHYECKHE HAPYIICHUsS IBUKEHHS, XapaKTEePHU3YIOIIUECs TPEMOPOM, OpaauKUHE3ueH,

PUTUOHOCTBIO U HOCTyp&JIBHOfI HCCTa6I/IJ'IBHOCTLIO) 1N JUCTOHHU (HCBpOHOPI/I‘{CCKI/Ie paCCTpOﬁCTBa
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JBMDKEHUS, CBSI3aHHBIE CO «CKPYYMBAaHUEM» WM aHOMAaJIbHBIMU (PUKCHPOBAHHBIMH T103aMH) HE
BBISIBJICHO M 3TH HAapyLICHHS OTMEUAIOTCS Topa3fo peke, 4eM, Harpumep, H30JHMpPOBAHHAS
KalblU(pHUKALUs Oa3albHBIX TaHIJIMEB 10 pe3yjibTraTaM KomnbiorepHou Tomorpaduu (KT)
rosioBHoro Mmo3ra [47—49]. Hamuume B3auMOCBS3M MEXay OOBEMOM M MECTOIIOJIOKECHHEM
OOBI3BECTBJICHUH C HEBPOJIOTHYECKMMH cuMnToMamu npotuBopeunBo  [50].  Takoke
THIOTIAPATHPEO3 CBA3AH C MOBBIMICHHBIM PUCKOM HEHPOICHUXHYECKUX 3a00JIeBaHUM, TaKUX Kak
aenpeccus wiu ounossipaoe apdextruBHOe paccTpoiicTBo [41].

CepaeuHo-cocyaucTas CUCTEMA

['umoxaneimemMusi CHOCOOCTBYET HApYIICHUIO CEPACYHOrO pHUTMA. Y TAIHMEHTOB C
XPOHUYECKON THUMOKAJIBIIMEMUEH Ha AJIEKTPOKAPIUOTPAMME MOXKET BBISBISTHCS YAJIHHEHUE
unrepsana QT, napsay ¢ usmenenusiMu U u T 3yoroB [51]. BosbIIMHCTBO M3 3TUX CHMITOMOB
paspemiatotcs Ha PoHE KOMIIEHCAIIUH 3a00JIEBaHUS U TIOCTHKEHHUSI CTOMKOW HOPMOKAJIBITUEMHUH.
3acroifHast cepieuHasl HeJJOCTATOYHOCTh, HE TOJAIONIASCS CTaHAAPTHOMY MEINKaMEHTO3HOMY
JIe4eHNI0 (0COOEHHO y JIMI[ C UCXOAHBIMHU 3a00JIeBaHUSMM Cep/ila), Pa3BUBAETCS PEIAKO U
ABJIIETCS. YAaCTUYHO WM IOJIHOCTBIO OOpaTMMOI MOcia€ HOPMAaIM3allMd YPOBHS KaJbLIMSL.
dopmupyroIasAcs IpU ATUTEILHOM TSKEIOM TEYEHUH MMIoNapaTUpe03a MNoKalbliueMUyecKast
IUIaTallMOHHAs KapAMOMHONATHA, TakXkKe, Kak IMpaBwiIo, oOpaTMMa Ha (OHE KOMIIEHCAIUH
3aboseBanus [52].

[Houku

TpaguunoHHOe JneueHHe MpernaparaMy KalbliMsg W IpernaparamMu BUTamMuHa D u ero
IIPOU3BOJHBIMU CIIOCOOCTBYET MOBBIIIEHHOW SKCKPELMU KalblUs C MOYOM H3-3a OTCYTCTBHUS
IITT-onocpenoBanHoil ~ peabcopObuuy  KaiablMsg B JUCTAJBbHOM  KaHaublle HeppoHa.
l'unepkanpiuypust - Gakrop pucka HeppoKaldbLMHO3a U HEPPOIUTHA3A, ACCOLMMPOBAHHBIX C
pa3BUTHEM  XpPOHUYECKOM  OOJIe3HM  IOYeK, BIUIOTh JIO TEPMHHAJIBHOM  CTaauM.
PacnpoctpaneHHOCTh HEPPOKAIBIIMHO3A CpeAU OOIbHBIX, MOTYYAIOUIMX CTAHAAPTHYIO TEPAIHUIO,
Bapbupyer B npenenax 12-57% [53].

CKeleTHO-MbIIICYHAS] CUCTEMA U 3V6H

OTCYTCTBI/Ie aJICKBaTHOM CeKpeIrun IITr CHOCO6CTByeT CHUXXCHHUIO CKOPOCTHU KOCTHOT'O
O6M6Ha, B PE3YJIbTATC MOCIIC KAXKAOI0 MUKIIA pEMOACTIUPOBAHUA HC ITPOUCXOAUT OIITUMAJIBHOT'O
OOHOBJICHUS KOCTHOM TKaHH. HpI/I OTOM YaCTO HpHU HTPOBCACHUU ,Z[BYXBHepFeTI/I"IeCKOI\/'I

peHTreHoBckoit abcopoumomeTpun (DXA) oTMeuaeTcs yBenuyeHHe TOKa3aTenel MUHEPaTbHOMU
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mwiotHocTH Koctr (MIIK), 0coOeHHO B yuacTKax ¢ mpeobiagaHnueM TpaOeKyasspHOTro KOMIIOHEHTA
[54,55].

[Taronornyeckoe 3HaUE€HHE HAPYIICHHOW MHKPOAPXUTEKTOHUKH KOCTHOM TKAaHU HE JO
KOHIIA MOHSTHO, XOTS UMEIOTCS IaHHbIE 00 YBEJIMUYCHUH YACTOTHI IIEPEIOMOB KOCTEH CKelleTa mpu
nanno# natosjoruu [41,54]. OnHako TpeOyrOTCs qaibHEHIIINE HCCIIe0BaHMUS.

XpOHUYECKUN  THUMNOMApATUPEO3  TakKe  MOXKET  ObITh  acCCOLMUPOBAH  CO
CHOHMIIOAPTPOTIATUEH, XapaKTepHU3yroIeicss occuduKauel CBsI30K U 00pa3oBaHUEM
cuHIe3MOGHUTOB [56]. MuomaTust CKeJIETHBIX MBIIIII, BhISABIsSCMAs y MAIACHTOB ¢ XPOHHYECKUM
TUTIOTIAPATUPEO30M, XapaKTEPUIYETCs MOBBIIIIEHUEM YPOBHS KpeaTHH(OCHOKUHA3HI B CHIBOPOTKE
KPOBH M HAJIMYKMEM THUCTOJIOTMYECKUX U3MEHEHHM B OMOIICHITHOM Marepuaie, U MO-BHAUMOMY,
OTHOCHTCSI K TIPOSIBJIICHUSAM JUTUTEIHLHO HEKOMITEHCHPOBAHHOW TSDKEION THIOKanbliueMun [57].
[Tatonorus 3y0OB Mpu XpPOHWYECKOM THIOTAPATUPE03€ BKIIOYACT THITOIIA3HIO 3YOHOU dMallu,
YKOpOUEHHE KOPHEH, THIOIUIA3UI0 WM OTCYTCTBHE 3y0oB [58,59].

Oprassl 3peHus

I'umomapatupeos XapakTepu3yeTcsl TOBBIIICHHBIM PUCKOM Pa3BUTHS CYOKArCyJISIpHOU
KaTapakThl, PaclpOCTPAHCHHOCTh JAHHOTO OCJIOKHEHHUs BapuabenbHa M coctaBisieT 27-55%.
[Ipenmonaraercs, 4To MOMOJHUTEIHHBIME (DAKTOpAMHU pPUCKA JAHHOTO OCJIOKHEHUS SIBIISIOTCS
BO3pacT Ha MOMEHT MaHU(ECTAIIMU W/UIH JUTHTEIILHOCTE 3a00s1eBanus [60-62].

Y manuMeHToB C  XPOHWYECKMM THIIONAPATUPEO30M OINHKCAHBbl PEAKHE CIIydau
MaNMUIONIEMbI (OTEKa JFCKa 3PUTEIBHOTO HEPBA, BBI3BAHHOTO TOBBIIICHUEM BHYTPUYEPEITHOTO
nasieHus). OOpaTUMOCTh CHMIITOMOB OTMEUAIach Ha (pOHE KOPPEKIMH IHITOKanbiuemMun [63].

Koa 1 ee Ipon3BOJIHBIE

HpI/I THIIOIIApaTUpPCO3C PA3BHUBACTCA IIOPAKCHHUC KOXHW MW €€ IIPOU3BOJHBIX, YTO
MposABJIACTCA B IICPBYHO OYEpCAb CYXOCTBIO KOXKH, XPYIIKOCTBRO HOI‘TGIZ, OodblIed HX
MOABCPIKCHHOCTBIO K OHHUXOJHU3UCY (OTCHaI/IBaHI/Ie HOTTA OT MSTKHX TKaHEH n0>1<a). Penkxo B
Ka4CCTBC OCJIOKHCHHA XPOHHYCCKOI'O THIIOIIApATHPCO3a Pa3BHBACTCA TSDKEIIBbIN HYCTYJ'IG3HBII71
rncopuas, O6y0J'IOBJ'I€HHBII>i, BO3MOJXHO, Y4YaCTUCM BHYTPUKIICTOUHOI'O KaJIbOUA B PETYIALNUA

nponupepannu u qudhepeHIMPOBKU KepaTHHOLUKUTOB [64,65].
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2. I[I/IaFHOCTI/IKa 3200/1eBaHNs] WJIH COCTOSTHHSA (prHHLI 3200/1eBaHMH WM
COCTOHHHﬁ), MEAUIUUHCKHE IMOKa3aHUA MW MPOTUBOIIOKA3aHUfA K NPUMEHCHHUI0 METOIA0B

AUATHOCTHUKH

Kputepun ycraHoBieHHs AWar€o3a TUIONApaTUPEO3a HAa OCHOBAHUU PE3YJIbTATOB
1a00OpaTOpPHBIX ~ HWCCIIEIOBAHMNA: TUMOKAIBIUEMUN  (HU3KOTO  ypOBHS  aiIbOyMHH-
CKOPPEKTUPOBAHHOTO WJIM HWOHU3MPOBAHHOTO KaJIbIUS KPOBH) B COYETAHHH CO CHU)KECHUEM
ypoBHs [ITT" (nnu BeIsiBIEHHEM HeanekBaTHO HU3KOTOo ypoBHs [1TT).

e PexoMeHnjiyeTcss  yCTaHaBIMBaTh [JUAarHO3 THUIONApaTUpeo3a y  TMAlUCHTOB  C
THITOKAJIbIIMEMHUEH (HU3KOTO YPOBHS allbOyMHUH-CKOPPEKTHPOBAHHOTO MM HMOHU3UPOBAHHOTO
KaJbIUsl KPOBH) B COYETAaHWU CO CHWKeHHeM ypoBHsi [ITT (uim BBISBICHHEM HealeKBaTHO
uuskoro yposus [1TT) [1,29,66—75].

YpoBenb  yOeauTeJbHOCTH pekoMeHgauuii B (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

KommenTapuu: naubonee  pacnpocmpanenuviM — mecmom — Onsi  OUASHOCMUKU
unoxanbyueMuy AeiAemcs uzmeperue ypogHs ooujeco xanvyus. Koppexmuposxa rxanvyus na
VPOBeHb anbOYMUHA KPOBU HE0OX00UMAa C Yenvblo UCKIIOYeHUs NOHCHOOMPUYAMENbHBIX WIU
JIOHCHONOJIONCUMETIbHBIX Pe3)TIbINamos KaaibyueMuy npu U3sMeHeHUuY KOHYeHmpayuy niazmMmeHHblx
benkos.

Dopmynvl 01 paciema anbOYMUH-CKOPPEKMUPOBAHHO20 KAIbYUSL:

. Obwuil kanvyull naazmovl (MMOAL/) = UBMEPEHHbI YPOBEHb KANbYUs NAA3Mbl
(mmonv/n) + 0.02 x (40 - usmepennvlil yposeHb arbOyMuHa naazmul (2/1))

. Obwuti kanvyuti naasmol (Me/0n) = UsMepeHHbIl YPOB8eHb Kalblyus Niazmvl (M2/0n)
+ 0.8 x (4 - uzmepennwiii yposeHsv anbOymuHa niazmul (2/01))

. Koaggpuyuenm nepecuéma: [kanoyuii] me/on x 0,25 ==> [kanvyuii] mmonv/n

Bosmooicno  maxoice  onpedenenue ypoeHs UOHUSUPOBAHHOU (DpaKyuu Kamibyus 8
CbIBOPOMKE KPOBU, KOMOPbILL 8 HOpMe HaXo0umcs  peghepercrhom ouanasone 1,03-1,29 mmonw/n.
C yenvio noomeepicoeHUss HaIU4Us SUNOKANbYUEMUU NPU COMHUMETbHLIX Pe3ylbmamax (HU3Ko
HOPMAIbHOM UMY HECKONbKO HUdMCe pehepeHcHO020 OuanazoHa yposHe Kalbyus Kposu)
PEKOMEHO08AHO 08YKPAMHOE OnpedeieHue YPoBHs KAlbYus (AnbOyMUH-CKOPPEKMUPOBAHHO20 Ul
UOHUBUPOBAHHOR20).

H3mepenue cooeporcanus [T 6 kposu oaem cyujecmeenHyo ungopmayuro, Ho, 8 mo ice

epemsd, €20 pe3)ylbmamabl 00JIJICHbL  ObIMb KOpPppPEKmMHO UHmMepnpemuposdarnvbl, maK KaK
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2UNOKATbYUEMUST MOJICEM NPUBOOUMb K KOMNEHCAMOPHOMY OMHOCUMETbHOMY HNOBbIUUEHUIO
cexpeyuu IITI" u mackuposams ucmunmuwlll cunonapamupeos. Takum oopazom, cunokaivyuemus
Ha ¢one Hopmanvrou kouyenmpayuu IITI mooicem Ovimb NOBOOOM 0Nl OUHAMUYECKO2O
HAOI00eHUsL U 0000Ce008aHUS NAYUEHM.

2.1 ’Kaa00bI 1 aHAMHE3

Camoti uacmotl s#canoboi nayuenmos ¢ 2Unonapamupeo3oM A61aemcs Haaiuyue cyoopoe
uw/unu napecmesuil 8 MbIUYAX BEPXHUX U HUICHUX KOHEYHOCHel, OKOJOPOMOBOU 001acmu.
Tayuenmoi ¢ O1UmMenbHbLIM AHAMHE30M SUNONAPAMUPEO3d NPEOBABIAIOM HCATODbL HA «MO320801l
MYMAany, CHUdCeHue namamu u KoHyewmpayuu eHumanus. OcHoBHble JH#an00bl NAYUEHMO8 C
2unonapamupeo3om npedcmasienvt 8 maon. 3.

Taﬁ.lmua 3. ®H3I/I‘—IGCKI/IG, KOTHUTHUBHBIC 1 SMOITMOHAJIbHBIC CUMIITOMBI T'MIIOIIapaTupeo3a

[76].
CuMnroM YacroTa, %
Dusuyeckue cCUMnmMombl
Ycranoctb 82
Bonb B MblIIax / MbIIIEYHbIE CTIa3Mbl 78
[TapecTesun 76
Teranus 70
Bbomu B KOCTAX M cycTaBax 67
PaccrpoiicTBa kuieuHnKa 46
XpynkocTs / IOMKOCTh HOTTEM 44
HemnepenocuMocTs xapbl 44
I'onoBHbIe 6011 42
CyXOCTb KOH U €€ MOBBIIIEHHAs TPaBMaTHU3ALIUS 40
3s10K0CTh 37
Brimagenue Bosoc 33
TomHoTa 30
[IpoGnemsl ¢ 3ybamu 29
Hefiponarus 27
UyBCTBUTENBHOCTB K COJIHILY 26
Otekn 23
[Ipo6nemsl ¢ IpIXaHuEM 22
CHmxenue ciyxa 11
Koenumusnvie cumnmomoi
«Mo3roBoii TyMaH» / yMCTBEHHasI JIeTaprusi 72
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HeBo3M0XKHOCTb KOHLIECHTPUPOBATh BHUMAHHE 65

CHmKeHune naMsTi/3a0bIBYNBOCTD 61
Hapymenue cHa S7
Imoyuonanbublie CUMNIMOMbL
TpeBoxHOCTB/CTpax/BHYTpeHHEE OECTIOKOHCTBO 59
CHmKEHHe HaCTPOCHHUS/TPYCTh/ACTIPECCHUst 53
OMOIMOHAIbHAS YyBCTBUTEIBHOCTh 47
ConmanbHast U30JSALMS 32
o [ManieHTam ¢ MOJO3pEHNEM Ha HAIMYHE TUIOMApaTHpeo3a PEeKOMEHI0BaH cOop

AHAMHECTUYCCKHUX JAHHBIX O NPOBCACHHBIX XUPYPTUUCCKUX BMECIIATCIILCTBAX HA OpraHax micu, a
TaKkKe O COIMYTCTBYIOIICH MATOJIOTHH, aCCOIMUPOBAHHONU ¢ (POCPOpPHO-KATBIIMEBHIM OOMEHOM
[1,3,68,77].

YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommenTapuu: credyrowue ghaxmopsi nossonaom 3anodo3pums y nayueHma Haiuyue

cunokatvyuemuu u cunonapamupeosa.

o npogedenue XUpypeuuecko2o eMeuamenbCmed 8 001acmu ueu,
o Hanuuue napecmesull 8 001ACMuU IUYd, BEPXHUX U HUNCHUX KOHEUHOCMEl,
. Hanuuyue QUOPUNLTIAPHBLIX  NOO0EPUBAHUL  OMOEIbHBLIX  MblUY, CYOopoe 8

NPOKCUMATbHBIX MbILUYAX,
o 8blsGIeHUe KalbYUpuKkayuu 201081020 M0324,;
o npU HAPYULEHUSX CepOedHO20 PUMMA.

2.2 duzukajabHoe 00cae10BAHHE

J [ManenTam ¢ MOJO3peHUEM Ha HalM4yMe TuIonapaTupeo3a i OLEHKU (akra
IIPOBEACHUS XUPYPrUUYECKOTO BMEIIATENbCTBA HA OpPraHax ILIeM PEKOMEHIOBaHO IPOBOJIUTH
OCMOTp IepeIHel MOBEpXHOCTH 1en [77].

YpoBens  yOegutenbHocTH  pekoMengamuii  C  (YypoBeHb  JOCTOBEPHOCTH
I0KA3aTeJbCTB — 5)

J VY nanueHToB ¢ MOJ03PEHUEM Ha HAJIMUYWE TMIONApATUPEO3a C LEIbI0 BbISBICHUS
KIIMHUYECKUX TPOSBICHUN T'MIOKAJIBLIMEMUN PEKOMEHIYETCSl OLIEHKa CUMITOMOB XBOCTEKa U

Tpycco [1,78].
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YpoBenb  yOenuteabHocTH  pekoMenaanuii C  (YypoBeHb  JOCTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

Kommenrapuu: nonooscumensvuuiii cumnmom ITpycco — nossinenue cyoopoe 8 Kucmu
(«pyka axywepay) uepes 1-3 mumnymel nocie coasienus nieda MAHNCEMOU Npu UsMepeHuu
apmepuanbHo2o 0asieHus. JJauHblll CUMAIMOM — BbICOKOYYECMBUMENbHIU U CheyUupuuHbILL
NPU3HAK eunoxanvyuemuu — eviasiiemces y 94% nayuenmos c cunoxkanvyuemueti u'y 1% nrooet c
Hopmokanvyuemuetl. Cumnmom Xeocmeka — cokpaujeHue Muluy IUYa npu NOCMYKUBAHUU 8
Mecme 8blXo0d JUYeB020 Hepea — MeHee UYBCMGUMENbHbIL U CHeYUuQuUHbl NPUSHAK.
Ompuyamenvhuoiti  cumnmom Xeocmexka Habmooaemes vy 30% nayuenmos, umerowux
2UNOKAIbYUEeMUI0, noaoxcumenvuslil - y 10% nroodeil 6e3 0anHoU namoaocuu.

2.3 JIabopaTopHbIe IMATHOCTHYECKHE UCCICT0BAHMS

JluarHo3 rumomapaTupeo3a OCHOBBIBAETCH Ha pe3yJbTaTax JadopaToOpHOro
o0cJIef0OBaHN.

Kputepun ycranoB/ieHusi 3200/1eBaHUS UJIH COCTOSTHUS

PekOMeHIyeTCsT  yCTaHaBIMBAaTh  JMAarHO3 THUIIONApaTHpeo3a y  MalMeHTOB  C
THIIOKATBIIMEMACH (HU3KOTO YPOBHS albOyMHH-CKOPPEKTHPOBAHHOTO WIJIM HOHHM3HPOBAHHOTO
KaJIBIMS KPOBH) B COYETAHWH CO CHWKeHHeM ypoBHsS IITD (WM BBISABICHHEM HEaJCKBATHO
uuskoro yposus I[1TT) [1,29,66-75].

YpoBeHb  yOeauTeJbHOCTH pekoMeHaauuidk B (ypoBeHb  10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 2)

Kommenrapumu:  naubonee  pacnpocmpaneHHblM — mMecmom — Oasi  OUACHOCMUKU
2UNOKATIbYUEeMUU SIGTSeMCs UsMepenue YposHs obujeeo kanrvyus. Koppexmuposka kanvyus Ha
VPOBEHb aNbOYMUHA KPOBU HEOOX00UMA C YEeNbl0 UCKTIOUEHUs. JIONCHOOMPUYAETbHBIX Ul
JIOJICHONONONCUMENLHBIX PE3VAbMAMO8 KATbYUeMUU NPU U3MEHEeHUU KOHYEHMPayuu nia3MeHHbIX
benkos.

Dopmynvl 0115 pacuema anbOyMUH-CKOPPEKMUPOBAHHO20 KATbYUSL:

. Obwuii kanvbyutl naasmel (MMOJL/T) = USMEPEHHbBI YPOBEHb KANbYUs NIAA3Mbl
(mmonw/n) + 0.02 x (40 - usmepernnwlii yposeHs anbOyMuna niasmol (2/1))

. Obwuii kanvyuti naasmul (Me/0n) = UsMepeHHbIl YPOB8eHb Kalblyus niazmvl (Me/0n)
+ 0.8 x (4 - usmepennwiil yposeHsv anbOyMuHa niazmul (2/01))

. Koaggpuyuenm nepecuéma: [kanoyuii] me/on x 0,25 ==> [kanoyuii] mmonv/n
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Bosmoocno  maksce onpedenenue YpOo8HA UOHUBUPOBAHHOU (Ppakyuu Kaibyus 8
CblBOPOMKeE KPOSU, KOMOPblll 8 HOpMe Haxooumcs 8 pepepercrom ouanazoue 1,03-1,29 mmons/n.
C yenvio noomeeporcoeHus: HaIUdUs SUNOKATbYUEMUU NPU COMHUMENbHBIX Pe3yIbmamax (HU3Ko
HOPpMAIbHOM UMU HECKOIbKO HUdce peghepencnoco Ouanaszona YpoeHe Kdalbyus Kposi)
PEKOMEHO08AHO O8YKPAMHOE onpedeieHue YyPO8Hs Kalbyus (A1b0yMUH-CKOPPEKMUPOBAHHO20 WU
UOHUBUPOBAHHO20).

Hzmepenue cooeporcanus IITI 6 kposu daem cyujecmeenHyro ungopmayuro, Ho, 8 mo ice
8pems, e20 pe3yibmamvl OOJHCHbL OblMb KOPPEKMHO UHMEPNPemuposansl, mMaxk Kak
2UNOKANbYUEMUS] MOJCEM NPUBOOUMb K KOMNEHCAMOPHOMY OMHOCUMENbHOMY HNOBbIUEHUIO
cexpeyuu IITI u mackuposams ucmunmblll cunonapamupeos. Takum o6pazom, eUnoKaIbyueMusl
Ha ¢one HopmanvHou KoHyewmpayuu IITI mooxcem Ovimb nO0BOOOM 0Nl OUHAMUUECKO2O
Habooenus u 0006C1e008aHUsL NAYUSHMA.

o [TaruenTamM ¢ TOMO3pPEHHEM HAa HAIMYUE THUIONAPATHPEeO3a IS HCKITIOYCHHS
BTOPHYHBIX TIPUYUH THTIOKATBIIMEMHAN PEKOMEH]TyeTCsl, UCCIICIOBAHUE YPOBHS HEOPTraHMIECKOTO
dbocdhopa B KpoBH, HCCIICIOBAHNE YPOBHS OOIIETO0 MarHus B CHIBOPOTKE KPOBH, UCCIEIOBAHUE
ypoBHs 25-OH ButamuHa /[ B KpOBU HccClieIOBaHUE YPOBHA KpeaThHa B KpoBH ¢ pacuetoM CKD
[66-68,79-82].

YpoBeHb  yOeauTeJbHOCTH pekoMeHaauuiik B  (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB — 3)

KomMenTapum:

. npu  msadicenon unomazHuemuu crudcaemcs cexkpeyus IITIT u noswviwaemcs
pesucmenmuocmo k IITI kocmeti u novek,

. msaxcenvitl  Oegpuyum  eumamuna D moocem  Obimb  accoyuupogaw ¢
eunoxanvyuemueu. Oyenxka cmamyca gumamuna D nposooumcsa nymem onpedenenus: 25(OH)D,
umo sensiemcs Hauboniee OOCMYNHBLIM U HAOEHCHbIM MemoOoM 1adopamopHol OUASHOCMUKU.
Pexomenoyemcs nposepxa wnaodexcnocmu ucnonvzyemozo memooda onpedenenus 25(0OH)D
OMHOCUMENbHO 0bujenpuHamuvix medxcoynapoonvix cmanoapmos (DEQAS, NIST). Onpeoenenue
yposHs akmuenozo memaboauma 1,25(OH)2D ne nokasano, max kax 0auHbulll Memaooium umeem
KOpOMKULL nepuoo nojy8vlee0eHUs u He ompaxcaem cmamyca sumamuna D 6 opeanusme;

o npu ocmpoti euneppocghamemuu ghocgpop akmueHo ceAzvieaem KAalbyuil, 4mo
NPUBOOUM K €20 OMILOACEHUIO 2NIABHBIM 0OPA3ZOM 8 KOCISAX, d MAKdHCe 8 OPY2UX MKAHAX, GbI3bl6As.

2UNOKANbYUeMuio,

26



J 2UNOKATbYUEMUSL YACO HAON00Aemcsi NPU CHUNCEHUU CKOPOCMU KIYOOUKOBOU
Gurompayuu (CK®) u pazeumuu XbI1, ocobenno na cmaousix XbI1 4 u 5. I'unoxanvyuemus npu
XBIl  sensemca cneocmeuem  chudcenusi cunmesa 1,25(0OH)2D  u  conpososcoaemcs
eunepgocgamemueti, KOmopas 8 c60r 0uepedb NPUEOOUN K OMILOHCEHUIO hochamos Kanrbyus 8
MASKUX MKAHAX, MeM CaMblM euje Dosiee CHOCOOCMBYs SUNOKAIbYUEMUU.

. Pacuem CK® no EPI npouszsooumcs no popmyne: CK® = a x (kpeamunur Kpogu
(me/on)/b) ¢ % (0.993) sozpacm. llepemennasn a umeem ciedyowue 3HAUeHUs 8 3A8UCUMOCTIU OM
pacwl u noia: YepHoKodcue: Hcenuunsvl = 166, myscuunsvt = 164, dbenvie/npedcmasumenu opyaux
pac: owcenwunvl =144; myscuunvt = 141. Ilepemennas b umeem cnedyowue 3Ha4eHuss 6
3asucumocmu om pacvl u noaa: sxcenwunol = 0.7, myoscuunvr = 0.9. Ilepemennas ¢ umeem
cnedyrowue 3HAYEHUs 8 3AGUCUMOCMU OM pPACbl U USMePeHUs KPeamuHUHA: JHCEeHUJUHDBL:
kpeamunut 6 kposu <= 0.7 me/on = -0.329; kpeamunun 6 kposu > 0.7 me/on = -1.209; mysxrcuunvl.
kpeamunun 6 Kpoeu <= 0.7 me/on = -0.411; kpeamunun 6 kposu > 0.7 me/on = -1.200.
[https://www.kidney.org/content/ckd-epi-creatinine-equation-2009]

o [MarieHTaM ¢ TIOCJIEOTIEPAIIMOHHBIM  THIIOTIAPATHPEO30M  PEKOMEHIYETCS
YCTaHABJIMBATH XPOHUUYECKYIO POPMY 3a00JICBaHHS IIPU COXPAHCHUN TUTIOKATBIIMEMUH U HU3KOTO
ypoBHs [ITT cryctst 6osiee uem 6 MecseB mocie MPOBEACHUS XUPYPTHUECKOTO BMEMIATEILCTBA
Ha obnactu trewn [1,29,67-72,75,78,83].

YpoBeHb  yOeauTeJbHOCTH pekoMeHaauuidi B  (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: oxono 60—-70% cayuaes nocieonepayuorHHol SUnOKAIbYUeMUuu UmMerom
MPAH3UMOPHBLL  Xapakmep U pazpewaomcs 6 meyeHue 4—6 Hederb nocie onepayuu
(mpanzumopHultl eunonapamupeos). Cmotikas sunokanvyuemus 6 covemanuu ¢ yposwem IITI
HUdIce peghepencHbiXx 3Hauenutl cnycms 6 Mmecsyes u 0Oolee NOCIe XUPYPSUYECKO2O JledeHusl
CBUOEMENbCIMBYION 0 PA3BUMUU XPOHUUECKO20 2UNONAPAMUpeo3d.

o [TanieHTaM € THIIONAPaTUPEO30M PEKOMEHIOBAaH JAMHAMUYECKUH MOHUTOPHHT
mokasaresieif KpOBH M MOYH JIJIsl OIIEHKH aJeKBaTHOCTH MPOBOAUMO# Tepanuu [67,68,77].

YpoBenb  yOenurtenbHocTH — pekoMenganuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapum: ounamuueckuii monumopune oouje2o Kauvyus, aibOymuna (¢ pacuemom
anbOYMUH-CKOPPEKMUPOBAHHO20 Kalbyus), hocghopa, macnus, kpeamununa c paciemom CK® 6

cyuae Komnencayuu 3a001e6anus peKOMeHO08aHO NPo8ooums ¢ uacmomou I paz é 3-6 mecayes.
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Ilpu omcymcmeuu KomMneHcayuu unonapamupeo3a u/uiu Koppekyuu 003 CMaHOapmHoll
mepanuu pekomMeHO008aH 6osee Yacmas oyeHka noxkazameneti ¢ocgopno-kanvyuesoco obmeHa,
00 HEeCKOIbKUX PA3 8 Hedelto, O OYeHKU Ad0eK8AmMHOCMU NOO0OPAHHOU mepanuu.

Junamuueckuii MOHUMOpPUHE CYMOYHOU IKCKPeYUU Kanibyus peKoMeHO08AHO NPO8OOUMD
1 paz 6 6-12 mecayes. B ciyuae 6visgieHUs SUNEPKAIbGYUYPUL U/UMU HAZHAYEHUU MUAZUO08
KOHMPOJbHOE UCCLe008aHUe YPOBHS KANbYUsL 8 CYMOYHOU MoUe DEeKOMEHOOBAHO 6bINOIHUMDb
uepes 1,5-2 mecaya onsa oyeHKu a0ekeamuocmu nPo8oOUMO20 Ne4eHUs.

2.4 NHCTpYMEHTAIbHBIE IMATHOCTHYECKHE MCCIEI0OBAHUSI

Pexomenoosarno nposedenie KOMNIEKCHO20 0OCIE008AHUSL C YENbIO AKMUBHO20 BbIABLEHUS
0CN0JCHeHUU 3a001e8aHUsL.

o [ManieHTaM € TUNOMAPAaTUPEO30M PEKOMEHIYeTCSl €XKETOIHOE IPOBEICHHE
yIBTPa3ByKOBOTO MCCIIEAOBAHUS ITOYEK TS OLIEHKH X CTPYKTYPHBIX n3MeHeHwui [67,68,84—90].

YpoBenb  yOeauTebHOCTH pekoMeHgauuidi B (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

KomMmeHnTapuu: y nayuenmog ¢ xpouuueckum 2unonapamupeo’om Ha QpoHe npuema
mepanuu npenapamamu sumamuna D u eco npouzeoonvimu u npenapamamu Kanvyus 3HA4UMO
nosvluiaemcs puck passumus Hegporumuasza/megppoxanvyunosza. Pezynapnoe nposedenue
BUZYANUSUPVIOWUX MEMOOUK CHOCOOCMBYem paHHeM) BblANeHUI0 OAHHbIX OCIONCHEHUI.
Hcnonvzosanue yrompazeykosozo ucciedosanus (Y3U) 6onee npeonoumumenvno O
OUACHOCMUKU MeOYILIAPHO20 HeppOoKaTbyuHo3a y nayueHmos ¢ eunonapamupeo3om. Ilpu
comHumenvHulx pesyromamax Y3HU eozmooicho nposedenue komnvromepuou momozpaguu (KT)
3aA0PIOWUHHO20 NPOCMPAHCMEA.

. [TanuenTam ¢ runomapaTHpeo30M C IMOJO3PEHHEM Ha Haluuue HeppoauTHasza
PEKOMEHI0BAHO MCIIOJIb30BATh KOMIIBIOTEPHYIO TOMOTpad o MoueK st ero Bepudukarmm [91—
93].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
I0KA3aTeJbCTB — 5)

Kommenrapuu: uexommpacmuas KT sensemca Hauboniee MOYHLIM — MEmMOOOM
suzyaiuzayuu Hegporumuaza 01a200aps BblCOKOU UYBCMBUMENbHOCMY, CheyuguuHocmu,
MOYHOMY ONPEeOeleHUd pPA3Mepo8 KOHKPEMEHMO8 U CnocooHocmu K oughgepenyuanvrou

ouazHocmuxe 00pa308aHull NOYeKx.
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o [TaruenTam ¢ runOMapaTUPE030M PEKOMEHAYETCS IEPUOIUIECKUN OCMOTp Bpava-
odranmpmoniora i CBOGBPEMEHHOW JMATHOCTUKH  OCJIO)KHEHHHA CO  CTOPOHBI  TJia3
[39,41,61,62,67,68].

YpoBenb  yoeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapumu: y nayuenmog c Xpouuueckum 2unonapamupeo3om NoGblUeH PUCK
pazeumus  kamapakmol. [IpooondicumenvHocms  3a00ne6anus, a makdxice OMCYMCmeue
KOMAREHCayuu  2Unonapamupeosd paccMampusaromcs 6 Kauecmee Nnpeopacnonazarujux
Gaxkmopos, 00HAKO 8 HACMOAWUL MOMEHM OMCYMCMEYem NOHUMAHUe NPUHUHHOCIU PA38UMUsL
Kamapaxmwl npu eunonapamupeose. Ilayuenmam ¢ OrumenbHblM AHAMHE30M 2UNONAPAMUPEO3d
(bonee 3-5 nem) nokazam nepuoOUYeCKUll OcMomp Y 8paia-opmanvmonoea ¢ Yeuvio
CBOEBPEMEHHOU  OUACHOCMUKU  pA36UMUsL  KAmapakmsl U onpeoeieHusi NompeoHocmu 6
CReyuanu3UpOBAHHOM ee Te4eHUU.

o [Ipyn HaTUYMK HEBPOJOTHYCCKOW CHUMITOMATHKHA TAIUEHTAM C XPOHHYSCKUM
THIOTIAPATHPEO30M PEKOMEHIYETCS] TPOBEACHNE KOMITBIOTEPHOH TOMOTpaduu TOJIOBHOTO MO3Ta
[39,41,48,50,67,68,94,95].

YpoBenb yOeaurTenbHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMmeHnTapumn: xnunuyeckue nposigienus Kalbyuukayuu pasiuyHublx  Omoenos
YEHMPANbHOU HEPEHOU CUCHEMbl Y NAYUEHMO8 C ONUMENbHbIM AHAMHE30M 2UNONapamupeosd
Hecneyuguunvl. K naubonee pacnpocmpaHenHbiM OMHOCAMCA O8USAMENbHble HAPYUIEHUSA:
PUSUOHOCTb  MbLUULY, NAPKUHCOHU3M, 2UNEPKUHe3bl (XOopesi, mpemop, OUCMOHUS, amemos,
opohayuanvHas OUCKuHe3Ust);, KOSHUMUBHbLE PACCMPOUCMEA, MO3NHCEUKO8ble CUMNMOMbL U
Hapyuwenus peyu. B psde ciyuaes ommeuaomces snuienmudeckue npucmynul, oemenyus. Hepeoko
HaO00aemcss CcoYyemanue pPasiudHblX — KIUHUYEeCKUX cumnmomos. Bonpoc o wuanuuuu
NAMO2eHemu4eckoll 83auUMOCEI3U MeHCOY HEBPONOSUHECKOU CUMNMOMAMUKOU U 00beMoM,
JIOKanuzayueli 00bl36eCMEICHUNl 0Cmaemcs. npomueopedusuim. Ilpu 603HUKHOGEHUU OAHHBIX
CUMNMOMO8 U/UNU bISAGIEHUU Kanbyudurkayuu 6azanrpHulx eaneaues no dawnvim KT 2onoenozo
MO32a NOKA3AHA KOHCYbMAYUsl 6pa4a-He8pos02a.

o [TaruenTam ¢ XpOHUYECKHM THIIONAPATHPEO30M HE PEKOMEHIYETCs PEeryispHOe

npoBeaenue DXA nis oneHKH cocTosiHUsS KocTHOro Tkanu [41,67,68,96—99].
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YpoBeHb  y0eauTeIbHOCTH  pekoMeHaauuii A  (YpOBeHb  IOCTOBEPHOCTH
JA0KAa3aTeJIbCTB — 3)

KommenTapuu: npu eunonapamupeoze KoCmHull 0OMeH 3ameOdNleH, MAaKum 00pazom
omcymcmeyrom npeonocvliku K cHudcenuto MIIK ¢ meuenuem epemenu 6 omcymcmeue
conymcmeylowux (akmopos pucka, makux Kaxk mepanusi 2i0KOKOpmuxkouoamu. J{us oyeHkKu
COCMOAHUAL KOCMHOU MKAHU NAYUEHMAM C XPOHUYECKUM SUNONApAMupeo30oM XHcelamenbHO
npogedenue KOMNIEKCHO2O0 00CN1e008aHUs, BKIIOUAIOWE20 OnpedeieHue MapKepos KOCHMHO20
0OMeHa u penmeenocpaghuro Kocmeil.

2.5 Unuble AUATHOCTHYECCKHUE UCCJICI0BAHUSA

. [TanenTam ¢ ruUnmONapaTupeo3oM HEYTOYHEHHOW ATHOJIOTMM MOXKET ObITh
PEKOMEH/IOBAaHO pacIIUpeHHOe oOcieAoBaHue, BKIOYAIONIEee MOAPOOHBIM cOOp aHaMmHe3a H
Kajno0 TarMeHTa, TEeHEeTUYECKOe KOHCYIhTHPOBAHWE U TEHETUYECKOE TECTHPOBAHHME TIPHU
0JI03PEHUH Ha HACJIEICTBEHHBIX XapakTep matojorum [1,11,12,67,68,100-104].

YpoBenb  yOenuteabHOCTH  pekoMeHaauuii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMenTapum:

o nayuewmam ¢ U3OJIUPOBAHHBIM — SUNONAPAMUPEO30M  HESACHOU  IMUONO2UM,
BO3HUKWUM NOCTE NEPBO2O 200a IHCUHU, PEKOMEHOYEemCcs NOOPOOHbLI COOp aHAMHE3d U HCanlod
nayuenma, uccieoogauue cena AIRE ons ucknouenusn AIIC 1-20 muna (ucxoouno oyenka mymayuu
R257X, xax Haubonee uwacmotl 01 pPOCCUUCKOU NONYAAYUU, 6 CAyYde OMpUyamenIbHO2o
pesyrbmama — cexkeenuposanue 2ena). Juacnos AIIC 1 muna mooicem 6vims ycmanosien
KAUHUYeCKU NPU HATUYUU Y NAYUeHma KaKk MUHUMYM O08VX U3 Mpex «OCHOBHbIXY» KOMNOHEHMO8
3abonesanus («kiaccuyeckas ouaoda uiy mpuaoay), a makdxice npu HAIUYUU 00OHO20 U3 HUX 8
ciyyae npucymcemeus 3a6o0ne8anus y poocmeeHnuka nepsozo nopsaoka. C yenvio eepughuxayuu
CUHOPOMA MaKaice Modicem Oblmb UCNONIL308AHO Onpedelienue aumumel K unmepgepony 1 muna,
ocobenno k UH®D-w u k UH®D-02, npeonodicennvlx 6 Kauecmee OUACHOCMUYECKUX Kpumepues
3abonesanusi. Onpedenenue awmumen K 21-eudpoxcunaze noae3Ho O0isi NPOSHO3UPOBAHUSL
Paszsumus HAONO4eYHUKOBOU HedoCmamoyHocmu. Aneopumm o6cedo8anus npu nOOO3PeHUU Ha
AYMOUMMYHHBII  2UNonapamupeo3 npeocmasien 6 pasoeie [[onoiHumenvHol uH@opmayuu
(Iloopazoen 7.4).

J 2unonapamupeo3 He Xupypeudeckol 3Mmuonio2uu Mmodxcem Oblmb 6bl36aH PAOOM

paznuunblx gakmopos. Eciu npuuuna eunonapamupeosa He YCMAHOBNIEHA, PEeKOMEHO08AH
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NOOPOOHbLIL COOP AHAMHE3A U HCATLOD NAYUEeHMA, 2eHeMmU4ecKoe Mmecmupo8anue u/ui cemeurblil
ckpunute. CmanoapmHozo npomokKona 00ciedo8anus HA Ce200HAWHUU OeHb Hem. JlaHHas
peKomeHOayus 0COOEHHO 8AXCHA O/ MOLOObIX NAYUEHMOS8, MAK KAK NOCMAHO8KA OUACHO3A
mpebyemcs 0151 NIGHUPOBAHUS BEPEMEHHOCMU U NOCAEOVIOWe20 MOHUMOPUH2A 34 803MONCHBIM
passumuem COnymcmeyiowux 2unonapamupeosy KOMNOHEHmMO8 3aboneeanus (Hanpumep,
namonozuu cayxa u nouvex npu mymayuu GATA3). I'enemuueckue ¢hopmvi cunonapamupeosa
Mocym Ovlmb Kak 6 cocmage CUHOPOMANbHO20 3a00ne8aHus, maxk U U30IUPOBAHHOU

3HO0KpuH0namueﬁ - KdK aymOCOMHO'OOMuHaHMHCl}l CUNOKaibyuemusl. Hacneocmeennuvie QbOPMbl

3abonesanus npeocmasieHvl 6 mabauye 4. Aneopumm 06cnedosanusi npu NOOO3PEHUU HA

aunonapamupeo3 8 PpAMKAX —HACIeOCMBEHHO20 CUHOpoMa npedcmasieH 6  pazoeie
Hononnumenvrnou ungpopmayuu (Iloopazoen 7.5).
Tadoauua 4. Hacnencreennsie Gopmbl runomnaparipeosa [70].
3a0oJsieBaHus ’ Hacaenosanue \ Jloxaausauus \ I'en
Cunopomanvublil 2unonapamupeos
Cunnpom JInJxopmxu 1 Tuma AD 22011.2 TBX1
Cunnpom JuJ>xopmxu 2 Truma AD 10p13-14 NEBL
CHARGE cunnpom AD 8q12.2 CHD7
AIIC 1 Tuna AR 21922.3 AIRE
HDR-cunpom AD 10p15 GATA3
Cunnpom Kepnca — Ceiipa MutoxoHp. NA Mutoxonn. JIHK
Cunnpom MELAS MutoxoHp. NA Muroxona. JIHK
Cunnpom aedurura MTP AR 2p23 HADHB
Cunnpom Kennu-Kadhdu 1 tuna AR 1942.3 TBCE
Cunnpom Kennu-Kabdu 2 tuna AD 11g12.1 FAM111A
Cunnpom Canbsin — CakaTu AR 1942.3 TBCE
Jlucnnasus «TOHKUX» KOCTEH AD 11g12.1 FAM111A
AymocomHO-00MUHAHMHAS 2UNOKATIbYUEMUSL
AyTOCOMHO-JOMHUHAHTHAs AD 3021.1 CASR
runokanpiyueMus 1 Tuna u
cugapom baprepa 5 Tuna
AyTOCOMHO-JOMHUHAHTHAs AD 19p13.3 GNA11
TUNOKAJIbIUEMUs 2 TUIA
Uszonuposannwiii cunonapamupeos
AyTOCOMHBII THIIONIAPATUPED3 AD nmn AR 6p24.2n GCM2 u PTH
11p15
X-CBs3aHHBIN THIIONIAPAaTUPEO3 XR Xq26-27 SOX3!

AD — ayrocoMHO-foMUHaHTHBIH, AR — ayrocomHo-pernieccuBHblif, NA — He M3BECTHO.

MutoxoHap. — MUTOXOHpUabHOe. MTP — MUTOXOHApHANBHBIN TPU(PYHKIIMOHAIBHBIN OEIOK.

1 — npuunnHas posib SOX3 B pa3BuTuu X-CBA3aHHOTO TUIIONIAPATHPEO3a HE OTIPE/IeNIeHa.
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3. JqueHne, BKJIIOYad MEIUKAMEHTO3HYI0 U HEMCAUKAMECHTO3ZHYIO TEpaluu,

AUETOTEPAIIUIO, 066360J1HB3HI/IC, MEJIUIUMHCKHE TOKa3aHUAA U IMPOTHBONOKAa3aHUA K
NPUMEHECHUIO METOA0B JICUCHHUSA

3.1 IToapa3zaen 1. Ilenu jJeyeHHss © MOHUTOPMHIA THIONAPATHPE03a

OcHosnbie yenu 00120CpPOUHOL MePanuu SUNONapamupeo3a npedcmasiieHvl 6 maoauye S.

Tabauna 5. OCHOBHBIE 1IEH JIOJATOCPOYHON Tepanuy rUnonapaTupeosa.

ITapameTpsl Hesn neyenust [eseBoii Auana3oH
VYpoBenb anbOymuH- | Iloanepxkanue Ha HUKHEN rpanune | 2,1-2,3 MMosb/1
CKOPPEKTUPOBAHHOTO | WJIM HECKOJBKO HUXKE HHUKHEH
KaJIbLUsl KPOBU I'PaHULIbI pedepeHcHoro

nuanaszona (2,11-2,65 mMMonw/n) y

MalMEHTOB  0€3  KIIMHUYECKHUX

CUMITOMOB TMIIOKaJIbIIUEMHH
Yposenp  cyrouHoli | Ilognepxkanue B npenenax | Myxuunsl: <7,5 MMOJB/CYT
SKCKpPEUUH  KaJblMs | ILIEJIEBOTO Jrana3oHa Kenmuner: <6,25 MMOIB/CyT
(uccnemoBanue

YPOBHA KAJIBIHAS B
CYTOYHOU MOue)

VYposenb  docdopa | [lognepxkanue B npexaenax | 0,8—1,4 MMob/a

CBIBOPOTKH KPOBH pedepeHCcHOTO nana3oHa

YpoBeHb Maraus | B npezaenax pedepencuoro | 0,7—1,05 Mmoman/a

CBIBOPOTKH KPOBH JMarnazoHa

YpoBeHb Kak B 00meit momyssum 30-60 ar/mi (75-150 aMOmB/M)

25(OH)Butamuua D
OO6mree caMO4yBCTBHE
Y KQ4eCTBO KHU3HU

HepCOHaJ'II/BI/IpOBaHHOC JICYHCHHUC

Nudopmupoannocts | MHbopMupoBaHue mManueHTa O CHUMOTOMAax TUIOKAIbLIMEMUU U
/o0Gpa3oBaHue TUIEPKAJIBIIUEMUH, OCJIOKHEHHUSIX 3a00JIeBaHUs
. Y mnanueHToB C TUIONApaTUPEO30M PEKOMEHIYeTCsl MOJJIEPKUBATh YPOBEHb

KaJIbIUsl CBIBOPOTKU KPOBU (7160YMHH-CKOPPEKTHPOBAHHBINA HIIM MOHU3UPOBAHHBIN KallblLIUi) B
npeienax HIKHEeH IpaHullbl UK 9yTh HUXKE pepepeHCHOro Aruana3oHa Mpu YCIOBUH OTCYTCTBUS

CUMIITOMOB M IPHU3HAKOB T'HIIOKAJIBIHUCMHUU C ICJIbIO HpO(I)I/IJ'IaKTI/IKI/I Pa3BUTHA OCJIOKHEHUM

3aboneBanus [67,68,71,105].

YpoBenb  yOenurtenbHocTH  pexkoMenganuii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)
KommenTrapumn: 6 nacmoswee 6pems He O00OCMUSHYMO —€OUHO20  KOHCEHCYca

OMHOCUMENIbHO ONMUMAIIbHOCO YPOBHA KAlbYus Cbl6OPONIKU Kpo6U HA gbOHE mepanuu

eunonapamupeosa. Iloooepoicanue ypoeHsa Kanbyus Cbl@OPOMKU KPOBU HA HUNCHEU 2paHuye
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pegepencrozo ouanazona unu HecKOIbKO HUdice NPOOUKIMOBAHO CIMpPeMIeHUeM K NPOGuiaKmuxe
2UNEPKANLYUYPUU U OCTIONCHEHULl CO CMOpPOHbL novek. Tepanesmuueckue yeau — YpOGeHb
AbOYMUH-CKOPPEKMUPOBAHHO20 — Kalabyus Kposu 6 npederax 2,1-2,3  mmonv/n  unu
UOHUBUPOBAHHO2O Kanvyusi 8 npedenax 1,05-1,15 mmonv/n — ocHoanvl HA NOOOepICAHUU
@uzuonocuneckux npoyeccos ¢ opeanuzme. Hexomopuwle nayuenmol Mo2ym, 0OHAKO, HYHCOAMbCs
8 0Oonee BbICOKUX YPOBHAX KANbYUS CblGOPOMKU KPOBU Ol VYCMPAHEHUs CUMNIMOMO8
2UNOKATbYUEMUU.

. VY TanueHToB ¢ THIONAPATHPEO30M PEKOMEHJIOBAHO IOJIEPKUBATH YPOBEHB
CYTOYHOM KCKPEIUU KAIBIHS B MpeeiaX MoJI-CIeUPUISCKOro IEJIEBOTO IUana3oHa ¢ IeIbIo
npoMITAKTUKY TIOYSUHBIX OCcIIoKHeHul [47,67,68,86,105].

YpoBenb  yOenuteabHOCTH  pekoMeHaauuii C  (ypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: 6suody oedpuyuma IITI" u omcymcemeus eco a¢pgpexma na myoyisapuyro
peabcopbyuto  Karbyusi 6 NouKax, O NAYUEHMO8 C 2UNONApamupeo3oM XapaKkmepHa
2UNEpKaIbyuypusi U Kaxk cieocmeue NoGblleHUue pUCKa Hepporumuaza/nedhpokaibyurosa.
Hanuvix 06 accoyuayuu cmenenu SUNEPKATbGYUYPUU C PUCKOM PA38UMUSL NAMOIO2UU NOYEK HA
ce200HAwHUI 0eHb HedocmamouHo. Eciu npednonosxicums, 4mo namozenes KaAmMHeooOpa308aHus 8
NOYKAX Yy NAyUeHmos ¢ 3y- U SUNONAPAMUPEO30M U 2unepKaibyuypuell amaiocudeH, mo
no0O0epiCcanue YpoeHs. CYMOUYHOU IKCKpeyuu Kaibyus 6 npeoeiax mnoj-cCneyuipuueckozo
peepencrozo ouanazona no3eoaum npedomepamums pazeumue 0aHHO20 0Ci0xcHeHus. Llenesoil
0Uanazon YposHs Kaibyusi 6 CYMOYHOU mMoue Ol Mydcuun cocmaeisem 0o 7,5 umoawv/cym (300
me/cym), 0ns giceHuwyun 00 6,25 mmonav/cym (250 me/cym) unu menee 0,1 mmonv/ke/cym (4
me/xe/cym) ons auy oboezo nona. OnpedeieHue Kanvbyusi 6 CYMOYHOU Moue y NAYUeHMO8 C
XPOHUYECKUM 2UNONapamupeo3om pekomenoosano 1 pas 6 6-12 mecsiyes, a makace 8 ciyuae
nosviutenus kpeamuruna u cHudicenuss CK®, vlsagneHHbIX npu OUHAMULECKOM KOHMPOJe.

. Y NalnMeHTOB € THIONApaTHPEO30M PEKOMEHIYeTCsl MOJICPKUBATh YPOBEHB
Heoprannueckoro gochopa kpoBH B ipesenax peepeHCHOTo Auana3oHa ¢ 1eIbio NPoPUIaKTUKH
BHECKeJIeTHOM KanbIrdukarmu [1,29,47,67,68].

YpoBenb  yOenurenbHocTH — pexkoMenganuii C  (YypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: noooepoicanue yposus gocghopa 6 npedenax peghepencHo2o ouanazoua

HeobXoo0umo 0151 NpoguiaKkmuku eHeckeremuvix xarvyugurayuu. [unepgochamemus npu
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eunonapamupeose 00ycioeieHa Kak omcymcemeuem gocpamypuueckozo oeticmeus IITI, max u
nosvlueHHoU abcopbyuell ochama u3 KuuieyHUKA NOO GIUSHUEM MePanuu npenapamamiu
gumamuna D u e2o npou3eoonvimu.

o VY DanMeHToB C THIOMApaTHPEO30M PEKOMEHAYeTCS MOIACPKUBATH YPOBEHB
MarHus B mpejenax pedepeHcHoro auanasona [67,68,106,107].

YpoBenb  yoeautTeabHOCTH  pekomeHaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

Kommenrtapuu: npu eunonapamupeose wacmo Habaio0aemcs CHuUdCeHue YposHs MacHus
cblgopomKu  Kpoeu. lunomacHuemusi cama no cebe modxcem Ovblmb NPUYUHOU PA3ZGUMUSL
2UnoKanbyuemMuu U  @OYHKYUOHAIbHO20 —2UNONAPAMUpeo3d, d mMAakKxice Npensimcmeosams
oocmudiceHur0 Komnencayuu 3abonesanus. IIpuuunoll unomacHuemuu Modxicem AGIAmbCs
mepanus  UHUOUMOPAMU  NPOMOHHOU NOMAbL  UAU  MUASUOHBIMU — Ouypemukamu. [[is
HOpMAIU3ayuy ypOGHs MAcHUsL CblBOPOMKU KPOBU PEKOMEHO0B8AHO UCNONIb308AHUE NPENApamos
KOMOUHayuy paziuynvlx coneti maenus. Ilpenapamovl KoMOUHAYUU PATUYHBIX CONEU MACHUsL He
8ce20d XOpouio NePeHOCAMCs U3-3a PA3BUMUSL HCELYOOUHO-KUUEUHBIX PACCIMPOLCME.

. VYV NanueHToB C rUmnomnapaTupeo3oM PeKOMEHI0BaHO MOJIEPKUBATh YPOBEHDb 25-
OH Butamuna D B onTHMaIbHOM Juana3oHe, Kak it oomiei momyssiuu [1,67,68,75,108-112].

YpoBenb yOeaurTenbHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KomMenTapum:

. B nacmosiwyee eépems, 6 cesazu ¢ omcymemeuem CpasHUMENbHbIX UCCIe008aHUl,
O2DAHUYEHbl OAHHbIE O NPEeUMYWecmeax UCNOIb308aHUS KOMOUHUPOBAHHOU — mMepanuu
npenapamamu eumamuna D u e2o npouzeoonvimu (anvgaxarvyudonr™*, xaroyumpuon**) u
Hamuenou @opmul eumamuna D (konexanvyugepor**) nad monomepanueil npenapamamiu
sumamuna D u eco npouzeoonvimu (anvgaxarvyuoor™®*, rxarvyumpuon**). Tem ne mernee,
yacmoma 20CNUMAIU3AYUl ¢ OCMPOU SUNOKATbYUeMuell 3HAYUMO 6blule HA MOHOMepanuu
npenapamamu eumamura D u e2o npoussooHvimu (arvghakanvyudon™*, kanvyumpuon®*), yvem na
mepanuu HamusHviMu popmamu sumamuna D (korexanvyugepor™*) e cynpagusuonocuueckux
003ax. Omu oOauHvle MO2ym OblmMb O0OBACHEHbL PAIUYHLIMU NEPUOOAMU  NOJYEbl8EOeHUs
npenapamos, Ko20a npu docmudicenuu adekeamuozo ypoeusa 25(OH)D konebanusa kanvyuemuu
KpOBU MeHee BblpadceHvl, YeM Npu UCNOIb308AHUU KOPOMKOOEUCmBYloue2o npenapama

sumamuna D u e2o npou3eoonvix (anvpaxanrvyuoon™*, xaroyumpuon**).
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. Jna bonvubix ¢ eunonapamupeozom, makdxice, Kak u 01s obwel nonyiayuu, 8
bonvuuHCMEe CyHaes Xapakmepho Haiudue nedocmamxa unu oegpuyuma eumamuna D. B ceazu
C uYem 01 e20 KOPPeKyuu uyenecooOpazHo UCNONb308AHUE HAMUBHLIX (opm eumamuna D
(konexanvyugpepon™*).

. s poccutickou nonynsayuu onmumanvhvie yposuu 25(0OH)D ycmanosnenvr 6
ouanaszone 30-60 ne/mn (75-150 wmonv/n). Yposuu 25(OH)D 6oree 100 ne/mn (250 umonv/n)
MO2ym cmamb NPUYUHOU MOKCUYeckoeo 6osodeticmeus eumamuna D na opeanusm u He
DPEKOMEHOVIOMCAL.

. Heoocmamounocms sumamuna D accoyuuposana c¢ HapyuwieHuem npoyeccos
MuHepanuzayuu, pemooenuposanus xocmuou mraunu. Oounaxo Gyukyuu eumamuna D He
02PAHUYUBAIOMCST MOILKO KOHMPOLeM (hOoChOpHO-Kanbyueeo2o oOMena, OH maxoice eiusem Ha
MHO2ue  (huzuonocuyeckue npoyeccol 6 opeanuzme. BHeckenemmuvle («Hexnaccuyeckue»)
appexmovr sumamuna D peanusyromes 3a cuem Hanuuusi 60 MHOSUX KIEMKAX €20 Peyenmopos
sumamuna D (VDR), kpome mozo 6 nexomopwvix mxamnsx npucymemayem coocmeennas 1 anvgha-
2UOPOKCUNLA3A OISl BHYMPUKIEMOYHO20 CUHME3d AKMUBHOU (hOPMbl 20PMOHA.

. Tepanus npenapamamu sumamuna D u e2o npouzeoonvimu (anvpakanvyudon**,
Kanoyumpuon **) ne oxasvieaem enusiHus Ha yposenv 25(0OH)D cvisopomru Kposu.

. Pexomenmyercst crenuanbHOoe OOy4YeHHE TMAIMEHTOB C THIIOTIAPATHPEO3OM C
00CYXJICHUEM BO3MOXKHBIX CHMIITOMOB THIIO- W THUIEPKAJIBIIMEMUN W/UIM OCIOKHEHHUN
3a00JICBaHMs, a TaKkKe Mep HUX NPOPUIAKTHKH ISl TPOQPHIAKTHKU KH3HEYTPOKAFOIIUX
cocrostHuii [67,68].

YpoBenb yOeaurTenbHocTH  pexkoMeHaaumii C  (YypoBeHb  J0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

KommenTapum: pexomendosano ounamuueckoe Habao0eHue 1 pe2yiapHblit MOHUMOPUHE
OuoXuUMUUeCKuUx nokazamenel Kpoeu U MOYU Y HAYUEHMO8 C CUNONAPAMUpPeo3oM, OOHAKO,
HeCMOmMpsi HA pecyNspHbIL KOHMPOIb U AOeK8AMHYI0 MEPAnuio 2unonapamupeosd, puck
Pazeumust 2UNOKAIbYUEMUYECKUX COCMOAHUL coxpansiemcs. Taxum obpazom, Heobdxooumocms
OYEHKU NAYUEHMOM COOCMBEHHO20 COCMOSHUSL, 3HAHUE CUMNIMOMO8 U NPOSGAEHU 3a001e6aHUs,
KOMOPOUOHBIX COCMOSHULL, NPUZHAKOE NePedo3UPOBKU NeKAPCMEEHHBIMU CPeOCEAMU S6IAENCs
BAIICHBIM ACNEKMOM 6 JIeUeHUU U OOCMUNCEHUU Q0JI20CPOUHO20 KOHMPOJISL HAO 3a601e6anuem. B

mabauye 6 npedcmagnena KIUHUYECKAs CUMAIMOMAMUKA, O KOMOPOU cledyem UHDOPMUPosams
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nayuenmoe, ymoowl

OHU MoO2au CcamMoCcmosimelbHO 3an0()03pumb y cebst  euno-

cunepkajibyuemuro Ha paHHeﬁ cmaouu.

uiau

Tabaunma 6. KimHuyeckas cUMNOTOMAaTWKa, O KOTOPOH ciemyeT HH(POPMUPOBATH

MalUeHTOB, YTOObI OHHM MOTJM CaMOCTOATEIBHO 3aloJ03pUTh Yy Cce0s THUIOo- WIH
TUTIEPKAJIBIIMEMHIO HAa pAHHEW CTaJIUU.
Opranbl/cucTemMbl I'unokanbuuemMust I'unepkajbuneMus
HentpanpHas Henpeccus Cnabocth
HEpBHasl CHUCTEMa PazapaxxurensHOCTh ['onoBHas 6oib
CryTaHHOCTBH CO3HAHUS U CoOHIMBOCTH
JI€30pUEHTALUS CryTaHHOCTH CO3HAHUS U
Cynoporu JIe30pUEHTAIUS

CHMXEHNE TaMITH U
KOHIICHTPAIlM BHUMaHUS

Helipo-mpieynas
cucrema

OHeMeHHs U NOKAJILIBAHUA
(mapecte3un) B maibIiax pyK v HOT,
OKOJIOPOTOBOM 00J1aCTH

Meimreysas ¢iabocTh

Cepneuno-
COCYJUCTasi CHCTEMA

YacTslil, apuTMHUYHBIN ITYJIBC
CuMnTOMBI CEPAEUHON
HEJOCTaTOYHOCTH

YacTelid, apUTMUYHBIN TYJIBC
ApTepuanbHas TUNIEpPTEH3US

Kenynouno-
KUIIIEYHBIN TPaKT

Bonr B )xuBOTE

[Toreps anmneTuta
TomHoTa, pBOTa
bosb B xkuBOTE
3anopsl

TToukn

[Tonuypus
CyXxOCTb BO PTY, XXaXKJa

OpFaHBI JAbIXaHH

3aTpyaHEeHUS AbIXaHUS
CBucrsilee ObIXaHue
UyBCTBO «CHABJICHUS» B TOPIIC

3.2 Hoapasaea 2. KoncepBaTuBHOE JIeYeHUE

ﬂexapcmeeHHble

npenapaniosl, ucnoJjbzyembole

npeocmasienvl 6 maodauye 1.

oA

JIeHYEeHUA cunonapamupeosa

Tab6uauua 7. JlekapcTBEHHBIE MTpeNapaThl ISl JICUCHUS THUIIONApaTHPEO3a.

MexxkayHapoanoe
HEeNAaTEeHTOBAHHOE Cpennss Exuauust KpaTnocts
HaNMeHOBaHHe CYTOYHAs 1032 HU3MepeHust npuema

JIEKAPCTBEHHOI0 Mpenapara
Anbdakanbuaon** 1,0-4,0 MKT 1-3 pas/cyTku
Kanprutpuon™* 0,25-2,0 MKT 1-3 pa3/ cytku
[Ipenapatsl, conepxxamue | 1000-3000 Mr 1-4 pa3/cytku
Kanblus KapooHar®
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Konexanbimdepon™™* 400-800? ME 1 pas/cyrku
#uapoxmopruasun**[47,113— | 12,5-100 MT 1-2 pas/cyTku
115]

#Xnopramumon 1[115,116] 50-100 MT 1 pas/cyTkun
Kombunarym paszmuusbix | 300-400 Mr 1-3 pas/cyrku
COJIEW MarHus

L - cynbhanunaMunsl, AecTBYIONINE Ha KOPTHKANBHBIH CErMeHT metiu [ ene.

2 - mpodunakTHyeckas 103a KojeKanbiudepona**, moxasana mpu yposHe 25(0OH)D>30
ur/mMn (75 HMoOmnw/7), B ciaydae neduIMTa WIA HEIOCTATOYHOCTH BHUTaMHHA D  Moxer
noTpedoBaThCs OOJIbIIas 103a Mpernapara.

% - B TOM umcie B cocTaBe KOMOMHHMPOBAHHOTO IIpeNapara «KapOoHAT KambIus +
KOJICKAITBITH(PEPOITH ),

. mnpenapatr BXOAWUT B CIIMCOK JKU3HCHHO HGO6XO}II/IMI)IX ¥ BaXXHEHIITNX JICKAPCTBCHHBIX

npenapatos (QKHBJIIT).

o JlekapcTBeHHasi Tepamusi PEKOMEHIYeTCS BCEM TMAalMeHTaM C XPOHUYECKUM
THIOTIAPATHPEO30M €  CHMITOMAMH  TUTNOKaJIbIIMEMHM H  ypOBHEM  allblOyMHH-
CKOPPEKTUPOBAHHOTO Kablusi MeHee 2,0 MMOJIB/JT WIM MOHU3UPOBAHHOTO KAJIBIHSI CBIBOPOTKH
kpoBu MeHee 1,0 Mmoutb/1. B cimydae 6ecCHMIITOMHOTO TEYEHUST XPOHHYECKOTO TUITOTIapaTHpeo3a
U YPOBHEM albOYMHH-CKOPPEKTHUPOBAHHOTO KANbIUs MEXIY 2,0 MMOJIB/JI M HUKHEH TpaHUICH
pedepeHCcHOTO nuana3oHa PeKOMEHIyeTCsl TPOOHast Teparus ¢ MOCeIyIoNIel OIeHKO# 00mIero
camouysctBus [1,29,47,67,68,117].

YpoBenb yOeaurTenbHocTH  pexkoMeHaaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

KommenTapumu: ekapcmeennass mepanusi  cunonapamupeo3a y —NayueHmos ¢
BbIPAIICEHHBIMU — CUMIMOMAMU — SUNOKAIbYUEMUU  He  Gbl3bléaem  COMHEHUll,  OOHAKO
HEe0OX00UMOCMb  JleueHUuss OeCCUMNMOMHBIX NAYUEHMO8 C 1aDOPAMOpPHO NOOMBEPIHCOECHHOU
JIe2KOU cUNOKaIbyuemMuell 0Cmaemcst OMKpPblMbsIM 80NPocom. TouHbvll YpoB8eHb Kalbyus Kposu,
npu KOMOpPoM OONANCHA DblMb UHUYUUPOBAHA mepanust, He onpedeieH. Pe3koe cnudicenue yposHs
KAbYUsl CbLBOPOMKU KPOBU MONCEM CRPOBOYUPOBAMb PA3GUMUE CUMNIOMOS8 SUNOKATbYUEMUL
oadice npu coxpaneruu Hopmoxarvyuemuu. C Opyeotl cmopomuwvl, MeOeHHO PA38UBAIOWASICS U
ONUMENbHO — CYWeCmBYIOWAst  BbIPANCEHHAS  SUNOKATbYUEMUSL  MOJNCEM  CONPOBOHNCOAMbCA

omcymcecmeuem Cumnmomos, Unio CKopee 6ceco C64A3aHO0 ¢ adanmauueﬁ OpcaArU3IMA K XPOHUHYECKUM
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UBMEHEHUAM Kalbyuesoeo 2omeocmasa. Y nayuenmos c coxpannou ¢ynxyueti OLLDK yposens
Kanbyus noooepiHcusaemcsi 8 6ecbMda YV3KOM pegepeHcHom ouanazone. Takum obpazom,
nayuenmam ¢ 0ecCUMnMOMHbIM MedeHueM 2Unonapamupeosa moxcen 0bimb pPeKoMeHOO08AHO
JleYeHue ¢ Yenvlo BO3MONCHO20 YIAVHUUMEHUS UX cOCmosHuA. Ecau Huxakux yaydyuwienui He
npouzowiio nocie 6-12 mecayes mepanuu, NOMpeOHOCMb 6 JledeHuu Modxcem Ovlmb

nepecmonipeHa, ocobenHo ecau cunoxkatbyuemusl MACKA:.

e Ilpenaparsl BuTamuHa D u ero npousBoaHble (anb(akaabUuaoa**, KaapIuTpuoa™*) B
COYETaHWH C TperaparaMy KaIbLUs B Pa3MYHBIX J103aX PEKOMEH/IOBaHBI B KayeCTBE
CTaHJIapTHOMW Teparnuu runomnaparupeosa [1,29,67,68,77,78,112,118-122].

YpoBenb  yOenuteabHOCTH  pekoMeHpaauuii C  (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMenTapum:

. Cmanoapmuas mepanusi eunonapamupeosa 6Kuouaem 6 cebs npenapamuvl
sumamuna D u e2o npouszeoonvie (anvpakanvyudon™*, karvyumpuon™*) u npenapamoi Kaivyusl.
Kanvyuemuuecxuii agpghexm xanvyumpuona™* npesviwaem maxosou y anb@axaivyudonra™*
npumepHo 80soe.

. Cpeonemepanesmuueckue 003vl  Kaavyumpuoaa™*  cocmasnsarom  0,25-2,0
mKe/cymku, 015 anvghakanvyuoona™* - 1,0-4,0 mxe/cymku.

. s noooepocanusi ypoeHs Kaavyusi Kpoeu 6 npeoenax ueneeoco YpOosHs
peKomeHOyemcs mumpayusi 003 npenapamos eumamuna D u e2o npouzeoomvix, pazdeneHue
cymmapHou 0o3vl npenapama 8 2-3 npuema. Tumpayus 003vl 00bIYHO NPOUZBOOUMCSL C UWLASOM 8
0,5 (unu 0,25) mxe ona arvpaxarvyuoora™™ u 0,25 mxe ona karvyumpuonra™*. Borvwuil wae
UBMEHeHUsT 003 Modicem NOmpeb08ambCsi NPU  GbIPANCEHHLIX — SUNO/SUNEPKATbYUEMULL.
Pexomenoyemviii 6pemennoli unmepsan 0as Koppekyuu 003 npenapama eumamuna D u e2o
npouzsoonbix (arvgakanvyudon**, kaneyumpuor**) cocmasnsiem 2-3 Ous, umo 06yCi061€HO UX
(PapmakokuHemurol u Kak cieocmeue, a0ekeamuol OYeHKOU NpogedeHHuIX uzmenenutl. Ilpu
MATOCUMNIMOMHOM MEYEeHUU U YMEPEHHbIX KOIeOAHUsX noKazameJell KalbyueMuu 1abopamopHas
OYEHKA A0eK8AMHOCMU CKOPPEKMUPOBAHHBIX 003 Modcem Obimb npouszgedena uepes 7-10 ouetl.
s oyenxu kKiuHuyeckol 3¢ pexmusnocmu no00OpPaHHOU mepanuu U OOCMUNCEHUST CAOUTLHBIX
3HAYeHUUl KalbyueMuu Moxcem nompedoeamucs okono 2-3 mecayes, 0CO6eHHO O/ NAYUEeHMO8 C

8bICOKOI l’lOl’I’lp€6HOCWlbiO 6 npenapamax eumamura D ueco leOu3600Hle.
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. H3onuposannoe nasnauenue conell KAlbyus NAmMo2eHemuyeckyu He onpasoaHo u
8bI3bI8ACT UL KPAMKOBPEMEHHOE NOBbLULEHUE NOKA3amelell KalbyuemMull CbleOPOMKU KPOBU.

. Hayuenmam ¢ eunonapamupeo3om peKOMeHOYemcs: UCNOIb308amMb Ouemy c
8bICOKUM NOmMpeOdaeHUeM KATbYULLCOOePAHCAUUX NPOOYKIMO8.

. Jna nevenus eunonapamupeo3a Ucnoib3yIOmcs pa3iuyHvle npenapamsl Kaibyus.
Kaxk npasuno npumensemcs npenapamol, cooeparcawjue karovyus kapoonam (40% snemenmapnoco
Kanbyus), 6 MOM uucie 8 cocmase KOMOUHUPOBAHHO20 Npenapama «Kaibyus KapOoHam
+Kkonexanvyughepony 6 cpeoHecymounvix 0ozax 1-3 2 (mocym Ovimb UCNONBL308aHbL U OONee
sblcokue 003bl). Takowce mocym Obimob UCNONb3068aHbL NUUEsble 00basku Kanbvyus yumpama (21%
INIEMEHMAPHO2O  KANbYUSL). Ilpu mazmauenuu HeoOXOOUMO YYUMBIEAMb OCOOEHHOCMU
P apmMakoKuHemuKu paziuyHblx NPenapamos: Kaibyus KapooHam iyyuie 8Cacbléaemcs 6 KUCIOL
cpede dcenyoxa, nodmomy 6oiee npeOnoymumesen npuem emecme ¢ nuwell; Kaibyus yumpam
PEKOMEHO08AH NAyueHmam ¢ axaopeuopuei uiu NOAVYAIOWUX JeYeHue UHSUOUMOpamu
NPOMOHOB020 HACOCA.

. Bovicokue 003bl npenapamos Kaibyusi MOZYn CHU3UMb HOMPeOHOCMb 8 BUMAMUHE
D u eco npouzeooHvIX U Yayuuiums KOHMPOIb 3a NOOOEPHCAHUEM YeNe8020 VPOBHs (hocgopa
CHIBOPOMKU KPOBU, 6536168451 (YOCHOp 8 KuleuHuKe.

o Jlns TManueHTOB C XPOHWUYECKUM THUIONMApaTHPEO30M W TUNEPKaIbIIMypHEH
PEKOMEHJIOBAaHO CHWD)KEHHUE 103 TPEnapaToB KaIbIUs U HU3KO-COJICBAs IUETA YIS JOCTHKECHUS
IIEJIEBOTO YPOBHS 3KCKperuu Kanbims [1,29,47,67,68,77,78,86,112-114,116,123-128].

YpoBenb  yOenuTeibHOCTH  pekoMeHaanuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 5)

o Jlns ManueHTOB C XPOHWYECKUM THUIONAPAaTHPEO30M M THIICPKAIbIUYpUCH
PEKOMEHJIOBaHA Teparus THA3UJAaMU JIJIS JIOCTHIKCHHUS IEJIEBOTO YPOBHS 3KCKPEIMH KaJIbIHSI
[1,29,47,67,68,77,78,86,112-114,116,123-128].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  /I0CTOBEPHOCTH
A0KA3aTeIbCTB — 4)

KommenTapun:

. B cea3u ¢ pazsumuem cunepranvyuypuu npu SUnOnapamupeo3e NOGbIUEH PUCK
noueunvlx ocnoxcHerull. Takum oo6pazom, yposeHs CymouHol IKCKpeyuu Kaibyus peKOMEeHO08AHO
noodepxcugams 6 npedenax yenesozo OUAnazona. Jia YMeHbUleHUs  BblPANCeHHOCIU

cunepkajibyuypuu pEKOMeHaOBClHO CHUDICEHUE 003 npenapamoes Kajibyusi U HU3Ko-coesasl ouema.
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. Ilpu omcymcemeuu 3¢pghexma om vinonHeHUs: Ouemudeckux pekoMeHoayul u om
KOppexyuu 003 npenapamos, peKoMeHO08AHO UCNONb308AHUEe Mepanuy muazuoamu (Hanpumep,
euopoxropomuazud™*). Ilonudicas KCKpeyuio Kaibyus ¢ MOYOU, MUA3UObL CROCOOCMBYIOM
VBeNUYeHU0 YPOBHA KANbYUs 8 CblBOPOMKe KPOSBU, A MAKNHCE CHUNCEHUI0 NOMpeOHOCmU 8
npenapamax Kanivyus gumamuna D u e2o npouz800HubIX.

. Dppexmusnocmov  UCnonb308aHUL MUASUO08 00303ABUCUMA, NPUEM  OOJHCEH
couemamuvCs ¢ HU3KO-conesol ouemot. Pekomenoosano ucnonb3oganue muasuoos 08axcovl 8
Oenb, HauanrbHas 003a #euopoxiopomuazuoa™* moxcem ocmasnsamo 25-50 me 6 cymxu [47,113—
115]. Cynvponamuowt (#xnopmanuoon) moeym ucnonv3osamocs 6 pexcume 1 pas 6 cymxu 6 cés3u
¢ ux bonee npoooadxcumenvhuim npopuiem deiicmeus [115,116].

. Puck nobounvix s¢hpghexmos ysenuuusaemcs ¢ 0030 npenapamos, NOmeHyuaIbHvie
nobounvie 3hpexmol credyem muamenbHO KOHMPOIUPOBAMb 80 6peMs JledeHUs, BKI0Uas
KOHMPOJIb 9NeKMPOIUMHO20 COCMABA KPOBU U APMEPUATbHO20 OAGIeHUSL.

. JUIs TanMeHTOB ¢ XPOHWUYECKHM THITOTIapaTupeo3oM u runepdocharemueit
pEKOMEHIyeTCcs HU3KO-pochaTHas AueTa W KOPPEKIHs 103 CTAaHIAPTHOW Teparud C IEeIbIo
JTOCTIOKCHHST  HOpModochaTeMuun W NPOPWIAKTUKA  BHECKEJIETHOW  KajbIU(HUKAIIN
[67,68,112,129,130].

YpoBenb yOeaurTenbHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommenrapum: gwvicokuii ypogenv ¢hocghopa 6 cvleopomke Kpoeu nogvluuaem pucKku
BHECKENIeMHOU  KATbYUDUKAYUY, XOms MeXaHu3M OAHHbIX USMeHeHUll He u3gecmeH. Jis
Koppexyuu cunepgocghamemuu peKoMeH008aHO cOON0OeHUEe OUEMUUECKUX PeKOMEHOAyull no
ocpaHudenulo nompebneHus npooykmos, bOozamwix ¢ocghopom. Pexomenoosano makxoice
yeenuueHue 003bl NPEenapamos Kaibyus U yMeHbleHue 003bl npenapamos eumamuna D u e2o
npouzeoonvix (anvghakarvyuoon™*, xarvyumpuon®*) ons cuudsicenus ecacvléanus pocpopa u
VeeluueHUusi e20  CA3bleaAHUs 8  KulleuHuke. B cnyuae omcymcemeus  0oCmudiceHust
HopMmogochamemuu Ha PoHe NPOBEOEHHOU KOPPEKYUU BO3MONCHO BPEMEHHOe HA3ZHAYEHUE
Gocchambunoepos.

e V [anuMeHTOB C  THUIOMApaTUPEO30M  TPHU  BBISBIEHHUU  COIMYTCTBYIOLIETO
nepUINTa/HeTOCTaTOYHOCTH BUTamMuHAa D anms ero BOCHONHEHHS PEKOMEHIYETCS

Ha3HAaueHWe TMpenaparoB HaTUBHOW ¢opmbl BUTamuHa D (komekambiudepon®*) B

CTAaHAAPTHBIX N034aX, KaK I 06H.ICI>1 MOIyJIAIUA, HCCMOTPA Ha JICUCHHUC IIpCliapaTaMu
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ButaMuHa D ® ero mpou3BOAHBIME  (amb(hakambIuaon**,  KaabIUTPUOI™*)

[67,68,77,131,132].

YpoBenb  y0enuteabHocTH  pekoMenaaumii C  (YypoBeHb  /IOCTOBEPHOCTH
0Ka3aTeJbCTB — 5)

KommenTapuu: y nayuenmos ¢ eunonapamupeo3om, HOIYUAIOWUX — MEPANUIO
npenapamamu eumamuna D u eco npouzeoonvimu u npenapamamu Kaavyus, nNO00epHCAHUE
yeneeoeo yposus 25(OH)D nozeonsem peanuzoeamsv 6HecKelemHble «HEKIACCUYECKUE»
agppexmur sumamuna D, a maxowce obecneyums Oonee cmouikue noKaAzamenu KaibyueMmuu.
Tepanus npenapamamu  eumamuna D (aregpaxanvyuoon®*, kareyumpuor**) u  ezo
NpOU3BOOHLIMU He OKazvleaem 6ausiHus Ha ypoeenv 25(OH)D cwvisopomxu kposu. Haznauenue
Hamuenou ¢opmel  eumamuna D (konexanvyughepon™**) neobxooumo Onsi  eocnonHeHus:
oepuyuma/nedocmamounocmu sumamuna D npu eco evisisnenuu. /{o3zvl konekanvyugepona™*,
ucnonvzyemvie Onsi  Koppekyuu Oeguyuma/nedocmamouynocmu eumamuna D, a makowce
nooodepoicugarowue 003bl He OMAUYAIOMCA OM  PEKOMEHOOBAHHBIX OJisi 00wel NonyIAYulU.
THayuenmam c eunonapamupeo3om peKomeH008an KOHMpOb GochopHo-Katbyuesoco oomena 8
nepuoo HA3HA4eHUs HACLIYAOWUX 003 KoleKanbyugdepona™™ o0nsa ceoespeMeHHO20 B8bisl8eHUs
MeHOeHYUU K 2UNepKatbyueMuu i KOppeKyuy mepanuil.

. He  pexkomenayeTcss  HCMOJB30BaTh  PEKOMOMHAHTHBIA  YEJIOBEUYECKUM
MapaTUPEOUTHBIA TOPMOH ISl JICUCHHUSI THITONAPaTUPE03a B PyTUHHOW KIMHUYECKOW MPAKTUKE
[68,70].

YpoBenb  yOenuTeibHOCTH  pekoMeHaanuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

KomMmeHnTapuu: Hopmokaneyuemus y nayueHmos ¢ unonapamupeo3om modxcem O0vinmo
00CMUSHYMA UCNOAb308AHUEM MEPANUL NAPAMUPEOUOHBIMU 2OPMOHAMU U UX AHAL02AMU (KOO
ATX: HO5AA). B Poccuiickoii @edepayuu 3ape2ucmpupo8artbl;m npenapamom OAHHOU 2pynnbl
sensemes [ITE (1-34), #Tepunapamuo™*, cpemusisi noza 37+2.6 mxr/cyr [133-136]. Tepanus
#Tepunapamudom™** conposodxcoaemcsi cHudceHuem 003 NPenapamos Kaibyus u npenapamos
sumamuna D u e2o npoussoonvix (anvgaxanrvyuoon™**, xarvyumpuon**) u cnocobcmeyem
HOO0EPIHCAHUIO YPOBHS KATbYUsL CbIBOPOMKU KPOBU 8 npedelax yeneso2o yposHs. Tepanus
#Tepunapamudom™** mooicem ynyuwumes noxazamenu CymoyHoU 3KCKpeyuu Kaabyusl U Kauecmeo
JHCUBHU NAYUEHM OB, A MAKICE CHUZUMb PUCKU NOYEYHBIX 0C0dCHeHUll. OOHAKO HA Ce200HAWMHUL
0eHb He HaKONIeHO 00CMAMOYHO 3HAHULL O 00A20CPOUHBIX PE3VIbMAmMax UCNOAb308AHUS OAHHO20
npenapama. Taxum obpazom, mepanus #Tepunapamudom™* mooicem Ovimbv pexomeHO08aHa

OMOeNbHbIM cpynnam nayueHmos no noxKasanusim. B Poccuiicxoii CDedepauuu npenapamsl U3
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epynnul «Ilapamupeouonvie copmonst u ux ananozu (ko0 ATX: HO5AA)» ne 3apecucmpuposanvl
N0 NOKA3GHUIO JledeHus nayuenmos ¢ eunonapamupeosom. 11o0pobroe onucanue npumeHeHus
mepanuu #Tepunapamuoom™™* npedcmasneno 8 /Jonornumenvrou ungopmayuu, noopazoen 7.3.

3.3 IToapaznea 3. Xupypruueckoe JieueHue

Xupypauueckux memooos neueHusi OAHH020 3a001e6anus He pazpabomao.

3.4 HMoapasaea 4. UHoe JieueHue

Hnoe neuenue ne NpUMEHAEemcsl.

4. MenuuuHCKAs peadWJINTAIMA U CAHATOPHO-KYPOPTHOE JieYeHue, MeTUIINHCKIEe
MOKA3aHMUS ¥ MPOTHBONOKA3AHUS K MPUMEHEHUI0 MeTO/I0B METUIINHCKOI peaduJInTalum,
B TOM YHCJIe OCHOBAHHBIX HA HCMOJIH30BAHMH MPUPOIHBIX J1e4eOHBIX (PAKTOPOB

Cneyughuueckasn peabunumayus He paspabomana.

5. IlpopumiakTuka M JUCHAHCEPHOe HAOJIOAeHHe, MEIUIUHCKHE NOKA3aAHUS W
NMPOTHUBONMOKA3AHNUSI K MPUMEHEHHIO MeTOI0B NMPOPUIAKTHKHA

o [TanuenTam nepes MIaHUPYEMbIM XUPYPTUYECKUM BMEIIATENLCTBOM Ha 00JaCTH
e PEKOMEHIOBaHO ompezaenieHrne ypoBHs 25-OH Butamuna D u komneHcanus ero nedunnra ¢
Lenbl0 NPO(UIAKTUKA Pa3BUTHUS TOCIEONEPALMOHHOTO TPAaH3UTOPHOTO THIONapaTUpeo3a
[73,130,137-144].

YpoBenb yOeaurTenbHocTH  pexkoMeHaaumii C  (YypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: paszsumue nocieonepayuoHHo20 mMpaH3sumopHo20 2unonapamupeosd
accoyuuUpoBano ¢ Haauduem npedonepayuorHo2o oepuyuma/medocmamounocmu 25(0OH)D.

. Bo u3b6exxanue nospexaenus u/unu neackynapuzanuu OLLDK He pekomenpoBana
o0s3aTeNbHAs MX PEBU3US BO BpeMs Ollepaluy Ha opranax meu [145-147].

YpoBenb  yOenurtenbHocTH  pekoMeHganuii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrtapuu: swvinonnenue susyanusayuu OLLPK 60 epems onepayuu cei3amo c
PUCKaMU NOBPEHCOeHUs. KPOBOCHADICEHUSA Jcele3, A MAKHCe MONCem CYULeCMBEeHHO YEeaudums
OIUMENbHOCMb ONEPAMUBHO20 BMEULAMelbCMEd, YMO 6/11emcs He3a8UCUMbBIM (haKmopom pucka
passumus eunonapamupeosa. Jna uoemmucpuxayuu OILPDK, a maxoce 0na oyeHku ux
HCUBHECNOCOOHOCMU 80 8peMs  ONepayuu  B03MOJCHO UCHONb308aAHUe I0opecyeHmMHOU

CZHZL{OZpClngM C I/IHOOI/;UCIHMHOM 3€JIEHbIM.
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o B mepBble CyTKM TOCiIE€ XHPYPrHYEeCKOTO BMEIIATENbCTBA B 00JacTH IIEU
pexomenayercs ompenenenue ypoHed IITIT u  anpOyMUH-CKOPPEKTHPOBAHHOTO  H/HIU
MOHM3MPOBAHHOTO KaJbIMSg KPOBH JUIS JUArHOCTUKM THIONApATUPeo3a M ONpEeACTICHUS
NOTPEOHOCTH B HA3HAYCHUH MIPETIApaTOB KaJBIHS M IpenapaToB BuTaMruHa D 1 ero mpon3BogHBIX
[73].

YpoBeHb  y0eauTeJbHOCTH pekoMeHagauumii B  (ypoBeHb  /10CTOBEPHOCTH
I0KA3aTeJbCTB — 2)

KommenTapuu: necmomps na mo, umo 6 nacmosujee epems He pazpadomansvl yemrue
epemenHvle Kpumepuu 05 3aoopa kposu Ha IITI" u noxazamenu Kaiovyus 6 NOCIEONEPAYUOHHOM
nepuooe, NpPoBeOeHHble UCCLeO08AHUS OEMOHCMPUPYIOM YEHHOCMb  USMEPeHUsl OaHHbIX
napamempogé 6 meyenue nepsvlx 24 uacoe nocie onepayuu Ha opeanax weu. Yposenw IITI menee
15 ne/mn 6 nepswvlii 0enb nocie onepayuu paccmMampueaemcs Kak NpeouKmop pas3eumuisl
nocieonepayuoHHo20 2unonapamupeosa (vyecmsumenvuocms 97,7%, cneyuguunocmo 82,6%).
Ilocneonepayuonnas oyenka nabopamopnvix noxkazameneu ocopHo-Karbyueso2o oomMeHa —
Heobxooumoe ycnosue OJisl C80€8PEMEHH020 HA3HAYeHUs npenapamos eumamuna D u eco
NPOU3BOOHBIX U NPENnapamos Kanibyus.

o [TanmenTam, mepeHeCHIMM TOTAJbHYIO THUPEOUIIKTOMHIO, PEKOMEHIOBAHO
PYTUHHOE MPUMEHEHHE NMEePOPaTbHBIX MPENnapaToB KalblUs B TEYCHHUE MEPBBIX 2 HENENb MOCIe
orepanuu s mpoGUIaKTHKH OCTPOi runokansimemun [148,149].

YpoBeHb  y0enuTeIbHOCTH  pekoMeHAanmuii A  (YpoBeHb  JI0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 1)

KommenTapuu: Munumanenoti  pekomenoyemas  CymouHas 003  NEPOPATIbHbIX
npenapamos kanvyus cocmasnsiem ne menee 3000 me Ha cpok He menee 2 Hedelb ¢ nociedyoujel
oyenkou noxazamenei GochopHo-Karbyuesoeco obMeHa U onpeoeieHuem nOmpeOHOCmU 6
NPOOOJIICEHUU MEPANUU.

. [TanmenTam, nepeHecInM TOTATbHYIO TUPEOUIIKTOMUIO, C TIOBBIIIEHHBIM PUCKOM
pa3BUTHS MOCIEONEPALIIOHHON THIOKANbLIMEMUHM DPEKOMEHJ0BAaHO pPYTHMHHOE Ha3HaueHHe
MepOpabHBIX TpenaparoB KajbIMs B COYETaHUU C TMpenapatamMu BuUTamuHa D U ero
MPOU3BOAHBIMU (aib(akaabIMI0N**, KanbUUTPUON**) B TedeHHE MEpBbIX 2 HeAenb Iocie
OIepaluy Ha OpraHax mieu Ui NpoGHIaKTUKH OCTPOi rumokanbiuemun [148-150].

YpoBeHb  yOenMTeJbHOCTH  pekoMeHaaumii A  (ypoBeHb /IOCTOBEPHOCTH

A0KA3aTeJbCTB — 1)
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KomMmenTapuu: x uezasucumvim npeoukmopam nocieonepayuoHHol cUnoKaibyuemuu
OMHOCAM MUPEOUOIKMOMUI), OCOOEHHO C YEHMPANbHOU Uu/uiu O0Ko8oU aumghoduccexyuel,
NOBMOPHYI0 ONEPayuio Ha opeaHax wieu, unmpaonepayuontoe nogpexcoerue OLLDK, a maxoce
HU3KUL URMPa- u nocieonepayuonHwlli yposens ITI

Munumanvnoti pekomeHOyemas CymouHas 003 NepopalbHblX NpPenapamos Kalbyus
cocmasnsiem ne menee 3000 me 6 couemanuu ¢ mepanuei npenapamamu eumamuna D u e2o
npouzeoonvlx (Hxanvyumpuon™* 1 mxe 6 cymku) na cpok He menee 2 Hedelb ¢ NOCiedyoujell
oyenKkou noxazamenei @ocpopHo-Karbyuesoeco obmena U onpeoeieHuem HOMpeOHOCmU 6
npoooaxcenuu mepanuu [148].

. [TaruenTaM B XOJle¢ XHPYPrHYECKOTO BMEIIATEILCTBA HAa OpraHax IIed MpH
neBackynspuzanuu  OLDK  pexoMeHmoBaHO TMpoOBEACHHWE HMX AayTOTPAHCIUIAHTAUUM IS
npOoGHUIAKTHKH TTOCICONePAIMOHHOTO rumnonaparupeosa [151,152].

YpoBenb  yOeauTeJbHOCTH  pekoMeHgauuidi B (ypoBeHb  /10CTOBEPHOCTH
A0Ka3aTeJbCTB — 3)

Kommentapuu: aymompaucnianmayusa OILDK,  oesackynapuzoeannot 6 xoode
XUpypeuuecko2o emeulamenbcmea Ha oobnacmu weu, A6AAemcs 3PPeKmusHvIM Memooom
npoguIaKmMuUKU NnocieonepayuonHo2o eunonapamupeosa. Hopmanvnvie OLK xax npaeuno
MPAHCHAAHMUPYIOMCA 8 2PYOUHO-KIIIOUUYHO-COCYEBUOHYIO MbIUYY, M020a KAK U3MEHeHHble,
2unepniazuposanmwie dxcenesvl bonee npeonoumumenbHO MPAHCHIAHMUPOBAMb 8 NIeYelyUeB)I0

MbIUUYY He OOMUHAHMHO20 NPEONeUbsi.
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6. Opranu3zanus oka3aHusi MeAMIUHCKOH MOMOLIT

AMOYIaTOpHBIN Tal OKa3aHMs MEIUITUTHCKON MTOMOIIIH:

1) mnpomencHHue IJ1A0OPATOPHOTO OOCICIOBAaHHS C OTMPEICICHUEM OHOXUMHUYECCKHX
noxaszateneit pocopHO-KaIbIIMEBOrO 0OMEHA B KPOBU U B MOYE;

2) mpoBeJileHue MHCTpYMEHTallbHOro obcnenoBanus - Y3U nouek (mo mokazanusim KT
nouek), no nokaszanuam KT rojoBHoro mo3sra;

3) KOHCYNbTAallUM CMEXHBIX CIIEHUAINCTOB — Bpada-o(TanbMosora, Bpada-yposora (1o
MOKa3aHusAM), Bpada-Hedposiora (1o Mmoka3zaHusM), Bpada-KapauoJsora (1o MoKa3aHusIM), Bpaya-
HeBpoJiora (1o MoKa3aHUsIM);

4) KOppeKuHs TMpernapaTroB CTAaHAAPTHOW Tepamuy TUIONApaTupeo3a Ui TOCTHKECHUS
IIeTIEBBIX MMOKa3areneit (ochopHO-KATbIIMEBOTO OOMEHa.

[oxa3zaHwust [UTS TUTAHOBOH TOCTIUTAIN3AIIMH B MEIUITUHCKYIO OPTaHU3aIUIO:

1) HeoOXOAMMOCTH KOPPEKITUH TPENapaToB CTAaHIAPTHOW TEPAITUK TUIIONIApaTUPeo3a s
JTOCTYDKCHHS TEJIEBBIX TIOKazarenel pochopHO-KaTbIIHeBOTO 0OMEHa;

2) HEBO3MOXKHOCTb JOCTHIKEHHS IEJIEBBIX MoKa3areneh (pochopHO-KaIBIIMEBOTO 0OMEHa
MIPH UCTIOJIb30BAaHUU CTAaHAAPTHON Teparuu TUIIOTapaTHPe03a.

[Tokazanust 1sl SKCTPEHHOW TOCMUTATIN3ALNN B MEAUIIMHCKYIO OpraHU3aluIo:

1) ocTpas TUIIOKAJIBIIUEMUS;

2) pa3BUTHE JKU3HEYTPOXKAIOIINX OCIOKHEHHH, CBA3aHHBIX C OCTPOW TUIOKAIbIUEMUEH
(JlapuHro/6poHXxo0CMIa3M, HapyIIeHHUs] pUTMa Cep/lia, TeHepaIU30BaHHbIE CYI0POTH);

[TokazaHus K BBITUCKE MAIUEHTA U3 B METUIIMHCKOM OpraHU3aIuu:

1) cToiikoe ynydllleHHEe COCTOSHHUS, KOTJa MalUeHT MOXKeT 0e3 yiiepOa ajs 370pOBbs
MPOJIOJDKUTh JICYeHHEe B aMOyIaTOPHO-TOJMKIMHUYECKOM YUPEXKICHUU WM JAOMAITHUX
YCIIOBUSIX;

2) npu HEOOXOAMMOCTH TepeBoia OOIBHOTO B APYTYIO OPraHU3AIMIO 3[PaBOOXPAHEHUS;

3) rpy0oe HapylIeHHe TOCIUTAIBFHOTO PEKUMA;

4) Mo MMCbMEHHOMY TPeOOBaHUIO OOJILHOTO JHOO €ro 3aKOHHOTO MPEACTABUTEINS, €CIU
BBIMKCKA HE YIPOKAET )KU3HU OOJILHOTO U HE OTacHa JJIs OKpYKaroluXx. B 3ToM ciydae Beinucka
MOJKET OBbITh IPOU3BEJICHA TOJILKO C Pa3pelIeH s IIIaBHOTO Bpaya OOJIbHULIBI MIIH €r0 3aMEeCTUTEIS

o ne4eOHoit pabore.
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7. lonosiHUTeIbHAA MHpopManus (B TOM 4ucie (pakTopbl, BJUSIONINE HA HCXON
3a00JIeBaHMS UM COCTOSIHHA)

7.1 JleueHue 0CTPO THNMOKAJIbLIIHEMUAH

Jnist KynmupoBaHUSI OCTPOM THIOKATBIIMEMHH PEKOMEHIYeTCsl YCTaHOBKA LIEHTPAIBHOTO
BEHO3HOTO KaTeTepa, YTO TO3BOJHT IMPEIOTBPATHTH CKICPO3HPOBAHUE MEpH(PEPHUECKUX BEH
BeiencTBre MHQY3uH Kanbius. [IpearnouTuTensHO MCTONb30BaHNE KAbLUs TIIOKOHAaTa™*, Tak
KaK KaJbIMs XJIOPUI UMEET Cephe3HbIE OCIIOKHEHHS B BUJIE HEKpO3a MATKUX TKaHEW, B CITydae
BBIX0JIa PaCTBOPA U3 COCYIUCTOTO pycia.

JUis KynmupoBaHUS OCTPOH THUNOKAIBIIMEMUN HCIIOJIB3yeTCS BHYTPHBEHHOE BBEICHHE
IpenapaToB Kajublius B 2 atana: 1-2 ammynsl 10% pacTBopa Kanblius INIIOKOHAaTa™*, coaeprkaiine
90-180 Mr 37eMEHTapHOTO KBS COOTBETCTBEHHO, B 50 Mut 0,9% pacTBOopa HATpHs XJTopHIa*™
(NaCl) (unu B 5% pacTtBOpa AeKcTpo3bl™*) B TeueHue 10-20 MUHYT; mOCIEayIOLIee MEIEHHOE
BHYTPHBEHHOE BBeleHHME Kaiblus TiokoHaTa** 100 mu (10 ammyn) co ckopocteio 0,5-1,5
mr/kr/gac B 1000 mu 0,9% pactBopa NaCl** (mnmu 5% pacTtBopa IEKCTpO3bl) B TEUYCHHE, B
cpeaneM, 8—10 vacos.

B 3aBucumoctH OT cuTyanuu MOTYT OBITh HCIOJIB30BAHBI CIIEAYIOUINE BapHAHTHI
MapeHTEePaAIbHOTO BBECHUS MPENapaToB KabIHs:

1. Brenenue kanbuus TiIFOKOHATa** BHYTPUBEHHO O0JIFOCHO B KosmdecTBe 20-60 Mt
- obicTpo Oe3 pazBeaenus 0,9% pactBopom NaCl** (unmu B 5% pactBopa AekcTpo3sl). Merton
UCIIOJIb3YEeTCSI MPH BBIPAKEHHBIX CHUMIITOMAaX TUMOKAIbLIEMUU (MALMEHThl C KIMHUYECKOU
KapTUHOM «CTpaxa CMepTH» WM B OECCO3HATEIbHOM COCTOSHMH). J{03a BBOAMMOIO KalbIus
OTIpeIeIIAeTCS 1O MOSIBICHUIO TUCTIETICHUECKUX Kano0.

2. BBenenue monoBUHBI 103bI KajbIUs TIIOKOHATa** BHYTPUBEHHO OOIOCHO 6€3
pasBenenus (40 — 50 mu 10% pacTBOpa Kalblius IIIOKOHATa*™*), ocTanbHas g03a Kanbuus (50 —
60 M 10% pactBOpa KanbIus TIIOKOHATA*™) BBOJAUTCS BHYTPUBEHHO MEJIEHHO B Pa3BEACHHOM
cocrosinu (0,9% pactBopa NaCl** unu 5% nexkctpo3sl™*) co ckopocTsio uig nHpy3omara 0,5 —
1,5 mkr/kr/gac. JlaHHBIA criocoO BBEACHUS SBIISETCS CAMBIM YacThIM JJIsl KyMTUPOBAHUS OCTPOit
TUTMOKABIEMUH, TIO3BOJISIONINM OBICTPO HOPMATU30BaTh KIMHHUECKOE COCTOSTHHE MallieHTa.

3. Beenenue Beeii 10361 mapeHTepaibHbIX npenaparoB kanbiws (80 — 100 M 10%
pacTBOpa KaJbLUs TJIIOKOHaTa**) pasBeaeHHoro B pactBope (0,9% NaCl** wmm 5%
JIEKCTPO3bI**). MeTo 1 HCTIONIb3YyeTC s MPEUMYIIIECTBEHHO IS TIOACP KaHMsI aJleKBATHOTO YPOBHS

KaJblIus C LCIBIO HpO(I)I/IJ'IaKTI/IKI/I Pa3BUTHA OCTpOfI THUIIOKaJIbIICMUH.
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[TapenTepanbHOE BBECHHE MPENAPAaTOB KaJbIMs BCETAAa MPEKPAIIASTCs P NOSBICHUN
JTUCIENTUYECKUX JKaJI00 (TOIIHOTA, PBOTA).

BHyTprBeHHOE BBEICHUE KAIBLUS TPEOYET OCTOPOKHOCTH Yy OOJBHBIX C TUTIOKATHEMUEH
Y y TAIUEHTOB, TPHHUMAOIINX TUTOKCHH**, B CBSI3U C IMOBBIIICHHBIM PUCKOM apUTMHUIA.

OnHOBpEMEHHO Ha3HAYAIOTCS MEPOPATbHBIE MPETapaThl KaJbIHs U MperapaTsl BUTAMHHA
D u ero mpousBoaHbIxX (anbhakanpuuaon**, kanpuutpuon**). Llens Tepanuu — KynupoBaHUeE
CHMIITOMOB  OCTPOH THNOKaJIbIIMEMUH ¥ HOPMaNM3alus TIOKa3arened olmero u
MOHW3UPOBAHHOTO KATBIIMS Ha HUXKHEH IrpaHuIle pe)epeHCHBIX 3HAYCHHUI WITH HECKOJIBKO HIKE B
OTCYTCTBHE KIMHHYECKUX CHMIITOMOB THITIOKAJIBIMEMHH. J[J1s1 KOPPEKIIUU Teparuu HEoOX0 UM
4acTblii KOHTPOJIb YPOBHS KajblMsl KpoBU (Kaxiaple 6—12 yacoB B Hayaje JIEYEHHs, IOCIIE
CTAOMJIM3AIIMN COCTOSIHUS TAIleHTa — Kaxaple 24 Jaca).

CTOUTH OTMETHTD, YTO NP HAJTMYNH Y IMAIIMCHTA BRIPAXKCHHON THIIOMAarHUEMHH MTOKa3aHa
€e KOPPEKIHs C WCIOJIb30BaHHEM KaK TEepOpalbHBIX TpernapaToB (TpenapaThl KOMOHHAIHH
paznuuHbix npenapatoB Maraust 300-400 mr/cyTt), Tak U BHYTPUBEHHBIX ()OPM — BHYTPHUBEHHO
CTpyHHO 2 rpamma marHus cyiabpata** B Teuenue 10-20 MUHYT, BHYTPUBEHHO KameiabHO 25%
pactBop Maraus cynbdara** 2-4 rpamma B 150-200 M pusnonorudeckoro pactopa NaCl**.

AJTOPUTM KYNMHUPOBAHUS OCTPON TUITOKAIBIIMEMHH:

1) Kanpims rmrokonatr** 20-60 min B/B 6omtocHo, w/unu 1-2 ammynsl 10% pactBopa
Kanbius rarokoHata** (90-180 Mr aneMeHTapHOro Kaibls cooTBeTCTBeHHO) B 50-100 M 0,9%
pactBopa NaCl** (unu 5% BoaHoro pactBopa AeKCTpo3bl**) B/B B TeueHue 10-20 MuHyT c
OJIHOBPEMEHHBIM Ha3HAUCHHEM IMpernapaToB Kalblus W IpernapaTtoB BuTamuHa D u ero
MPOU3BOIHBIX (aTb(haKaIbIHA0T**, KaTbIIUTPHOT**).

[Ipn HeoOxomuMOCTH MOKET OBITh MNPOJODKEHA HH(PY3MOHHAS Tepamnus Kallblus
rmokoHatoM*™*  mo cxeme: 10 ammyn 10% pactBopa Kamblus TiokoHata** (900 wmr
aneMenTapHoro kajbius) B 1000 mi 0,9% pactBopa NaCl** (umm 5% pactBopa AeKCTpO3bI**) co
ckopocTtbio 50 mi/4ac (B cpeaHeM B TeueHue 8—10 gacos).

2) Tlpenapatel ButamuHa D 1 ero mpou3BOAHBIX - Anbhakansiuaoa** B cpeareM 3-3,5
MKr/cyt uinu Kambrurpuon™* 1,5-2 Mkr/cyr nepopanibHo. IIpu coXpaHeHHH THMIOKalIbLUEMHH
MOTYT OBITh IPUMEHEHBI 00JI€€ BHICOKHE JIO3BI MOJI KOHTPOJIEM KallbIUsl KPOBH U MOYH.

3) Ilpemapathl, comaeprkaiine Kajablus KapOOHAT (B cpeaHeM), B TOM YHCIIE B COCTaBe

KOMOMHUPOBAHHOTO THpenapata «kapOoHaT Kanblus + Kosekaimbiudepona», 3000 mr mo
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2JIEMEHTAPHOMY KaJIbLIMIO BHYTPh Ha 3-6 IpHEMOB B CYTKM BO BpPEMS WJIM cpa3y IOcie Ipuema

AN,
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7.2 Benenne 0epeMeHHOCTH NIPH THIIONIAPATHPEO3E

OU3MOTIOTMYECKHIE ACTIEKTHI PEryJsIMA MUHEPATbHOTO 0OMEHa BO BpeMs OEpeMEeHHOCTH

K oaHOMy W3 OCHOBHBIX KOMIIEHCATOPHBIX MEXaHH3MOB, OOECMEUYMBAIOIMINX ILUIO
JOCTaTOYHBIM KOJIMYECTBOM KalbliUsl BO BpeMsl OEpEMEHHOCTH, OTHOCUTCS YCUJIEHHE €ro
abcopOIMy B KHUIIEYHUKE MaTepu. B mepHo JTaKkTanuu aJeKBaTHAs KOHIICHTPAIUS KalbIUs B
IPYIHOM MOJIOKE JIOCTMIaeTCsl, B OCHOBHOM, 3a CUET YCHUJIEHMsI PE30pOTHBHBIX IPOLIECCOB B
KOCTHOM TKaHU. DTU NU3MEHEHUSI CBSA3aHbI C YBETUUEHUEM MPOIYKIIMH TAKUX KIIFOUEBBIX TOPMOHOB
kak kanpuutpuona u [ITT-noxo6nsii nentua (ITTTall).

VBenuueHue CcHUHTE3a KajiblUTpuoja HaOmonaercs ¢ [ Tpumectpa M K KOHILY
OepeMEeHHOCTH €ro ypOBEeHb COCTaBJsieT 10 2-3 HopM. Perymsuus merabonu3ma ButamuHa D y
OCpEeMEHHOW JKEHIIMHBI B OCHOBHOM 3aBHUCHUT OT aKTHBHOCTH |0O-THAPOKCHUIIA3BI TIOYEK,
HaxoJsIIelcs MOJ] KOHTPOJIEM ACTPOTE€HOB, NPOJIAKTMHA M YEJIOBEYECKOTO IUIAlEHTapHOTO
nakroreHa. Ilpu stom yposens 25(OH)D ocraercss cTaOuibHBIM, HECMOTpPSI Ha YCUJIEHHE €O
KOHBEPCHH B aKTUBHYIO (opMy. Bo MHOTHX TKaHSX OpraHuW3Ma, BKIIOYas MOJIOYHBIC JKEJE3bl,
JEIUAYyaTbHYI0 000JI04YKy, TUTaleHTy u Ap., yBenmuuuBaetcss cuate3 [ITInll. Yposens ITTInll
Bo3pactaer ¢ 3 mo 13 Hememo TecTanmu, W OoJiee YeM BTPOE MPEBBINIACT IMOKA3aTelb 0
oepemenHoctn. Mimenno B oty mepuonsl [ITI'mll neficTByeT kak SHAOKpHHHBIA (HaKTOp,
PETYJIHPYIOINN MUHEPAIbHBIN U KOCTHBIN romeocTa3 HezaBucumo ot ITTT. ITTI ol tak xe, kak
u [ITT, cnocoOeH cTUMynupoBaTh pe30pOIMI0 KOCTHOM TKaHU, peabcopOLInIo KaabIUs B MOYKaX,
YTO B KOMIUIEKCE OOecreuynBaeT HaChIIEHUE TPYAHOTO MOJIOKa HEOOXOAUMBIM  JIJIs
HOBOPOKJIEHHOTO KOJIMYECTBOM KaJbIIUl.

[Mpoayxums ITTT” OLLPK gepKuTcs B HU3KO-HOPMAJIBLHOM JHANa30HE U MOXKET OBITh JIaXe
HUKE TOMYJSIUOHHBIX peepeHCHBIX MoKa3aTeneil B [ TpumecTpe 6epeMeHHOCTH, UYTO CBSI3aHO C
recraliiOHHBIM noBbienneM npoaykiuu [ITI'nll u kaneuuTpuona, kotopoe dpukcupyercs ¢ 3-
eil Hemenu OepemenHHocTu. Takum oOpazom, IITI, kak perymarop ¢ochopHO-KanbIIHEBOrO
oOMeHa, TepseT CBOIO JOMUHUPYIOIIYIO POJIb B 3TOT MEPUOJ U TOJIbKO K KoHIly III-ro TpumecTpa
€ro MpOaYKILHsI BOCCTAaHABINBAETCH.

Kanpuutonnn — ropmon-a"raronuct IITI, npoxyunpyemsiii C-kiaeTkaMu HIMTOBUIHOM
Kele3bl, a B MEpPUOJbl OEPEMEHHOCTH U JIAKTAllUM - MOJIOYHBIMHU JKeNe3aMU U TUTAllEHTOM.
[ToBeilIeHNEe YpOBHS KaJbIIATOHWHA BO BpeMs OEpPEMEHHOCTH W JIAKTalldd OTMEUYEHO TaKkKe Y
MalUEeHTOK, paHee MEePEeHECIIUX TOTAIbHYI0 THUPEOUIIKTOMHIO. YBEIMYEHHE CHUHTE3a 3TOTO

ropMoHa BO BpPEMA 6CpCMeHHOCTI/I pCaIM3yCTCA 3a CUCT 3(1)(1)6KTOB 9CTPOrcHOB (3CTpa,Z[I/IOJ'Ia,
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ACTpPOHA M ACTPUOJIa) W HAIPABJICHO Ha IOJABJICHHE AKTUBHOM JEMHHEpAIM3allMM CKeJleTa
MaTepH.

Bo Bpemst OepeMEHHOCTH M JIAaKTallMM 3a CUET YBEIMYEHHUs 00beMa IHUPKYIHPYIOMICH
KPOBH ¥ TEMOIUJIIOIIUU CHIDKASTCSI YPOBEHB OOIIEro KajbIUs CBIBOPOTKU KPOBH, B TO BpeMsI KaK
YPOBHHU aJIbOYMUH-CKOPPEKTHPOBAHHOTO M HOHU3UPOBAHHOTO KAJIBIUS OCTAIOTCS HEM3MCHHBIMHU.
YpoBeHb KaiblMsl KpOBU IUIOJAA, KAaK IPaBUJIO, OKa3blBA€TCS HECKOJIBKO BBILIE MOKa3aTesei
KaJIbIIUEMUHU Y MaTEPH.

PekoMeHgaimum 1o BeACHMIO OEPEMEHHOCTHM y MAIUEHTKH C XPOHMYECKUM
TUIONapaTUPEO30M:

. pEeKOMEHAyeTCsl MOJJIEp’)KaHue YPOBHEW HOHM3MPOBAHHOTO U albOyMHH-
CKOPPEKTUPOBAHHOTO Kallbliug KPOBU B TMIpejeiax HUKHE-HOPMaJIbHOTO JAuarnazoHa (amns
anbOyMHUH-CKOPPEKTUPOBAHHOTO KaJlbliUs B mpenenax 2,1-2,3 MMoib/J1, JUis HOHU3UPOBAHHOTO
Kanmpus - B npeaenax 1,1-1,25 mMMmoub/n) Bo u3bexkaHue HEONArompHUsITHOIO BO3JCHCTBHS Ha
pazeutue OLDK mmoma. Jlns pacdera ypoBHS anbOYMUH-CKOPPEKTHUPOBAHHOIO KabIIHs
MPUMEHSIOT (opmyy: OOmMMIA KamblUi TUIa3MbI (C TOTPABKOHM) (MMOJIB/JI) = W3MEPECHHBIN
YPOBEHB Kalblus T1a3Mbl (MMoJib/1) + 0,02 x (40 - u3MepeHHBIN YPOBEHb allbOyMHHA TUIa3MbI
(r/m));

. B TMEpPUOJ TecTalil PEKOMEHAYeTCS IMPOBOJUTH MOHUTOPUHI IOKa3zaTesneu
(bocdopHo-KanpIIeBOro ooMeHa ¢ yactrotoi 1 pa3 B 3-4 Henmenu Ans nNpoPHIAKTUKH THIIO- U
TUIEePKaAbLUEMUY;

. B Clly4ae U3MEHEHUs O3UPOBOK MPENapaToB KajblMs U MpenapaToB BuTamMmuHa D
U €ro MIPOU3BOAHBIX (aIb(akaablua0I**, KaabIUTPHOI**) pekoMeHIyeTcs 0oJiee YacThIi
KOHTPOJIb, B cpenHeM 1 pa3 B 7-14 nHel 10 AOCTHKEHHUS IEJIEBBIX MOKa3aTesie KaJlbIMEMUH.
PexoMeHyemblif HHTEpBA 1S OLIEHKH MPOBOIUMON KOPPEKIIMH Teparuu, OCHOBAH Ha TOM, YTO
MEePHOJ TOMYBBIBEACHUS KaJbIUTpUOIA™* cocTaBisieT Okojo 4-6 yacoB, a YycToW4YuBas
KOHLIEHTpAlLMs KajlbIMsl JOCTUTAETCS 3a MEpUOJ, SKBUBAJCHTHBIM 5 mepuojam moiypacrnaia
KaIbIUTpHOIa™™;

. pEeKOMEHIyeTCs MoIep KUBaTh ypoBHH dochopa, maraus, 25(0OH)D u kanbiuus B
CYTOYHOW MoyYe B Ipejienax peepeHCHOro quanas3oHa;

. PEKOMEHIyeTCs TMPEKPaTUTh JIEYCHHE THUA3UJIHBIMU JUyPEeTHKAMU Ha TEPUOJ

6epeMeHHOCTI/I U JJaKTalluu,

50



. PEKOMEH/IyeTCsl IPEKPaTUTh JIEUEHUE MIpenapaTraMy napaTipeorIHbIX TOPMOHOB U
WX aHaJOraMu Ha Iepuo]i 0EpEMEHHOCTH U JIAKTAIUY;
. pexoMeHayeTcsl OOydeHHWe IMAlMeHTOK, HANPaBJICHHOC HA  IOBBIIICHUE

I/IH(i)OpMI/IpOBaHHOCTI/I O CUMIITOMATUKEC I'MII0- U TUIICPKAJIIbIUCMHUH.
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7.3. PekomOnHanTHBIN YeaoBeyeckuil [ITI

K npenaparam u3 rpymisl «Ilapatupeonabie ropMoHsl 1 ux ananoru (kog ATX: HOSAA)
oTHOCAT Ha cerofusmHuil aeusb [ITT (1-34) (#Tepunaparun®*).

#Tepunaparug*™ 3apeructpupoBad B Poccum i jiedyeHUs TSXKEIOro OCTEONopo3a, He
3aperucTpUpoOBaH B KaYECTBE JIEKAPCTBEHHOT'O CPEJCTBA JUIsl JIEUEHUs TUIolapaTupeo3a Kak B
ctpanax EBpomnsl u CIIA, Tak u B Poccun.

BrnepBbie B KauecTBE MAaTOT€HETUYECKON Tepanuy XPOHUYECKOIO THUIIONapaTUpeo3a
#Tepunapatun™* npumener B 1996 roay B muiioTHOM niepekpecTHOM uccnenaoBannu Winer KK u
coasrt. [lo pesynbraram paboTsl B rpymnme #Tepunapatuaa™™* mnpu moaKokHOM BBeneHuu | pa3 B
CYTKH YJQJIOCh 3HAUUTEIbHO CHU3MTH JI03bl NPENapaToB KaJlbliug M BUTaMUHA D, mpu 3TOM
OTMEYaJlaCh ~ CTOMKas  HOPMOKaJIbLIMEMHUS U  HOpMOKajblMypus. B  mocienyromem
PaHJIOMHU3UPOBAHHOM  HCCJIEIOBAaHUU IPOJEMOHCTPUPOBAHO TMPEUMYIIECTBO JABYKPATHBIX
unbekuuil #Tepunaparunga™* (mo 25 + 15 MKr) B Tepanuu runonapaTipeos3a Mo CpaBHEHHUIO C
pexuMoM mo3upoBaHusi 1 pa3 B cyrku (58 + 28 MKTr), 9TO MPOSBISAIOCH Oojee OBICTPHIM
JNOCTHKEHHEM HOPMOKAJIbLUEMUU MPU HCIOJIb30BAHUM MEHBIIEH CYTOYHOM [103bl Mpernapara.
[IpoBoawnch wuccneoBaHUS C TPUMEHEHHEM METOJa IOCTOSIHHOW IMOJKOKHOW HH(QY3UH
#Tepunaparuga** ¢ mpuMeHEHHEM MOMIBI C JOCTH)KEHHMEM HOPMOKAJIBLIMEMUU U CHIKEHHEM
AKCKpEIMN Kalblus ¢ Mouoi Ha 59% mo cpaBHeHHIO ¢ mpuMeHeHueM #Iepunaparuga™* B
peXHUMe IBYKPATHBIX UHBEKIINI B CYTKH.

B xoctax #Tepunapatua** cnocoOCTByeT MpeqOTBPAIICHHUIO arolTo3a, YBEIHUYEHUIO
MIPOJIOJKUTENBHOCTH KHU3HU OCTE00]IacTOB MPHU MPUMEHEHUH B PEKUME MHTEPMUTTHPYIOIINX
no3. Ha ¢one nmanHOW Tepamuu HaOiroaeTcsi HOpMaiu3alus MapKepoB KOCTHOIO OOMEHa, a
takke cHmwkenne MIIK B moscHuyHOM oTaene mo3BoHouHuka (-1.8%) u Gempe (-1.6%) 6e3
pasHulbl B mpexamiieube. #1epunapatua™* BO3IEHCTBYS Ha KOCTHYIO TKaHb, HECMOTpS Ha
camkenne MIIK, noBbliiaeT mpo4HOCTh KOCTHOM TKaHU, 32 CUET CTOMKOTO U3MEHEHUSI TEOMETPHH
KOPKOBOTO CJIOSI KOCTH, a TAKXK€ MUKPOAPXUTEKTOHUKHU TPaOEKyIIPHOTO BEIIECTBA KOCTH.

ITo pe3ynpTataM 3-X JETHUX MCCIEJOBAHUHN MO OlLleHKe 3(P(PEKTUBHOCTH U O€30MaCHOCTH
UCTOJb30BaHus #Tepunaparuga** y NalMEHTOB C XPOHUYECKUM THUIONApaTUPEO30M He
BBISIBJIEHO CYILECTBEHHBIX Pa3IMYMii 10 YaCTOTE BOZHUKHOBEHUS MOOOYHBIX (P PEKTOB C IpyNIoi
Ha CTAHJApTHOM Tepanuu. B MyIbTHIEHTPOBBIX PaHAOMHM3UPOBAHHBIX HCCIEAOBAHUAX C

Y4aCTHUEM KaK JKCHIIUH, TdK U MYKYUH HC OBLIIO BBISBJICHO HU OHOTO Cliy4dast OCTCOCAPKOMBI,
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TaKke HE OBUIO BBISBICHO YBEIMYEHHUS YaCTOThl OHKOJOTHMUYECKMX 3a00JIeBaHUN JApYroi
JIOKaNM3aIi1 Y TallMEeHTOB, oJrydaromux #Tepunapatua®*, mo cpaBHEHHIO C TPYMIIONH KOHTPOJIS.

[TokazaHusiMM K Ha3HAYEHUIO T€pPAUK NapaTUPEOUAHBIMU TOPMOHAMHU U MX AHAJIOTAMHU 10
Koncencycy EBponeiickoil Acconuanyy DHIOKPUHOJIOTOB SIBIISIOTCS:

1. OTCYTCTBHE KOMIICHCAIIMU KaIbIUii-pocHopHOro 0OMEHa ¢ YaCThIMH SIU30JaMH
TUIOKAJIbLIUEMUH, HEYCTOMYMBBIE TIOKA3aTeNIM YPOBHS KaJlbliUsg KPOBU — YEPEJOBAHUSI TUIIO- U
TUIEPKATIBIUEMUH IPU CTaHIaPTHOMN CXeMe JICUECHHUS,

2. BBICOKME JIO3bl TIpEernaparoB, HEOOXOAMMbIE JJs MOJIEpKAHHUS IEJIEBbIX
MoKasarese KanbLIMeMuu: Uil penapaToB Kaiblus Oosnee 2500 Mr B CyTKH, Ui IperapaToB
BuTamMuHa D u ero npou3BoaHbIX — anbhakanbiuuaoa** 6osnee 3,0 MK B CYyTKH, KaJIbIIUTPHOI**
6onee 1,5 MKT B CyTKU;

3. HaJWuue TUIEpPKaNbLMYpUH, HEePPOKAIbIMHO3a, HEPPOIUTHA3A WU CHUKECHHE
CK® (menee 60 ma/mun/1,73M2) Ha CTaHIAPTHOM CXEME JICUCHUS;

4. runepdocdaremuss Ha CTaHJAPTHOM CXeMe JICUEHUs;

5. paccTpoiicTBa  KETyJOYHO-KUIIEYHOrO  TpakTa WM  COCTOSHHE  [OcClie
OapuaTpUYECKOM OTIEpaIiy, TPUBOAIINE K CHHIPOMY MaJibabcopOImu;

6. CHIDKEHHE KauecTBa JKU3HU Ha (POHE CTAaHAAPTHOU CXEMBbI JICUCHHUS.
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7.4. AVTOUMMYVHHBII THIONAPATHPE03

AYTOMMMYHHBI THIIONIAPATUPEO3 - BTOpas IO  paclpocTpaHeHHOoCcTH  (opma
TUTIOTIApaTUPE03a, 00YCIOBICHHAS UMMYHO-OTIOCPEI0BaHHBIM pa3pyiienneM kietok OLDK. On
MOJKET OBITh M30JIMPOBAHHBIM 3200JIEBAHUEM, OJTHAKO 3HAYUTEIHHO Yallle BCTPEUACTCs B paMKax
HacneactBeHHoro AIIC 1-ro Tumna, Takke W3BECTHOTO KaK KaHAWU0-IKTOAepMalIbHAs AUCTPOPHS
(Autoimmune Polyendocrinopathy with Candidiasis and Ectodermal Dystrophy — APECED) [10].
Pacnipoctpanennocts nanHoro 3abosneBanus orieHeHa B 1:100 000 naceneHust B OOJBITUHCTBE
CTpaH, OoJibIlIas PaCIPOCTPAHEHHOCTh OTMEUEHA B TakuX cTpaHax kak Ounnsaaus (1:25000) u
Capaunus (1:14000) u cpeau nepcuackux espeeB B M3pawte (1:9000) [153].

AIIC 1-ro THna — MOHOT€HHOE ayTOCOMHO-PELIECCUBHOE 3a00JI€BaHUE, B OCHOBE KOTOPOTO
JEKUT HapylIeHHe CTPYKTypbl TeHa ayrouMmMmyHHoro perynsatopa (AIRE). T'em AIRE
pacnojiaraercs Ha JJIMHHOM Iuiede 2 1-i XpoMOCOMBI, KOAUPYET sACPHBINA (aKTOp TPaHCKPUIILIUU
W WTpaeT OJHy M3 KIIOUEBBIX poJiell B (HOPMHUPOBAHMH WMMYHOTOJEPAaHTHOCTH. B OCHOBe
naToreHesa JISKUT ayTOMMMYHHAs ISCTPYKIIHS Pa3IMIHbIX SHIOKPUHHBIX xkene3 [154]. s ATIC
1-ro Tuna xapakTepHa KJacCHuecKas TpHaJa: CIM3UCTO-KOXKHBIM KaHIWI03, TUIONapaTHpEo3,
XpOHHMYECKas HaJMOYEYHUKOBAs HEAOCTATOYHOCTh. 3a0ojieBaHUE NEOIOTHPYET, KaK MPaBHIIO, B
nerckoM Bospacte. bosee yem y 80% mnanuueroB ¢ AIIC 1 tunma runonmapaTtupeos siBiAseTCs
¢IMHCTBCHHBIM SHIOKPHHHBIM IIPOsBIICHHEM 3a00eBanus [154].

B nopapnsitoieM OOJBUIMHCTBE CIIydaeB MEPBBIM MPOSBICHUEM CTAHOBUTCS CIU3UCTO-
KO>KHBIM KaHIKM103, pa3BUBatouuiics B nepsoie 10 et »u3Hu, yauie B Bo3pacte okoso 2 get. Ha
(hoHe CIM3UCTO-KOKHOTO KaHA1 1032 Y 84% MalueHTOB MOSBISETCS TUIIONAapaTUpeos3, IpU 3TOM B
88% cnyuyaeB oH nebrotupyer B Bo3pacte Ao 10 ner. K apyrum koMmoHeHTaM CHHApoMa
OTHOCATCSl caxapHblii nuaber 1-ro Twuma, TUpeouIUT XallUMOTO, LETUAKUs, BUTHIIUTO,
ayTOMMMYHHBII T€IaTUT, THIIOTOHAIU3M U apyrue [12].

Kommnounentsr AIIC 1 tuma:

. I'maBHBIE KOMIIOHEHTBI:

0 CIIM3UCTO-KOKHBIN KaHANU03;

0 TUIIONIapaTHPEO3;

0 NEpPBUYHAs HAAOYEUHUKOBasl HEAOCTaTOYHOCTb.
. Jpyrue Bo3MOXHbIE POSIBICHMUSL:

0 KepaTur;

0 ayTOMMMYHHBIN T€TaTHT;
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NepBUYHAs OBapUaJIbHAS AUCHYHKIUS;
TUIIOTUIA3US 3yOHOU AMaJIH;
SHTEPONATHs C XPOHUUYECKON TMapeeil WK 3alopamu;
boTodobus;

IIEPUOIUYECKHM JKap C CHIIBIO;
[THEBMOHMT;

He(puT;

MaHKPEaTHT;

caxapHbiii quaber 1 Tuna;
(yHKIIMOHANIbHAS ACTUICHUS;
LETHAKUS;

TUPEOUTUT;

PETUHHT;

O O O O O O O O o o o o o o

aruta3usi KpaCHOTO POCTKA KOCTHOTO MO3ra;

0 MOJIUAPTPHUT.

B Hactosiiee BpeMsi OCTaeTCsl HEW3BECTHBIM, YTO BBICTYNAET MHMILIEHBIO IS
ayrouMMmyHHOro mnoBpexaeHus kietok OIIDK. B nurteparype paccmaTpuBaeTcsi HECKOJIBKO
AHTUT€HOB, ayTOAHTHUTEJA K KOTOPHIM MOTYT ObITh OTBETCTBEHHBI 32 Pa3BUTHE TUIIOTIApATHPEO3a.
B 1996 rony Y. Li m coaBT. BIepBble BBIABWIM akTuBHpyronue anturena k CaSR. B
Uccle0BaHUE ObUTH BKIIIOUEHBI 25 MAIleHTOB, CPeld KOTOPhIX y 17 MpUUMHOM runomnapaTupeos3a
o611 AIIC 1-T0 THTIA, a Y 8 YeTOBEK OTMEYAIOCh COUYCTAHHUE TUIONApaTHPE03a 1 ayTOUMMYHHOTO
tupeouuta. B pesynabrare y 56% mNanueHTOB C TMIIONApaTUPEO30M OMPEEISIUCh BBICOKHE
tuTpsl antuTen K CaSR, Torga xak B rpymme KOHTPOJIS 3TH aHTUTENa HE ObLIM HaWJeHBI HU Y
omHoro vesnoBeka [155]. OmHako B psife Apyrux pabOT KOPPEISIUU MEKAY aKTHBUPYHOIUMHE
antutenamu Kk CaSR u runonaparupeo3om y nanuento ¢ AIIC 1-ro Tuna BbISBIEHO HE OBLIO
[156]. Anturena k CaSR, HO oOmamaroriue OJOKHPYIOLICH CIIOCOOHOCTBIO, TaKXKe ObLIN
OOHapY)KEHBI MPH ayTOUMMYHHOM THITOKAIBIIMYPHUYECKO# rHnepkaibinemun [157].

NALPS — MynbTHIIPOTEHHOBBIN KOMIUIEKC, aKTUBUPYIOIIMI BHYTPUKIETOUHbIE KMHA3BI U
CHHTE3 POBOCHAIMTEIbHBIX IUTOKUHOB, BKItouaeT B ceds: NACHT (neuronal apoptosis inhibitor
protein), C2TA (MHC class 2 transcription activator), HET-E (incompatibility locus protein from
Podospora anserina) u TP1 (telomerase-associated protein), BrepBsle oOHapyxeH M.

Alimohammadi u coaBr. B kauectBe cneuugpuueckoro anturesa OIIDK. Bcero Obiio
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obcnenoBano 87 marmmentoB ¢ AIIC 1-ro Tuma, U3 KOTOPBIX y 73 OTMedascs THIIOTapaTHPEos.

Cpeny mamueHTOB C rumonapatupeo3oM antutena k NALPS wmaentudunmposanst B 49%

HaOmoennii, y manueaToB ¢ AIIC 1-ro tumna 6e3 camkenus pynknuu OLDK nanHpie aHTHTENA

He ObUIM OOHApY)KEeHbI HU y oj1HOTO maruenTa [158]. [logoOHbIe pe3ynibTaThl MOIydeHBI B paboTe

A. Meloni u coaBr., B kotopoii aHTtuTena kK NALPS5 BeusiBiensr y 64,3% manueHToB C

THIIONApPaTUPEO30M M HE ObLM OOHapyKeHbl y NalMeHTOB Oe3 rumomapartupeo3a [159].

Paznuunbie opMbl ayTOMMMYHHOTO TUIIOTIApaTHPEO3a MPECTAaBIIECHbI B Ta0nuIE 8.

Tabamnua 8. AyroummyHHbIE POPMBI FHIIONIAPATHPEO3A.

Bo3pacrt AccounHupoBaHHbIE I'eneruxa AHTHTEJA 3a0osieBaHus/
MaHugec- 3aboJ1eBaHuUsl CHH/IPOMBI
TalUH
5-20 ner CIn3UCTO-KOKHBIH Myramuu | NALP5ADs, ATIC 1 tuna
KaHIUJI03 W/Uau 00JIE3Hb B AIRE IFNwAbs, TPHADs,
Annrcona AADC, THADs,
ACA, 21-OHADbs
B3pocinbie | AyrouMMyHHBIE HLA (?) CaSRADbs (?) ATIC 3 tuna
3a0omeBanus 1K
Bspocineie | JIroObie apyrue HLA (?) CaSRADbs (?) ATIC 4 tuna
ayTOMMMYHHBIE 3200JIeBaHMs
(uckiTrovas CIIM3UCTO-
KOKHBIM KaHJU/103, 00J1€3Hb
AnvcoHa 1 ayTOUMMYHHBIE
3abomeBanus 1K
Bspocneie | Her HLA (?) CaSRADbs (?) W3omupoBaH.
ayTOMMMYHH.
['unolIT

XapaKTepI/ICTI/IKa OCHOBHBIX CHHAPOMOB B paMKaX KOTOPBIX BCTPEHACTCA aYTOI/IMMYHHHﬁ

TUIOINapaTupeos npeacTapieHa B Tadnuie 9.

Tab6amnua 9. Knaccudukarus u xapakrepuctuka AIIC.

XapakTrepucTuka AlIC 1 AIIC 2 IPEX
OCHOBHEBIE boie3np AnnucoHa, | bonesns Apnucona, | AyTouMMyHHast
MPOSBJICHUS TUIIONApaTUPEO3, ayTOUMMYHHbIE SHTEpOIATHS,

XPOHUYECKUI 3aboneBanus 1K, | HeoHaTanbHBIM

CIIU3UCTO-KOKHBIN caxapHblii auaber 1 | caxapublii nuabder 1

KaHIU103 THIIA THIIA, DK3eMa
Hpyrue, ITepBuuHBIi AyTOMMMYHHBII AyTONMMYHHBIE
aCCOIIMMPOBAHHbBIE TUIOTOHAAU3M, racTput, anomenus, | 3aboneBanus XK,
MPOSIBJICHUSA ayTOUMMYHHBIE BUTHIINTO, [ICINAKUS, | TEMOJIUTHYCCKAS

3a00JIeBaHUS DK, | nepBuuHbII aHEeMUs,

caxapHbli nuaber 1 | rUMOTOHAIN3M TPOMOOIIMUTOTICHUS

THUIIA, TACTPUT, IHTEPUT

c ManbabcopOLuei,
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reraTuT, MaHKPeaTHT,
MTHEBMOHUT,  He(pHT,
BUTHIIUTO,  AJIOTICHIUS,
TUCTpohus HOTTEH,
TUNOIIIA3us  3YOHOU

SMalH, KEepaTHuT,
PETUHUT
Tunuuseslid  Bo3pact | JercTso, ITonpocTkoBbIi MunaneHyecTBo
MaHupecTaluu IIOPOCTKOBBIN NTEPUOJ | NIEPUOJ, B3POCIBII
Pacnpoctpanennocts | 1:100 000 1:1000 1:1 000 000
Jleuenue 3aMecTuTeNnbHas 3aMecTuTeNnbHas 3aMmecTuTeNnbHAs
ropMOHaJIbHas, rOpMOHaJIbHas ropMOHaJIbHas
MIPOTUBOTPUOKOBAs, Tepanus Tepanusl,
MMMYHHOCYIIPECCUBHAs TpaHCIUIaHTAIUs
Tepanus Ipu renaTure, KOCTHOTO MO3ra
MaJibabCcopOITnu,
HedpHuTe, THEBMOHUTE
U KepaTHuTe
OcnoxHenus, AJlpeHaJIOBBIN u | AgpeHanoBslii kpu3, | MHbexunn
BKJIIOYAsi CMEPTH TUNOKAIbLIUEMUYECKHUI | OCIIOKHEHUS

KpHU3bl, paKk pOTOBOH | caxapHOTO auabera
MIOJIOCTH | MTUIIEBOJIA

JS:S u tun | AIRE, ayrocomHo- | [lonmurenerndeckuii: | FOXP3, X-

HacCJIEIOBaHUA peIeccuBHO nmi | MHC u npyrue CBSI3aHHBIN
JOMHUHAHTHO

NmvmynHBIN eHOTHTT | AyTOaHTHUTENA K | Ayroanturena Kk 21- | Ayroanturena K
uHTEPHEPOHY-® U | TUAPOKCHIIA3E, GADGS,
uHTEepHEPOHY-0L GADG5, 1A-2, | mumdonuTos,
(>95%), OpraH- | THPOTPOIIMHOBOMY 903UHODUITHS,
cnenuduaeckue peuentopy, 1PO TUTIEPIPOTYKIIHS
BHYTPUKIICTOYHBIE IIUTOKWHOB, THIIEP
OenKu IgE

IPEX — X-cBsi3aHHBI UMMYHOIUCPETYISITOPHAS MOJUIHIOKPUHONATUS U SHTEPONATHUs,
MHC — riaBHsIif KOMILIEKC THCTOCOBMecTUMOCTH, GADG65 — glutamic acid decarboxylase 65; 1A-
2 - islet antigen 2; TPO — tupeongHast mepoKCUIa3a.

Hurepdeponsr (MDH) BrepBbie ObUM OTKPBITHI B 1957 T. Kak areHTHI, 3alUIIAOIINE
KJIETKH OT BHpycHOW uHpexuuu. Beigenstor nse rpynnsl UPH: k rpynne UPH 1-ro tuna
otHocstcs: UOH-a, UOH-B, UDH-¢, UOH-«x, UOH-0, UDH-5, UDH-t, a kK UOH 2-ro Ttuma
tonsko DH-y [160]. [Tpu npoBeaeHHH UCCASIOBAHKS Ha TPYIaX MAHEHTOB ¢ TE€HETHYECKH
noaTBepxkaeHHbIM auarHo3zoM AIIC 1 Tuna, a Ttakke AIIC 2 Tuma u M30IMPOBAHHBIM
ayTOMMMYHHBIM TIOpa)KEHHEM OpraHOB-MHILIEHEH ObUIO mosyueHo, uto y marueHToB ¢ AIIC 1
TUTA OBLITU BBISIBJICHBI BHICOKHE TUTPBI AaHTUTEN K O0NbIIMHCTBY noaTunoB MDH-a, ocobenHo k

NOH-02 u UOH-o (y 100% nauuentoB). Hu y oxnoro u3 manuentoB ¢ AIIC 2-ro tuna wiu
57



M30JINPOBAaHHBIMHU ayTOUMMYHHBIMU 3a00JI€BaHUSAMU 3T aHTUTENa O0OHApYKeHBI He OblTH. Takum
oOpasom, antutena k MH®-o okazanuce BeicokocnenupuanbiMu it cuaapoma AIIC 1-ro tuna
HE3aBHCUMO OT CIIEKTpa MaHH(eCcTHpOoBaBIINX KoMoHeHToB [101].

[Ipucyrcrue antuten k UOH-o sBasercs nuarnoctuueckum kpurepuem AIIC 1-ro tuna.
CexsenupoBanue resa AIRE mo-mpexnemy ocraercsi BaKHbIM 3TallOM JAWAarHOCTUKUA 3TOTO
CHUH/IpOMa, IOCKOJIbKY I03BOJISIET IPOBOJUTH F€HETUYECKOE KOHCYJIbTUPOBAHUE U OCYLIECTBIISTh
IUIAHUPOBAaHUE CEMbH. AJNTOPUTM JAMArHOCTUKHA  Pa3IWYHbIX (OpM  ayTOMMMYHHOIO
rUIonapaTiupeosa npeacTapieH B 0Jok-cxeme 1.

Baok-cxema 1. AnropuT™M  JUAarHOCTUKM  pa3ivyHbIX (OpPM  ayTOMMMYHHOT'O

THIIONapaTHpeo3a.

XpoHuyeckuit mnoNlT

!

CAN3MCTO-KOXKHBIM KaHAMA03
u/vunu bonesHv ApaucoHa u/mnum Na
myTauma AIRE u/unu nosutusHble

- ANC-1
NALP5Abs, IFNAbs, TPHAbs,
AADC, THAbs
v
Aa
AYTOHMMYHHbIQ?&SOJ‘IQBaHMﬂ > ANC-3
WHTOBUAHOM XKenesbl
\J
Niobbie apyrue ayTouMMyHHble ,ELa
3abonesanuna (kpome Gonesum ANC-4
ALAMCOHA U AYTOMMMYHHBIX *
3a6onesanni LK)
— ~ Her T
N30AMpOBaHHbIN leHeTuyeckue hopmbl
ayTOMMMYHHBI fnoNT
funonT (M30AMpoBaHHbLIE MAK

CMHOPOMANbHBbIE)

Het

v

ManonaTtuy.
MnoNT
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7.5. 'unonapaTupeo3 B paMKax HACJIeACTBEHHbIX CHHIPOMOB

Cunmpom duJlxopmku

Cungpom [IuJlxop/oKM SIBASIETCSl  CIIEACTBHEM HENPABUIBHOTO PAa3BUTHS OpPraHOB-
MIPOU3BOIHBIX TPETHETO U YETBEPTOTO ka0epHBIX KapMaHOB. Berpeuaercs on y 1 u3 4000 — 5000
HOBOPOXKJEHHBIX, U B O0oJIbIIMHCTBE citydaeB (70-80%) siBIsS€TCS CIEICTBHEM T'€TEPO3UTOTHOM
mukpogenenuun B 22011.21-q11.23 ywactkax. XoTs OOJBIIMHCTBO CIy4aeB SIBISIFOTCA
CHOPaJANYECKUMHU, ONTUCAHBI U SAEPHBIE CEMbH C ayTOCOMHO-JJOMUHAHTHBIM THIIOM HACJIEI0BaHUS
cunapoma. Kiimanaecku cunapom Au kopaky MposiBIsSETCS 3a1€PKKON B Pa3BUTHH, «BOTYBUM
HeOom», amnazued wiu runomnaszuedt OLDK u Tumyca, mopokamu cepalia U XapaKTEpPHBIM
BHEIIHUM BUAOM (KBaJpaTHbIM KopeHb Hoca). Cunapom Jlu/[xopmxu — Beaymias NpUYMHA
MEPCUCTUPYIOLIEH THUITOKATIBIIUEMUH Y HOBOPOXKACHHBIX, IPU 3TOM MPOSBUTHCS TUIIONIApaTUPEO3
y TaKUX MallIeHTOB MOKET Kak B HEOHATAIbHOM IIEPUO/Ie, TAK U MMO3/Hee B TeueHue xku3Hu. Cpeau
BCEX JIFOZICH C 3TUM 3a00JIEBaHHEM TUTIONIapaTHUpeo3 BcTpeuaercs y 60% MmaineHToB.

Cunnpom HDR (Hypoparathyroidism, Sensorineural Deafness, and Renal Dysplasia

Syndrome)

Cungpom HDR sBisiercs cnenctBueM Myrtauuu B reHe GATA3, NOKaIM30BaHHOTO B

kopoTkoM tuiede 10 xpomocombr (10p14—15). Cam GATA3 sBnsieTcs TPaHCKPUIIIMOHHBIM
(hakTOpOM, IKCIPECCUPYIONTUMCS Y TT0O3BOHOYHBIX B Toukax, OIIK, Tumyce, BHyTpeHHEM yXe,
HC. Omnwucansl ciiyyau Kak ayTOCOMHO-JIOMHUHAHTHOTO, TaK U ayTOCOMHO-PEIECCUBHOIO
HacyenoBaHus cuHapoMa. OCHOBHBIMH IPOSIBICHUAMHU 3a00J1€BaHUS SABISIOTCS TUCIUIA3HS IOYEK,
ryxoTa ¥ runomnapatupeo3. Takxe namueHTtsl ¢ HDR-cunapomom uamie Bcero HEBBICOKOTO
pocCTa, 4TO MOXKET OBITh CBA3aHO C Ae(PULIIUTOM COMATOTPOITHOTO TOPMOHA.

CunnpoMm Caapsn—Cakatu u cuaapoM Kenau-Kaddu 1 tuna

Cungpom Canbsn—Caxatu u cunapom Kennu-Kaddu 1 tuna xapakrepusyroTcsi CX0KUMHU
KIIMHUYECKUMH TPOSIBICHUSMU: BPOXKICHHBIM TUIIOMAPATUPEO30M, BBIPAKEHHOM 3aJepiKKON
pocTa, OTCTaBaHMEM B YMCTBEHHOM pa3BUTUHU, MHUKpoledairel U JUIEBbIM IUCMOP(HU3IMOM.
Cungpom Canpsin—CakaTu 4Yaiie BCEro BCTpeYaeTcsl y JIoJe C¢ apaOCKUMU KOpHSIMH. Y
nanueHToB ¢ cuaapomoM Kennu-Kaddu, moMmuMo onrcaHHbIX HApyIIEHUH, TaKKe HAOMI0JaI0TCS
octeockiepo3 U umMmyHoaehunut. Oba 3a0oyieBaHUs SBISAIOTCA CJIEICTBUEM MYTAllMUd B TeHE
TyOynuH-cnernuduunoro marnepona E (TBCE) B nokyce, KoTopslii koaupyeT 6eI0K, OTBEYAIOIIHIA

3a CBA3bIBAHUC Ty'6yJ'II/IHa.
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Cunnpom Kenun-Kadbdu 2 tuna

Cunppom Kennu-Kappu 2 THma — reHermueckoe 3abosieBaHUE, TOpPAXKAIOIIEE
MIPEUMYIIECTBEHHO CKEJET, I1a3a, YaCTO BCTPEUYAIOTCS PA3IUYHbIEC MMATOJIOTHHA OPTaHOB T'OJIOBBI U
uier. OJJHUM U3 YacThIX MPOosiBIIEHUH 3a001eBanust (BcTpeuaetcs y 30-79% nauueHToB) siBiseTcs
rUIonapaTupeos.  3a0oJeBaHWE NPOSBIISETCS  YaCTBIMH  THIOKAIBLUEMHSIMHA, a  €ro
HETOCPEICTBCHHON MPUYMHON SIBISIFOTCS pasiinuHble MyTauuu B rene FAMI111A (family with
sequence similarity 111 member A). HacnenoBanue cuaapoma ayroCOMHO-IOMHHAHTHOE.

N30mmpoBaHHbI THHOOAPATUPEOS

['unonapatupeo3 MOXKET BCTpeuaThCsl U30JUPOBAHHO M HACIEAOBATHCSA KaK ayTOCOMHO,
TaK ¥ X-CLEIUICHO.

AyTOCOMHO-PELIECCUBHBIN HM30JIMPOBAHHBIN THUnonaparupeo3. Ha cerogusmHuii 1eHb B
JUTepaType  MMEeTCsl  ONMUCAaHHWE  HECKOJbKUX CceMed ¢  ayTOCOMHO-PELECCHBHBIM
runomnaparupeo3oM. OCHOBHON MPUYMHON 3TOro 3a00JI€BaHUS SBISETCA NMOTEPs (YHKIMH IreHa
GCM2 (glial cells missing), Takke wusBectHoro kak GCMB B nokyce 6p23-24. GCM2
3KcIpeccupyeTcss B OCHOBHOM B pazBuBawommxcs OIDK. ['mnomapatupeo3 KIMHUYECKH
MPOSBIISIETCA YK€ Y HOBOPOXKIEHHBIX nerei 1o npuunHe areHesnu OLIDK. CambiMu yactbhiMu
Bapuantamu MmyTtaruii GCMZ2 sBIsIOTCS JTOMHWHAHTHAas HMHTUOWPYIOMIAs WKW PEIECCUBHAS
WHaKTUBUpYOMmas. B To e Bpems, rereposurotHsie Mmytanuu B GCM2 He npuBOIAT K KaKUM-
60 HapymeHusaM popmupoBanus u Gynkuonupoanus OLLDK.

X-CHEeIICHHBIN U30JMPOBAaHHBIN THIIONIapaTupeo3. [enenuu/uncepiuu B jokycax Xq27.1
and 2p25.3 ¥ BO3HUKIIUNA BCIAEACTBUE ITOT0 X-CHEIJICHHBIN TUIIONapaTUpeo3 ObLIN OMHMCAHBI B
JIBYX POJACTBEHHBIX CEMbSIX. Y MYXKYUH C OTUM CHHIAPOMOM C JIETCTBAa BO3HHUKAIOT
TUNOKAbIUEMUYECKIE IPUCTYIBI BCIEACTBHE U30IMpOBaHHOTO Nedekra B pazsutuu OLK.

CHuxeHHbIA cuHTe3 win cekpenust [1TT

AYTOCOMHO-IOMHMHAHTHAS TMIIOKAJIbIIHEMHUS

AytocomHo-moMuHaHTHas — rumokaipuuemust (AJI) 1 Tuma  xapakrepusyercs
aktuBupytomieii Myranueid B reHe CASR. CaSR cTaHOBATCS CBEpXYyBCTBHTEIBHBIMU K
CBIBOPOTOYHBIM KOHIICHTPAIIUSIM Kalbliusl, a cuHTe3 U cekperus [1TT nopaBistoTes, HECMOTpsI Ha
HOpMOKanbIeMu0. TakuM 00pa3oM, BO3HHKaeT (YHKIMOHAIBHBIH rumnomapatupeo3. AL 2
THIa BO3HHMKAeT MpHU Hanuuuu aktuBupyromieir myranuu B rene GNAL1l (guanine nucleotide-
binding protein alpha 11). GNA1l xomupyer ambda-cyobemauuuny G-Oenka Gl1, KoTOpBIH

ABJISICTCS KIIFOUCBBIM MEAHUATOPOM CaSR-OHOCpeﬂOBaHHOTO CUTHAJIbHOT'O ITYTH. MYTaI_II/ISI B
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GNA11 npuBoauT K u30bITOUHOMY HoaBieHuto cexkpeunu [1TT nake nmpu runoxanbIueMun. Y
nanueHToB ¢ A/l pa3BUBaeTCsl yMepeHHasi TUIOKAIbLIUEMUS, TSKENas TUIIEPKaIbIIUEMUSI MOKET
BO3HUKHYTH B YCIIOBUSX cTpecca. [loueunas peabcopbums kanpums npu A/ 1 Tuna caHmxena
Beiencreue mMyranmu CaSR B modykax; y TakMxX IMAlMEHTOB Pa3BUBACTCS THIIEPKAIBLIUYPHUSL.
[Toueunas peabcopOumst Kanpims mpu AJl 2 Tuma He cTpagaer.

Omnum w3 penkux BapuaHToB Manugectaumu A/l sBusercs cunapom baptrepa c
runokanpiueMueii. OH  XapakTepu3yercss  TUMNOKaJblUEeMHUEH, TUIOMarHueMuen
TUIONapaTUpeo30M, a Takke Mpu3HakamMu JuchyHkiuu mnetau [enne (monmypued,
TUIOKAIMEMUYECKUM QJIKaJIO30M, TOBBIIIEHUEM KOHILEHTpAllMd PEHWHAa U ajbJ0CTepoHa B
miazMe, HU3KUM AJl ¥ pe3UCTEeHTHOCThbIO cocyaoB K aHruoreHsuny ll. Ilpuumnoil pa3BuTus
CHHJIpOMA fABJISIETCS MyTalus B JIokyce 3q21.1, otBeuaromem 3a CaSR.

Myraimu B rege I[ITT

B nuteparype onmmcaHO HECKONBKO pEAKHMX MyTauuid B reHe [/7], HapylIammMX €ro
CUHTe3 M cekpeuuto. Hampumep, ayrocOMHO-JOMHMHAaHTHas MyTalUsi B CHTHaJIbHOMU
nocnenoBarenbHocTd  npenpollTI”  HapymaeT HOpManbHBIM MPOLECCHUHT  MOJIEKYJBI U,
cinemoBarenbHo, oOpasoBanume I[ITI. Taxke ommcaHsl CceMbU C  HM30JHMPOBAHHBIM
TUTIOTIAPATHPE030M, OOYCIOBICHHBIM ayTOCOMHO-pPEIIeCCUBHOM MyTaruei B rene /177

Antntenaa k CaSR

[Ipn mo3gHeM pa3BUTHHM TUIONAPATUPEO3a BO3MOXKHOM MPUYMHON MOTYT SIBISTHCS
HUPKYJIHPYIONIME akTUBUpYyronue antTutena k CaSR. Dt anTHTENa HE TPUBOIAT K HEOOpaTUMOM
nectpykuun OIDK, mosroMy cyliecTByeT BEpOSITHOCTh CLIOHTAHHOM peMuccuu. B mutepatype
OTHCaHbI KaK U30JIMPOBaHHbIE (OPMBI THIIONIApATUPE03a, BhI3BaHHOTO aHTUTeNnamMu Kk CaSR, Tak
U Clydyau, AacCOUMUPOBAHHBIE IPYTMMH ayTOUMMYHHBIMH 3a00JI€BaHUSIMH (TUPEOUIAUTOM
XamuMoTo, 00JIe3HBIO AJITMCOHA).

CunapoMsl pesucteatHoctd K [ITI

PesucrentHocTs opranoB-muteHei k [1TT, Takxke U3BeCTHAs KaK I1CEBJOTMIIONAPATUPEO3
(nceBnol'TIT), sBAsieTcs TPYNIOBBIM MOHATUEM JUIS HECKOJBKUX TI'€TE€pPOTeHHBIX 3a00JIeBaHMH,
XapaKTepU3YIOIUXC HEUyBCTBUTEIbHOCThIO Nepudepuueckux Tkaned k IITI. Ilo maHHBIM
7a00paTOpPHBIX ~ HMCCIEOBAaHUNH y TakUX IAlMEeHTOB oOpamalT Ha ce0s BHUMaHHE
runokanbuuemus, runepdocdaremusi, nossienue yposHs IITI. Huxke npuseneHo omnucanue

ocHOBHBIX (hopm niceBol TIT.
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Ilceaol'TIT 1 Tuma

[ceBnol'TIT 1 Tuma sBnsiercs cnencrsuem myranuu B reie GNASL, koaupyromiem anbga-
CcyObeIMHUIlY cTUMYIHpYFotero G-6emka, accormuupoBanHoTo ¢ perienitopom [ITT. Otu myranun
MPUBOJAT K HecriocoOHOCTH (G-Oenka akTUBHUPOBATh aJICHUIATIIMKIIa3y Ttoce cBs3biBanus [1TI ¢
€ro pelenTopoM, 4To B MTOT€ MPUBOJUT K HEBO3MOXXHOCTHU TPAHCAYKIIMU CHUTHAja B OpraHax-
MuiieHsx. Y moned B runoduse, ronagax u DK npeumymectBeHHO 53KCmpeccupyercs
MAaTEepPUHCKHUI aJljIesib 3TOTO0 TeHa. B CBs3M ¢ ATHM, KIMHHYECKHE MPOSIBICHUS 3a00JIeBaHUS
3aBUCAT OT JIOKAJIM3AlMKA MYTallid B MaTEPUHCKOM WJIU OTIIOBCKOM ajuienie. Ha ocHoBaHum 31ux
pa3nu4uil BBIACHSAIOT HECKOJIbKO oaBUI0B [1ceBnol TIT 1 tuna.

[TceBnol'TIT Tum la. DroT Tin mceBnol TIT — ayrocomMHO-AOMHHAHTHOE 3a00JI€BaHUE,
BbI3BaHHOE MyTauueu, npusojsnie k norepe gpynkuuu GNASI. Ilepenaercs ncenol TIT la
TAMA 1O MaTepuHCKOM ymHMM. [Ipm sToi Myranmm mnocne cBs3bBanus [ITIT ¢ penenrtopom
AKTUBAILIMY A/ICHIIATIIMKIIA3bl U TPAHCAYKIMY cuTHaia He mporucxoauT. Knuanuecku niceaol TIT
la Tuma yame BCEro MpOSBISETCS KOMIUIEKCOM CHMIITOMOB, M3BECTHBIX KaK HACJIECICTBEHHAs
octeonuctpoduss OndpaiiTta: HUI3KUM POCTOM, OKMPEHUEM, KOPOTKOH II€EH, OKPYTIbIM JIUIIOM,
MMOJKOXHBIMHM KaJbIIMHATAMHU, YKOPOUYEHHBIMM YE€TBEPTHIMH W IATBIMA METAKapHaIbHbIMU M
METaTap3aJIbHBIMA KOCTSMH M OTCTaBaHMEM B pa3BUTHM. [IoMHMO 3TOro, y mHanueHTOB ¢
nceBnol TIT la Tuma MoxeT HaOMIOAATHCS PE3UCTEHTHOCTH K JPYrUM TOpMOHaM, 3(]dexr,
KOTOPBIN peanu3yercs yepe3 G-0enku: roHaaoTponuH-puian3unar ropmony, ©CI, JII' u TTT. B
OMOXMMHYECKOM aHalu3e KpOBH oOOpamalT Ha ce0s BHUMAHUE THIOKAJIbLIUEMHUS C
runiepdochareMueii, pa3BUBAIOIIHNECS B PE3yJIbTaTe PE3UCTEHTHOCTH MoveK K aeicteuto [T, n
BTOPUYHBINA runepnaparupeos. IlomruMo 3Toro, y manueHTOB MOKET pa3BUBAThCS (UOPO3HBIN
OCTEUT, MOCKOJbKY pe3ucteHTHOCTh K [ITI" He 3aTparuBaer ckener.

[IceBno — nceBnol TIT. [Ipu nacnenoBanuu nHaktuBupyromeit myramuu B reie GNASI o
OTIIOBCKOHM JIMHUM TaKXKe pa3BUBAeTCs (DEHOTHIN HAcIeACTBEHHON ocTteomuctpoduu Ondpaiirta.
Opnako, TpuU  YCIOBMM Halu4yus  HOpManbHOro  matepuHckoro  amiens  GNASL
HEUYYBCTBUTEIBHOCTh MouekK K AeiicTButo I1TI" He Bo3HMKaeT. ChIBOPOTOUHBIE YPOBHU KalbIus,
docdopa u [1TT y Takux MannreHTOB OCTAIOTCA B Mpeesiax HOPMBL. Takoe COCTOSTHUE MOTYIHIIO
HazBaHue rnceno-ncesaol TIT.

[Iporpeccupyromas KOCTHasi TeTepoIula3us. YHAciAeAOBaHHAs IO OTIOBCKON JIMHUU
nHakTuBauuss GNAS] Takke MOXKET BbI3bIBATH MPOTrPECCUPYIONIYIO0 KOCTHYIO T€TE€pOILIA3UIO.

I[aHHOC 3a00JIeBaHUE I[C6IOTI/IpyeT B PAHHCM JCTCTBC M XapPAKTCPU3ZYCTCA ISKTOIINMYCCKUM
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KoCTeoOpa3oBaHWEM B JIEpME, MBIIIIAX U COSAMHUTENBHONH TKaHW. B KIMHWYECKOW KapTUHE
MOTYT HaOJII0IaTHCSI MPU3HAKH, XapaKTEPHBIE I HACleACTBEHHOU ocTteoauctpodun Onbdpaiita,
HE COIPOBOKIAOIIMECS U3MEHEHUEM KOHLeHTpauus Kanpuus uiu [T B cBIBOpOTKE KpOBH.

IceBmol TIT Tuma 1b. IlceBgol TIT Tuma 1b — peakoe ayrocOMHO-JOMHUHAHTHOE
3a0o0JIeBaHMe, IEpeJaromieecss M0 MATepUHCKOW NUHHH. Ero npuumHON SIBISETCS MyTalms,
nopaxarorasi peryasitopabie dnmeMeHTel TeHa GNAS1, a He cam ren. B arom ciydae
pesucteHTHOCTh K [ITI, mo Bcell BUAMMOCTH, pa3BUBAETCS TOJBKO B TKAHM IIOYEK, MOITOMY Yy
TaKUX [allMeHTOB HaONIOAal0TCAd THUNOKalbLueMus, runeppocareMus U  BTOPUUHBIN
runepnaparupeos 0e3 Kakux-i1u0o nposBICHUH HaclieCTBEHHOU ocTeoaucTpoduu OnbdpaiiTa.

[TceBnol'TIT Tuma lc. Dt0o 3ab0neBaHue SBISETCS CIAEACTBUEM MYTAIlMU, HAPYIIAIOIICH
cesa3piBanne G-6enka ¢ penentopom [ITI. Takum oOpazom, G-6emok crocoOeH aKTUBHPOBATH
aJICHWIATIMKIAa3y, HO 3TOT IpoliecC He CBsA3aH ¢ aktuBanuen penenropa [ITI. derotnnnuecku
TaKue TalUeHThl CXOMHbI ¢ OonpHbIMU ¢ TiceBHOol TIT la Tuma w WMEIOT Bce MTPHU3HAKH,
XapakTepHbIe st ocTeoaucTpodun Ondpaiita.

IlceBnol TIT Tuna 2

VYV nanuentoB ¢ nceBAol TIT 2 Tuna HET KIMHUYECKUX MPOSIBICHHM, XapaKTEPHBIX I
HacneAcTBeHHOU ocTeoaucTpoduu Onbpaiita. [ HUX XapaKTepHBI MOBBIIIEHNE KOHIICHTPAIIUN
nAM® B mMoue, He conmpoBoXxaaroiieecs: runepdocharypreit B OTBET Ha BBEICHHE YK30TEHHOTO

ITTT.

Jpyrue dopmel pesucredtHoct K [ITT

PesucrentnocTs K IITIN Takke MOXeT ObITh BbI3BaHA PEIICCCHBHON MHUCCEHC-MYyTalluel B
nocienoBareabHocT, komupyromeir ITTT (1-84), kotopas HPHBOAUT K HEBO3MOXHOCTH
CBSI3bIBAHHUS TOPMOHA C PEHEHTOPOM.

Jlpyrue npuuuHbI TUIIONIapaTHpeo3a

MuToXoHApUAILHBIC 3a00JIEBAHUS

I HIIOIIapaTUpPCO3 ABJACTCA KOMIIOHCHTOM MHOI'MX MHTOXOHAPHAJIIBHBIX 336OHCBaHHﬁ,

BO3HUKAIOIIMX BcaeAcTBUE Aenennid B MutoxoHapuansHoi JIHK. Huxe npuBoauTcs kpatkoe

OTHCaHKe HEKOTOPBIX MUTOXOHIPHATILHBIX 3a00JIeBaHNH, COIIPOBOXKAAIOIINAXCS
TUIIONIapaTUPEO30M.
Cungpom KepHca-Ceiipa — MUTOXOHJpHAibHAs LMTONATHS, XapaKTEpU3YIOLIAsCs

SHHe(baHOHaTHCﬁ, O(I)TaJIBMOHJ'ICF Heﬁ, IMUI'MCHTHBIM PCTUHHUTOM U KapHHOMHOHaTHCﬁ.
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MELAS cuHapom — coueTaHne MUTOXOHPUAIEHOW MUOTIATHH, SHIIE(PAIONIaTHH, JIAKTaT-
anyI03a M HMHCYJIBTOMOJOOHBIX AMH30J0B. BO3HHKaeT BCIEACTBHE TOYEYHOW MYyTalMHd B
mutoxonapuanbHoit TPHK u Hacienyercs no marepuHckoil UK. Yaie Bcero MaHu@ecTupyet
B JIETCTBE, [10CJI€ OTHOCUTEIBHO OJIaronoydHoro Nepruoaa paHHETo pa3BUTHSL.

Hedunut MuTOXOHApPHAIBEHOTO TpUYHKIMOHATbHOTO Oenka (MTPDS) — napymenue
HEKETOTHUYECKOW TUIOIIMKEMHM U

OKHCJICHUA  JKHUPHBIX  KHCIOT,

MaHUPECTHPYIOIIEe
COIMPOBOXKAIOIIEECS KapJIUOMHONATHEH, IUCOYHKIMEN IeueHu, CKEeJNEeTHON Muomatueil u
3aJlep)KKaMM B pa3BUTUM. B HekoTopeix ciywasx y Marepeir nereir ¢ MTPDS B xone

OEpEeMEHHOCTH OTMEYAJICS AMU30]1 OCTPOTO MEeYeHOYHOTo noBpexaeHus [43,70].

HaHHLIG 00 OCHOBHBIX NpUYrMHAX HACJICACTBCHHOTO THIIOIIApaTUPECO3a, KIIIOYCBBIX

KIIMHUYECKHUX MPOSBIEHUI 1 1a00paTOPHBIX U3MEHEHUSX MpeAcTaBiIeHb! B Tadbaue 10.

Tao6auna 10. OcHOBHBIC MPHYKHBI HACEICTBCHHOTO rUIonapaTipeosa [68].

3a0os1eBaHue Kinnnuyeckue u MousexkyJasipHbIH Heo0xonum
JJabopaTopHbIe JaHHbIE, cyocTpar pie
N03BOJIsSIIOLIUE 3a0oJieBaHUA reHeTH4ecKu
3amoA03puUTh 3a00/1eBaHue € 1 HHbIe
ucc/ie10BaHu
1
AyTOCOMHO- Yarmre acMMOTOMHBIN, pexe AKTUBHUpYIOIIAS CexBeHUpOBa
JIOMUHAHTHBIN — C yMEpeHHOH myrtarust CASR (1 nue CASR
runonaparupeos 1 u 2 TUTIOKAJILIIUEMHECH, tun) wim Gall (2 nmu GNA11
THIIOB BO3MOJKHA THIT) (11
TUIEPKATBIUYPHS cyOBbenuHuIa
oenka Goll)
AyTOCOMHO- ['unokanbIueMus, CaSR CexBeHHpOBaA
JTOMHUHAHTHBIN THIIOMAarHUEMHSI, aue CASR
TUIONapaTHPEO3 C TUNOKAlIMeMUs, aJIKaJos,
cunapomoM baptepa 5 TUIIEPKAbLUYPHS,
TUTA TUNOKaTMeMuUs 1
TUNIOHATPUEMHS,
00e3BOKMBaHUE B
3aBUCHUMOCTH OT TSKECTU
3a00JIeBaHUS
N3onupoBaHHbIN [Ipeobnanato ITTT, GCM2
TUNONapaTHpeo3 KIMHUYECKUE U CEKBEHHUPOBA
1a00pPaTOPHBIE CUMITTOMBI HUE B
TUTONapaTHpeo3a 3aBHUCHUMOCTH
oT
KIIMHUYECKOUN
KapTHHBI
AyTocomMHO- IITT i GCM2
pELIECCUBHBII
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AyTocomMHO- IITT nmm GCM2
JTOMHUHAHTHBIN
X-CBSI3aHHBII Jlokyc SOX3 (y
PELIECCUBHBII MY>KUHH)
HDR-cunpom CeHcoHeBpanbHas I'en GATA3 CekBeHupoBa
(runomapartupeos, TYrOyXOCTb, HUE reHa
[IIyX0Ta, TUCIUIAa3Hs AHATOMUYECKUE GATAS,
MIOYEK) 0COOEHHOCTH Pa3BUTHS CIIyXOBbI€
MOYCK M HAPYIICHUS UX TECTHI,
(YHKIIMOHUPOBAHHS, BU3YaJIH3aIHsI
ayTOCOMHO-/IOMHHAHTHBIN MOYEK
THUT HACJIEIOBAHUS
Cungpom AHOMaJINU cepJIevHo- Paznuunsle
Hu/lxopmxu COCYIMCTOM CUCTEMBI, B nedeKTsl, B T.4.
T.4. TeTpaga Pamio, eI U
TePEKTHI MUKPO/ICTICITIH B
MEXOKETyT0OYKOBOM 22011.2 xpomocome
reperopoaxu, truncus
arteriosus, maToJOrHU JTyrH
aopTHI (BCTpEUaIOTCs y
~80%); nMMyHOIeDUITUT
(qactpie HHEKITMOHHBIC
3a00JIeBaHMs, a- UIN
TUIOIUIa3us TuMyca, T-
KJIETOYHAs JIMM(OTICHHUS ),
TUIIONIapaTHPE03, AHOMAIUU
CTPOEHUS TJIOTKH U
rOpTaHH, BOIYbS MACTh,
MOBE/IEHYECKHE U
NICUXUATPUUECKUE
HapYIICHHUS,
0o TaIbMOJIOTHUECKHE
HapYIICHUs, OTeps clyxa
Cunapom Kennu-
Kaddu
Tun 1 nmm Huskuii poct, 3aaepixka I'en TCBE CexBeHHpOBaA
CUHIPOM pocTa, MaJIeHbKHI pa3Mep HUE TeHa
Canbpsii— KUCTEH U CTOII, TCBE
Cakartu KOPTHUKAJILHOE HCTOIIECHUE
(ayrocomHo- U MEAYIISIPHBINA CTEHO3
PeLeCCUBHBI TpyOUaThIX KOCTEH,
i) OTJIO’)KEHHOE 3aKPHITHE
POJTHUYKOB, TUCMOP(HU3M
JUIa, aHOMAJIUK TJIa3,
TUTIOTIApaTHPE03
Tun 2 Jucnna3us KocTei, HU3KUU I'en FAM111A CexBeHHUpoOBa
(ayrocomHo- pOCT, KOPTUKAIILHOE HUE TeHa
HMCTOHYEHHUE U FAM111A
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JIOMUHAHTH MeyJUISIPHBIA CTEHO3
bIif) TpyOUaThIX KOCTEH,
OTJIOKEHHOE 3aKPBHITHE
POIHUYKOB, TUCMOP(H3M
JU1a, aHOMAJIUH TJ1a3,
TUTIOTIAPATUPEO03
I'mnonaparupeos, Myranuu B CekBeHupoBa
ACCOITMMPOBAHHBIN C MUTOXOHIPUAITHHOM HUE
MUTOXOHJIPUATHHBIMH reHome MUTOXOHJIpHA
00JIe3HIMU aeHOM JIHK
Cunnpom Od¢ranbemorierus, Kpynuas neneuus CrenuanbHbI
Kepnca- HapyleHUs IMTMEHTAMY | MUTOXOHJIPUAIBHOMN e
Ceiipa CETYATKH U JHK KJIMHUYECKHUE
BHYTpHUCEPJICUHON o0cnenoBaHu
MIPOBOIMMOCTH, s, B
MMPOKCUMAJIbHAS U 3aBUCHMOCTH
OynsOapHast ci1aboCTh, oT
BO3MOJKHA aTaKCHs MOPaKECHUS
OpraHoB U
CHUCTEM
Cunapom DHiiedaroMHOIaThs, Myranus B
MELAS JIAKTaT-alli103, MHUTOXOHIPHATHHOM
HWHCYJIBTOTIO0OHBIE rege TPHK
SMU30/Ibl,
o TaabMOTUICHHUS, TUA0ET,
HoTepsi ClIyXa, MUTPEHH U
KOHUTHBHBIEC HAPYIICHUS
Cunapom Hapymienust B okucieHuu Myrtanuu B
MTPDS JKUPHBIX KHCIIOT, MHUTOXOHIPHAITHBHOM
aCCOLIMMPOBAHHEIE C reHoMe
HelponaTuei,
peTuHOnaTuen u
0)KUPEHUEM TeYEHU

GNAL1 - G protein alpha subunit 11, GATA3 - GATA-binding protein 3, FAM111A -
family with sequence similarity 111 member A, GCMB - glial cell missing gene, HRD —
hypoparathyroidism retardation dismorfism, SOX3 - sry-related HMG box, GNA11 - G protein
subunit alpha 11, TBCE - tubulin folding cofactor E, MTPDS - mitochondrial trifunctional protein

deficiency
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KpnTeplm OLIeHKH Ka4eCcTBa MeIUIIUHCKONA MOMOIIH

Yposenn YposeHsb
Ne
Kpurtepuu xkauecrBa JI0CTOBEPHOCTH | yOeTUTEILHOCTH
J0KA3aTeJbCTB| PeKOMeHIaluii
1. |BeimonHeHO Hccie0BaHUE YPOBHEW MapaTUPEOUTHOTO 2 B
TOpMOHa, 00IIEero KaJblMs U albOyMHHA (C pacyeToM
QITOYMUH-CKOPPEKTUPOBAHHOTO YPOBHS KaJIbITUS
KpPOBH)
2. |BvIoIHEHO M3MEpeHNe YPOBHsI KpeaTuHUHA (C 3 B
pacuerom CK® mo EPI), obmiero maruus,
Heopranndeckoro gocdopa, 25-OH Butamuna D
KpPOBH
3. |BBIMOTHEHO MCCTeIOBaHNEe YPOBHS KaIbIUS B 3 B
CyTOYHOU MOUe
4. |BBIMOJIHEHO YIBTPAa3BYKOBOE UCCIEAOBAHUE TIOUEK 2 B
5. [[IpoBenmeH npueM (0OCMOTpP, KOHCYJIbTAIUs ) Bpada- 5
o¢raspMoIOTa B ClIydae OTCYTCTBHS KOHCYJIBTAIIMN HA
TTOrOCTIUTAILHOM 3TaIle JUIs CBOEBPEMEHHON
TMarHOCTUKH OCJIOKHEHHH CO CTOPOHBI TJ1a3
6. [BeimosHeHa KOMIBbIOTEpHAS TOMOTpadus TOJIOBHOTO 4 C
MO3ra IpH HAJMYUH y TTalMeHTa HEBPOJIOTUIECKON
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IIpunoxenne Al. CocraB padoueil rpynnsl no paspadorke M nepecMoTpy KIMHHYECKHX
peKoMeHaauui

PykoBonurenu:

JHenos M. - TIpesupent llentpa, Unen Ilpesmmuyma PAH, akanemuk, IIpesumeHt
Poccniickoil acconuanyu SHAOKPUHOJIOTOB, IVIABHBIM BHEIITATHBIM CHELUAINCT YHAOKPHHOJIOT
MununcrepcTBa 3apaBooxpanenus Pocecun.

Menbanuenko Al - akamemuk PAH, Buue-Ilpe3unent Poccuiickoii accouuanuu
SHIOKPUHOJIOTOB, Jlupekrop WMHcTuTyra KinuHudeckod sHAokpuHojorun DIBY «HMUIL]
SHAOKpHUHOJOTHW» Mun3npasa Poccun.

Mokpsimesa H.I'! — n.0. Jlupexropa LleHTpa, JOKTOp MEIUIMHCKMX HAYK, UIEH-KOPD.
PAH, unen Poccuiickoil acconpanuy 3HIOKPHUHOJIOIOB, HAay4YHBI PYKOBOJWTENb OTAEICHUS
MIaTOJIOT MU OKOJIOIIUTOBHU/IHBIX JKEJIE3.

Pabouas rpynma:

Aunpeera E.H! — noxrop Memuumuckux Hayk, mpodeccop, Jdupexrtop HWucTHTyTa
pEnpOAyKTUBHOW MEIMLIMHBI, 3aBEAYIOIIAsl OTACICHUEM HIOKPUHHON THHEKOJIOTHH.

benpnesuu I[.F.l - JOKTOP MEIUIIMHCKHX Hayk, mpodeccop, Ilpesunment Accoumammum
SHJOKPUHHBIX XUPYPrOB, INIABHBIA HAYYHBIA COTPYJHUK OTIENIA XUPYPIHUH.

Epemkuna AK.! — kaHIMIAT METUIIMHCKIX HayK, 3aBellylolas OTACJIICHUEM MaTOJOTHH
OKOJIOLIUTOBUIHBIX JKEJIE3.

Kaponosa T.JL* - nokTOp MemMIMHCKHX Hayk, mpodeccop Kadeapbl BHYTPEHHHX
6oseszneit, pykoBoautesb HWJI knmnHnYeckol SHI0KPHHOJIOTHH.

Kum U.B.! - xauaunar MeIMIMHCKUX HAYK, 4leH ACCONMALUM HIOKPHHHBIX XHPYProB,
BEIYILHMI HAYYHBIN COTPYIHUK OTIENa XUPYPIHUH.

Kosanesa E.B.! - nayunblii coTpyqHUK OT/I€IEHUS IATOIOIMH OKOJNOIIUTOBUIHBIX JKEJIE3.

Kpynunosa 10.A.! - Hayunelil cOTpyIHHK OTJAeNEHHS HATOJOTHH OKOJOIIMTOBHMIHBIX
xKenes.

Kprokosa 1.B.2 - kanuaT MeMIMHCKHUX HAyK, JIOIEHT Kadeapsl SHA0KprHOojIoril DYB.

Kysuenop H.C.! - [0KTOp MeIMIMHCKMX HayK, 4ieH ACCONHMALMH >HIOKPMHHBIX
XUPYProB, npodeccop, 3aBeyIOIHNNA OTIEIOM XUPYPIUu.

Mupnas C.C.! — kamaupgar MemMUMHCKMX Hayk, udneH Poccuiickoif accommarnuu
SHJOKPUHOJIOTOB, CTApPIINUM HAy4HBIH COTPYAHUK OTIEICHHUS IaTOJOIMU OKOJIOLUTOBUIHBIX

KCEIIC3.
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MynynoB A.M.% — nokTop MeauIMHCKUX Hayk, npodeccop PAH, Ipesunent Poccuiickoro
00I1[eCTBA CIIEIUATUCTOB 110 OIyXOJISIM I'OJIOBBI U IIEH, 3aBEAYIOLIHH OTJEIOM OILyXOJIeH TOJIOBbI
U IIEH.

1- ®I'bY «HMUL] sunoxkpuHosorun» Munzapasa Poccun

2 - ®I'bY "HMMUL] onkosornu uM. H.H. broxuna" Munznpasa Poccun

3 -T'bY3 MO MOHUKU nm. M. @. Bragumupckoro

4 - OI'BY «HMMUII um. B. A. AnmazoBa» Mun3znpasa Poccun

Koudaukr unrepecos:

JUis OKOHYaTeNnpbHOW peAaKIMK U KOHTPOJS KadecTBa PEKOMEHJAlMM ObLIM MOBTOPHO
MIPOAHAJIM3UPOBAaHbl WIEHaMHU paOodel Tpymnmbl, KOTOPblE MPUIUIM K 3aKIIOYEHHI0, 4YTO BCE
3aMeyaHusl U KOMMEHTapHH 3KCIIEPTOB MPUHATHI BO BHUMAHHUE, PUCK CUCTEMAaTHYECKUX OIIMOOK
IpH pa3paboTKe peKOMEHJAINI CBEIEH K MUHUMYMY.

VY aBTOpPOB U AKCHEPTOB HE ObLIO KOH(IMKTA MHTEPECOB MPH CO3JAHUH KIMHUYECKUX

PEKOMEH IalHi.
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IIpunoxxenune A2. MeronoJiorusi pa3padoTku KINHUYECKHX PeKOMeHIalui

Mertopl, UCHIOIB30BaHHBIE UL cOOpa /CENeKIMH T0KA3aTeNbCTB: MOUCK B 3JIEKTPOHHBIX
0a3ax IaHHBIX MO KIIOYEBBIM CJIOBaM, CBSI3aHHBIM C THIONAPATHPEO30M M COOTBETCTBYIOIIUMHU
paszenaMy KJIMHUYECKHX pexkoMmeHaauuid. OneHka KadecTBa M PEJIEBAHTHOCTH HalJIEHHBIX
HUCTOYHUKOB (Agree).

Onmcanue METOJOB, HCIOJB30BaHHBIX Uil COOpa/CeNIeKIUu  JI0Ka3aTeIbCTB:
J0Ka3aTeNbHOM 0a30il A pekoMeHAalui ABIsA0TCS MyOauKanuu, omennme B KoxpanoBckyro
oubnuoteky, 6a3pl naHHEIX EMBASE u MEDLINE, e-library. 'myOuna moucka cocrasisiiia 0oJiee
15 ner.

MeTo1b1, NCIIOJIb30BaHHBIE [l OLIEHKU Ka4eCTBA U CHJIbI I0KA3aTeIbCTB!

. Koncencyc skcriepToB

. OneHka 3HAaYUMOCTH B COOTBETCTBHU C  YPOBHSIMHU JJOKA3aTEIbHOCTH M KJIaccaMu
peKOMeHIaui (MTPUIIaratoTcs).

IleseBasi avANTOPHS JAHHBIX KIMHHYECKHX PEKOMEH/IAIHIN:

. Bpau-3HJIOKPUHOJIOT
. Bpau-Xupypr;
. Bpau o0111e# mpakTUKK (CeMEHHBIN Bpay);,

. Bpau-TepareBT;

1

2

3

4

5. Bpau-ypoJior;
6. Bpau-HehpoJIoT;

7. Bpau-HEBPOJIOT;

8. Bpa4-KapauoJior;

9. Bpau-aKyIep-ruHeKOoJor.

Tab6uauua 1. [llkana onieHKu ypoBHE# 10cToBepHOCTH N0KazarenbcTs (Y /1) mis metonoB

ANarioCTHuKHU (I[I/IaFHOCTI/IquKI/IX BMeH.IaTeJ'ILCTB)

YA Pacumdposka

1 CucremaTnieckue O630pBI HCCIeI0OBAaHUM C KOHTPOJIEM pe(l)epeHCHLIM MCTOJOM HIJIN
CHCTEMaTUYECKHUI O630p pPaHAOMU3ZHUPOBAHHBIX KIMHHUYCCKUX HUCCIIEJOBAaHUN C

NPUMCHCHUCM MCTa-aHaln3a

2 OTI[eJ'ILHLIe HCCIICAOBaHUA C KOHTPOJIEM peq)epeHCHBIM MCTOJOM MM OTACIIBHBIC

PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC HCCICHOBAHUA U CUCTECMATHYCCKUC 0630pBI
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UCClieIoBaHU  nro0oro  AM3aiiHa, 3a  HMCKIIOYEHHWEM  PaHIOMM3MPOBAHHBIX

KIMHUYCCKUX I/ICCJICI[OBaHI/II\/JI, C IPUMCHCHUECM MCTa-aHaJIn3a

3 HccnenoBanust 0e3 MOCIEIOBATEIBHOTO KOHTPOJIL pPeEepeHCHBIM METOAOM HWIN
UCCIIeIOBaHUSI C pe(EepeHCHBIM METOIO0M, HE SBISIOUIMMCS HE3aBUCHMBIM OT
HCCIIEyEMOr0 METOa UJIM HEPAHIOMU3UPOBAaHHBIE CPABHUTENBHbIE UCCIICOBAHNUS, B
TOM YHCJI€ KOTOPTHbIE UCCIIEA0BAHUS

4 HecpaBHuTenpHbIE HCCIEIOBAHUS, OTUCAHUE KIIMHUYECKOTO CIydast

5 Nwmeercs nuinbs 000CHOBaHME MEXaHU3Ma JEMCTBUS I MHEHUE SKCIIEPTOB

Tab6auua 2. Illkaia oneHKH YpOBHEH JOCTOBepHOCTH JTokazareiabcTs (Y 1) ams MeTo10B

npoUIAKTUKH, JISYCHUS U peadbunutanuu (MpoPUIaKTHIECKUX, JIEYCOHBIX, peaOuIUTAIMOHHBIX

BMEIIATEJIbCTB)
Y1 Pacumdposka

1 | Cucremaruyeckuii 0630p PKU ¢ mpumenenrneM meTta-aHanuza

2 Otnenpabie PKU u cuctematnyeckue o030pbl MCCIEIOBaHWM JIO0OTO au3aiiHa, 3a
uckimouennem PKU, ¢ npumenennem mera-aHanusa

3 | HepanaoMu3upoBaHHbIE  CpaBHUTENIbHbIE  HCCIEAOBAHMS, B T.4. KOTOPTHbBIE
HCCIIEeI0OBAaHUS

4 | HecpaBHUTEIbHBIE UCCIIEIOBAHUS, ONTMUCAHNE KIMHUYECKOTO CITydyasi UJId CEpUU CIIydaes,
WCCIIEIOBAHUS «CIIY4aii-KOHTPOJIb)

5 | Umeerca numb 00OCHOBaHHWE MEXaHHM3Ma JCWCTBUS BMEIIATENbCTBA (IOKIMHUYECKUE

I/ICCJ'ICI[OBaHI/ISI) HJIM MHCHHUEC DKCIICPTOB

Tab6aunma 3. Ilkanma oneHku ypoBHeH yOemurenbHOCTH pekoMeHmanuid (YVYP) mis

MCTOIOB HpO(I)I/IJIaKTI/IKI/I, JUAardHoCTUKM, JICYCHUA H pea6I/IJ'II/ITaI_[I/II/I (HpO(I)I/IJIaKTI/I‘{eCKI/IX,

JNAarHoCTU4YCCKHX, J'IC‘IC6HBIX, pea6I/IJ'II/ITaI_II/IOHHLIX BMeI_HaTeJ'ILCTB)

Yyp Pacumgposka

A

CunpHas pekoMmeHgalus (Bce paccMarpuBaeMble KpuTepuu 3GGEKTUBHOCTH
(ucxompl) SBNSIOTCS BaXXHBIMH, BCE HCCIEIOBAHUS HWMEIOT BBICOKOE WIIH
YIOBIIETBOPUTENBHOE  METOJIOJIOTMYECKOE  KAYeCTBO, MX  BBIBOJABI 11O

HHTCPCCYIOIHUM NUCXOAaM ABJISIFOTCS COT J'IaCOBaHHBIMI/I)

VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH 3 (GEKTUBHOCTH

(I/ICXO,Z[LI) SABIIAKOTCA BaXHBIMH, H€ BCC HCCICOAOBaAHHA HMCIOT BBICOKOC HIIN
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YAOBJICTBOPUTCIIBHOC MCTOAOJIOTUYCCKOC KauCCTBO U/WIA  HX BBIBOJBI 110

HUHTCPCCYIOIIUM HUCXOAaM HEC SABJIAIOTCA COI‘JIaCOBaHHBIMI/I)

C Cnabas pexomeHaaIus (OTCYTCTBUE I0Ka3aTEIbCTB HAUICKAIIETO KauecTBa (Bce
paccmarpuBaeMblie KpuTepun d(H(HEKTUBHOCTH (MCXOJIbI) SBISIOTCS HEBAKHBIMH,
BCE UCCJICJIOBAHHS UMEIOT HU3KOE METOIOJIOTUISCKOE KAYECTBO U X BBIBOIBI IO

MHTEPECYIOIIUM UCX0aM HE SIBJIIIOTCS COTJIACOBAHHBIMHU )

IHopsinok 00HOB/IEHNS KIMHUYECKHUX PeKOMEHIaluii

Mexann3M  OOHOBJIEHHS  KIMHUYECKHMX  PEKOMEHJAlUMH  IperycMaTpUBaeT  HX
CHUCTEMATHYECKYIO aKTyalIM3aliIo — He yalle, 4eM 1 pa3 B 6 Mecs1eB, WK IPU MOSIBICHUN HOBOM
nH(pOpMaIIUK O TAKTUKE BEJCHUS MAIMEHTOB C TaHHBIM 3a0oJieBanueM. Perenre 06 0OHOBICHUHN
npuHuMaer M3 P® Ha OCHOBE TMpEUIOKEHUH, NPEICTABICHHBIX MEIUIWHCKUMU
HEKOMMEpUeCKUMHU MpodeccnoHanbHbIMU opraHu3anusMu. CPopMUpOBaHHBIE MPEIOKEHUS
JOJKHBl ~ YUYUTHIBATh PE3YNbTaThl KOMILJIEKCHOM OLIEHKM JIEKapCTBEHHBIX IpPEnaparos,

MEIIMIIMHCKUX U3JIEIIUH, a TAK)KE PE3yJIbTaThl KIIMHUYECKOU armpoOaIiu.
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l'[pn.nomeﬂne A3. Cl'lpaBO'lHBIe MaTepualjibl, BKJIKO4Yasd COOTBETCTBUE NOKAa3aHuil K
NPUMEHEHUI0O H leOTI/IBOHOKafiaHI/Iﬁ, cnocoooB NMPUMEHEHUA U 03 JCKAPCTBEHHBLIX

npenapaToB, HHCTPYKIUHUH 10 IPUMEHCHUIO JICKAPCTBEHHOI'O IIpenapara

AKTyanbHbIE HHCTPYKILUH 10 IPUMEHEHHUIO JIEKAPCTBEHHBIX IIPENAPaTOB PACIIOJIOKEHBI HA
OpUITHATEHOM caiite Mun3apasa Poccun http://grls.rosminzdrav.ru/Default.aspx
(http://grls.rosminzdrav.ru/Default.aspx).

[IpuHUMnObl Je4eHus U NpPOPHIAKTUKH AePUIIMTA/HEJOCTaTOYHOCTH BUTaMMHA D y
MAlMEHTOB C TUIONAPAaTUPEO30M COOTBETCTBYIOT HPHUHLHUIIAM, WU3JI0)KEHHBIM B KIMHUYECKHX
pexomenaanuax «AEOUIUT BUTAMUHA D V B3POCJIbIX: IUAT'HOCTUKA, JIEUEHUE
N TTIPOOUIIAKTUKA» (Komnekrtus aBtopos: [Turaposa E.A., Poxunckas JI.A., benas XK.E.,
HzepanoBa JI.K., Kaponoma T.JI., Wmeun A.B., Menpauuenko I'.A., [emo W.W.) doi:
10.1185/03007995.2013.766162, https://minzdrav.gov-murman.ru/documents/poryadki-
okazaniya-meditsinskoy-pomoshchi/D%2019042014.pdf).

Hcnonvzosanue ITI (1-34) (#Tepunapamuo**) ons neuenus: cunonapamupeosa

IITC (1-34) (#Tepunapatua**) He 3aperHCTPUPOBAH B KAdeCTBE JIEKAPCTBEHHOTO
CpeACTBa ISl IeUeHUsl Turnonapatupeosa kak B crpanax EBpomnsl u CILA, tak u B Poccun, oqHako
UCIOJIb3YeTCST JJIsl JICUEHUS TSKEIOro, HEKOMIICHCHPYEMOTO Ha CTaHAAapTHOW Teparuy,
TUIOINapaTupeo3a KaK y B3pOCIHbIX, TaK U Y IeTell B paMKaxX HayYHBIX HCCIIEIOBaHHM.

D dexTuBHOCT, M 0€30MacHOCTh MCIob30Banus tepanuu IITI (1-34) mis nedeHus
TUIONapaTupeo3a MPOJEMOHCTPUPOBAHO B OTKPHITOM DPAaHIOMH3MPOBAHHOM HCCIIEIOBAHUH,
MPOJOJDKATENbHOCTRIO 3 roma (N=27, Bospact 18-70 mner). IlamueHTsl ¢ XpOHUYECKUM
TUIONAapaTUPE030M ObUTH PaHJOMU3HPOBAHBI HA 2 TPYIIIBL: MOJYyYaAIOUIUE CTAaHAAPTHYIO TEPAITUIO
(cpennsisi mo3a kampuutTpuona** 0.91+0.2 mxr/cyt) u tepanuto IITIT (1-34) 2 paza B cyTku
(cpennsis no3a 3742.6 mkr/cyt (0.5 Mkr/kr)). [lo ucreuenuu 3-jaeTHero nepuoa UCCae0BaHus B
obeux rpyrmmax Oblia JOCTUTHYTa KOMIICHCAIHS TUIToapaTupeosa, Ha (oue neuerus [1TI (1-34)
OTMEUEHO TaKKe CHIKEHHE BBIPAXKEHHOCTHU TUMepKanbuuypun. Takum oOpaszom, tepanus [1TT
(1-34) moxasana cBoro 3P HEeKTUBHOCTH M O30MACHOCTD TPH JICUCHHUH runonaparupeosa [133].

[IpeumymiectBo ucnonszoBanus tepanuu I1TT (1-34) B pexxume BYKpaTHBIX HHBEKIIMH B
T€YCHHE CYTOK MO CPaBHEHHIO C OJHOKPATHON WHBEKIMEH MPOJAEMOHCTPUPOBAHO B JAPYrOM
paHzoMU3UpOBaHHOM HccaenoBanuu (N=17, Bo3pact 19-64 roma). Bce yyacTHMKM MOCTUTIH
KOMITeHcauu 3aboseBaHus (MOAACp)KAHUE IIENIEBOTO YPOBHS KANbIHS CHIBOPOTKH KPOBH),

OJIHAaKO IIPpU HCIOJIb30BAHHUU JABYKPATHOTO PCKHMaA HO3UPOBAHUA ITOI0 YAAJIOCh NOCTHYL Ha
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MEHBIINX CyTOYHBIX J03ax npenapara — [ITT (1-34) 46+32 mkr/cyt no cpaBHenuto ¢ [1TI (1-34)
97+60 mkr/cyt cootBerctBeHHO (P < 0.001) [134].

Jlpyroe  paHIOMM3MpPOBAaHHOE HCCIEJOBAaHUE TaKXK€ II0Ka3al0 MPEUMYIIECTBO
ucnosib3oBanus ABykpaTHoW uHbekuuu IITIT (1-34) B TedeHwe CyTOK IO CPAaBHEHHUIO C
OJTHOKPATHOM MHBEKIMK Yy MAaIMEHTOB C rumomnapatupeozoMm (N=14, Bospact 4-17 uner).
JImUTeNnbHOCTh HCClIeIoOBaHus cocTaBmwia 28 Henenb. [lo uToram ycTraHOBIIEHO, 4TO Ha (OHE
nBykpatHoi uabekuuu I1TT (1-34) B TeueHne cyTOK ynaeTcsi JOCTHYb U MOJAEpKaTh LieJeBbIe
MTOKAa3aTeH KaJbIUs B TEUCHHE CYTOK, a TAK)KE YMEHBIIUTh BaApUa0EIIbHOCTh CYTOYHOTO MPOQUIIS
KaJIbIIUEMUH, C UCII0JIb30BAHUEM MEHbIIIEH CYyTOYHOM J103bI IIperapara o CpaBHEHUIO C PEXUMOM
B 1 uabvexuuto [1TT (1-34) B cyTku (1032 mpenapara pu pexkume ABaxk1bl B CyTKH 25+15 MKr/cyT;
[IPH OJTHOKPATHOM MHBEKINH - 58 + 28 mkr/cyT; P < 0.001) [135].

B mnactosimee Bpemsi MmakcumanbHbld Tiepuon  Tepanuu 1T (1-34) y nmereit ¢
HEXUpYypruueckuMu (popmamu runomnaparupeosa cocrasiser 6,9+3.1 rona (1,5; 10), B cpeaneit
no3e 0,75+0,15 mkr/kr/cyt. Ha done neyeHus oTMeyaeTcsi 3Ha4uMOE CHIDKEHHE TIOTPEOHOCTH B
KaJbLIMK U Npenaparax BUTaMuHa D, nosoxurenbHas JUHaAMUKa MapKepoB KOCTHOM pe3opOuun
[136].

Hcnonvzosanue cuopoxnopomuazuda™™>, xnopmaiuoona ojisi KOppexkyuu

unepKanbyuypuu

PexomMeHaIus no uCrnoib30BaHUIO THIPOXIOPOTHA3UAA™* U XJIOPTAIHIOHA Y TAIUEHTOB
C TUIIOTIAPaTUPEO30M OCHOBAHA Ha pe3yibTaTax MCCIEHOBAHUM, TEMOHCTPUPYIOIIUX CHUKEHUE
YPOBHS SKCKpEIUU Kaiblus Ha (POHE UX MPUMEHEHHUS.

Db deKTHBHOCTS THA3KAOB (THIPOXIOPOTHAKI**) B KAUECTBE MTPEMApaToOB, CHIDKAIOIIUX
CYTOYHYIO DKCKPEIMIO KaJbI[Usl B MOYE M PUCKU PA3BUTHUS KaIbIU(PUKALUS MTOYEK TOKA3aHbI B

HECKOJIBKMX PaHIOMH3HPOBAHHBIX KIMHHYECKUX HCCIIEAOBAHUAX, HAa OCHOBAaHMH KOTOPBIX
BbINOJIHEH MeTaaHanu3 (N=571) (P <0,0001) [113].

B uccnenoBanuu Santos F. u coaBT. npu HCTONb30BaHUN THIPOXIOPOTHA3UAA™* B n03e 1-
2 MI/KT/CyT y MalMeHTOB C XPOHUYECKUM THIIOMAPAaTUPEO30M CHUKEHHE CYTOYHOU IKCKPEIUU
KaJbIUS M KaJbIIMH/KPEaTHHUHOBOTO COOTHOIIEHUS HaOmomanoch ¢ 3,2+0,8 wmr/kr/cyt u
0,19+0,04 no 1,3+0,6 mr/kr/cyr u 0,05£0,02 coorBeTcTBeHHO. TakuM 00pa3oM, MPUMEHCHHE
TUAPOXJIOPOTHAZHIA*™ MO3BOJISIET CHU3UTH CYTOYHYIO SKCKPEIHIO KaJbI[Us ¢ MOUYOH y JaHHOU
KOTOPTHI narreHTos [128].
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[Toka3zaHo, YTO MCIOJIB30BAHUE XJIOPTAIHMIOHA Y MAIIMEHTOB C THIIONAPATHPEO30M TAKKE
NPUBOJUT K CHI)KCHHIO SKCKpenuu Kanblws. B ucciemoBanuu Porter R.H. u coaBr. ObuLIO
MOJY4eHO, 4YTO Ha (OHE MpHeMa XJIOPTAIUIOHA CHIDKCHHE CYTOYHOW SKCKPELUH KaJIbI[HsI
cocraBmiio co 179 o 88 mr/cyt (P <0,001), mpu 5TOM CcpenHuii ypoBEHb KaJIbLUs KPOBU JOCTHT
pedepencHoro muamnazona (¢ 8,2 wmr/mt go 9,3, P<0,05) (n=7, npomonKUTEIEHOCTH
uccienoBanus — 25 mecsiies) [116].
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Hcnonvzosanue kanvyumpuona™* ona npogunaxmuxu nocieonepayuoHHou 2unokaibyuemMuu
ITo nmanueiM wmeraananusa (Alhefdhi A. u coast, 2013 r.), BkIOuaromiero B cebs 9
PaHIOMH3HPOBAHHBIX KOHTPOJIMPYEMBIX HCCIECOBAHUN C BKIIOYEHHEM cymMmapHo 2 285
ManMCHTOB, HMCIIOJIB30BAHHUC IPLCIIApaTOB KaJIblUA B MUHHAMAaIbEHOHU J03€ 3 F/Cy’l' B COUYCTAaHHUU C
KaJbIUTPHOIOM** B 103€ 1 MKT/CyT y MAIlMEHTOB, IEPEHECITUX XUPYPTUIECKOE BMEIIATEIHCTBO
Ha meC W HMMCIOIUX IIOBBIMICHHBIX PHCK pPa3BUTUA HOCJ’IGOHGpaL{HOHHOﬁ THUIIOKaJIbIIUEMUU,
SABJISACTCA H€O6XO)II/IMBIM JUIA €€ HpO(i)I/IJ'IaKTI/IKI/I. HaHHOG JICYCHNE PCKOMCHIOBAHO K HA3HAYCHUTO
B paHHEM IOCJECONEepPAlIOHHOM TMEepHoJie B TEUEHHWE 2 Hemenb ¢ 00s3aTeNbHON OIEHKOU
(ocpopHO-KaNbIIMEBOr0 0OOMEHAa M PEUICHUEM BOIIPOCa O KOPPEKIUHU Tepaluy M0 3aBEpIIEeHUN

aToro cpoka [148].

89



JICTBH Bpaya

(V)

IIpuaoxenue b. AJroputTmsl e

7 BHWSHHIEWOWdSH -
HurAw BUT TR favoww g'¢ =

W HUMHIH m:.n.._.»u\_n:oEE 57’9 5 3hOW MOHKOLAD 8 MuTNaues -
rw/iH og @3rog @ eHMWeLMB(HO)SZ aHaBodA -

EWiwslegoopoOWdOH -
MHuedal MaLsh x1I9HhMdoLE SMHIMULOT

BUHIEW K30
XIaHhMIERd MMTIEHWQWOH BMHBREHERH -
++ETMEEHLOTOUXOTT I SMHBhEHEEH -
44 EUOOSPHTIEAIENSIEH aMHahEHERH -
EL3WT BeHLEdIOdOLM] -
\WEMHEEEHOU OU MMHIMAdeH eunyaddoy

(weMHesEHOU
ou) dLoWI0 UMHIShMIOKOWALELO -
(WEMHEEEHOU OU) BIEOW OJOHEOLOL 1Y -
Tol 8 ced T Hahou MER -

ganulaw
Z7-9 8 €ed T 3hoW WOHKOLAD 8 MUNAEH -

93NEI3W g-C 219THEN

ld3-@HD wolanded 3 HUHWLESOH ‘MuHIEW
‘dodaod ‘HuwWAgave ‘UMMgo uMnarex -

:QuodLHON MMHIBhMWEHKTT

_— MMW3UNAWEHOUMI SOWOLUWMD aMaLd1holo

munuedal noHideTHeL eo suninaddoy 134 rjavoww g'g-1'z waody murodosiao smnaves anasodA - E|v
T ‘MMUedaL MUaN MoHRKMEdIU SMHSHKULIO0T —

Ihow MOHROLAD 8 BMNaueN ‘©oHD) worahied 3 waody
g eHMLEadH ‘Maody 8 T eHMWeLWE HO-GS7 ‘waodH
axLodosian 8 BMHIEW 013mgo ‘waody 8 edodood

0JoHIZhMHeldosH BHE0dA aMHESOTALIDOM

MUWSMTIGUEHOLIM] MHWMLIOHIEWT
noHaveunHadaddu xenwed a
EHIMOU OJOHIShMLIIOHIEWT suHaxroTod| |

cleHogdex
pMnaves xumexdaroo ‘soledeusdu xigHavedodsu
U (. LLORdLWTalEN *, FoTUTaresedale)
x1aHT'oasuodu 01 ¥ g eHMWEeLWS goledeuadu
‘MMuedal yoHLdeTHeL goledeuadu SMHBREHEEH

(11U w waod:
sunavey oloHHesodwinaddond-HuwAgave auHaraTaduo)
EHULIOHIET]

+

(Mruwannarerouml 1I9wWoLLWKD)
MUWSHNGUEHOUM] 3MhHMIEH BH WauHadeoTou 2 1atHauhe|

90



[Tpunoxenune B. Madopmanus 11 nanueHTa

Yro Takoe okojommuTOBHAHBIE Kese3bl (OLZK) u kak oHu padoraT?

B opranusme uenoseka yaie Bcero umerorcss 4 OUDK — 2 BepxHue u 2 HUXKHHUE. DTO
HEOOJIBIINE JKEJIE3bl, pa3MepoM ¢ pucoBoe 3epHO. Pacnonoxkensl OILDK B obnactu men psiiom ¢
LIIUTOBUIHONW Kene3oi, mo ee 3aaHeid mnoBepxHocTH. OLDK BripabareiBator I[ITI. IITI
perynupyer ypoBeHb Kanbllusi B KpoBu. Eciom OILK BeipabGateiBator mano IITI unu onum
yJaJeHbl, pa3BUBAETCS COCTOSTHUE C HU3KUM YPOBHEM KaJIbIUsl B KPOBU — THIIONIAPATUPEOD3.

Yro Takoe 'unonaparupeo3?

Orto penkoe 3aboieBaHHe, NMPU KOTOPOM B pe3yibTare ymeHblieHus cekpeuun I[ITI
CHIDKAETCS YPOBEHb KaJbIIHs B KPOBU.

Kaxosbl npuunnbl I'unonaparupeosa?

Jlnst  GoybIIMHCTBA OOJIBHBIX OCHOBHOW TPHYMHOW THIIONApaTHPEO3a  SBIISIETCS
XUpPYpPruueckoe BMENIaTeIbCTBO B 00JIaCTH IIeH — yAalleHue IUTOBUIHOM xene3bl, 1uoo OLK.
Tak kak OUIXK pacnoyio’keHbl psiIoM C IMIUTOBUIHOW JKEJI€30H, yIajJe€HHUE MOCIETHEH MOXKET
MPUBECTU K MOBPEXKACHUIO WM HENpeaHaMepeHHoMY yaaneHuto OLDK.

[[luToBHIHAS Kele3a MOXKET OBITh y/lajeHa MO CICAYIOIINM TPUIUHAM

. l'uneptupeo3 (IWIMTOBUAHAS IKelle3a MOPOAYLHUPYET OOJIbIIOE KOJIMYECTBO
TOPMOHOB);

. Pak mmToBUIHOM KeNe3nl;

. 300 (yBenuueHne NUTOBUIHOM JKeJIe3bl B pa3Mepax).

Y mopneit ¢ 6onesnpto OILDK, mpuBomsmieii K BBHICOKOMY YPOBHIO KaJIbIIMSI KPOBH
(runmepnapatupeos), YacTo TpeOyeTcs XHUPYPruyeckoe BMEIIATENLCTBO MO  yJAJICHUIO
n3menennoit OLLK, o6bryHO ofHOM. B criyuae ecnu Tpebyetcs ynanenue 6osee ueM 1 xemessl,
MO>KET Pa3BUTHCS THIIONIAPATUPEOD3.

[Hoyemy KanbuMii TaK BaxKeH?

Kanpiuit — Hanbouiee pacrpocTpaHEHHBIM MUHEpa OpraHu3Ma YeJoBeKa U UMEET BaXKHOE
3HAUEHUE ISl PA3IMYHBIX TIPOIIECCOB B HEM MpoucxoAsamux. Kanpuuii Heooxoaum uis KocTeil u
3y0O0B, a TaKXke JUIsl pabOThI CEp/Illa, MBIIII], HEPBOB U APYTUX OPTaHOB.

l'umomapatupeo3 Takke MOXKET OBITh CIEACTBHEM T'€HETUUYECKUX, BPOKICHHBIX
3a0osieBaHMii U ayTouMMmyHHOTO moBpexaeHus Tkanu OLLDK. Ecnu npuunna runomnapatupeosa
He u3BecTHa — Bam u Bameil ceMbe peKOMEH/I0BaHO MPOWTHU M'€HETUYECKOE TECTUPOBAHUE IS

UCKJTIOUEHHSI TeHETUYECKOM MPUYMHBI («TTOJIOMKI T€HA).
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Kakue cumnromsl y I'unonapatupeosa?

CHUMITOMBI runomapaTtupeo3a pasBUBAIOTCA H3-3a HU3ZKOI'O YPOBHSA KaJIbLIUA B KpPOBU

(TUnoKaIbIMEMHH).

CUMITOMBI THITOKAJIBIIUEMHH OYEHb PA3HOOOPa3HbI M BKIIIOYAIOT B CE0A:

[ToxanpiBaHuE M OHEMEHHUE BOKPYT PTa, a TAKXKE B PyKax U HOTax;
Cynoporu, moiepruBaHusi WM CKOBAHHOCTD MBIIIIIL;

OmrynieHne «BHYTPEHHEN JPOKN»;

VcTanocTh U ¢1a00CTh;

CriyTaHHOCTB CO3HaHUS («MO3TOBOW TyMaH»).

Bam HGO6XOI[I/IMO 3HAaTb CUMIITOMBI THUIIOKAJIBIITUEMHUU C€CJIIN.

VY Bac panee Obuta omepamus MO YAAJICHHUIO IATOBUIHOMW >KENE3bl MO TMOBOIY

TUTIEPTUPE03a, 300a WK paka MUTOBUIHON Keme3bl, wim yaanenue OLLDK;

Kro-mubo B Bameii cembe 0Oostenr wian OojieeT 3TUM 3a00JIEBAHHMEM C HU3KAM

YPOBHEM KaJIbLIHAS B KPOBHU.

K APYTrUM CUMIITOMaM IJIUTEIIBHOI'O TCUCHU A IHIommapaTupeo3a OTHOCAT:

Henpeccuro;
CHmXeHue naMaTy U KOHIIEHTpaIlui BHUMAHUS,
[Tatonoruto moyek (oO6pazoBaHHe KaMHEH);

[Tatonoruto 3y0HO# 3Maiu WK TPOOIEMBI CO 3pEHUEM (KaTapakTa).

B clly4dac, €Clin Brr IIPUHHUMACTE MpErapaThbl 1A JICYHCHUA TUIIOIIapaTUupeo3a — KaJIbIIHH U

BuTamuH D — IIpu UX NEPEAO3UPOBKE BO3MOKHO pa3BUTHEC YPE3MCPHOI'O IMOBBINICHUA KaJIbIHA

KpOBH (FI/IHepKaJ'II)I_II/ICMI/II/I) " NOABJICHUA CIICAYIOIINX CUMIITOMOB!

CyxoCTb BO PTY, KaXKJa U 4aCTO€ MOYECHCITYCKAHUE;
I'onoBHas 005,
YcTanocts;

HOTepH allreTuTa, TONIHOTAa, pBOTA.

Kak ycranaBauBaercs nuar1o3 I'mnonaparupeosa?

HpI/I HaJIMYUU 'y Bac cuMnOTOMOB THIOKaIbLIUEMUH AOKTOp HaIlpaBUT Bac Ha

nabopaTopHOe 00ciIeJOBaHUE C OIpeJiesieHueM ypoBHEH Kanblus kpoBH, ¢ocdopa u IITI. B

cllyyae BbISIBIIEHHsI HU3KOTo ypoBHs Kaiblus u [ITT, Beicokoro ypoBHs (ocdopa Bac Hampasst

K SHAOKPHHOJIOTY.
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CuMINTOMBI TMIIOKAJIBLIUEMUH, PA3BUBAIOIINE B IIEPBHIE JHU I1OCJIE ONIEPALIMU HA OpraHax
e, Kak MpaBWiO, IO3BOJIAIOT OBICTPO YCTAaHOBUTH JauarHo3. B cioydae apyrux ¢opm
rUIonapaTupeosa JUisl X AUarHOCTUKU 4acTo TpeOyeTCsl paclIupeHHOE 00CieJOBaHKE.

Kakue nenu B 1eyennu 'mnonaparupeosa?

Henbto seueHus sBisETCS MOJJIEPKaHUE YPOBHS KalbLiMsl KPOBU B IIpeleNax HMKHEH
TpaHUIBl HOPMAJIBHOTO Jauanas3oHa (2,1-2,3 MMOJIB/IT) WM YyTh HMIKE, €CIIM 3TO BO3MOXKHO, a
TaKXKe CBEJICHHE K MHHUMYMY WM TPEIOTBPAIICEHUE CUMIITOMOB THIOKaJIbIIMeMUH. Jliist
MpO(PUIAKTUKH OCIIOKHEHUH 3a00J1€eBaHNsI HEOOXO0AUMO IMHAMUYECKOoe 00ciIeJOBaHUE CO cAaueit
71a00paTOPHBIX aHATU30B KPOBU U MOYH.

KakoBo sieuenne I'unonaparupeosa?

JleueHue XpoHUYECKOTro (TMOCTOSIHHOTO) THIIONapaTupeosa noxuzHeHHoe. CTaHaapTHOM
Tepanuel runonaparupeosa sABJIsSeTCsl Ha3HauYeHue MpernapaToB BUTaMuHa D 1 ero mpou3BogHbIX
(anmpakanpuuaon**, KampUUTPUON™*) U mpenapatoB Kanblus. AkThBHas (popma Butamuna D
HeoO0Xo/IuMa JIJIsl BCAChIBAHMSI KaJIbLIMS U3 KEJIYTOYHO-KHUIIEYHOTO TPAaKTa — KaK U3 MPOJIYKTOB
NUTaHUsA (MOJIOYHBIE TPOIYKTBHI), TaK M M3 JIEKAPCTBEHHBIX IpernaparoB Kaiublus. Jlo3bl u
KpPaTHOCTb IpUeMa MpenapaToB B CYTKH 3aBUCAT OT BBIPAKEHHOCTH CUMIITOMOB IT'MITOKAJIbLIUEMUHU
U OT YpOBHA KajblMs KpoBH. s monbopa TepanmuyM M KOMIIEHCAMU 3a00JIEBAHUS TaKXkKe
HEOOXOMUMBIM OyJeT aHalIW3 KPOBHW Ui ompeaeneHus ypoBHsS (dochopa, marHus u 25(OH)
BuTamMuHa D, a Taioke Kanblus B CYTOYHOH MOYe.

MoryT J1n Apyrue JieKapcTBa NOBJIHATH HA YPOBEHb KAJbIUsl KPOBH?

HexoTtopsle nekapcTBa MOTYT HOBIUATh HA YPOBEHb KaJbLMsl KPOBH U yXyALIMTh Bare
COCTOSIHHE, MO3TOMY HE00XOIMMO cOoOOIIaTh CBOEMY JIeHallleMy Bpauy O BCeX NPUHMMAEMBIX
Bamu nexapcTBax, 0COOEHHO CpPEICTB UIsl JICUEHHS U3KOTU U JTUCIIETICUM, a TAKXKE JUYPETUKOB,
CTEPOUJIOB U CPE/CTB, BIUSAIOIINX Ha KOCTHYIO TKaHb.

Ha ypoBeHb KajblMs TakKe MOIYT HOBJIMATH JHUETA, aJKOTOJb, CTpecc, (U3NUECKue
yIpa>KHeHUsI, THPEKIHSI U aHECTE3Usl.

bepeMeHHOCTB ¥ JIaKTALUA

I'unomaparupeo3 He SBISETCA IMPOTHBOIOKa3aHWEM K OEpeMEHHOCTH IpH YCIOBUU
Hamuus y Bac komneHcaiu 3a6oeBaHusl.

Eciu Bbl nmnanupyere OepeMEHHOCTb WM KOPMIIEHHE TPYyAbI0 BaXKHO TIIATEIBHO
MOHHUTOPUPOBATH YPOBEHb KaJbIMsl KPOBU JJIS MIPEIOTBPAIIECHUS CHMIITOMOB M OCTIOXKHEHUH. Bo

BpeMsd 6epeMCHHOCTI/I HCO6XOI[I/IMO ONpCACIIATh YPOBCHb HOHU3UPOBAHHOTO KAJIBIIUSA KPOBU 0o
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WCII0JIb30BAaTh PACUCTHBIA TOKa3aTellb albOyMUH-CKOPPEKTUPOBAHHOTO KAJbIUS CBIBOPOTKU
KpPOBH, TaK KaK OHU 00JIee TOYHO OTPAKAIOT COJICP)KaHNE KAIBIIHSI B KPOBH, YeM YPOBEHB OOIIIEro
Kanblus. M3Mepenus: ypoBHEH HOHU3UPOBAHHOTO WJIU aJlbOYMUH-CKOPPEKTUPOBAHHOTO KAJIBIIHS
KpPOBH JOJDKHBI TPOBOJUTHCS € 4acToToM 1 pa3 B 2-3 Henenu B 3aBUCUMOCTH OT OTPEOHOCTH U
IUIaHA JICUYCHUS.

Kakmue cnenmaJaucTbl HE00X0AUMbBI?

Bam mosxeT nmoTpeboBarbcsi HaOMIOIEHNE HECKOJIBKUX CIEIMAIMCTOB B 3aBUCUMOCTH OT
CHMIITOMOB M HaJIU4HS OCJIOKHEHHH 3200/ I€BaHHA.

. DHJIOKPUHOJIOT — OCHOBHOW Bpay ISl JISYSHUS TUIIOTapaTUPE03a, CKOPPEKTUPYET

Bamy TCpalrlo, a TaKXKC Ha3HA4YuT H€O6XOI[I/IMOG O6CJ'IG)IOBaHI/I€ IJId  KOHTPOJIA HaJg

3a00JI€BaHUEM;
. Hedponor — HeoOxo1uM py HapyIIEHHON (PYHKIIUU MTOYEK;
. VYposor — npy HAIMYAK KaMHEW B TIOYKaX;
. OdTansmoor — IIst perysipHOTO 00CIIeIOBAHNUS 3pEHUS 1 BBISIBICHHS KATAPAKThI

(moMyTHEHHE XpyCTaJIMKa TJ1as3a).

Kak yacTo He00X01uMO NPOXOAUTH 00Cae0BAHMS ?

BonbIIMHCTBY MAallMEHTOB C MJIMTENbHBIM TEUEHHUEM THIOoNaparupeo3a HEoO0XO0AUMO
nabopatopHoe obOcneoBaHue ¢ 4dactoTo 1 pas B 3-6 MecsneB. PyrmHHOe uccienoBaHUe
BKJIFOYACT B ce0s1 aHaIu3 KPOBH Ha Kajblui, anpoymuH, pochop, marauii, 25(OH) Butamun D u
KpEaTHHHH, a TAK)KE €XKETroJHOE ONpeiesieHue Kabliys B CyTouHOM Moue. O6ce10BaHne Takxke
MOXET BKJIIOYATh B ce0s exxeronnoe Y3 nouek, npu Heooxoaumoctu KT nouek, a Tak:ke ocMOTp
odTanpMOJIOTa C IMIEICBOM JIAMITOH.

Bam moxer motpeboBaThCcsi 00jiee YacThlii KOHTPOJb JIADOPATOPHBIX MOKa3aTesel, 10
HECKOJIbKUX pa3 B HEENI0, B Hauajie JICYCHHs] WK MPU HE0OXOIUMOCTU ero koppekuuu. Ilpu
BO3HMKHOBEHHUU CHMIITOMOB KaK THIO- TaK U THIEPKaJbIUEMUH HEOOXOAMM BHEIUIAHOBBIN

KOHTPOJIb [1I0Ka3aTelIei KPOBU.
IIpunoxenne I'1-I'N. IlIkajabl OLEHKH, BONPOCHMKH M Jpyrue OICHOYHBIEC

HHCTPYMCHTDBI COCTOSTHMSA NMAlIMECHTA, IPUBCACHHBIC B KIMHHYECCKUX PCKOMECHIAIIUAX

Cneyuguueckue onpocHuxu He paspabomanvl, He UCHONbIYIOMCA.
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