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PE3IOME

Lienb ctatbu. OnucaHue ocobeHHoCTel AudhepeHLnanbHoi AMarHoCTUKY U IeYeHus CYLOPOXHOro CUHAPOMA Y AeTell C ncesgorunonaparu-
peo3oM Ha npuMepe KOHKPETHOTO KIMHUYECKOro cyyast.

OcHoBHble nonoxeHus. cesgorunonapartupeos npeacrasaser coboil peakoe HacnefcTBeHHoe 3aboneBaHue, NpyU KOTOPOM Ha (OHE MoBbI-
WEHHOr0 YPOBHSs NapaTMPEOnAHOro ropMoHa B KPOBM OTMEYAIOTCS KIMHUKO-1abopaTopHble MPU3HaKK runonaparupeosa. B ocHoBe natoreqesa
NceBAOr1NoNapaTMpeosa NeXUT PesncTeHTHOCTb nepudepuyecknx TKaHeil K napatupeougHomy ropmoHy. OfHUM W3 NepBbiX KNUHUYECKUX
NposiBNeHN! LaHHOro 3a60neBaHns MOXeT ObiTb CYAOPOXHbIA CUHAPOM, YTO ONpefenseT nposedeHue o6wWHpHOro auddepeHLManbHo-guar-
HOCTUYECKOro nouncka.

3akntoueHue. IbHeKTUBHOCTb NeYeHNs CYLOPOXKHBIX COCTOSHUIA HANPsIMYIO 3aBUCUT OT NPaBUILHO YCTAHOBIEHHOMO AMArHO3a, B CBA3M C YeMm
KpaiiHe BaHO yMeHMe Bpaya rpaMoTHO OPUEHTUPOBATbCA B AU dEpeHUUanbHoi ANarHoCTUKe COCTOAHMIA, OfHUM U3 MPOSIBNEHUN KOTOPbIX
MOJET BAATCS CYAOPOXKHBIA CUHAPOM. Takum 06pa3oMm, paLMOHaNbHO BbICTPOEHHbIN CUCTEMHbIN MOAX0S K ANdhEepeHLmManbHOi AMarHocTuke
CYLOPOXHOIO CUHAPOMA MO3BOJUT YCMELWHO BLIABUTL €0 NPUYMHY U HA3HAYNTL NPaBUIIbHOE NeveHune. [luarHocTuka ncesforunonapaTupeosa
TpebyeT MyNbTUAUCLUNIMHAPHOTO NOAXOAA CO CTOPOHbI KOMaHAbI Bpayei.
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ABSTRACT

Aim. Description of the features of differential diagnosis and treatment of convulsive syndrome in children with pseudohypoparathyroidism
on the example of a clinical case.

Key points. Pseudohypoparathyroidism is a rare hereditary disease in which clinical and laboratory signs of hypoparathyroidism are noted
against the background of an increased level of parathyroid hormone in the blood. The pathogenesis of pseudohypoparathyroidism is based
on the resistance of peripheral tissues to parathyroid hormone. One of the first clinical manifestations of this disease may be convulsive
syndrome, which requires a broad differential diagnostic search.

Conclusion. The effectiveness of treatment of convulsive conditions directly depends on a correctly established diagnosis, and therefore it is
extremely important for a doctor to competently navigate the differential diagnosis of conditions, one of the manifestations of which may be
convulsive syndrome. Thus, a rationally structured systematic approach to the differential diagnosis of convulsive syndrome will successfully
identify its cause and prescribe the right treatment. The diagnosis of pseudohypoparathyroidism requires a multidisciplinary approach from
a team of doctors.
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BBEJEHUE
IuddepeHumransHas AMarHoCcTUKa 4eTCKUX 3a60neBaHuil, KMHN-
YecKas KapTMHA KOTOPbIX BKNIOYAET CY[OPOXKHBIA CUHAPOM, SBAS-
€TCs Of\HOI M3 Haubonee akTyanbHbIX Npobnem neguatpuu [1].
CornacHo COBpPeMEHHbIM MpefCTaBNEHUAM, CYLOPOXKHbIl
CUHLPOM OnpefenseTcs Kak Hecneuuduyeckas peakumus Heps-
HOIl CUCTEMbl Ha pa3iMyHble 3HLOTEHHbIE WAU 3K30TeHHble
(akTopbl, NPOSBAAKWAACA MOBTOPAIOWMMUCA BHE3AMHbLIMM
HEMPOMU3BO/IbHLIMUA COKPALEHUAMU CKENETHLIX MbIWL WUAW KX

3KBMBaNEHTaMu (B34paruBaHuUAMM, NOAEPruBaHUAMMU, HENPOU3-
BOJIbHbIMU [LBUXEHUSAMU, TDEMOPOM U T. [i.) W 4ACTO COMPOBOX-
Jalolasncs HapylWeHUaMmu co3HaHus [2].

CyROpOXHbIA CUHAPOM MOXET ObiTb NPOSABNEHUEM pa3-
JINYHBIX COCTOSIHWIA, CpefM KOTOPbIX BbIAENSIOT 3MUAENCUIO
M 3aboneBaHus, He UMelOlWMe 3NUIENTUYECKOA NPUPOABI.
Takoe JieneHue Henpou3BONbHO MOBLIWAET HACTOPOKEHHOCTH
Bpaya B OTHOWeHUM anunencuu. 0fHaKo HeobXo[UMO NOMHUTS,
YTO 3TO HE eAWHCTBEHHAs NMPUYMHA CYLOPOXKHbLIX MPUCTYMOB.
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Nx moryT BbI3bIBaTb COCTOAHWA PasAMYHON 3TUONOTUW W NaTo-
reHesa, 4to TpebyeT peanusauuu pasHbiX MOAXOLOB B pamKax
AMarHoCTUYECKOro NoucKa, a Takxe B leyeHnu. B ceasn c atum
HeobxoauMo 6Gonee [eTanbHOE PACCMOTPEHUE CY[OPOXKHOIO
CMHAPOMA, He CBA3AHHOrO C anunencueii [1, 2].

KNUHWYECKOE HABJTKOAEHUE

MNauveHT B BO3pacte 16 net 25 anpens 2016 roga nocry-
nun Ha obcnefoBaHMe B MCUXOHEBPONOrMYECKOe OTAeNeHue
YHWUBEPCUTETCKOI AeTCKOi KnuHuyeckon G6onbHuubl CeueHoBC-
Koro YHuepcuTeTa.

AHamHes. CornacHo MefMLUMHCKOW AOKYMEHTaLuuW, Manbyuk
6610 poxxaeH B acdukcun (5/6 6annos no wkane Anrap), ¢ 60/b-
woit maccoit Tena (4000 r). Y HeBponora no MecTy XUTenbCcTBa
OH Habniogancs ¢ 13 neT ¢ AUarHo30M MUHUMANbHO MO3roBOI
AMCOYHKLMM B CBA3U C 0COBEHHOCTAMU HOPMUPOBAHUSA IMO-
LLMOHaNbHO-BONEBO Cepbl U 3aMelIeHHbIMU TeMNaMuU No3Ha-
BaTeNbHON AeaTensHocTU. [lpu npoBefeHUM KOMMbIOTEPHOI
Tomorpadum (KT) B 13 net oTMeyanuch yMEPEHHO BbIPaXKeHHbIe
M3MEHeHNs 6ONbLIMX NOAYIWAPUIA FOJIOBHOTO MO3ra, PacLieHeH-
Hble KaK NOCTTUNOKCUYeCKMe.

CyLopOoXHbI NpUCTYN BnepBble pa3BUICA Y IOHOWN B BO3-
pacte 16 net Bo BpemMs ypoka QU3KyNbTYypbl B TEXHUKYME: OCTPO
BO3HUKAM CNaboCTb, AUCTOHMYECKAS YCTAaHOBKA NPaBOW PyKM,
HapyleHWe CO3HaHMA C NajeHueM, TOHWUKO-KIOHUYECKUMU
CyAOpOramMn ANMTENbHOCTBIO OKOMO MUHYTHI, @ TaKxe peTpo-
rpafHon amHe3ueil.

MayMeHT Obin1 CPOYHO TOCMUTANU3MPOBAH C TIUKEMUEN
4,2 mmonb/n. Mpw BoinonHeHun KT BeisneHo nonndokanbHoe
nopaxeHue Bel,ecTBa rofl0OBHOr0 MO3ra.

C uenbto YyTOYHeHMs [MarHo3a NpoBefeHa MarHUTHO-pe3o-
HaHcHasa Tomorpacua (MPT), onucaHbel o4aroBble W3MeHeHWUs
B NPOEKLMNU NOLKOPKOBLIX AAep.

Mo pe3ynbTatam anekTpoaHuedanorpaduu (33r), onpepene-
Ha MyAbTU(OKaNbHAA 3NuUNenTUPOpPMHas aKTUBHOCTb B LEHT-
panbHOM 1M 3aTbiIOYHON 06NACTAX CNeBa WM TeMeHHoi obnacTtu
cnpaBa ¢ AUt dY3HbIM PacNpoCTpaHeHUEM.

Takum 06pa3oM, Ha OCHOBAHWUM pe3ynbTaToB 06CNEfOBaHUSA
LMarHoCTMpPOBaHa 3NUNENCHUSA, U Ha3HAYeHa NMPOTUBO3INUNENTH-
yeckas Tepanua — neBeTUpaLeTam B CTapToBoi go3e 1000 mr
2 pasa B CyTKM.

BBuay coyeTaHus runonurMeHTauMM Ha TrpyauM no Tuny
«OpbI3r» € HEBPONOTMYECKUMU W3MEHEHWUAMU 3anofo3peHs
runomenano3 WUto u cuHapom bnoxa — Cynbubeprepa, 0fHaKo
B XO/1€ KOHCY/IbTALMM FEHETUKA OHU COYTEHbI MANIOBEPOSATHLIMU.

[lo onucaHHoro npucTyna nayueHTa HeOAHOKPATHO OCMaTpU-
Ba/l 3HLOKPUHOMOF, OH OTMeYaN KAMHUYECKM HE3HAYMMOoe Norpa-
HUYHOE NOBbIWWEHNE CofepKaHUsA TUpeoTponHoro ropmoHa (TTI).

Mpu 06cnefoBaHUM N0 NOBOAY NPUCTYNA KOHOLE PEKOMEHO-
BaHO NOBTOPHOE 06palLeHne K IHAOKPUHONOTY, TaK KaK BbIABMEH-
Hble Ha MPT U3MeHeHUs roNI0BHOrO MO3ra MOrU ObiTh CNEACTBU-
€M HapyleHuit Kanbuuit-docdopHoro obmeHa (cuHgpoma Papa).

Mocne BEINUCKM U3 HEBPOIOrMYECKOrO CTallMoHapa npose-
LeHo nabopaTopHOe WcCnefoBaHe — BbIABNEHO W3MEHeHWe
nokasarenei Kanbumii-docdopHoro obMeHa: ypoBeHb KanbLus
obuero — 1,61 mmonb/n (pecepeHcHbit gmanasoH (PL) —
2,08-2,65 mmonb/n), docdhopa — 2,90 mmone/n (PO — 0,81-
1,45 MMonb/n), a Takxe MNOBbIWEHME YPOBHA NapaTropMmo-
Ha (MTr) go 200 nr/mr (PO, — 12-97 nr/mr), HO K 3HROKPUHO-
NI0TY NaUMEHT He obpaTuacs.

Yepes 3 mecaua OT MOMeHTa npuctyna 6onbHOM MOCTy-
nun Ha obcnefoBaHMe B MCUXOHEBPONOTMYECKOe OTAeNeHue
YHUBEPCUTETCKOM [ETCKOM KiauHuyeckoi GonbHuubl Ceye-

HOBCKOro YHuBepcuTeTa. B CBA3M C aHOManbHbIMK MoKasare-
nsMU KanbLuii-ocdopHoro o6mMeHa nauMeHTa TakKe OCMOT-
pen 3HZOKPUHONOr.

®usmkanbHas gmarHocTuka

Comamuyeckuti cmamyc. Mpu ocmoTpe obpawanu Ha cebs
BHUMaHue rpyGble yepTbl nuua. Poct (167 cm) u macca Tena
(62 Kr) cooTBeTCTBOBaAM HOPMasnbHbIM 3HauyeHUAM. KoxHble
NOKPOBbI GfeaHble, OObIYHON TemnepaTypbl W BHAXHOCTY,
OTMEYeHbl 3IEMEHTbI TMNONUrMeHTaLuK Ha rpyau. Kakue-nun6o
KAMHUYECKU 3HAYyMMble OCOOEHHOCTM MpPU OCMOTPE OpPraHoB
LbIXaHWsA, KPOBOOOPALLEHMSA, MUILEBAPEHUA U MOYEBbIAENEHUSA
He BbIAB/EHbI.

llcuxoHesponoeudeckuli cmamyc. TayueHT Obin B ACHOM
CO3HaHUK, MPaBWIbHO OPWUEHTUPOBAaH B MecTe WM BO BpeMe-
HU. Temn NCUXOMOTOPHOW AEATENbHOCTU 3aMefdneH, CAOXU-
JI0Cb BMeYaTNeHWe HEeKOTOPOro 3MOLMOHANbHOTO 06eAHEeHMs.
WHTennekT coxpaHeH. Peyb 3aMeAneHHas C HOCOBbIM OTTEHKOM.
[notaHue He HapylweHo. Bbi3biBannuch pedneKkcbl OpanbHOro
aBTomMaTusma. OTMeyanca nerkuit anbTepHUPYIOWMIA CXOAALLMNA-
cs cTpabusm. MblweyHblil TOHYC Bauke K (usnonornyeckomy,
OAHAKO 3aMeyeHo HepopasrubaHue OeApeHHbIX, NOKTEBbIX
1 KONIEHHbIX CYCTaBOB MO TUMY NO30BOW YCTAHOBKM, 4TO HOpMU-
pyeT cneynduyecKylo 0CaHKy No TUMY «TPOMHOrO CrubaHus».
CyxoxunbHble pednekcbl BbICOKME, C IErKUM aKLEeHTOM crnpa-
Ba, KJIOHOUJ CTOM, TMNEpKUHe3bl KUcTell pyk B no3e Pombepra,
afMafoXoKMHe3 cnpasa, AUCMETPUs MpW BbINOJHEHWU KOOP-
AVHATOpHbIX Npo6 cnpaBga.

IHookpuHomozudeckuli cmamyc. LutoBuaHas xenesa BU3y-
anbHO M ManbnaTOpPHO He yBeaWyeHa, MIOTHOBATOM KOHCHUC-
TEeHLUM, 06beMHble 06pPa3oBaHUsA He NasbNUPOBANUCH, KIUHU-
YeCKW — 3YTMPeO3, YacToTa CepAeYHbIX COKpalieHuid — 75
B MWUHyTYy. HapyweHus QyHKUMM HAZNOYEUYHWUKOB He BbifBME-
Hbl: TUNEPTPUX03a U TUNEPNUTMEHTALUN He BbINO, apTepuanb-
Hoe naBneHue — 125/70 mm pt. cT. MonoBble opraHbl cdop-
MUPOBAHbI MO MYXCKOMY TUNy npasuibHo. lonosoe pasButue
no TaHHepy 4, TECTUKY/bI B MOLOHKE, M0 25 MN (COOTBETCTBOBA-
J10 BO3PACTHOI HOpPME W CTafMW NOJIOBOTO CO3PEBAHMA).

Mpu ocMoTpe 0GHAPYXKEH NONOKUTENbHBI CUMNTOM XBOCTEKA
(Henpou3BoNbHOE NOJEPrUBaHME NNLEBLIX MbILIL, MPU MOCTYKU-
BaHWM MO XO[Y MLEBOr0 HepBa).

MpeaBapuTenbHbIi AMarHos

Knunuyeckne npossneHus (Cyfoporu B aHamHe3se, CUMN-
TOM XBOCTEKA W TUNEpKMUHE3bl NPU OCMOTPE) U 0OHApYKEHHbIE
nepep rocnutanu3saluuenn HapyleHua KanbLuii-docdopHoro
o6meHa (BblpaxkeHHble runokanbunemus u runepcdocdatemms)
NO3BOAUAM NPEANONOXMUTb, YTO MPUYMHOI CY[OPOr MOrNa CTaTh
runokansuuemus. 13-3a paHee oTMEYEHHOTO NOBbILEH WS YPOB-
HA MTI npu HU3KOM cofiepXaHuUK KanbLWsA U BbICOKOM YPOBHE
toctopa B KpoBy ObINO 3aN0A03PEHO HAPYLIEHUE YYBCTBUTENb-
Hoctu K NTI — ncesgorMnonapatupeos.

C yyetom paHHbix 33 (3nunenTUyYecKUX U3MeHeHU)
u MPT (nopaxeHus BelecTBa roNoBHOr0 MO3ra — CUHAPOMA
®apa) BbIBUHYTO NPEANONOKEHNE, YTO INUNENCUA HOCUT BTO-
PUYHBIN XapaKTep.

[AuHaMUKa u ncxop,

Pe3ynbmamsi 06cnedosaqus. Npu 6UOXUMUYECKOM U FTOPMO-
HalbHOM UCCNEfOBaHUN HalleHbl BbIpaXKe€HHas runoKasnblime-
mus, runepcdoccdaremus, nosbiweHne yposHs MTI, cHUxeHne
copepxanus 25-0OH (Butamuua D) npu HOpManbHbIX YPOBHAX
obuiero 6enka, anbbyMmHa, KpeaTuHUHA. HapylweHus cekpeunn
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TPOMHbIX TOPMOHOB FMNOMHU3a ¥ TOPMOHOB WMTOBUAHOM Xene3bl
otcytcTBoBanu (maba. 1).

Mpu anektpokapauorpadum (IKI) obpaano Ha cebs BHUMA-
HUE 3HAYNUTENbHOE YAIMHEHNE 3NEKTPUYECKON CUCTONbI Kenyaouy-
koB (MHTepsana QT), TMNUYHOE Ans runokansuuemun (puc. 1).

Mpu npoBefeHUn peHTreHorpaduu opraHoB rpyfHON KneT-
KW, ynbTpa3BykoBoro uccnefosakus (Y3W) opraHos GptoluHoi
MONOCTU M OCMOTPE OKYNUCTA NPU3HAKW IKTOMUYECKO KanbLm-
(huKauun He 0GHaPYKEHBI.

KnuHuyecknin puarHos: [lcesdoeunonapamupeo3 muna 16,
eunokansyuemus, 2unepgocgpamemus. Cundopom @apa. Cumnmo-
mamuyeckas OKanbHAA 3NUNencus.

JledeHue. Tlocne BbIABNEHUS BbIPAXEHHOW rMNOKaNbLUEMUN
nauMeHT nepeBefeH B [ETCKOE 3HAOKPUHOMOTUYECKOE OThe-
NIeHWe, The Noj KOHTPONEM YPOBHEN 3J1eKTPONIMTOB 2 AHA NMpo-
BOAMNACh MHAY3NOHHAA Tepanus rNIOKOHATOM KanibLus, Obina
Hayata Tepanua anbtakanbuuponom B fose 0,5 Mr B CyTKM
C NOCTENEHHbIM YBENNYEHNEM [103bl 1O 2 MT B CyTkU (maba. 2).

Mpu nosTopHom nposefeHun IKI yepes 5 gHel nocne Hava-
Na Tepanuu oTMeyeHa HopManusauusa untepsana QT (puc. 2).

Ncxoo. MauueHT BbinUcaH M3 oTaeneHus B uioHe 2016 r.,
yepe3 25 gHel OT Hayana Tepanuu, CyToYHas [o3a anbdakanb-
uupona — 2 mr (ma6s. 3). B aMmbynaTopHbIX YCIOBUSAX OH eXKe-

Tabauna 1. Pesyabrars: AaDOPATOPHOTO
0DCACAOBAHHS ITAIINCHTA AO YCTAHOBACHISA AMATHO32
oTable 1. Patient's lab results before the diagnosis

Mokasarenb 3HaueHue | PedpepeHcHblit
AnanasoH

Kanbuuit MOHM3NPOBaHHbIN, 052 1,12-1,32
MMOJb/ N
®occhop, MMonb/n 2,85 0,81-1,45
LenoyHasn docdatasa, en/n | 125 89-365
MapatropMoH, nMonb/n 23,4-26,7 1,3-10,0
25-0H (BuTtamuH D), Hr/mn n >30
KpeatuHuH, mr/an 0,68 05-1,3
JlioTenHnsunpytowuii ropmoH, | 104 15-93
MME/mMn
Gonnukynoctumynupytowmii | 10,7 1,4-18,1
ropmoH, MME/mn
MponakTuH, MME/Mn 65 45-375
TUPOKCHH CBOGOAHBIN, 12,4 11,5-23,2
nMonb/n
TUPEeOTPONHbLI FOPMOH, 39 0,4-4,0
MME/Mn

MeCAYHO KOHTPOAWUPOBAN YPOBHU MOHM3UPOBAHHOTO KanbLus
u doccopa. B teyenne 2016 r. o3y anbtakanblLmpona npoaosn-
Xanu yBennymeatb 4o 2,5 Mr. 3atem, nocne [OCTUXEHUS Lene-
BbIX 3Ha4yeHWin Kanbuus u Gocdopa OTMEYeHO NOCTENeHHoe
CHWXeHMe noTpebHOCTH B Npenaparte — B TeyeHue 2017 r. go3y
cHu3uam fo 0,5 mr. B 2018-2020 rr. Ha toHe npuema 0,5 mr
anbakanblMaona nokasatenu Kanbuuii-pochopHoro obmeHa
COOTBETCTBOBANN LieNeBbIM 3HaueHUsM (peKOMeHA0BaHO Noj-
AepxaHue YPOBHA KanbLMA KPOBU HA HUXKHEN rpaHuLe HOpMb
WU YyTb HIKE ANA NTPOMUNAKTUKM He(POKaNbLMHO3], @ YPOBHA
HeopraHuyeckoro gocchopa — B npefenax BO3pacTHON HOPMbI

Puc. 1. Daexrpokapanorpamma (OKI) marmenra

AO ycTaHOBAcHIA AnarHo3a. Ormcanne DKI™
CHHYCOBBII PUTM; BEPTHKAABHOEC ITOAOKCHIC
SACKTPUYCCKOHN OCH CEPAIIA; 3HAYNTCABHO YAAMHCHA
DAEKTPHYECKAs CUCTOAA KeAYAOUKOB (QT — 414 mc);
JACTOTA CEPACUHBIX COKparreHuii — 7281 YA/ MUH.
3oecy u danee uanrocmpayuy asnopos

Fig. 1. Patient's electrocardiogram (ECG) before

the diagnosis. ECG interpretation: sinus rhythm;
vertical heart; significantly prolonged electric systole
of ventricles (QT: 414 ms); heart rate: 72—81 bpm.
All photos in the paper conrtesy of the anthors

l aAbBPAKAABIITHIAOAL

Tabauma 2. PesyabraTsl AAOOPATOPHOIO 0OCACAOBAHUA MTAITHECHTA HA (DOHE IIPOBOAUMOI TEPAIIIH H AO3BI

Table 2. Patient's lab results during the therapy and alfacalcidol

Mokasatenb 05.05 06.05 10.05 12.05 16.05 18.05 26.05 01.06
Kanbumit MOHU31POBAHHBIN, 0,66, 1,06, | 0,64, 0,68 0,74 0,74 0,74 0,87 0,92
MMOSb/ N 0,63* 0,74*
®ocdop, MMoNb/n 2,76 - 2,62 - 2,75 2,77 2,44 -
Anbhakanbuuaon, cytoyHas 0,5 0,5 1,0 1,5 2,0 2,0 2,0 2,0
A03a, Mr

* KoAeOanns )'p()BHH KaAbIISA B TCICHHE CYTOK Ha (i)()HC BBCACHUSA I'AFOKOHATA KAaABbIIMA.

* Calcium level fluctuations within 24 hours after calcium gluconate administration.
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Puc. 2. Daexrpoxapanorpamma (OKI) manmenTa
uepes 5 AHEH ITocAe HadaAa Teparm. Ormcanme
OKI": cuHyCOBEII pUTM; BEPTHKAABHOE IIOAOKECHIE
SACKTPUYECKOHN OCH CEPALIA; 9ACTOTA CEPACIHBIX
COKparreHnit — 79 yA/vum. T lecmorps

HA COXPAHABIIYEOCH THITOKAABLINEMUFO Ha (DOHE
IIOCTCIICHHOTO YBEAHHUCHNS AO3BI AAB(AKAABIIIAOAA
(0,68 mmoAB/ A), Ha atoit DKI' mabAroaasack
mopMmaamsarus uarepsasa QT (400 mc)

Fig. 2. Patient's electrocardiogram (ECG) 5 days after
therapy initiation. ECG interpretation: sinus rhythm;
vertical heart; heart rate: 79 bpm. Despite persistent
hypocalcaemia, after a gradual increase in the dose

of alfacalcidol (0.68 mmol/L.), this ECG demonstrated
onormal QT interval (400 ms)

AN NpodUNaKTUKKN OTNOXKEHMA Kanblmnii-hocdaTHbiX KOMNNeK-
COB B MArkux TKaHax [3])%. B Hauyane 2021 r. B CBA3M C TeHAeH-
LMen K runokansumemun u runepdocdaremmn fo3a 6bina yse-
nnyeHa fo 0,75 mr, a ¢ Hayana 2022 r. — po 1 mr (cMm. ma6a. 3).

B TeueHue Bcero nepuofa HabnofeHus 1-2 pasa B rog npo-
BOJMNOCh UCCNEAO0BaHME NoKa3aTeneil ropMOHOB LUTOBUAHOW
enesbl. YpoBeHb CBOOOLHOrO TUPOKCWMHA BCErga ocCTaBajcs

B npefenax HOpMajbHbIX 3Ha4yeHuil, ypoeHb TTI konebancs
ot 3,9 no 7,0 MME/mn. Y3U wutoBugHoi xenesbl — 6e3 3Ha-
yumon natonoruu. Mpu ocmoTpe okyaucTa u nposegeHun Y3N
NOYeK 3KTONMYeCKMUe KanbLUHaTbl He BbISBASIMUCH.

MauneHT npogonkaeT Habnofatecs y 3nunentonora.
Mpuctynel He noBTOPANUCH, 3NUAenTUOPMHAA aKTUBHOCTb
npu nposefeHuu 33 He perncTpMpoBanoCh, A03a NeBeTupaLe-
Tama 6bina nocTeneHHo cHxeHa fo 1000 mr B cyTku. OgHako
Npu NOMbITKE YMeHbLWUTL 403y A0 500 Mr BO30OHOBUANCH HOY-
Hble 3NWU30[bl OpaJibHbIX aBTOMATU3MOB, OTMEYEHbI M3MEHEHNS
Ha 33T, B cBA3M C Yem Bo3BpalieHa go3a 1000 mMr B cyTKu.

OBCYXXQEHUE

MpuymrHaMK pa3BUTUA CY[OPOT Y AeTeil MOryT BbiTb pasnnyHble
3ab0neBaHus, B CBA3W C YEM CYLAOPOXKHbIA CUHAPOM Hesb3s
paccmaTpuBaTh KaK MapKep Kakoi-nubo KOHKpeTHoii GonesHu.
NmeHHO nO3TOMYy B COBpPEeMEHHOI Knaccubukaumm CyLopox-
Hble COCTOAAHUA Y AeTell pa3feneHbl Ha rpynnbl B 3aBUCUMOCTU
OT NPUYMHBI UX nosBaeHus [1].

BbigenstoT anunentuyeckue U HeINUNENTUYECKNE CyLOPOXKHbIE
COCTOsHMA. Heanunentuyeckue CyfopoXKHble NapOKCU3ManbHble
COCTOSIHWSA BK/IOYAKOT CYAOPOrH, 06YCNOBNEHHbIe Hecneyuduyec-
KOW peakLeil rofloBHOrO MO3ra Ha pas/iMyHble NoBpexaawLime
(haKTopbl, T. €. OCTpble CUMNTOMATUYEeCKUe npucTynbl (hebpuib-
Hble, MHTOKCUKALWOHHbIE, TUMOKCUYeCKUe, addeKTUBHO-pecnu-
paTopHble NApOKCU3Mbl, 0OMeHHble U MeTaboNnyeckue, npu Bere-
TaTUBHbIX HAPYLWEHUAX, KapAMaNbHbIe CUHKOME U T. [.), @ TaKke
CMMNTOMATUYECKWe CyAOpOrM npu 3ab6oNeBaHUAX TONOBHOTO
Mo3ra (onmyxonsx, abcueccax, KpPOBOM3NUSHUAX, WULIEMUYECKUX
MHCYNbTax, aHEBPMU3Max COCYA0B rofloBHOro mo3ra v np.) [1].

(®ebpunbHble CyAoOporuM perucTpupyiot y Aeteit Haubonee
yacto. Kputepusmu AaHHOTrO BMAA CyAopor sBASIOTCA 3aBU-
cumocTb OT Bo3pacta (oT 5-6 MecsAueB fo 5-6 net), CBA3b
C NUXOPAfKOM, OTCYTCTBME HAa MOMEHT MNOSBIEHUA CyROpor
MH(EKLMOHHOIO Nnpoluecca B LEHTPaNbHON HEPBHOI cucTeme
60NBbHOTO, KaKMUX-TMO0 WMHbIX BO3MOXHBIX MPUYMH Pa3BUTUSA
CYAO0POT, a TaKXKe aHaNOrMYHbIX MPUCTYNOB, HE acCOLMMPOBAH-
HbIX C TMXOPAAKON [4, 5].

AddekTMBHO-pecnnpaTopHble MPUCTYNbI TaKke OTHOCATCH
K Hanbonee pacnpocTpaHeHHbIM B AeTcKoM Bo3pacTe. Ux npu-
YMHOI B HaCTOALEe BPEMA CYUTAETCA HapyleHWe peryasuuun
CO CTOPOHbI BEreTaTUBHOM HEPBHOM cuUCTeMbl. MpUCTynbl «CUHe-
ro» TMNa NPOBOLMPYIOTCA OTPULATENBHBIMU IMOLUAMM, HAUUHA-
I0TCS C NPosiBNIeHNUs pebeHKOM CBOEro HefoBO/bCTBA MPOAOS-
JKUTE/IbHBIM KPUKOM, Ha BbICOTe BO30YK/AEHUS BO3HUKAET anHo3,
MHOrAa — KIOHWYeCKUe MW TOHWUKO-KNOHWUYeCKUe Cyaopory,
nocne npucryna — sBfeHUs cnabocTu, COHNUBOCTY.

Mpuctynbl «benoro» TUNa ABAAIOTCA CnefcTBueM pecdek-
TOPHOW acMCTONMM, Hambonee 4YacTo MPOBOLMPYIOTCA GONEBbIM

1 AO3bI ﬂ‘\b(t)ﬂl\”’d‘\bl_ll/l,&()\ﬂ

Ta6AI/HIa 3. PCS)';\b'l"A'l‘bI L\HG()pﬂ'l‘()pH()l O ()(F)C\CA()BHHI/UI ITarcHTA HA (i)()ll(f HNIG)'.\Ql'l‘()pH() l[p()B()AI/L\I()ﬁ TCpalmu

Table 3. Patient's lab results during outpatient therapy and alfacalcidol
S 0 )

Moka3atenb

2017-2020 2021 2022-2023

Anbhakanbuuaon, cyTouHas [03a, Mr

0,50 0,75 1,00

Kanbuuit MoHM3MpoBaHHBINA, MMonb/n, Me (min-max)

0,88 (0,84-1,12)

0,95 (0,92-1,03) 1,02 (0,90-1,06)

®ocdop, Mmonb/n, Me (min—-max)

1,57 (1,23-1,70)

1,56 (1,49-1,67) 1,53 (1,47-1,67)

! [unonapamupeo3. KnuHuyeckue pekomernoayuu. Jemu. URL: https://rae-org.ru/system/files/documents/pdf/klinreki_gipoparatireoz_final.pdf (dama o6pa-

weHus — 11.03.2024).
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BO3[E/CTBMEM, HAYUHAKTCA C ONELHOCTU KOXHbIX MOKPOBOB
C nocnepytlleid NoTepei CO3HAHWA, MOTYT OTMEYATbCA TOHM-
yeckue WM TOHWMKO-KNOHWMYECKMe CYAOpory, mocae npucrtyna
pebeHOK YacTo 3achinaer, a noce npobyKAeHUs AEMOHCTPUPYET
HOPMabHYI0 XXM3HEHHYIO aKTUBHOCTb. Bo3pacTHoW nuk maHude-
cTauuu Habniogaetcs B Bo3pacte oT 6 fo 12-18 mecsues, XoTs
B NIUTepaType onucaHbl OTAENbHble Cryyau nosBneHus addek-
TUBHO-PeCNMPATOPHBIX MPUCTYNOB Y aeTelt 6-7 net [1, 2, 6].

KnuHuyeckas kapTMHa M BO3pacT nauueHTa Ha MOMEHT
MaHudecTaumm 3aboneBaHUs MO3BOAMAM WUCKMIOYNTL Haubo-
flee pacnpocTpaHeHHble y fieTeil NPUYKUHBI CYLOPOXKHOIO CUHA-
poMa — debpunbHble U ahdeKTUBHO-PECTUPATOPHbLIE MpU-
cTynbl. [Ins yTOYHEHNUS METABONMYECKUX MPUYNH Pa3BUBLLETOCS
COCTOAHMA NoTpeboBanucy 1abopaTopHble UCCNEL0BAHMS.

MeTabonuyeckue cynoporu MoryT maHucecTupoBats B Jio-
6om Bo3pacTe, B TOM yucne B gerctse. Haubonee TMNMUYHbIMU
MeTabonnyeckuMM NpUYNHAMK CYAOPOT SBAAIOTCA TUNOMNU-
Kemus ¥ runokanbumemus. VIMEHHO no3TOMy oOnpeaeneHue
VPOBHE## Kanblus W TIOKO3bl B KPOBM JOMKHO ObiTb peKOMEH-
LOBaHO BCEM NaLMeHTaM C BMEepBble BO3HUKLWIMUM Cy[OPOKHBIM
cuHppomom [1, 2, 7-9].

MoBTOpHbIE TMNOTNUKEMUYECKME COCTOAHUA MOTYT MPUBO-
AWTb K MOPaXeHMI0 TONOBHOr0 MO3ra, @ NePCUCTMPYIOLLAs rMno-
M TUnepKanbLMeMUs — K OTNOXKEHWUIO CONell KanbLus, uTo,
B CBOIO 04Yepefib, MOXET CNYXKWUTb MPUYMHON PA3BUTUA CUMNTO-
MaTWUYecKoii 3NUencum, KaK ONMUCcaHo B HaleM cry4ae, u Tpebo-
BaTb CaMOCTOATENbHOI NPOTUBOCYAOPOXKHOI Tepanuu [1, 7-9].

[MnornMkemnyeckne Cymoporu uvaie BO3HWMKAIOT y feTei
mnapwero Bo3pacta. Wavonatuyeckas KeToTUYeckas runo-
TIMKEMUA MOXET Habntogatbcs y feTeil Ha (OHe CHUWXeHUs
4acTOTbl UX KOPMIEHWA W, KaK MPaBWIO, CaMOCTOATENbHO NPo-
XOAMT K 8—9 rofam xu3Hu peberka. PakTopbl, nposBouMpyoLLMe
pa3BuUTME TUMOFNUKEMUYECKOTO CUHAPOMA, — MHMEKLMOHHbIE
3aboneBaHus, COMPOBOXAAlOWMECS TUNepTepMueli, HOYHoe
rofofiaHue, a Takxke BbipaxeHHble husnyeckue Harpysku [8].

MpUYMHAMK TUNOTIMKEMUU Y [IETeil TaKKe MOryT ObiTb pas-
JINYHbIE BPOXAEHHblE COCTOSHWA — BPOXAEHHbIA FMNepuH-
CYMHU3M, TUMONWUTYUTApW3M, (epMeHTONaTUM, NS KOTOPbIX
TUNMYHA MaHudecTauma B Mnagwem sospacte [7, 8].

Cnepyet oTMeTUTb, YTO B OMUCHIBAEMOM C/yyae y nalueH-
Ta NpW MNOCTYNAeHWM B CTAaLMOHApP ONpeAennnIn KOHLEeHTpa-
LMI0 TNIOKO3bl B Mia3me KpoBu (OHa cocTaBuna 4,2 Mmonb/n),
4TO NO3BOMUIIO UCKIOYUTL runornukemuio. MccnepoBaxmne KoH-
LLeHTpaLMN KanbLWsA B KPOBW MPU MOCTYNJEHUM B CTaLuMOHap
He MPOBOAWNOCH, YTO CTaNo MPUYMHON NO3[HEro BbIABNEHUSA
rUnoKanbLuemuu.

FMnokanbLMemuyeckne cynoporu o6yCcnoBeHbl CHUXEHNEM
KOHLEHTPaLWUK MOHOB KanbLus B KpoBU. B HeoHaTansHoM ne-
PUOAE TMMOKaNbLUeMUs MOXKET 06bACHATLCA (DU3NONOrUYECKU-
MU npUYMHaMu (Hanpumep, GU3MONOrMYeCKoi NOCIepofoBOi
rUNOKanbLUeMmUei paHHero HeOHaTaNbHOTo NepUoAa).

[MnonapaTnpeos sBRSeTCA Hanbonee YacToit NaToNOrMYeCcKoii
NPUYMHON TUNOKanbunemun. BpoxpeHHbIi runonapatupeos
MOXET 6biTb M30AMPOBAHHBIM UM BXOAUTb B HACNEACTBEHHbIE
CUHLPOMBI, Takue Kak cuHapombl u [okopmxu, KenHn — Kaddu,
Kuapu, bapakata u ap. B 6onee crapiem Bo3pacTte runonaparti-
peo3 MOXeT pa3BuTbCA NOC/e YAaneHns napaluToBUAHbIX Xene3
WNM B paMKax CUMNTOMOKOMMAEKCAa PefKUX HaCNefCTBEHHbIX
3aboneBaHnii — Hanpumep, ayTOMMMYHHOTO MONUINAHAYAAPHO-

2 [unonapamupeo3. KnuHuyeckue pexomeHoayuu. [jemu...
? Tam sxe.
“ Tam xe.

ro cMHApoMma 1-ro TMNa, reMoCUAEp03a, MUTOXOHAPUANbHON MUO-
natum, cuHapoma KoHosanosa — BunbcoHa u p.

OpyrvmMu npuymHamu runoKanbLUeMun MOryT CAYKUTb Nepu-
tepuyeckas pesucteHTHocTb K MTI (nceBmorMnonapatupeos),
CMHAPOM pacnaja onyxonu, pabAoMUONN3, OCTPLIA NaHKpeaTuT,
3aMeHHOe nepenuBaHWe KPOBW, ankano3, npuem OTAeNbHbIX
MeaukameHTOB (dypocemmpa, KanbLUTOHUHA), M36LITOYHOE
BBefeHue docdatos [8, 9].

[na runonapatnpeo3a xapakTepHbl Tak HasblBaemble TeTa-
HUYeckue cygoporu. OHU MOTYT BbITb TeHepan30BaHHbIMU UK
O[HOCTOPOHHMMMU, @ TaKXKe CNOCOOHBI 0XBATHIBATb NNLIb OTAENb-
Hbl€ MbllEYHbIE FpyNMbl (MPEMMYLLECTBEHHO MbILILbI-CrubaTeny
KOHEYHOCTel, Yalle BepxHux). MpUCTynbl TETaHUU HaYMHAIOTCA
c napectesuu, GUOPUNNAPHBIX NOAEPrUBAHMUIA MbIWL, Nepexo-
LAWMX 3aTeM B TOHMYECKMe CyLOpOry, KOTOpble MHOTAa COMnpo-
BOXJAlOTCA Muanrusmu. Bo Bpems npuctyna HabnopaloTcs
XapaKTepHble U3MEHEHUs: «CapAOHNYecKasn ynblbkay, «pbl6uil
POT», «pyKa aKyllepay, KKoHcKas cTonay. Hanbonee onacHeiMu
ABNAIOTCA, Pa3yMeeTcs, Cy[OPOru [bIXaTesbHbIX MblWl (B TOM
yucne puadparmel), CIeACTBUEM KOTOPBIX MOXET CTaTb acuk-
cus. BenepctBre cnasmoB MblWL, KeNnyA0YHO-KUILEYHOTO TPaKTa
BO3HMKAIOT HapyleHusa rnotaHus, peota. Co3HaHue Ha npoTa-
YKEHWU NPUCTYNa, KaK NpaBuno, coxpaHeHo [3, 8, 9]°.

[varHo3 runonapatupeo3a OCHOBLIBAETCA HA [AHHbIX aHa-
MHe3a (CyBOpOXHble MpUCTYMbl € 3aMKCUPOBAHHOM rumo-
Kanbluemuei; Hanuyue 3aboneBaHUN, B paMKax KOTOPbIX
MOXKeT pa3BUTbCA runonapaTMpeos (Hanpumep, npejwecTsyto-
WMe onepaLuu Ha WMTOBUAHON U NapalMUTOBUAHbLIX Xenesax,
aYTOMMMYHHbIA MONWU3IHAOKPUHHBIA CUHAPOM 1-ro TUna u ap.),
KIMHUYECKON KapTuHe (NONOXUTENbHble CUMNTOMbI XBOCTeKa
u Tpycco, XxapakTepHble [N TFUNOKanbLMeMun), yAAUHEHWUU
uHtepsana QT Ha IKI u Ha pesynbTaTax n1abopaTopHbIX UCCae-
AoBaHWii (runokansuuemus, Hu3kuit yposens MNTI) [3, 8, 9]°.

Mpu NopgoGHON KAMHUYECKON KapTUHE B COYETaHWU C rumo-
Kanbuuemuen, HO mosbiweHHbIM ypoBHeM [T cnepyet 3anofo-
3puUThb pe3nucteHTHocTb K MTI — ncesgorunonapatupeos [3, 8, 9]

B onucbiBaeMOM KNMHMYECKOM C/yyae [MarHo3 ncespo-
runonapaTupeosa Obll YCTAaHOBNEH HA OCHOBAHUW BbIAB/IEH-
HbIX NpWU OBUOXUMUYECKOM UM TOPMOHANBLHOM UCCNEe0BaHUM
BbIPaXKEHHOW runokanbLuemuun, runepdocdaremun, nosblle-
Hun yposHa MTI. MaumeHT UMen Knaccuyeckne KNUHUYeCKue
NpoABAEHUA TUNOKANbLUEMUN — MONOKUTENbHLIA CUMATOM
XBocTeka, yanuHeHve nutepeana QT.

MceBporunonapaTupeos npeacTaBaseT coboii reteporeHHyio
rpynny BPoOXAeHHbIX 3360/eBaHuii C KIMHUKO-NabOpPaTOPHbLIMU
NpU3HaKaMW HeAOCTaTOYHOCTM NApaMUTOBUAHBIX ene3 (runo-
Kanbuuemuen, runepdocdaremmeir, NoBbILWEHHON CYLOPOKHON
FOTOBHOCTbIO) Ha OHE YBENMYEHHOTO UM HOPMAbHOTO YPOB-
HA TTT M HeyyBCTBUTENBHOCTM Nepudepuyecknx TKaHel K ero
pencteuio. B pape cnyyaeB nceeporunonapaTMpeos MoxeT
accouumpoBaTbCa €O cneunduyecknum GeHoTUNoM v C pasiuy-
HOW CTeneHbl0 HeYyBCTBUTENBHOCTU K APYrUM NENTUAHBIM rOp-
MoHaM. BeigenstioT ncesporunonapatupeos tuna 1 (HeyyscT-
BUTENbHOCTb OpraHoB-muweren K [T, 3aBucuman ot ageHu-
NaTuMKNassl) M TMNa 2 (HeYyBCTBUTENbHOCTb OPraHOB-MULLEHEI
k NTI, He3aBUCMMas OT ageHunaTymuknassl). Hanbonee xopowo
“3yyeH ncesgorunonapatupeos Tunos 1A u 1B.

Mcesporunonapatupeo3 Tuna 1A o6ycnoBfieH MHaKTUBM-
pylowumu Mmytauusmm B reHe GNAS maTtepuHckoro annens,
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YTO NMPUBOAMT K HapyLIEHUIO Nepejayu curHana ot peLentopa
NTI k appy 3 dekTopHoi kneTku. Kntoyesyto ponb B pa3sutum
VKa3aHHOTo HapyleHus urpaet o-cy6bepunuua G-6enka (Gas),
cBA3aHHas c peuentopom [ITl. B psage TkaHel HepgocTaTtoyHas
aKTUBHOCTb Gols He MOXET obecneynTb HopManbHyK QYHKLMIO
peuentopa MTl. 310 npuBOAMT K (OPMMPOBAHMIO TUMUYHOTO
(heHoTMNA nauueHTa, MONYYMBLIErO Ha3BaHWe OCTEOAMCTpO-
tuu Onbpaiita. OHa BKAOYaeT B cebsf GpaxupaKTUIUIO B BULE
ykopoueHus III, IV, V nactHbix KocTein n I guctanbHeix danatr,
Gpaxuuedanuio, runonnasuio 3y6oB, HU3KOPOCNOCTb (BBUAY
aedbuuymta Gos B comatoTponouutax runodusa u, Kak cnep-
CTBME, PE3UCTEHTHOCTM K coMaTonubepuHy), nyHoobpasHoe
JULO C YNNOWEHHOW NepeHoCULei, KPbITOBUAHbBIE CKNAAKM
Ha LWee, rMNepnurMeHTaLnio, OXWPeHWe, WHOTAA YMCTBEH-
HYI0 OTCTanoCTb, MPOABAAIOWYIOCA C PaHHUX NIET KU3HW.
OTmeuaeTca Takxe TeHAEHUMA K (OPMUPOBAHMIO B MATKUX
TKaHAX MHOXECTBEHHbIX 04aroB MOLKOXHOrO 00ObI3BECTBAEHUS
unn occudumraumu [3, 8, 91°.

Ocoboro BHMMaAHUA 3acnyMBaeT heHOMeH TaK Ha3biBaeMoii
MY/IbTUFOPMOHANIbHON PE3UCTEHTHOCTH, KOTOPbIK MOXeT 06Ha-
PYXWBATLCA Y NALMEHTOB C NCEBAOrMNONapaTupeo3om tuna 1A.
Mockonbky Gois ABNAETCA NOCPeAHWKOM B nepefaye CUrHana
He TonbKo ot NTI, HO 1 OT fpyrMx rOpMOHOB, NPU YrHETEHUW €ro
(hyHKUMM cnepyeT OXMAATb KNMHWYECKUX NPOSBNEHUA COOTBET-
CTBYIOLLE TOPMOHANLHOW HE[OCTAaTOYHOCTU. TaK, Hanpumep, npu
HapyLeHM paboTbl peLenTopoB roHafOTPONMHOB 3aKOHOMEPHO
BO3HWKHOBEHMWE KapTUHbI TMNeproHajoTPONHOIO M’MNOroHagun3ma,
a npu nosiBneHum pesncteHTHoctv k TTT — runotupeosa [10, 11].

[narHoctuka ncesgorunonapatupeosa tuna 1A ocHoBaHa
Ha BbIABNEHUN XapaKTEpPHOro COYeTaHWA MpPU3HAKOB OCTEO-
auctpoduu Onbpaiita ¢ pesucteHTHocTblo K MTI [3]°.

Mcesporunonapatupeos Tuna 1B obycnosneH nonHoi note-
pern akTuBHOCTM GoiS B K/I€TKaX NPOKCMMANbHbIX MOYEYHbIX
KaHanbLeB, CNeACTBMEM Yero CTaHOBUTCA UX PE3UCTEHTHOCTb
K peictutio MTI. ITa dopma 3aboneBaHns XapakTepusyercs
HaNMYMeM TUMWUYHBIX NAaBOPATOPHLIX MPU3HAKOB rUMONapaTu-
peo3a (runokansuuemueit, runepdocdaremMmeit, NOBbILEHHON
KoHUeHTpauueit MTI B CbIBOPOTKE KPOBM) MpW OTCYTCTBUU
theHoTUNMYECKUX nNposBReHuit octeopucTpodun Onbpaiita.
NHTepecHO Takxe OTMETUTb, YTO Yy Hallero nauueHTa obpala-
na Ha cebs BHUMaHWe 60NblUIAs MAcca Tena Npu PoXAEHUM, YTO,
COTNIacHO OTEYECTBEHHbIM HAGNIOAEHNAM, XapaKTEPHO WMEHHO
LJ5 3TOr0 BapuaHTa ncesgorunonapatupeosa [10, 11].

[pyrve BapuaHTbl ncepforunonapatTupeosa MeHee u3yye-
Hbl. lceBgornnonapatnpeos tuna 1C umeet Te e KAUHUYeCKue
1 6UoxMMMUYecKue NposBaeHns, YyTo 1 Tuna 1A, Ho Gas yTpauu-
BAEeT CBOIO CMOCOOHOCTb aKTUBMPOBATb LUKANYECKMNIT aleHO3UH-
MmoHotocdaT (LAM®) ToNbKO UL peLenTop-0nocpefoBaHHbIM
MyTeM; HaNpAMYI0 e — peLenTop-He3aBUCUMbIM NyTeM — aKTU-
Bauus LAM® He yTpauusaetcs. MceBgormnonapaTupeos tuna 2
MMeeT KNMHUYEeCKWe nposBaerus, cxoxue ¢ 1B, Ho gedekT noka-
NIM3yeTcs Huke MecTa obpasosaHus LAM®, Bo3MOXHO, Ha YpOB-
He npoTenHKMHasbl A unu ee cyberpara [10].

B onncaHHOM KAMHMYeCKOM cilyyae C y4eToM NO3AHEro Hava-
na 3abonesanus (16 net), OTCYTCTBMA NPU3HAKOB OCTEOAUCTPO-
thun On6paiTa n UHBIX XapaKTepHbIX GEHOTUMMUYECKMUX YepT Hau-
Gonee BEpOATHbIM AMArHO30M SBISETCA NCEBAOTUNONAPATUPEO3
Tvna 1B. [o3aHAA AMarHocTuKa 3Toro HapyleHusa Kanbuuin-gpoc-
thopHoro obmeHa npueena k opmupoBaHuio cuHapoma Papa,

° [unonapamupeos. Knuxuyeckue pekomendayuu. [Jemu. ..
¢ Tam xe.
7 Tam xe.

4TO CTano NMPUYUHON 3nunencuun. Takum oOpa3om, CYAOPOXKHbIA
CUHAPOM Y AAHHOTO nauueHTa 06yCN0BNEH Cpa3y ABYMs NpUYu-
HaMW — runoKanblMemMmnein, Kotopas Gbina fokasaHa nabopa-
TOPHO, ¥ 3nunencuen, 4To noaTeepxaeHo 330,

JleueHue Hawero 601bHOrO JOMKHO BKKOYATH KaK NPOTUBO-
3NUAenTUYeCKNe NeKapcTBa, Tak U npenapaTbl ANf KOMMeHCa-
UMM HapyleHwii kanbuuii-octopHoro obmeHa. Mpu ncesfo-
runonapaTMpeonse NpUMEHAIOTCA aKTUBHbIE GOpMbl BUTaMUHa D,
He Tpebylowme 1a-rmAPOKCUNMPOBAHUA B NoYKax (anbhakans-
umMaon 1 Kanouutpuon). NMpumeHeHMe 3TUX NpenapaTos He 3aBU-
CUT OT aKTMBHOCTM lo-ruppokcunassl, peryaupyemon [TT.
Anbdakanbumpon npespauaetca 8 1,25(0H),D 3a ogHy meTa-
6onMyecKyl0 CTaaWio C MOMOLBIO MEYEHOYHOro (hepMeHTa
25-ruppoKcunassl.

Ha3HayaTb AaHHbIA npenapat peKoMeHAyeTCAa Npu ypoBHE
MOHWU3WUPOBAHHOTO KaNbLWA B KPOBM HUXe 1 MMONb/N, HauuHas
C MUHUMaNbHbIX 403, NOCTENEHHO YBEINYMBASA UX MO KOHTPO-
nem ypoBHeit kanbuua u docdopa. C uenblo npodunakTukm
HedpoKanbLMHO3a U 06pa3oBaHUa KanbLuit-hocdaTHbIX KOMM-
JIEKCOB B MATKWUX TKaHAX PEKOMEeHAyeTcs NojfepiuBaTth ypo-
BEHb KanbLns Ha HUXkHen rpaHuue PL, a docdopa — B pamkax
P[l. Mocne pocTuxeHua LieneBbIX 3Ha4eHM Tepanusa NpofoKa-
eTcs B noAobpaHHoII 103€, a cofiepxaHue kanbuus 1 doctopa
B Mna3me KPOBM PeKOMEH[yeTC KOHTPONMPOBATb Yepe3 Kax-
pble 3-5 Hepens [3].

B Hawem cnyyae y nauueHTa B Te4eHWe NepBoro roga neye-
HUA OTMeyanacb BblCOKas NOTPEOHOCTb B anbdakanbuuporne,
3aTem OblJ0 JOCTUIHYTO HACbIWEHWe, U 03y NpenapaTa CHU3M-
nu. Heobxo[MmMo OTMETUTB, YTO, HECMOTPSA Ha LieneBble 3Haye-
HUA MOHM3MPOBAHHOIO KanbLMs, Aaxe NpW yBeaWyeHUU A03bl
anbdakanbLnfona B Te4eHne BCero Nepmofa Tepanun coxXpaHa-
nack TeHAeHUMs Kk runepdocdatemuu (cMm. maba. 3).

MauMeHTy C nceBpgorunonapatMpeo3om Tpebyetcs Habio-
LEHWEe HECKONbKUX CMeuuanucToB, MOMHbIA nepeyeHb KOTOPbIX
onpegenseTcs B 3aBUCUMOCTM OT UMEIOLLUXCA CUMMTOMOB U Hau-
4Ms OCNOXKHeHWA. Tak, MOMWUMO 3HJOKPUHONOra, HabnoaeHue
3a NauueHToM C NceBfor1nonapaTMpeo3omM MoryT OCyLWecTBAATL
otTanbmonor (Ans perynspHoro o6cnefoBaHus OpraHoB 3peHus)
u Hedpornor (B cnyyae BbifiBNEHUA HedpoKanbLmHo3a) [8, 9].

3AKNIOYEHUE

IDDeKTUBHOCTb NIEYEHUA CYLOPOKHBIX COCTOAHMII HanpsMytlo
3aBUCUT OT MpPaBWJbHO YCTAHOBAEHHOrO [MArHO3a, B CBA3U
C YeM KpaitHe BaKHO YMeHMe Bpaya rpaMOTHO OPUEHTUPOBATLCA
B AnddepeHLnanbHON ANArHOCTUKE COCTOAHUI, OAHUM U3 Npo-
ABNEHWI KOTOPbIX MOXET ABNATLCA CYAOPOXHBIA CUHAPOM.

C yyeToM nepeyHs Haubonee 4acTo BCTPEYAIOLWMUXCA MpU-
UMH CY[OPOXHBIX COCTOSIHWIA y AeTeil MOXHO pa3paboTatb
paLMOHanbHYlD CXeMy [MAarHOCTUYECKOTO MOMCKA, B KOTOPOW
Ha Kaxgaom 3Tane OyayT NOATBEPXAATHCA MAM UCKNIOYATHCS
Te UK WHble npegnonoxeHus. Ha I 3tane guarHoctnyeckoro
noucKa cnepyet BbIABUTb YCNOBMA BO3HWKHOBEHWS CyAOpOr,
3aBUCMMOCTb OT BHELWHMX WU BHYTPEHHUX (haKTOPOB, BLIACHUTD
UX NPOAOMKUTENBHOCTL M YacToTy. 0coboe BHUMAHUE [OMKHO
VAENATbCA paccnpocam 06 06pase KMU3HU NaLMeHTa, XxapaKTepe
€ro NMUTaHUs, a TaKXKe CeMeiiHOMY aHaMHesy.

Ha II aTane AMarHoCTMYeCKOro NoMcKa NpesnonaraeTcs BblsiB-
neHne heHOTUNMYECKUX 0COOEHHOCTEN, KOTOpbIE MOTYT VKNagbl-
BAaTbCA B KOHKPETHble CMHLPOMbI, YKa3biBalOWME HAa BEPOATHYIO
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NPUYNHY BO3HUKHOBEHUA CYAOPOXKHbIX cocTosHuiA. HakoHeu, npeHe6peraTb UCNONb30BAHNEM U UHCTPYMEHTANIbHbIX METOA0B

Ha III 3Tane AMarHOCTUYECKOro MOMCKA CnefyeT o6paTtuTb 0CO- | AMArHOCTUKM, BOCTYMHLIX B HACTOALLEE BPEMS.

6oe BHMMaHMe Ha NOKa3aTeNM BUOXMMUYECKOTO aHann3a KpoBu Takum 06pasoM, palMOHaNbHO BbLICTPOEHHBIA CUCTEMHBbI
(B 4aCTHOCTW, Ha KOHLEHTPALMK FI0KO3bI, KanbLus, GocHAToB,  MOAXOA K AU(dEpEeHLMaNbHON AMArHOCTUKE  CYAOPOXHOTO
KpeaTUHMHA), Npu HEOBXOAMMOCTM ONPeenUTL YPOBHM MHTEPECY-  CUHAPOMA NO3BOJIMT YCMEWHO BbIABUTL €T0 NPUUMHY U Ha3Ha-

IOLLMX BPaya B AAaHHOI CUTYaL/MM FOPMOHOB. PayMeeTcs, He CTOUT | 4MTb NPaBMiIbHOE NleYeHue.
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