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H. A. CnpunHuyk, U. B. Aykawyk, A. A. KBaueHiok

Y «MHCTUTYT SHAOKPMHOAOT MM M O6MEHa BeLLEeCcTB

nmenun B.T1. KomnccapeHko HAMH YkpauHbi», Kues

I[Tcesporunonapatupeos (HaciaeacTBeHHas ocreogauctpodus Onbpaiita, Gosesnb Onbpaiita) — peaKoe HACJAEACTBEHHOE
3abosieBanme KOCTHOH CHCTEMBI, BBI3BAHHOE HAPYIIEHIEM 00MeHa Kalblist 1 ochopa, IMUTHpPYIOIIee THIIOMapaTinpeos. Yacro
COIIPOBOXK/AETCS 3a/IePAKKON YMCTBEHHOIO U (PU3NYECKOTO Pa3BUTHSL.

[Tarosorns xapakTepusyeTcsl BRIPasKeHHBIM KIMHUUECKNM MOIMMOP(MU3MOM, B OCHOBE KOTOPOTO JIEKUT TeHeTHUecKask TeTe-
POrE€HHOCTb.

B xocTHOII TKaHN OTMEYAIOT M3MEHEHN:, TUIITYHbIE I THTIeprapatupeosa — AnddysHbIT 0CTeomopos, HosBIeHIe KUCT (Tak
HazbIBaeMble Oypble OIyXOJIH, THTAHTOKJIETOUHBIE OIyX0Jin). BhICBOOOKIAIOMMUICS U3 KOCTEH KaJIbIIUN OTKJIAIbIBAETCS B BUIE
KaJTBI[THATOB B MOKOKHOM KJIeTdaTKe, a Takke B MTOYKAX, MBITIIIAX, MIOKap/e, CTeHKaX KPYITHBIX apTepHil, KOHbIOHKTHBE T7Ta3a
1 110 nepudepun POroBUIbL.

[Iprannoil BOSHIUKHOBEHNUST TICEBIOTUTIONAPATIPEO3a SIBISIETCS BPOKIAECHHDIN eheKT — TeHeTHIeCKH 00y CTOBIEHHAsT PE3IC-
TEHTHOCTH II0YEK U CKeJleTa K JIefiCTBUIO IapaTTOPMOHA.

[IpyBeseH AMATHOCTHYECKUT aITOPUTM MOHHUTOPUHTA OOJBHBIX C MCEBAOTHIIONAPATUPEO30M. [Ip1 HAMMYNM KIMHUIECKUX
CUMIITOMOB, MO3BOJISIIONINX 3aM003PUTh MCEBIOTUNONAPATIPEO3, T1eIeCO00PAZHO OMPEAETUTb COAEPKaHue 0OOUEro U NOHU3H-
POBaHHOTO KalbIns U hocopa B KPOBH, IKCKPEIHIO KATBINS ¢ MOYOIA, a TaKKe YPOBEHb TAPATTOPMOHA B KPOBU. I1oBBITITIeHHDIIH
ypoBenb naparropmona u ¢ocdopa B KpoBU IIPU HU3KOM COAEPKAHUU KaIblidsd B KDOBU U MOYe IO3BOJISIOT IIOCTABUTD AMArHO3.
CBoeBpeMeHHas ANaTHOCTIKA 1 yTOYHEHNe TeHe3a Kayk/[0T0 CHHAPOMA NMEIOT BaskHOe 3HAUeHNe JITTT OTITHUMU3AIIIN JIETeHIS 9TIX
COCTOSTHUIT 1 TPOMUITAKTUKN BOBMOKHBIX OCJTIOKHEHHIA, & TaKIKe [eTec000PasHOCTH MeIMKO-TeHETHYECKOTO KOHCYIBTHPOBAHIS.

Kimouessle cioBa: 1eTH, ICEBIOTUIONAPATIIPEO3, HACTEACTBEHHAA ocTeoancTpodms Onbpaiita, OkUpPEHe, THITOKATBITNEMHST,

PE3UCTEHTHOCTD K MapaTHPEONHOMY TOPMOHY.

HCGBI[OI‘I/IHOHapaTI/IpeOS (Hacye/CcTBEHHAs OCTe-
opucrpodus Oubpaiita, 6Gonesnb Ounbpaii-
Ta) — pelKoe HacJaeICTBeHHOe 3a00/IeBaHIe KOCTHOM
CHCTEMBI, BbI3BAHHOE HapylleHHeM 00MeHa KaslbI[Ks
u dochopa, UMUTHUPYIOIIEE TUTIOTIAPATUPEOS, YACTO
COITPOBOK/IAETCS 3a/I€PIKKOI YMCTBEHHOTO U (hU3H-
YEeCKOro PasBUTHs. Briepsble CHHAPOM ObLI OIKCAH
mBeitnapckumu Bpavamu E. Martin u J. Bourdillon
B 1940 r. B 1942 r. F. Albright u coasr. coobuuin
0 TAIMeHTax € CUMIITOMAaMU THUIIOTIApAaTUPE03a, He
MOJIIAIONIErOCST JICUEHUIO TMapaTUPEOUIHBIM TOPMO-
HoMm (IITT) [1]. [Tatomorust xapakrepusyeTcst BbIpa-
JKEHHBIM KJIUHUYECKUM TIOJUMOP(MU3MOM, B OCHOBE
KOTOPOTO JIEKUT TeHEeTUYeCKasl reTeporeHHocTs [2].

B smrepatype onucano oxosio 300 cayyaes. Pacmpo-
CTPAHEHHOCTDb TICEBJIOTUIIONIAPATHPEO3A COCTABJISIET
1—9 cryuaeB Ha 1 MuTH HacesieHUs. Y MaJb4MKOB 3TO
3abosieBaHNe BCTPEYAETCs B 2 pasa PEkKe, YeM y JeBO-
yek. Hacaepcrsennas ocreopucrpodus Onbpaiita
MMEeEeT ayTOCOMHO-JIOMUHAHTHBIA TUIl HacJen0Ba-
Hus [3].

[TpuumHOii BO3HUKHOBEHUSI TICEBIOTUIIONAPATH-
peoza (IITTIT) sBisitercsas BposkimeHHBbIN medexkT —
reHeTHYEeCKH 00YCIIOBIEHHAsI PE3UCTEHTHOCTD MOYEK
u ckeseta Kk getictsuio IITT B pesysbrare nedexra
KOMILTeKca crenududeckuii 1utoperentop-IT1TT-
aJIeHUJIATI[IKIa3a, YTO HapylIaeT mpolecc o6pasoBa-
HUs B TIoYKax nukiandeckoro 3, 5’-AM® (AM D),
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SIBJISTIONIETOCST BHY TPUKJIETOUHBIM TIOCPETHIKOM JIEi -
crBust IITT Ha MetaboJimuecKye mporeccsl [4].

IITTIT aBaseTcs reHeTUYeCKU TeTEPOreHHbIM 3200~
sesanueM. [1pu nedexre nuroperenTopa, CBsI3bIBAIO-
mero IITT, Bosuukaer IITTIT 1A tuma, mpu medekre
HYKJICOTU/ICBSI3BIBAIONIEr0 OEeJIKa, JIOKAIM30BAHHOTO
B JIMIIUIAHOM OUCJIOe KJIETOYHOII MeMOpaHbl U (yH-
KIIMOHAJBHO CBSI3BIBAIONIETO PEIENTOP C aJleHuJIaT-
nukmazoin — IITTIT 1B Ttuma, mpu depmeHTaTHB-
HOU HezjocTaToyHOCTH ajeHmsatiukiaazsl — [ITTIT
2 tuna. depurut nAMOD BcencTBue yrnoMsiHyThIX
nedeKToB BeleT K HapyIIeHUIo cuHTe3a crenudu-
yeCcKUX OeJIKOB, OIpPeeJNsomnuX OHOJIOrHIeCKUuii
apdexr IITI. [pu MTTIT Tepsiercss 4yBCTBUTED-
HOCTb OpPTaHOB-MUIIIEHEH, B YacTHOCTH 1ovek, K [ITT.
B pesysbrate ymenbiaercs akckperus ¢ocdopa
C MOYOI, BO3HHUKaeT TumepdocdareMus, BTOPUIHO
pa3BUBAETCsI THITOKATbIIHEMUST [ 5].

[Hockoapky npu [ITTIT napamuroBuHbIe JKee3bl
WHTAKTHBI, B OTBET HA TUTIOKAJIBIIEMUIO, CTUMYJTHPY-
fontyto npoayknuio IITT, moxeT pazBuThest BTopny-
HBII TunepnapaTipeos. IloBbleHHoe 00pasoBaHKe
[ITT ne BBI3BIBaeT yBesnueHus BeIBeieHUs pocdopa
u TAM® ¢ MoYOii M3-3a reHeTHYeCKH 00YCJIOBJIEH-
HOUM Pe3NCTEHTHOCTH To4YedHbIX KaHaubieB K 11T,
HO COIPOBOK/IAETCS U3MEHEHUSIMUA B KOCTHON TKaHHU,
XapaKTePHbIMU JIJIsl THIIepIapaTupeosa, 4To CBUje-
TEJBCTBYET O COXPaHEHWM HOPMAJbHOW YyBCTBU-
tesbHOCTH ocTeokyaacToB K IITT. Ilpu IITTIT aktus-
HOCTDb TIEeJIOUHON (ocdaTassl B CHIBOPOTKE KPOBU
MOBBIINIIEHA WJIN HAXOAUTCS B Ipelesiax HopMbl. Bee
Bapuantbl IITTIT npexcrasiasgior coboil HacaeacT-
BeHHOe 3aboJjieBaHKe, XapaKTep HacJeJoBaHUs —
ayTOCOMHO-ZIOMUHAHTHBINA. HwusKas MI010BUTOCTD
MmyskunH, crpagaomux IITTIT, o6bsacHseT peaKocTb
ero nepejgadyu oT oTHa K chiHy. JKeHiutb! 60J1e10T B 2
pasa yariie, yeM MY>KYuHbI [6].

B kocTHOI TKaHU OTMEUAIOT U3MEHEH U], TATTUYHbIE
JUIsT TUneprapatupeosa, — Anddys3Hblil 0CTEONopos,
HOsIBJIEHHE KUCT (TaK HasblBaeMble Oypble OIyXOJIH,
TUTAHTOKJIETOUHbBIE OIyX0JiH). BricBoGOK Aaroniicst
13 KOCTEN KaJbIIUI OTKJIAQJbIBAETCS B BUJIE KAJIbIIH-
HATOB B TIOJIKOJKHOU KJeT4aTKe, TTOYKaX, MBIIIIAX,
MUOKap/Ie, CTEHKAX KPYITHBIX apTEPHil, KOHbIOHKTHBE
ryiaza u 1o nepudepun poroBuilsl [7].

Knunnaeckne mpusnaku IITTIT 1A Tuma cxXoaHbBI
C CUMIITOMaM¥ WIUOTIATUYECKOTO TUITOTIapaTHPeosa.
OTMedeHbI MPUCTYITBI TOHMYECKUX CY/IOPOT, KOTOPbIE
BO3HUKAIOT CIIOHTAHHO WJIM TIOJ BJIUSHUEM KaKUX-
b0 paszppaskuresieil. XapakTepHbl 3a/IePiKKa YMCT-
BEHHOIO Pa3BUTHSsI, OTCTAaBAHUE B POCTE, JTyHOOOPas-
HOE JIMIO, OKMPEHUEe ¥ OpaXuAaKTHJIUsl, 0COOEHHO
YKOpOYeHUe TepBOl, YeTBepTON M MATOW MSCTHBIX
U IJIFOCHEBBIX KocTeil. MoryT HabIoaaTbesi MHOKe-
CTBEHHbBIE 9K30CTO3bI, TUCXOH/IPOILIA3MUS, UBMEHEHUST
B smdusax Kocrell Takue xe, Kak 1 11pu GuOpPo3HOii
ocTeoucIiazui. JacTo OTMEYaloT PBOTY, a TaKKe
reMaTypuio BCJIeACTBHE 0OPasoBaHK OKCAJIaTHBIX
KaMHEl B MOYEBBIX ITY TSIX, BBISIBJISIIOT IEHTUKYJISTPHY IO
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KaTapakTy, TUIIOIUIA3UI0 3yOHOU aMaji. Y OOJIbHBIX
C TICEBJIOTUIIONIAPATUPEO30M HAPSIZy CO CHUXKEHUEM
yyBcTBUTesbHOCTH K [IT'T opranos-muineneir Mmoxer
HaOJIFOIaThCsI PE3UCTEHTHOCTh K JAPYIMM TOPMO-
HaM, 3aBUCUMbBIM OT aJIEHUJIATIIMKJIA3HON CHCTEMBI,
HaIPUMep, TIOJIOBBIX JKeJie3 — K TOHAZIOTPOITHBIM TOP-
MOHAaM, TUTOBHUIHON JKeJe3bl — K THUPEOTPOITHOMY
TOPMOHY, OPTaHOB-MUIIIEHEN — K IJIIOKaroHy U aHTH-
JuypeTudeckoMy ropMony. OTMmedyeHa MOBBIIIEHHAS
YyacToTa CJIydaeB ayTOMMMYHHBIX GoJIesHel 1 caxap-
Horo muabera, HepeAKo HabJIOAAITCS TIMIIOTHPEO3
wim runeptupeos |8, 9].

Tun 1B 00yciioBJieH 1eUIIMTOM TKaHEBBIX peller-
topoB K IITI B opraHax-MWINeHSIX W OrpaHUYEH-
Holi pesucrenTHocThio K IITI. Kianamdeckas kap-
TUHA CXOJHA ¢ TakoBoW mpu Tune 1A, HO oTcyTCT-
BYET TIOpayKeHUe JIPYTUX SHIAOKPUHHBIX JKeJe3, peKe
BCTpeYaeTcst ocTeoqucTpodus. Y GONbHBIX OTCYTCT-
ByeT peakius Ha ak3orenHoe BeejeHue [ITT B Buze
yBennuenust akckpernnn nAM®D ¢ Mouoii. YpoBeHb
Gs-6esika B KpoBM — B npeziesiax Hopmsl [10, 11].

Tun 1C — HEKOTOPbIE ABTOPbHI OTOXK/ECTBIISIOT
ero ¢ nceszponcesgorunomnaparupeosoM (F. Albright,
1952). D1or THH 3a60JE€BaHUS XapaKTePU3YeTCst
CBOHCTBEHHON TICEBOTUIIONAPATUPEO3Y KJIUHUYE-
CKOW KapTUHOW OCTeoauCTpoduu, OJHAKO yPOBEHD
Kasbius, hocopa B KPOBU U MOYE OCTAETCS HA YPOB-
He HOpMbI. CoJiepKaHue MmapaTupeorIHOr0 TOPMOHA
u Gs-6Gesika TaksKe OCTaeTcsl B IIpejiesiax HopMasibHbIX
3HaueHuil. B paborax MocjieiHuX JieT y HEKOTOPBIX
HALMEHTOB ONPEAEISIN AeNelno de novo B XpOMo-
come 2q37 [10].

Tun 2 KIMHWYECKU CXOJIEH C JIPYTUMU THUIIAMU.
CoxpaHsieTcsi HOpMaJIbHAsT PEAKIIMS MTOYEK Ha HK30-
reanoe BBezierne [ITT B Bume yBesnuenus skckpe-
mnn tAM® ¢ mouoil. BpickaspiBaioT MHEHHE, YTO
2 TiII MOKeT ObITh CBsA3aH ¢ AeduiuToM BuTamMuna D.

Jlvartos B TUIIMYHBIX CJIydasx 3a60JeBaHUsA yCTa-
HABJIMBAIOT y mereil B Bo3pacte 5—10 jier Ha ocHO-
BaHUM XapaKTePHOU KJIMHUYECKOH KapTUHBI, MHO-
JKECTBEHHBIX aHOMAJINN PA3BUTHS KOCTHOTO CKeJie-
Ta, HAJIWYUST TUTIOKaJIbIiuemMun, runepdocharemun,
HOPMAaJIbHOW WJTU MOBBINIEHHON aKTUBHOCTH IIEJ0Y-
HOIl (hocaTaspl B CBIBOPOTKE KPOBU, YMEHBITIEHHOTO
BBIZIeJIEHNST KasIbITus 1 (pocopa ¢ MOUOIA, TTOBBITIEH-
Horo cozep:kanus [ITT B kposu.

Jleyenue TIPU THIOKATBIIMEMUN 3AKJIIOYAETCS
B Ha3HAuEHWM IPENapaToB KaJbIUs B JI03aX, JOCTa-
TOYHBIX JIJIST TIOJJIEP;KAHUS €T0 HOPMaJIbHOW KOHIIEH-
TpaIliu B KPOBU. BoJibllioe 3HAYEHE MMEET Teparust
ButamunoMm D. Hauansnas goza — 2000 ME /xr maccer
TeJa B cyTKu, HO He Oosee 100000 ME B cytku. Bo
usbeskaHue TepeJo3nPOBKY TIPernapaToB BuTaMuta D
HEeOOXOAMM KOHTPOJIb 3a KOHIIEHTPALMeil KaJbllus
B KPOBH KaKble 3—7 MHEH B TeueHUe TEPBBIX 2 Hex
JIeYEHWSI M Pa3 B MeCSI] B TE€UEHHUE IOCJELYIONINX
2—3 mec. ITo mocruskennu cTaOUIBHON KOHIIEHTpPA-
UM KaJbIIUS B KPOBU JIOCTATOYHO TIPOBEPSTH e€e
1 pa3 B 2—3 mec. MoxHO TTpUMeHSTH « Kambuurpuns,
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JTATUAPOTAXUCTEPON, «OKCUJIEBUT», a TaKkKe JPyTHe
mpernaparbl aKTUBHBIX (opm Butammua D. [luera
¢ orpannyenueM hocdopa MmomMoraeT HOPMAIN30BATH
KOHIIEHTPAIINIO KAJbIMS B KPOBU U YCTPAHUTH CUM-
NTOMBbI BTOPUYHOTO THIIEpIiaparupeosa. llpu ruro-
(byHKIIUM APYrUX Kejie3 BHYTPEHHEH CeKpernuu mpo-
BOJISIT 3aMECTUTEJHLHYIO TEPANUI0 COOTBETCTBYIONIH-
mu ropmonamu. Jlegerme IITT me addextusno. s
KyINUPOBAHUS CY/IOPOKHBIX TIPUCTYIIOB BHYTPUBEHHO
BBOZAT 10 % pacTBOP KaJbIMs XJIOPH/IA WA KaJbIUsT
IJIIOKOHaTa, BHYTPh — 5—10 % pacTBOp KasbIus XJI0-
puza o 1 cTooBo# JioskKe 3—4 pasa B CyTKU: KaJlb-
IUST TJIIOKOHAT, KaJIbIust lakTaT — 710 10 T B cyTKU.

B xommtekcuyto Tepanmio TakuM zieTsiM aghexTrs-
HO BKJIIOYATh TIPernapaThl PEKOMOMHAHTHOTO TOPMOHA
pocra B ctanzaptHoii fo3e 0,033 mr/kr B cytku [12].

ITporHos 1pu parnnoHaJIbHON Tepamuy OJaronpu-
SITHBINA. YIuThIBas HacaeacTBeHHbIH xapakTep [ITTIT,
HEeOOXOIMMO MeAMKO-TEHETHYECKOe KOHCYJIBTHPOBa-
HUe OTHOCUTEIbHO BO3MOkHOCTH TtosiBerust [ITTIT
y MIOTOMCTBA.

[TammmenT M., 3 roxa (puc. 1) moctynui B oTese-
HUe JETCKOIl 9HAOKPUHHOI MaTOJOrMU ¢ jKajmodaMu
Ha JIUCIPONIOPITMOHAJILHOE TEJIOCJIOKEHUE, TIIIOXYIO
npubaBKy B Bece M pocTe, ¢JaboCThb, MOBBIIEHHYIO
MOTJIUBOCTb, 1e(HOPMAIIUIO TPY/THON KIETKH, MbIIIeY-
HyIO c1abocTh (HE CTOUT U HE XOMAUT), IIAaTKOCTh
3y00B, YacTBIl TEHUCTHIII HEOPOPMJIEHHBIH CTYJI,
B3/lyTHE KUBOTA.

Puc. 1. boabHoi# K., 3 roaa. Oco6eHHOCTH KOCTHOM
CUCTEMbI Y GOALHOTIO C MCEBAOIMINONapaTupeo3om
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AnaMue3 3a00/1€eBaHUS

Bruiepsbie poauTesn o0paTUIICh 32 MEAUIMHCKON
MIOMOIIBIO TI0O MECTY JKUTEJbCTBA B Bo3pacte 1 roj
4 Mec. YcTaHOBJIEH AUArHO3: BUTaMUH-D-3aBUCHMBII
paxut. Hasnauen «Pokansrpo» mo 0,75 Mkr 3 pasa
B cyTkH, nipernapathl kambiusg go 1,0 v/cyT. Ilposo-
JIUJTA MOHUTOPUHT KaJIbllusi B KpoBu U Mode. [Toka-
3aTesId KaJlbIMs PE3KO CHUKEHbI (Kasbliil oOmmii
B kpoBu — 1,13 MMOJIB /T, KaJIbIIMIT HOHU3UPOBAHHBII
B kpoBu — 0,81 Mmmours /1, hochop — 1,31 mmomn/ 7).
IMposoaumas tepanus Obiia  HedhHEKTUBHOIM,
u peGeHOK Obll TOCHUTAJU3MPOBAH B KJIMHUKY
Wuctnryra tpaBmaronornn u oproneanu HAMH
Vipaunsl. ITociie IpoBeseHHOro 00C/IeI0BaHNsT yCTa-
HOBJIEH auMarHo3: BUTaMuH-D-3aBucmmbrii paxut 11
TUIA, TSOKENbI OCTEONOPO3, KOHCOJUIUPYIOIINIA
nepesioM JieBoro Oezipa. JIJisi MCKIIIOUEHUsT MaTOJIO0-
MW TTAPAIUTOBUIHBIX JKeJe3 TallMeHT HallpaBJieH
it oobcesenoBanust B VIHCTUTYT 9HIOKPUHOJO-
ruu u obMena sentects umenu B. 1. Komuccapenko
HAMH ¥Ykpaunsl. [Tocse 06ciie1oBaHusT yCTaHOBIEH
nuarnos: [ITTIT, Tun IA. HasnaueHo JiedyeHue: Kajib-
muii-Ds B o3e 1000 mr/cyT, a-Ds B 1o3e 1,5 Mr/cyT,
(epmenTtnbie ipenrapatsl Kypcamu 1o 10 greit. [Ipn
KOHTPOJIbHBIX 00CJIeI0BAHUSX JMHAMIKA 110 TOKa3a-
TeJIIM KasrbIns, dpocdopa, memoanoit pocdaTtassr —
6e3 cylecTBeHHbIX U3MeHeHuil. PexoMeHmoBaHa 6e3-
rJIOTEeHoBas aureta Ha (oHe Tepanuu (epMeHTaMu
1 JleueHne ropMoHOM pocTa B 103e 0,033 MT/Kr Macchl
TeJIa B CyTKH 110/l KOHTPOJIEM KOCTHOTO BO3PacTa.

AHaMHe3 KU3HHA

Masbuuk OT 11epBoii GepeMEHHOCTH, IPOTEKaBIIEei
€ TOKCUKO30M B 1-i1 TprMecTp, yrpo3oii IpepbIBaHMS
B 1-11 TpuMecCTp; POAbI EPBBIE, CPOUHBIE, C TBOMHBIM
obBuTHEM MynoBUHOMU. Pesyc-koHduukT. Macca resa
mpu poxzaennn — 3,5 kr, poct — 50 cm. C 1,5 et —
TeTAaHWYECKHUe CYJIOPOTH, AlleTOHEMWYECKUN CHH-
apoM, ucbakrepuos. Mndekunonnniii nngexc — 0.

JlatnHble 0cMOTpa U (PU3UKATIBHOTO 00C/Ie0BAHUST

Poct — 78 cMm, macca tesma — 10 kr. ITo dpusmyecko-
My pasBuTHio coorBercTByeT 1 romy (—5c), medumut
Maccsl Tesia (—3,67c). KoskHble TTOKPOBBI CyXue, Typrop
camxket. ITpu 0ObeKTUBHOM 00CIe0BaHIN 0OpalaeT
BHUMAaHME XapaKTEePHOE JMCILIACTHYECKOEe CTPOEeHne
KOHEYHOCTel, 1esl KOpOTKas, aedopmaiiys TPYAHOM
KJIETKU, PACIIIACTAHHBIN B3Iy ThIH JKUBOT (pHC. 2).

JlanHbie 1a60PaTOPHOTO
U MHCTPYMEHTAJILHOTO UCCJIeIOBAaHUIT

O6uyuii ananus xkposu: remoriodus — 116 v/, apu-
tpouuThl — 4,16 - 102 /7, neiikouursr — 8,1-10° /1,
nBeTHOI mokasarenrb — 0,84, COD — 13 mMm/4.

Ob6uyuil ananus movu: OTHOCUTENbHAS IIJIOTHOCTh —
1010, Gesok — cireapl; TJIIOKO3a — He oOHapysKeHa,
peaknus — IeJIouHast, JEeUKOIUTh — 3—4 B ToJie
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3peHUs], CJIM3b — HEeOOJIbIIOE KOJIMUYECTBO, TPUQOC-
daTtbr — MHOTO.

I'mokosa B KpoBu HaTom@ak — 3,51 MMoJIb/ 1.

Buoxumuyeckuil anamus xKpoeu: XOJECTEPUH —
4,2 mmouib/ a1 (HopMma — < 5,2), o6l GuaupyouH —
8,3 Mmoutb /a1 (Hopma — 8,5—20,5), KpeaTHHUH B ChIBO-
porke KpoBu — 26 MKMoJsb/s (Hopma —53—115),
obumii 6enok — 72,4 r/n (Hopma — 65—85), Moue-
BuHa — 5,5 mmoun/n (Hopma — 1,7—8,3), Kasmii
B CbIBOpOoTKEe — 3,7 MMmoJib/a (Hopma — 3,8—5,6),

HaTpuii B chiBoporke — 132 mmosab/n (HOopma —
130—156), xanpuuii B ceiopotke — 1,94 MMoJIb,/J1
(mopma — 2,1—25), kampumit — 0,78 MMosb/ 11,

dochop — 1,27 mmoib /11, menounas docdaraza —
3271 En/n.

Topmonanvroii npogpunw: 11TT — 362 ir /Mo (Hopma —
11,0—62,0), TTT — 2,11 MmE/l /™M (Hopma — 0,27 —4,2),
FT4—15,44 nmoun/ i (Hopma — 12,0—22,0).

Inexmpoxapouozpamma. PUTM CUHYCOBBIH, Taxu-
kapaus. YacroTta cepaeyHbix cokpamenuii — 117 B
1 mun. IlonokeHWe 3JIEKTPUUYECKON OCH cepAla —
ropus3oHTaJbHOE. BoJsibTa)k B HOpMe. YIMHEHUe

Puc. 2. boabHo# K., 3 roaa. BHewHnit BuA pebetka
C nceBAOrMnonapaTMpeo3om (HM3KMi1 pocT 3a cyet
YKOPOYEHHUS HUKHUX KOHEYHOCTEeH, 0COOeHHOCTH
ceHoTHNA)
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uatepBasia QT, 4TO MOXKeET CBUIETETHCTBOBATDH
O TUTIOKAJIbIIUEMUN.

Penmeen xucreii pyk — KOCTHBIN Bo3pacT — 2 TO/1a,
BBIPAJKEHHBII OCTEOTIOPO3.

Kampmmit B cyrounoit moue — 0,1 mmosb (Hopma —
0—6,2).

YauThiBag COMYTCTBYOIIME KaJoObl Ha YacThlil
MEHUCTHIN Heo(OPMJIEHHBII CTYJI, IIPOBEAEHO 00cIe-
JIOBAHUE C 1EJTbI0 UCKIIOYEHUS TIeJIUaKIUU: aHTHTEea
K TKaHeBOW TpaHcriayTamase, IgA < 7 (< 7 nerarus-
HBII pesysibrart, > 10 I03UTUBHBIN pe3yJibrat); 00muii
IgA — 0,56 1/ (0,2—1 r/x1); anTUTENA K DHIOMUBHIO
[gA <10 (< 10 nerarwBHbIll pesysbrar,> 10 no3u-
TUBHBIN Pe3yJIbTar).

HLA-tumupoBanme mo tpem renam II kimacca
DQA1, DQB1, DRB-HLADQA1 renorut: momoxn-
renpubiid 111 *0501; HLADQB1 renorwum: orpuma-
teapabrii *0201; HLADRB1 renorum: otpumaresnb-
woiit *0302.

3akiroueHne: oGHapy KeHa TOJbKO OHA U3 U3BECT-
HBIX ajuiesieit pucka. O6pasoBaHUe TETEPOAMMEPOB
DQ2 u DQS8 He OyaeT BO3MOKHBIM. ITH Pe3yJIbTaThl
He TIOATBEP;KAAIOT IUATHO3a TIeJTUAKIH.

Kaunnuecknii nuarnos

Ha ocnoBanuu namuumsi psijia GEHOTUNTUIECKUX
[PUBHAKOB (HUBKUIT POCT, GpaxupaKTUIINs, KPYTJIoe
JIUIO, OTCTABAHUE HEPBHO-TICUXUYECKOTO PA3BUTHS ),
KaJhIIMHO3a MSITKUX TKaHei, BbIPAKEHHOU THUIIO-
KasblieMuu, rurepdochareMun, TUITIOKAIBIUYPUH,
nosbiienHoro yposHd [ITT B kpoBu MokHO TIpesio-
JIOKUTB, uTO y nanuenta umeet mecto [ITTIT, Tum 1A.

Jleuenne

«Kampniemun» B 103e 2000 mr/cyT n a-D3 B mo3se
2 MKI/CyT € TOJOXUTEJbHBIM 3(hdeKToM B BHjE
3HAYUTETHHOTO YBEJWYEHUs TIOKa3aTesell KaJbIlus
B KpoBH. Kpome Toro, npuMeHsiin Ge3roTeHOBYO
nuerty, hepmenTor («Ilanrposr 10 000» mo 1 karmcyse
3 pasa B cyTkH, «Idpmuraib 25 000> mo 1 karcyse
B CYTKH) Kypcamu, «TaxucTHH», KOTOPbIl crioco6eT-
BYET YBEJUYEHUIO BCACHIBAHUS KAJbIUS B KUIIIEYHU-
Ke, B s103e 0,5 Mr/cyT.

Y JaHHOrO naIueHTa ¢ HaCJIeJACTBEHHOH 0CTeo/u-
crpodueit Onbpaiita, Bepostio, 1A Tuma, obparia-
10T BHUMaHUe KJIMHUYECKHe, ONOXUMUYECKUE 1 PEH-
TreHOJIOTUYEeCKUe MPU3HAKK CUCTEMHOHN T1aTOJIOTUH,
COIPOBOXK/IAIONIENCST TTOPAsKEHUEM HEPBHOU cucre-
MBI, CKeJleTa U paccTpoiictBaMu hocdOopHO-KaIbITH-
eBoro obmeHa. ITpoBeseHHOE JieueHKe, BKIIOYABILIEe
[PUMeHEeHUe aKTUBHBIX MeTaboJUTOB BUTaMuHa D 1
[IPEIapaToB KaJlbIKs, MO3BOJIMIO JOOUTHCS CYIIEeCT-
BEHHOTO YJIydllleHus rokasartesneil ¢hochopHO-Kab-
LUEBOTO 0OMeHa.

ITpu muarHoctuke sabosieBaHus ciepyer oOpa-
1narh BHUMaHWE Ha HAJTMYME COUYETAHHBIX Aedek-
TOB OTJIEJbHBIX OPraHOB M CHUCTEM M XapakTep
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HapyIeHuit oOMeHa Kaablust 1 Gochopa (THIoKab-
nremust u runepdocdareMus) ¢ 1eNbi0 MOCTe/yTo-
11ero yriy6JeHHOro KIMHUKO-TeHETHYECKOTO aHaJIN -
3a MaToJIOTUH.

JlnarHoctuyeckuii anroputM
MOHHUTOPHHIA OOJbHBIX
C TICEB/IOTHIIONAPATHPE030M

[Ipn HAMMYUM KIMHUYECKUX CUMIITOMOB, T03BO-
asomux 3anogosputs IITTIT, wenecoobpasto onpe-
JeJIUTh cojJiepsKaHue OOINero M HOHU3UPOBAHHOTO
Kabltust U ochopa B KPOBH, IKCKPEIUIO Kajh-
nust ¢ movoit. Mcenenosate yposens [II'T B xpoBu.

KoHepAnKTa nHTEpecos HerT.

[Tosbimennsiii yposenb IITI u dochopa B xposm
IIPU HU3KOM COJIEPKAaHUU KaJIbIIUsI B KPOBU U MOYe
no3BoJigeT yctaHoBuTh anarnos [ITTIT.

Takum 06pasoM, CBOEBPEMEHHAsl JUArHOCTHKA
YTOYHEHHE TeHe3a KajKIO0ro CHHAPOMa MMEIT 00Jib-
nroe 3HaYeHwWe, TaK KaK IO3BOJISIOT HAWTH OITH-
MaJIbHBIN TOJIXO/l K JIEYUEHUIO TUX COCTOSIHUIA, TTPO-
(pmsakTUKE BO3MOKHBIX OCJOKHEHWH (BILIOTH [0
uHBajAHOCTH peberka). HeoOXoxnMo MeauKo-
reHeTUYecKoe KOHCYJIBTUPOBAHUE CeME ¢ BBICOKUM
PUCKOM TTOBTOPHOTO BO3HMKHOBEHHS HACJIE/ICTBEH-
HBIX 3a00J1eBaHKi. ITO TpebyeT He0OXOAUMOCTH Bpa-
YaM Pas3HbIX CHEIUATbHOCTEN YeTKO OPUEHTUPOBATD-
¢ B HACJIEJICTBEHHO 00YCJIOBJIEHHO ATOJOT U,

Yuactre aBTOpOB: KOHUENLUMs u An3aviH nccreaoBaHns — E. B. boabuiosa, T. H. MaanHoBckas;
cbop mn obpaboTtka matepmara — T. H. MaanHoBckas, M. B. Aykatuyk, A. A. KBaueHiok; HarmmcaHme tekcta — T. H. MaanHoBckas;

peaaktpoBaHue — E. B. boablioBa, H. A. CripyHuyk
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lNceBaorinonapaTtMpeos y AUTUHHU

O.B. boabluoBa, T. M. MaanHoBcbka, H. A. CnpuHuyk, 1. B. Aykawyk, A. A. KBaveHrok

AY «[HCTUTYT €HAOKPUHOAOTIT Ta 06MiHY peuoBuH imeHi B. 1. KomicapeHka HAMH Ykpainu», Kuis

ITcepnorinonaparupeos (craakosa ocreopuctpodis Oubpaiita, xBopoba Ousbpaiita) — pifKiCHE CITaJKOBE 3aXBOPIOBAHHS
KICTKOBOI CHCTEMHU, CIIpUYKMHEHE MOPYLIIEHHIM 0OMiHy Kasbliiio i (hocdopy, ke imitye rinomapatipeos. dacTo CylnpoBOLKYETHCS
3aTPUMKOIO PO3yMOBOTO Ta (hisnuHoro po3BUTKY. [laTosoris xapakTepu3y€eThest BUPaKeHUM KIIIHIYHUM H0JIMOPGhi3MOM, B OCHOBI
SIKOTO JIE)KUTh TeHEeTHYHA TeTEPOTeHHICTh. Y KiCTKOBIiM TKaHWHI BiJI3HAYAIOTH 3MiHU, THUIIOBI JIJIg Tillepriapatupeosy, — audy3Hui
0CTEOTOPO3, TosIBY KicT (Tak 3BaHi Oypi MyXJIMHH, TIraHTCHKOKIITUHHI myXaunn). Kasibiill, skuil BUBITbHSIETHCS 3 KICTOK, Bij-
KJTQJIAETHCS Y BUTJISAMI KaJIbIIMHATIB Y MiANIKIPHINM KIITKOBMHI, a TAKOXK Y HUPKaX, M's13aX, MiOKap/li, CTIHKaX BEJTMKUX apTepiii,
KOH'IOHKTUBI OKa i 1o nepudepii poriBku. [Iprynioio BUHMKHEHHS [ICEB/OrINONapaTUPeo3y € IPUPOKEHNIT 1edeKT — reHeTuyno
3yMOBJIEHA PE3UCTEHTHICTh HUPOK i CKeJsieTa /10 /il mapatropMony. HaBesieHo MiarHOCTHYHMIT aTOPUTM MOHITOPUHTY XBOPHUX i3
[ICEBJIOTINONAPATUPEO30M. 3a HASIBHOCTI KJIIHIYHUX CUMIITOMIB, SIKi IAI0Th ITiICTABY 3alli/I03PUTH TICEBOTINONAPATHPEO3, AOIiIb-
HO BUBHAYMTH BMICT 3arajibHOTO Ta HOHI30BAHOTO KAJIBITiTO0 i (hocopy B KPOBi, EKCKPEIIIIO KAJIBIIIIO i3 ceuero, a TAKOXK PiBeHb Mmapar-
ropMoHy B Kposi. [ligBuienuii piBenb nmaparropmony i hocopy B KpoBi 3a HU3BKOTO BMICTY KaJIbllil0o B KPOBI Ta ceUi JAI0Th 3MOT'Y
BCTaHOBWTH /liarHO3. CBO€YACHA IIaTHOCTHKA Ta YTOUHEHHS reHe3y KOJKHOTO CHH/IPOMY MAfOTh BasKJIMBE 3HAUCHHS /7T ONTHMi3atii
JIKYBaHHA IUX CTAHIB I IPODIIAKTUKY MOXKJINBUX YCKIIAAHEHD, @ TAKOXK AOLIIBHOCTI MEMKO-TeHETUYHOTO KOHCYJILTYBAHHSL.

Koo4osi cioBa: ziTH, 11ceBorinonapaTupeos, cnajakosa ocreoanctpodisa Oubpaiita, 0KMPIHHS, TIITOKAIBIIEMIs, PE3UCTEHT-
HICTb /10 IIaPaTUPEOITHOTO TOPMOHY.
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Pseudohypoparathyroidism in a child

0. V. Bolshova, T. M. Malynovska, N. A. Sprynchuk, I.V. Lukashuk, D. A. Kvacheniuk
SI «V. P. Komisarenko Institute of Endocrinology and Metabolism of the NAMS of Ukraine», Kyiv

Pseudohypoparathyroidism (Albright hereditary osteodystrophy) is a rare inherited disease of the skeletal system caused by
impaired calcium and phosphorus metabolism that mimics hypoparathyroidism. It is often accompanied by mental and physical
retardation. The disease is characterized by a pronounced clinical polymorphism, which is based on genetic heterogeneity. In
the bone tissue there are changes typical of hyperparathyroidism: diffuse osteoporosis, the appearance of cysts (so-called brown
tumors, giant cell tumors). Calcium, which is released from the bones, is deposited as calcifications in the subcutaneous tissue, as
well as in the kidneys, muscles, myocardium, the walls of the large arteries, eye conjunctiva and periphery of the cornea. The cause
of pseudohypoparathyroidism is a congenital defect — a genetically determined kidneys and skeleton resistance to parathyroid
hormone. A diagnostic algorithm for monitoring of patients with pseudohypoparathyroidism is presented. In the presence of
clinical symptoms that give reason to suspect pseudohypoparathyroidism, it is advisable to determine total and ionized calcium
and phosphorus in the blood, urinary calcium excretion, as well as blood level of parathyroid hormone. Elevated blood parathyroid
hormone and phosphorus along with low calcium in the blood and urine allow the diagnosis to be made. Timely diagnosis and
clarification of the genesis of each syndrome are important for optimizing the treatment of these conditions and prevention of
possible complications, as well as for determining the need for genetic counseling.

Key words: children, pseudohypoparathyroidism, Albright hereditary osteodystrophy, obesity, hypocalcemia, parathyroid
hormone resistance.
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