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PED®EPAT

B cTaTbe npeacTaBneHbl KNMHNYeCKNe HabnoaeHNst ABOUX MaLMEHTOB C PeaKoi accoumaumeli ayToCOMHO-PELLECCUBHOMO He-
GbpOreHHoro HecaxapHoro avabeTa ¢ KanbLydukaTaMmm rofIOBHOrO MO3ra 1 CHUXEHMEM UHTENNeKTa.

KnioueBble cnoBa: ayToOCOMHO-PELLECCUBHBIV HEDPOreHHbI HecaxapHbIn AnabeT, KanbumMdukaTbl FOJIOBHOMO MO3ra, CHUXe-

HVE NHTEeNNeKTa.

ABSTRACT

The article presents case histories of two patients with a rare association of autosomal-recessive nephrogenic diabetes

insipidus with intracranial calcifications and mental retardation.

Key words: autosomal-recessive nephrogenic diabetes insipidus, intracranial calcifications, mental retardation.

BpoxaeHHbIii HepOreHHBIH HecaxapHblid 1uadeT
(BHH/I) nan movewHslil HecaxapHbIN AuadeT — Ha-
CIIEZICTBEHHOE 3a00JieBaHUe, BEAYIIMMU CHUMIITOMA-
MU KOTOPOTO SIBJIAIOTCS MONUYPHUS, TOTUANIICHS, T'H-
nocrenypus [1, 2]. Tepanusi THA3UTHBIME TUYPETH-
KaMU JIaéT napaJoKcalibHbIN dPQPEKT CHIKEHUs T10-
JUYPHUH U TIOIUANUIICHUH Y TTALIMEHTOB C BPOXKIEHHBIM
HepporeHHbIM HecaxapHbiM nuaberom (BHHJ).
[Tanmenram ¢ BHH/I npuMeHstoTCs: N30JIMpOBaHHAs
Tepanus CUIMOTHA3UI0M, KOMOWMHUPOBAaHHAS TEPAITHSI
TUIMOTHA3UIOM M WHIOMETAIIMHOM C IpernaparaMmu
KaJus, KOMOMHUPOBAHHAS Tepalus TUIIOTHAZHAOM H
KanuiicOeperaronmm Uy peTHKOM aMHIIOPUIIOM.

AKTyambHOCTh npoOieMbl ayTOCOMHO-
pelecCUBHOrO HE(PPOTeHHOTO HecaxapHOro anadera
B acCOIMAallM C WHTPaKpaHUAJbHBIMH KalbLU(U-
KaTaMu y JieTell 00yCIIOBJICHA pa3BUTHEM CHHApOMa
[IOJINYPUH, TTOJIUAUIICHHU, TUITIOCTEHYPUHU U OCIIOKHE-
HUH (MeranucTHc, TUAPOoHePPo3 O6e3 aHATOMHUYECKOH
ooctpykiuu, XbII) B coueTanuu ¢ KajabiuduraraMmu
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TOJIOBHOTO MO3Tra, COTPOBOKAAIOUIMMUCS CHUKCHU-
€M UHTCJUICKTA, HCBPOJIOTUYCCKUMHN HAPYHICHUSIMU.

AyTOCOMHO-pelieCCHBHBI He(POTCHHBIH Heca-
xapubiit uadet (HH/I) ¢ nHTpakpaHuaIbHBIMU Kallb-
]_[I/I(l)I/IKaTaMI/I U CHUXKCHHUEM HHTCIIJIICKTa BBIJCJIICH B
CaMOCTOSITETIbHYIO HO30JIOTHYECKYI0 (opMy U 000-
3HaueH B cucteMatuke mo OMIM — 221995 [3, 4].

B oredectBeHHON u 3apyOexHOU IMTEparype
ucIoab3yeTca cinenyromas tepmuuonorus: HHJ c
WHTpaKpaHUAIbHBIME  KalblIMQUKATAMH, 3a/epiK-
KOW TICMXUYECKOro pa3sutusi (nephrogenic diabetes
insipidus with intracranial calcification, mental re-
tardation), HHJI ¢ wuHTpanepeOpanbHBIMH Kalib-
mudukaramu (nephrogenic diabetes insipidus with
intracerebral calcification), HH/] ¢ uepeOpasibHbI-
MU KaJ'II)HI/I(i)I/IKaTaMI/I N CHHXCHHEM HHTCIIIICK-
ta (nephrogenic diabetes insipidus with cerebral
calcification and mental retardation) [3—17].

C MOMEHTa ONHMCaHUsl ayTOCOMHO-PEIECCUBHOTO
HHJI ¢ xanpuudukatamu roxoBHOro mMosra B 1983
rofy Kak peikoro cuHapoma [5], B 3apyOeskHOH Ju-
Teparype mpezacrapieHo Bcero 20 ciydaeB 3TOH ac-
comyaIyu y aeteil B Bospacte oT 50 mueit mo 18 met
[5-17] (Tabm. 1).
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B cBs13u ¢ oTCyTCTBHEM ONUCAHUS TPUBOAUM KIIH-
HUYECKOE HaOJOIEHHE ABOMX MALMEHTOB C PEAKUM
CHUHIPOMOM — ayTOCOMHO-PELIECCUBHBIM He(poreH-
HBIM HecaxapHbIM J1a0eTOM B accolualyy ¢ Ouare-
paJIbHBIMU MHTpPaKpaHUAIbHBIMU KaJlbIH(HUKATaMU,
CHIDKEHUEM HMHTEJIJIEKTa.

Knunuuecxoe nabniooenue 1.

[Maruent @. ot IV 6epemennoctu (I-111 6epemen-
HOCTH 3aKOHYMJIMCH CIIOHTAHHBIMH abOpTaMu), Mpo-
TEKaBILEH HA JOHE MOCTOSIHHON YTPO3bl IPEPbIBAHUSL.
C nepBbIX HEJEb )KU3HU Y PeOEHKAa OTMEYaINCh Xa-
pakrepHble cumnToMbl BHH/I — nonuaumcus, monu-
ypusi, AnuTenbHblie peOpriIbHbIC TUXOPATKH, a TAKKE
adPeKTUBHO-PECTUPATOPHBIC TTAPOKCU3MBI, aHEMHUS
Il crenenu (1Mo MOBOMY Yero Mojydall TeMOTpaHC-
¢y3un). B 6 mec. mepeHec BUpYyCHBIA rematut B,
BBISIBIIEHBI NPU3HAKHM T'MIIOKCHYECKH-UIIEMHYECKON
sHuedasonaTuy, orcTaBaHue B (PU3NUYECKOM U TICHU-
XOMOTOPHOM pPa3BUTHH, HEOJHOKPATHO TOCIHTAJIH-
3UpOBAJICS C MOAO3PEHHEM Ha FHOMHO-CENTHYECKHE
3aboneBanua. C 8,5 MecsleB MajbuuK HabOmromasics
HEe(PPOJIOroM C U30JIMPOBAHHBIM JAUATHO30M IPOKCHU-
MaJIbHBIA ITOYEYHBIM KaHAJIbIEBLIM anuno3 Il Tuma.
B 5 ner y manpumka npu o0cCieqoBaHUN BBISBICHBI
MOJNYPUS/TONUAMIICHS (Z0 5 J1/CyT), THIIOCTEHYPHS
(1000), nnarnoctupoBan BHH/I, HazHavyeHa tepanus

runotuazugom (0,008 r 3 p/cyt), B pe3ynbrare KOTo-
poii quype3 cHusmics 110 4 i/cyt. Jlo Tepanuu nanu-
eHTy Oblia mpoBeaeHa npoda ¢ CHHTETUYECKHM aHa-
norom BazonpeccuHa (DDAVP) kotopast He npuBerna
K CHWKEHHIO MTOJIMYPHUH U OJIUANUIICUH, TIOBBIIIEHUIO
OTHOCHUTEJILHON INIOTHOCTH M OCMOJISUIBHOCTH MOYH.
Y manpuuka B 6 JeT BbLsiBIeHBI ocnoxkuenus BHH/T —
Mmeranuctuc. Hagara koMOMHUpOBaHHAS Teparusl Tu-
MOTHUA3KJIOM U MHAOMETALMHOM C IpernaparaMy Ka-
TS, B pe3yJIbTare Tepaluu y MaJlbuiKa JUype3 CHU-
3umics 10 3,5—-4,5 w/cyr. C 10 neT namueHTt noixydan
KOMOWHHMPOBaHHYIO TEPaNHio THIoTHasuaoM (3 mr/
KI/CyT) U KalnuicOeperamoimyM TUypeTUKOM aMUIo-
puzoM (0,3 Mr/Kr/cyT) ¢ MOIOKUTENBHBIM dPdeKTom.
B 13 ner y naumeHTa noanypus/IOMUIUICUS TOCTU-
ranu 8-9 /cyT, B 15 netr — 10-12 5i/cyT, BbisIBIIEHA I'-
nepkanbuuypus (472 mr/cyt). Ponutenu oTkasanuch
oT fanpHelel ¢papmakorepanuu. B 16 ner y manu-
€HTa MOJUYpHs W TMOJUAUICHSA cocTaBsun 16—17
n/cyT. BeIsIBIEHO OTCTaBaHHE B YMCTBEHHOM pa3BU-
THH, HapylIeHne OCaHKH, ckoino3. Ilo pesynpraram
PEHTI€HO-YPOJIIOTHYECKOT0 00CIIEI0BaHMUS BBISIBICHA
runponedporuyueckas TpaHchopmanus 0e3 mpusHa-
KOB aHaroMuueckorr obctpykumu. Ilo pesympratam
KT obnapyskeHbl y nalyMeHTa CHMMETPUYHBIE [IEpU-
BEHTPHUKYIISIPHbIE B JOOHBIX W 3aTBUIOYHBIX JOJISX

Tabnuual

00630p onucaHHbIX B nuTepaTtype cny4yaeB HHJ, c uHTpakpaHnanbHbiMu Kanbundukatamm [5-17]

ABTOpbI BospacTt pe6éHka | CHuxeHne O6nacTb MHTPaKpaHMaNbHOM Kanbuudukalmm
npu obcnenoBaHnM | HTeekTa
Miura et al. 1983 [5] 5 net, 3roga He M3BECTHO | ABYCTOPOHHSS B 6a3anbHbIX raHMMSX U TOOHbLIX 408X
Kanzaki et al. 1985 [6] 2ropa 11 mec + [BYCTOPOHHAS CUMMETPUYHas B 6efom BeLLecTBe OT T06HOM A0
3aTbIJIOYHOM [0N
Ohno M. et al. 1988 [7] 2ropa - [BYCTOPOHHSISA B 6@3asibHbIX FaHMNSX, JTIOOHbIX 1 3aTbINIOYHBIX LOSX
Freycon M.T. et al. 1988 [8] | 16 neT + [BYCTOPOHHSASA B 6a3abHbIX FAHITIMAX U JIOOHbIX AONAX
18 net + [BYCTOPOHHSAS B 6a3asbHbIX raHMIMsAX 1 JIOOHbIX J0M5X
Schofer et al. 10 net + OMCCEMUHMPOBaHHas B 6€/10M BeLLECTBE 1
1990 [9] obnacTax Kopsl
14 net + MacCuBHas MHTPakKpaHuanbHas
6 net + CUMMETPUYHO B 6€510M BeLLeCTBe NOOHON f0un
7 mec. MacCuBHbIE ABYCTOPOHHME B JIOOHOW, TEMEHHOWM 1 3aTbIJIOYHOMN
[onsax
Tohyamaetal. 1993 [10] 2ropa 10 mec. + B 6a3asbHbIX raHrnsX, NOAKOPKOBOM GesloM BELLECTBE
8 mec. + B 6a3asibHbIX FaHINsSX, NOAKOPKOBOM OEJ10M BELLLECTBE
Nozue et al. 1993 [11] 6 net B 6a3asibHbIX FAHMUAX, TOOHOW, TEMEHHO, BUCOYHOW 1 3aTbIN0Y-
HOM obnacTax
Baggaetal. 1996 [12] 5 mec. CUMMETPUYHbIE B 6a3abHbIX FraHMUaX
2ropa B JIOGHbIX [0N5X U 6a3aNibHbIX FAHTUAX
Zakietal. 1997 [13] 50 gHen - [BYCTOPOHHME B 6a3asbHbIX FAHMIMSIX U Ha CThbike 6e110ro 1 Ceporo
BELLECTBA B TEMEHHOI f0s1e
Ray M. et al. 2002 [14] 9 mec. [BYCTOPOHHSASA B 6@3asbHbIX FaHMIMaxX
Bajpai A.et al. 2005 [15] 1rog [BYCTOPOHHME B NIOOHbIX 05X, 6a3aNbHbIX FaHINSX 1 Tanamyce
Bindu P.S.etal. 2007 [16] |4 rona + [BYCTOPOHHME B 6€/10M BELLECTBE JIOOHbIX I TEMEHHbIX 06n1acTe,
TEMEHHbIX 1 3aTbITIOYHbIX LOMSX
Dimple J.etal. 2013 [17] 12 net + MacCuBHasa MHTPaKpaHuanbHas
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Puc.1. ®parmeHT ponocnoBHoi cembn .

MHO)KECTBEHHBIE KalbH(PUKaTHI 10 1 cM B Auamerpe
U MeJKkue 0e3 YeTKUX I'paHuI] — B 00JacTU MOJKOP-
KOBBIX szep. [laruenty B 17 neT Ha3HAUYeHA Tepamus
CUIOTHA3UIOM (3 MI/KI/CYT) C IperaparaMu Kaus
U MHAOMETAMHOM (2 MI/KT/CYT), B pe3yJbTaTe 4ero
muype3 causmics o 8—10 a/cyt, B 23 roma nuypes
coctaBwi 17 n/cyT. OpraHUYecKOe MOPAKEHHUE Tro-
JIOBHOTO MO3Ta MPOrpeccupoBajo: CHUYKEHUE UHTEN-
JIEKTyaJIbHOTO YPOBHSI, IpyOble HapylIeHHUs MHCbMa,
YMEpPEHHbIC HApPYIICHUS YTCHUs, qu3apTpus. Dpar-
MEHT pOIOCIOBHOU cembu D. mpeacTaBiieH Ha puc. 1.

JlnarHo3 KIMHUYECKUI: ayTOCOMHO-PELECCUBHBIN
He()POTeHHBIN HecaxapHbIl JUA0ET, acCOIMMPOBaH-
HBI ¢ MHO)KE€CTBEHHBIMH CHUMMETPHYHBIMU KaJbIIU-
(bukaraMu MePUBEHTPUKYIISIPHBIMH B JIOOHBIX U 3aThI-
JIOYHBIX JOJIIX TOJIOBHOTO MO3ra U CHIKEHHEM HHTE-
nexta. Oxupenue Il crenenn cMeIaHHOM STHONOTUH.

Knunuuecxoe nabniodenue 2.

[Manuentka C. ot I GepeMeHHOCTH, pOTEKaBIICH
0e3 0COOEHHOCTEH, POJIbI (PH3HOJIOTHYSCKUE B CPOK.
B HeoHaranbHOM BO3pacTe y JEBOYKM OTMEYAJIHCh
HEMOTHBUPOBAHHBIC MOIBEMBI TEMIIEPaTyphl, PBOTA,
MPU3HAKH BOJONCPHULIUTHON ACTUAPATALIMK C THIEP-
HaTpUEMHUEH, CyI0pOrd, OTCTaBaHHE B (PHM3NYECKOM H
[ICUXOMOTOPHOM Pa3BUTHH, B 3 Mecsla — SMU30/ KITH-
Hu4eckoi cMeptu. B Bo3pacte 1 ronma neBouke ycra-
HOBJICH JIMArHO3 BPOXJICHHBIA He(POreHHbIN Heca-
XapHBIN Aa0eT U BBIABICHBI OUIaTepaTbHbIC KaTbIIU-
(ukatel B 0a3aabHBIX TAHIIKSIX TOJIOBHOTO MO3Ta, IIPO-
JIarC MUTPAJIBHOIO M TPUKYCNHAAIBHOTO KIIAlaHOB.
[Ipu obcnenoBanuy y 1eBOUKH B 14 JeT KIIMHUYECKUE
npuzHaku BHHJI — monmypwust, momuuricus (15—-18 i/
cyT), runoctenypust (1000), cHIKEHUE HHTEIIEKTa,
ananust, oxupenue Il creneHn cMemlaHHOro reHe-

3a. [Ipoba ¢ DDAVP He nana cHWXeHHS KOJIMYEeCTBA
BBIITUBAEMOI U BBLACIAEMOM KHUKOCTH, MOBBILICHHS
OTHOCHUTEIIBHOH TUIOTHOCTH U OCMOJISUIBHOCTH MOUH.
JlnarHoCTUpOBaHbI OCI0KHEHUS: ABYXCTOPOHHUI Me-
rayperep, MeralucTc 0e3 NpU3HakoB aHATOMUYECKOM
o0cTpykImu. JlaHHBIE HCCIIEIOBAHUI: OCMOJISTEHOCTD
TUIa3Mbl KPOBH B Tipenesiax HopMbl (282 MocMoJb/
xrH,O), Hu3Kas 0cMONAILHOCTE Moun 45 (MOcmon/
xrH,O), runodocdaremus 1,06 MMOJIB/JI, rHIIOKAIIb-
uemus (2,15 mmonw/n), runepkanbunypust (711 mr/
CyTKH), 1o 1pobe Pebepra ckopocTh Ki1yOOUKOBOU
¢unsTpammu 154 Mn/MuH, KaHajbLeBas peadbcopOrms
95,5% (mpu guypese 10 11/cyT), THIIOXJIOpPEMUYECKHUI
Mmetabonuyeckui ankanos (Cl 98 mmonn/m). B 16 nery
JICBOYKH BBISBICHBI KaJbIIM(UKATHI TUMPaTHYESCKUX
y3JI0B CpeJOoCTeHUs U nepukapna (auamerp 15 Mm).
C momenTa nocraHoBku auarnoza BHH/L B Bo3pacrte
1 roma 1o 13 net neBoYKa MoTydaia U30JIUPOBAHHYIO
JIMYPETUUECKYI0 TEPaIui0 MIIOTHA3UIOM (3 MI/KT B
CYTKH) C TIperapaTtaMu Kajusl eKeIHEeBHO, ¢ 14 meT —
KOMOMHUPOBaHHYIO TEPAIHUIO TUIOTHA3ZUIOM (3 MI/KT
B CyTKHM) 1 aMAnopuaoM (0,3 MI/KT B CyTKH) €KEIHEB-
HO, Ha (pOHE KOTOPOY HAOIFOIANIOCH CHUIKEHHUE TIOJINY-
pun/nomuuncun (¢ 10 n/cyt o 1 n/cyt). @parmeHt
ponocnoBHOI cembu C. peACTaBICH Ha PUC. 2.

JInarsno3 KIIMHUYECKUIL: 2y TOCOMHO-PELIECCUBHBIN
He()POTCHHBIN HecaXapHbIi Aua0eT, acCOIMUPOBAH-
HBI ¢ MHOYXKECTBEHHBIMH CUMMETPHUYHBIMH KaJbLHU-
¢ukaramu B 0a3asbHBIX TAHIIMAX TOJOBHOTO MO3ra
u cHwkeHueM uHTeiekra. Oxupenue III crenenn
CMEILIaHHOW 3TUOJIOTUH.

OBCYXAEHUE
Kiunuueckue HaOMIONCHUS JIEMOHCTPUPYIOT Y
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. BPOK/ICHHBINH He(hPOTCHHBIN HecaxXapHbIi AHadeT

@ OHKOJIOTHYECKHUE 3a00IEBaHMS

N XITH

Puc. 2. dparmeHT pogocnoBHon cembi C.

JIBOMX IMAILMEHTOB PEIKYIO ACCOIMALINI0 ayTOCOMHO-
peueccusHoro HH/I ¢ nByCTOpOHHUMHU CUMMETpHUY-
HBIMH KaJbLU(pHUKATAMH TOJOBHOTO MO3ra, CHHKe-
HUEM HHTEIUIEKTa, O)KUPEHHEM. Y OJHOW JI€BOUYKHU
KpOME CHMMETPHYHBIX KaJbIM(UKATOB TOJIOBHOTO
MO3ra BBISBICHBl KaIbLUU(PHUKATHl JUMPaTHIECKUX
Y3JI0B CPEOCTEHUsSI M MepUKapaa, MeTaOoIMyeCKUi
ankano3 (HabmoneHue 2).

Oco0eHHOCTBIO KATAMHECTHYECKOTO HAOIIOCHHS
naruenta ®. ¢ HH/I sBnsiercs mo3aHee oOHapyxke-
HUE KaJIbIU(PHUKATOB FOJIOBHOTO MO3ra B 16 neT. Y ma-
uuentku C. ¢ BHH/I kxpome kanbuugukaroB roios-
HOTO MO3r'a, AMarHOCTHPOBAaHHBIX B Bo3pacTe 1 roja,
OTMEYECHO BO3HHMKHOBEHHE KaNbLUU(PHKATOB BHYTPH-
IPYIHBIX JTUM(ATHYECKUX Y3JI0B M NEepUKapja, Me-
TabOJIMYECKOr0 TUIIOXJIOPEMHUYECKOT0 akanos3a B 16
net. [To nanHpIM 3apyOeKHBIX aBTOPOB, HHTPAKPaHU-
aNbHBIC KaTbU(UKATHI, BEISABISICMbIC Y AIIUEHTOB C
HH/I, B GonbMHCTBE cly4yaeB JBYCTOPOHHHUE U CHM-
METPHUYHBIE, YTO OTMEUYEHO Yy OIHCBHIBAEMBIX HaMU
nanueHToB [5—17]. OnHu aBTOpPHI MPEANOarawr,
YTO MOSIBICHUE MHTPAKPAaHUATIBHBIX KaJbIIM()UKATOB
MOXET OBITh 00BSICHEHO TTOBTOPHBIMH 3MIHU30/IaMH BO-
noaeUIUTHBIX AETHIpaTaldid B paHHEM BO3pacTte,
MPUBOASIIUX K HEKPO3Y IHIOTEIHAIBHBIX KIETOK C
nocienyomeid KatbuupuKanueil BOKpyr odara He-
Kpo3a [5, 9], yacTeIMHU ANHU30aMH TMIIEpPHATPUEMHUH,
KOTOpBIE MOTYT IPUBOJIUTH K MOPAKEHHUIO TOJIOBHOTO
MO3ra — MeTeXHaJbHbIM TeMOPPArUsIM B KOPTHUKAJb-
HOM CJIO€ M CYOKOTPHKaJbHOM O€JiOM BeIIeCTBe,
TpomOO3aM KamwuIsipoB U cocynos [18]. A. Bagga
et al. (1996) nonyepkuBaet, YT0O HHTPAKpaHHATIbHbIE
kajpuu¢ukarel 'y OonpHbix HHJI mporpeccupyior,
HECMOTpS Ha aJIeKBaTHYIO TEPAINIO, U MPUBOIAT K

90

CHUKEHUIO nHTeIeKTa [ 12]. BoisaBnenue q8ycTopoH-
HUX KaJbIH()HUKATOB FOJIOBHOTO MO3ra y MAalMEHTKH
C. ¢ panHero Bo3pacTta 00yCIIOBJICHO, I0-BUIIMOMY,
OTJIOKCHUEM KaJIBLUsI BO BHYTPUYTPOOHOM IEpUoe
WIHM SMU30[aMH THIIEpHaTPUEMHUUYECKON AeTuapara-
nuy. J{nurenpHas Tepanus TMIIOTHA3HJIOM JaeT Io-
0ouHbIe 3PPEKTH — THIIEPKATBLUEMHIO, THIIOXJIOpE-
MHUUYECKUH MeTaOOIMUYECKUH allkaio3 U OTIOKEHHUE
KaJlbLIMA B CTEHKAX COCYIOB M MTKuX TKaHsx [19].
JlnutenbHOe MpHMEHEHHWE TUIOTHA3Wa y JI€BOUYKU
C. ¢ HHJ n uaTpakpaHuajibHBIMHU KalbLU(pHUKaTa-
MH MOTJIO MPHUBECTH K Pa3BUTHIO KaJbLU(HUKATOB
BHYTPHUTIPYAHBIX JTUM(OY3JIOB U IepUKapaa, MeTado-
JMYECKOMY ajKayo3y, a TaK’kKe K pa3BUTHIO TO3JHUX
MHTpaKpaHUaJIbHBIX Kalbu(UKaToB y manueHTta O.
[pyrue aBTopbl B ONMYOJIMKOBaHHBIX HAOIIOICHUSAX
onuceBaroT ciydyan HHJI ¢ uHTpakpaHuanbHbIMU
KaJbLU(pUKaTaMH y JeTed NepBbeIX 9 Mecsues, eué
He MOJy4aBIIMX Tepanuio quypetukamu [10, 12, 13,
14]. Jlo HacTOAIIEr0 BPEMEHU MEXaHW3M pa3BUTHUSA
MHTpaKpaHUaIbHBIX KaJbIU(UKATOB OCTAETCS HEH3-
BECTHBIM.

J1st HCKITI0YeHUS] MHTPaKpaHUaIbHBIX KalbIu(u-
KaToB y OOJIbHBIX C HE()POTCHHBIM HECaXapHbIM Jna-
0eTOM ¢ ayTOCOMHO-PEIECCUBHBIM TUIIOM HEOOXOIH-
MO TIPOBOJUTH KOMITBIOTEPHYIO TOMOTPa(UIO TOJNOB-
Horo mosra. IIpu neuenun nanuentos ¢ BHH/I tua-
3UIHBIME JAUYPETHKAMH 1eJIecO00pa3HO MPOBOIUTD
koHTpoib KOC, kanus, kaiablus B KpOBU U ONpese-
JIeHWe CyTO4YHOH Kanmbluypuu. C Lenblo Mmpeaymnpe-
JKACHUST Pa3BUTUS BOLOACPHULIUTHOTO 00E3BOKHBA-
HUS C THIIEpHATpUEMHUEN pEKOMEH/I0BaHO HE OTpaHHU-
YUBaTh [MALMEHTOB C ayTOCOMHO-peneccuBHbiM HHJT
¢ Kajpuu(uKaTaMu B PUEME KHUIKOCTH, 00ecIeuu-
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BaTh CYTOYHBIA 00BEM JKMAKOCTU IO AWYpE3y U TH-
MIOCOJIEBYIO JMETY, IPH PAa3BUTHH BOIOACPULIUTHOM
JIeTUpaTalii CBOEBPEMEHHO ITPOBOJIUThH OPAJIbHYIO
1 MH(Y3HMOHHYIO PErHApaTallHOHHYIO TEPAIHIO.

SAKJTKOMEHUE

AyTOCOMHO-pPEIIECCUBHBIA HE(PPOTreHHBIH Heca-
XapHBIW TUa0eT B aCCOIMALNU C UHTPAKPAHUAIbHBI-
MU KalbIU(PUKATAMUA U 3aJICPIKKOH TCUXUYECKOTO
paszButuss (OMIM — 221995) y nereil KIUHUYECKH
MPOSBIIACTCS MOJUYypUEH, MOJUAUIICUEH, TUIIOCTEe-
HypHUeHl ¢ POXICHHS, C Pa3BUTHEM JBYCTOPOHHUX
CUMMETPUYHBIX KaJIbIIM(PHUKATOB FOJIOBHOTO MO3ra B
CPYIHOM, JOILIKOJIBHOM U IIKOJIHHOM BO3pacTe, CHU-
JKEHUEM MHTEIJICKTA.
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