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PEDEPAT

MpeacTaBneHo KMHMYecKoe HabloAeHNe NaUMeHTKM C TAXEeN0n apTepuanbHON rnepTeHsnen BCeacTBMe reHepan3oBaHHOM
apTepuanbHoii kanbumdukauumn. O6CyXaeHbl AaHHbIe TUTEPATYPbI N0 AUArHOCTUKE U Tepanuu.

KntoueBble cnoea: reHepann3oBaHHas apTepuasbHas kanbundurkaums, HedporeHHas apTepuansHas rmnepTeH3us, AeTu.

ABSTRACT

Clinical observation of patient with severe hypertension consequence of generalized arterial calcification. Literature review:

diagnosis and treatment.

Key words: Arterial calcification generalized, renal arterial hypertension, children.

BBEAEHUE

['enepanu3zoBanHas aprepuanbHas Kalblu()UKaLUsL
nereli rpynHoro Bo3pacta (Arterial calcification gener-
alized of infancy) unu nauonarnyeckas uH(GaHTUIbHAS
aprepuanibHas kanbiupukanus (idiopathic infantile
arterial calcification) siBisieTCsl peAKMM ayTOCOMHO-
PELECCUBHBIM CHHIPOMOM, XapaKTepU3YIOIIUMCS
KanpuuduKanued apTepuil OONBIIOTO U CPEAHETO
KaauOpa, 9To 00yCIOBICHO MHOMHTUMAIBHOW MPO-
nudeparyell BHyTPEHHEH 2IacTUUHOM 000JI0YKH, (U-
OpO30M HHTHUMBI C TIOCJIEAYIOIIUM apTEPUOCKIIEPO30M
u cTeHo3oM aprepuid [1-5]. bonbmuHCTBO Hereit ¢
reHepaJIN30BaHHON apTepUAIbHON Kajblr(uKamen
yMHpaJIM B paHHEM MJajeH4eckoM Bozpacte [5—8].
BriepBrle aprepuanbHas Kanpludukanus y pedeHka
¢ rugpoHedpo3om Obuia onucana J.H. Bryant et al. B
1901 r. [8].

C MOMeHTa NepBOro ONMHMCAHUs B JUTEpaType
n3BecTHO He Oonee 200 ciydaeB TaHHOTO CUHAPO-
ma [8—12]. B 85% OonbHBIC JeTH 10 6 MEC KU3HHU
HUMEIOT BBICOKHI PUCK HEONArompHusTHOTO UCXOa OT
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MH(apKTa MUOKap/a, AbIXaTeJIbHON U CepACYHON He-
JOCTaTOYHOCTH, TSHKEJION apTepUaIbHOM THIIePTeH3UH
[5, 8-10].

Cungpom oOyciopiieH myTanueli B reHe ENPP1,
KOTOPBIH KomupyeT hepMeHThI, 00pa3ylolire Heopra-
Huyeckuii mupopocdar (PP,), 6enok, uHruoupyrommii
(opMupoBaHHE KPUCTAIUIOB THPOKCHAIIATUTA B [TIa]-
KOMBIILIEYHOM cJloe cocynoB. Myrtanus rena ENPP1
NPUBOAMT K CHUKEHUIO KOHIIEHTPAL[MM HEOpTraHhye-
ckoro nupodocdara 1 OTAOKEHHIO KAIbLUS B CTEHKE
cocynos [1, 4, 7, 8].

C y4eToM reHeTHYecKod M (eHOTUIHYECKOH Te-
TEPOTeHHOCTH BBIACISIOT TeHEepPalu30BaHHYIO apTe-
pHabHYI0 Kanbuudukanmio y aereii — tun 1 (arterial
calcification generalized of infancy, OMIM 208000,
173335), oOycnosneHHyto Mytanueid B rene ENPP1
[6,9,11-15], u reHepanu3oBaHHYIO apTepUAIBHYIO
KanpuupuKanuio y nereid — tun 2 (generalized arte-
rial calcification of infancy 2, OMIM 614473), o0y-
cioBieHnyto mytanueit B reue ABCC6 [6,9,11-15].
Mytauuu rena ENPP1 BoisiBistor y 75% GONbHBIX C
GACI[1,4,9,12].

Knunnveckue nposiBlieHUs CHHAPOMA 3aBUCST OT
BapuanTta mytanuu B reHax ABCC6 u ENPP1 [4, 9,
11-15]. N. Rufet al. (2005) npeacraBuim criekTp mMy-
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Tanuii y 23 HeponctBeHHbIX narueHToB ¢ GACI [14],
N. Chassaing et al. (2005) nmoka3zaiu CleKTp MyTaruii
rena ABCC6, o0ycriaBn1Baronmx pa3BUTHE dIacTHYe-
ckoii icepnokcanToMbl (PXE) [11]. Tsokenast popma
TeHEpaIM30BaHHON apTepuanbHON KanbIU(UKAIUH
Habmromaercs npu myTtarmu B renax ENPP1 u ABCC6,
B OOJNBIIMHCTBE CIy4YaeB MPHUBOIUT K JETaIHLHOMY
HCXONY y JIeTel B Mepuojie HOBOpOKaeHHOCTH [9,11].

Yceranosneno, uto ety ¢ GACI, nepexxusiime Kpu-
TUYECKHUI IEPHOJT HOBOPOKAECHHOCTH, UMEIOT U30JIH-
poBanHyto MyTaIuio B reae ENPP1, mposBistronnyrocst
3IACTUYECKOM MICEBIOKCAHTOMOM M MAaTOJIOTHEN Ia3
(anTHOMHBIC TTONIOCKH ceTuaTku) [9,15].

B. Lorenz-Depiereux et al. (2010) yka3anu Ha
myTtauuu B rene ENPPI1, npuBoasiiue y nerei k pas-
BuTHIO GACI U ayTOCOMHO-PELIECCUBHOIO TUIOpoC-
(haremuaeckoro paxura [13]. [lpu remepanrn3oBaHHOM
apTepUaNTbHON KaNbIU(DUKALIIH Y ISTEH, IePeKUBIINX
KPUTUYECKUH TepHoJl HOBOPOXKIEHHOCTH, C PAHHETO
JIETCKOTO BO3pacTa yCTaHABIMBAIOT rumnodochareMu-
Yyeckuit paxut ¢ Gocdarypueii ¢ mporpeccupyronmmMu
KocTHBIMU Jieopmarmsivi [ 1, 2,9, 13]. C.R. Ferreira et
al. (2016) mokazaiu, uto Tepanus pocharamu rumopoc-
(hbaremMHveCKOro paxuTa He MPUBOAUT K ITPOTPECCHPOBa-
HUIO COCYnUCTOM Kasblindukanuu y nereit ¢ GACI [2].

U3zBecTHO, uT0 OHchochoHaTI (ATUAPOHAT/KCHN-
(hoH, mamMuIpoOHAT/apeua) CBI3bIBAIOT U 3aMEJISIOT
pacTBOpeHHE KPHUCTAJIOB I'MIPOOKCHAIIATUTA KOCTH,
YTHETAI0T aKTUBHOCTH OCTEOKJIACTOB, HHTHOUPYIOT
BCAChIBaHUE KaJblIUs B KAIICYHHKE.

L.S. Milner u coasr. (1984) BELABHHYIIH TUTIOTE3Y,
COIIaCHO KOTOPOH OuchocdoHATh CIIOCOOCTBYIOT
YMCHBIICHUIO KaJbIM(PUKAIIMH COCYIOB Y JETeH C
GACI, yBenn4eHHIO COCYAMCTON 3ITACTHYHOCTH,
mwataruu [10]. bucdocdonarsl cranum mpuMEHSTH
¢ 1978 r. nns newenns GACl-cunnpoma y nereii [1,
3,10,16]. K.A. Ramjan et al. (2009), 06001111B pe3yiib-
Tarhl JedeHus oucdochonaramu JieTeld ¢ reHepau-
30BaHHOM apTepHanbHON KaNbI(HUKAIMEH, TOKa3aH
yAy4IllIeHHEe POTHO3a TeueHus u ncxona [3].

B cBs3u ¢ OTCYyTCTBUEM B OTEYECTBEHHOH Ieua-
TPUYECKOH HEPPOIOTHH ONTUCAHUS TeHEPATM30BaHHOM
apTepuaNbHON KaJdbIM(DUKAIIMKA MJIaJICHIIEeB, MPOsIB-
JSIIOIEHCS TSKEJIOM apTepuaibHOM THMIIEPTEH3UEH,
MIPUBOANM KIMHHYECKOE HaOIIOIeHHe.

KJIMHUYECKOE HABJIIOJAEHUE

Hesouka K. (13.06.2012 r.) JKanobsr MaTepu Ha BBI-
SIBICHHYIO Y JIEBOYKH apTEePHAbHYIO THUIEPTEH3MIO, Oec-
MIOKOHCTBO, HapyIlIeHUe CHa. Anammues 3abonesanus: y mpo-
0aH/a ¢ 2-MeCsIYHOTO BO3pacTa OTMEUEHBI 3aIophl, ¢ 4-Me-
CSIYHOTO BO3pAcCTa BBIPAKCHHOE OECITOKOWCTBO B HOYHOE
Bpemst. B Bospacte 11 mec y pebenka npu HelipocoHorpadun

00HapyKEHO THIOAXOTeHHOE 00pa3oBaHUE B COCYIUCTOM
CIUIETEHUU CTpaBa AuaMeTpoM 1,8 MM, paclieHeHHOE Kak
KHCTa, a TAaK)Ke THUIIEPIXOreHHOEe 00pa30BaHKe B TEMEHHON
obmactu pasmep 8,7 x 1,7 x 12,2 mm. B 1 rox 6 mec y ne-
BOYKH ITpH nipoBeaeHnn Y 3U BBIsSBIICHBI HE(DPOKATBIINHO3,
KaJIBIIMHATHI B ITOKEITYI0OIHOMN JKEIe3€e U Cele3eHKe, B 1 rox
10 Mec AuarHOCTHPOBaHA TSKENas apTepruabHas THIIePTEH-
3ust (160/130 MM pT. CT.), pe3UCTEHTHAsI K THITOTEH3MBHOW
teparuu. [Tynbc He onpenesnsicst Ha apTepHsIX B THITHYHBIX
MecTax m3Mepenust. [1o 1aHHbIM 5XoKapauorpaduu npru3Ha-
KM JIMJIaTaI|N JIEBOTO JKETyI04Ka. J[eBOUKa roCIIUTaIIN3HPO-
BaHa B CTALMOHAp C IOAO3pEHUEM Ha okcasio3 Tumna 1. [lpu
MIPOBEICHIH MOJICKYTISIPHO-TEHETUIECKOTO HCCIICTOBAHUSA
JIMarHo3 MepBUYHON I'MIIEPOKCATYPHH THIIA | HE HOITBEPXK-
JeH. Anammes scusnu: 1eBoUKa OT 4-if OepeMeHHOCTH, 3-X
ponoB. Hacrosimmas 6epemennocts nporekaita ¢ OPBU,
anemueii. Ha 20-if Henene recramuu mo Y3 ompeneneHs
KaJIbIIMHATHI IUTaLeHTHl. Poabl Ha 38—39-i1 Helele recTalnm,
JIeBOYKa poauiack ¢ Maccoii Tena 3600, mmHoii Tena 51 cm.
[Tepron HOBOPOXKAEHHOCTH IpoTeKall 0e3 ocodeHHocTel. B
TPYJHOM BO3pacTe y I€BOYKH JJUArHOCTHPOBAHBI IUCILIA3Hs
Ta300€e/IpeHHBIX CyCTaBOB, IEpHHATAIbHAS SHIIC(DATIONATHS
THITOKCHYECKU-NIIEMHYECKOro TeHe3a. [ eHeanornyeckuit
METOJ MCCIIEA0BAHMS CEMbH MPOOAH/1a BBISBIII OJIMKHCTO3
MOYEK C MPOrPECCUPOBAHUEM B TEPMUHAIBHYIO OYCUHYIO
HEJOCTAaTOYHOCTh Y JEAYIIKH MO OTLOBCKOH JMHHUH, Y
cubcoB npobdanya (18 ner) snmnencuto u (12 set) pezuny-
aJBHYIO0 3HIe(PATONaTHIO (PUCYHOK).

[Tpn oOcnenoBannn B HE(POIOTHIECKOM OTACICHUU
kmuankn CIIOITIMY y meBoukw, 2 jet 3 Mec, YCTaHOB-
JieHa CTaOMIbHO TsDKenas apTepuaibHas THIIEPTCH3HS,
pedpakrepHast K THIIOTEH3UBHBIM [IPErapaTaM, BCICACTBHE
apTepHABHBIX KAIBIM(UKATOB TOYEK. ApTepruaibHOe aB-
JICHHE JI0 ITpHUeMa TMITOTEH3MBHBIX MPETIapaToB (aHATPHIINH,
kopuH(pap): mpasast u sieBas Hora 190/110 MM pT. cT.; TeBas
pyka 170/100 MM pt. CcT., ipaBas pyka 165/95 mm pt. CcT.
[Tocne mpuema mpenapaToB IpynIbl OeTa-aJpeHOTHUTHKH
aHANPWIMHA U TPYIIIbl OJOKaTOPhl KaJbIIMEBBIX KaHAJIOB
KopuH(apa apTepuanbHOe JaBieHHUE: JieBas/mpaBasi pyka
135/95 mm pr. ct.; neBast/mpasas Hora 155/100 MM pr. cT.

/

[] a) XBII 3-4 \

@ b) smuencus
‘ C) pes3umyaibHas SHIe]aTonaTus

\‘) d) aprepuanpHas KadbIHQUKALUS

PucyHok. ®parmeHT pogocnoBHoi cembu K. B. (13.06.2012 ).
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Tabnuua 1
KnuHuko-nabopaTtopHbie XxapakTepucTukm oo tepanmm ouncpocdoHatamm
y AeBo4ku (2 net 3 mec)
Mokasarenu Bennuuna Hopma
OO KanbLMA KDOBU, MMOJIb/N 2,57 2,1-2,5
Kanbuuii Moun, Mr/kr/cyT 7,5 <5
KpeaTnHWH CbIBOPOTKU, MKMOJIb\J1 57 44-97
docdatbl CbIBOPOTKM, MMOJIb/1 1,36-1,78 1,30-2,30
LLlenoyHas ¢pocdartasa, E/n 161 40-215
CK® no dpopmyne Schwartz, mn/mun/1,73 m? 73,88 100-133
AnNbOOCTEPOH CbIBOPOTKM, MI/M 863,9 10-160
AKTUBHbI PEHVH Nia3mel, Nr/mn 198 <10,7
HaTpuin CbIBOPOTKMN, MMOJb/N 136 136-146
Tabnuua 2

KnuHuko-nabopatopHble xapakTepucTuku nocne tepanum 6ucpocdoHatamm
y AeBouku (2 net 9 mec)

Xapaktepuctmka MokazaTenb Hopma
O6WNi KanbLKMii KPOBU 2,53 mmonb/n 2,1-2,5 mmonb/n
Kanbuunii Mmouun 4,5 mr/kr/cyt [o 5 mr/kr/cyt

KpeaTnHWH CbIBOPOTKU

0,042 mmonb/n

0,044-0,097 mmonb/n

docdaTbl CLIBOPOTKM 1,92 mmonb/n

1,30-2,30 mmonb/n

LLlenoyHas ¢pocdataza 196 E/n 40-215E/n
CK® no ¢popmyne Schwartz, mn/mun/1,73 m? 100 100-130
AnbOOCTEPOH CbIBOPOTKM 111 nr/mn 10-160 nr/mn
AKTUBHbBI PEHUH NNasmbl 163 nr/mn 0o 10,7 nr/mn

HaTtpwuin cbiBOPOTKU 134 mmonb/n

136-146 mmonb/n

[To maHHBIM yIBTPa3BYKOBOM JOITLIEPOTpadUi COCYI0B
MOYeK BBISABIEH TeMOAWHAMUYECKN 3HAYMMBINA (>85% 1o
JIMaMETPy) CTEHO3 CErMEHTapHBIX apTepuil 00enx MoueK
BCJIC/ICTBHE apTepHabHON Kanbuuukamuu. [1o 1aHHbIM
KOMITBIOTEPHON TOMOTpaduu 00HAPYKEHBI apTepHaIbHEIC
KaJbIU(PHUKATHI B 007IaCTH BOPOT CEJIC3CHKH, TIOYCK, TICUCHH,
BHECOCYIHUCTHIC KaTBII(PUKATHI MTOHKETYIOTHON JKEIIe3HI.
Knunuko-nabopaTopHbie XapaKTEPUCTUKH 10 Tepanuu
ouchochonaramu y nesouku (tadi. 1).

BEISIBIICHBI THITCPKAIBIIHEMUSL, KAJIBIITYPHSI, OTCYTCTBHE
casura KOC, camkenune CK®, noBsilieHNE albJI0CTEPOHA
Y pEHUHA B KPOBHU.

YcTaHOBIEH KIIMHUYECKU IMarH03: FeHepaln30BaHHast
apTepHuabHasl KaJbIU(PHUKAIHS [T0YEK, CENIe3CHKH, IIEUCHH,
HOJKEITYI0YHOM JKeJIe3bI C 2y TOCOMHO-PEIIECCUBHBIM THUIIOM
HacJ1e10BaHusl (TIPOSIBIISTIOIIASCS TsDKeI10H HeporeHHOM ap-
TEpUATIbHOM THIICPTEH3UEH, pepPaKTEPHOH K TePaIHH TUTIO-
TEH3WBHBIMH ITpETIapaTaMu ); TeMOTUHAMUIECKH 3HATUMBII
CTCHO3 CETMEHTAPHBIX apTepHil 00CHUX MOYCK BCIICICTBHE
apTepruanbHON KaJbIU(UKALNNA;, BHECOCYIUCTHIE Kallb-
MU(UKATHI TOMKEITYIOYHOMN JKEIe3bl; TUIICPKATBIIMEMUS;
TUICPKAITBIIUY PHSL.

JleBouke 000oCHOBaHa W MpoBeneHa WH(Y3MOHHAsS
Tepanus ouchochonaramu B pU3MOIOTHIESCKOM PACTBO-
pe. BHyTpuBeHHBIE KanenbHbIE HHPY3UH 1O cxeme: /-1
ungpysus 0,8 mu (0,25 mr/kr) «Ilamugponara» B 100 mur
¢u3. p-pa co ckopocthio 8,3 mi/4 B TeueHue 12 u; 2-s
ungpysus: 1,6 mu (0,5 mr/kr) «[lamunponara» B 100 mu
¢us.p-pa 8,3 mi/a B Teuenue 12 u; 3-2 ungysus: 1,6 mn
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«[Tamunponara» B 100 mi ¢pu3.p-pa 8,3 Mi/4 B reuenue 12
4. 3aTeM Ha3HaueH IIpueM KCUIU(OoHa BHYTPb B 103¢ 20 mr/
kr/cyT. [lanmeHTKa OCTOSHHO noy4ana keuaudon 2% 5
M1 2 pa3a B 1eHb (20 MI/Kr/cyT) uepe3 poT 1moJy KOHTPOJIEM
cojiep kaHust Kanblust, (hocdaroB B KPOBU U MOYE.

B pesynberare Tepanuu oucochoHaTaMU OTMEUCHBI
MOJIOXKHUTENbHAS JTUHAMHUKA KIMHHYECKHUX MPOSBICHUH,
yAydlIeHHE CHa, CHIKEHHE apTepHaIbHOW TMIICPTCH3UH.
[To manHBIM OTIIIIEpOTpadun COCYNOB MOUEK COXPAHSIOT-
sl TIPU3HAKN 3HAYMMOTO (10 75% Cy’KeHus 10 AnameTpy)
CTEHO3a CerMEHTAPHBIX apTepuil 00eux mouek. B nuHamuke
OTMEYeHbI HopMaJIu3alys ypoBHs aibaoctepona (111,1 nr/
MJI), yMEHBIIEHHE Kanbinypuu 4,5 mr/kr/cyT. [Tokazarenn
peHUHA [U1a3Mbl BeICOKHE. KIMHUKO-1a00paTopHbIe Xapak-
TEPUCTUKHU TIOCTe Tepamuu OucdochoHaTaMu y IEBOUKH
MOKa3aHbl B Ta0M. 2.

B xamammnese (6 mec) KOHCTaTUPOBAHO YIyUIICHHUE
(u3MUecKoro pa3BUTHS, IMOIMOHAIBLHOTO TOHYyca. He
OTMEYEHO MOOO0YHBIX 3(PPEKTOB MPOJOIIKUTEIBLHON Tepa-
MK Kenan(oHoOM. ApTepHanbHOe JaBICHUE HA pyKax 10
IpreMa TUIOTeH3UBHEIX TpenaparoB 150/100 mwm pt. cT.,
nocine mpuema npemnaparoB 120-135/90-80 mm pr. ct. o
JAHHBIM JOMIUIePOrpaduu COCYIOB MOYECK COXPAHSIIOTCS
MPU3HAKK 3HAYMMOT0 CTEHO3a CETMEHTapHBIX apTepHid, HO
0e3 OTpUIaTeIbHON JUHAMUKH.

OBCY>XAEHUE
MpbI IpeICTAaBUIIN OMUCAHUE PEIKOTO ayTOCOMHO-
PEelecCUBHOTO CHHApPOMA — TeHEepaJ30BaHHOM ap-
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TepHanbHON KanbIudukanuu y aeBouku (2012 r.),
KOTOpasi MPOSBIISIIACH TSKEIOW pEHAJIbHOM apTepu-
aJTBHOW THIEpTEH3HEH, peQpaKkTepHOH K Tepanuu
TUIOTEH3UBHBIMU MIpeTiapaTaMi BCIEACTBHUE apTepH-
AIBbHOW KalnbIM(UKAIMY MTOYCK, CETIC3CHKH, TTCUCHH,
MOKEITYIOUHON KEJe3bl.

[enepanm3oBanHas aprepualibHas KaTbIDUKAIUS
y ZeTeil, MposBIIAIONIasicS B HEOHATATHHOM IIEPUOJE,
paccmarpuBaercsa kak GACI1, mposiBisromascs B
paHHEeM JeTCKoM Bo3pacte, kKak GACI2 [6, 9, 12-14].

ITo naHHBIM JIUTEPATYPBL, Y HOBOPOXKACHHBIX JIETEM
¢ paaauM niposieiieaueM GACI1 mpu netansHOM HCXO-
JIe Ha ayTOTICHH BBISBIIACTCS KalbLUU(UKAIIA apTepuid
niedenu (81%), aoptel (80%), cepaua (53%), merkux
(67%), mouek (39%) [9,13,14]. C manudecranueit
y nereit B panneM Bo3pacte GACI2 npu jeTaibHOM
WCXOJIE BBIABISIETCS apTepHuaibHas KadblIu(pUKaLns
KOpOHapHBIX apTepuit (88%), aprepuii mouek (55%) u
nerkux (49%), aoptsl (36%), HanmoueyHUKoB (34%),
ceneseHku (31%), momxenynouHoit xenessl (28%) u
OpbDKeeuHBIX cocynoB (26%) [9,13]. M.Amine et al.
(2015) y pebenka 29 mHeil ¢ TSDKEIOW cepAcUHON U
JIBIXaTeIbHON HEeIO0CTaTOYHOCThIO, KOTOpas 00yciio-
BUJIa JIETAJIBHBIN UCXO]], HA ayTONICUH IIPU MHUKPOCKO-
[TMYECKOM HCCIIeIOBaHUH OOHAPYKUIIN apTeprabHble
KaJIbIIU(pUKAThI BO BCEX opraHax [S].

B namem HaOmoneHNH Y JI€BOYKH C PAHHETO JeT-
CKOT'0 BO3pacTa 0OHapy>KeHbI KaJbIM(PUKATHI apTepuit
[OYeK, CEJIe3eHKH, NIEUeHN U €TUHUYHbIE BHECOCY-
JUCThIE KalnbIU(UKATHI MOPKETYIOYHON KENIe3bl C
KJIMHUYECKUMH IIPOSIBIICHUMU TSDKEIIOM apTepraibHON
TUNepTeH3uu. MBI NpenoaraeM y MaueHTKH THII
GACI2. V neBoukd, 10 JaHHBIM JomIuieporpaduu
COCY/IOB TIOY€K, OTPEAEIICHbI TPU3HAKNA 3HAYUMOTO (10
85% cyxeHus 1o AMaMETPy) CTEHO3a CETMEHTAPHBIX
apTepuii 00eux Mmovex.

Kanbiudukarmm Mo3roBeIX apTepHii BCTPEYatoTCsl
pexe, KIIMHUYECKHUe IPOsIBIICHUS Y IeTel XapaKTepH-
3YIOTCSI CyAOpOTaMH, TPAH3UTOPHBIM HapyIIEHHUEM
MO3TOBOTO KPOBOOOpaIeH!s1, KHCTO3HOM SHIIe(asiona-
tuei npu mytauuu rena ENPP1 nrena ABCC6[9,13].
B nepron HOBOpOXKIEHHOCTH y HaOII01aeMOi 1eBOY-
KU JAMAarHOCTHPOBAHO TMITOKCHYECKU-HIIEMUYECKOe
nopaxkenne LHTHC, pesuayanpHas sHiedanonarus,
TUIEePBO30yANMOCTb.

Jpyrue cocynucTbie 0CI0XKHEHUS TOTO CUHAPOMA
y JeTeil BKIIIOYAIOT JIETOYHYIO THIIepPTeH3MIo, ped-
pPaKTepHYI0 K MEAMKAMEHTO3HON Tepamuu, CyKeHHe
TPYAHOTO OTJieJIa a0pThl, AaHEBPU3MY OpPIOIIHOTO
oraena aoptel [7,16]. H. Shaireen et al. (2013) [16]
Yy HOBOPOXKJICHHOTO Manbuuka (36 Hem recTaruu)
UIMOMATHYCCKON apTepuaibHON KalbIuduKamuei
JIUarHOCTUPOBAIU MEPCUCTUPYIOUIYIO JIETOUHYIO

THIIEPTEH3HIO, ABIXaTeNIbHYI0 HE0CTaTOUHOCTb, Kap-
JmroMeranuto. Teparms Oucdocdonaramu (3TUIPOHAT)
HE J1ajia MoJI0KUTEIFHOTO pe3yabTara.

KenymouHo-KUIIEUHBIE OCTIOKHEHUS BKIIOYAIOT
00CTPYKIIMM COCYAOB OpBIKEHKN M pa3BUTHE BOC-
MAJICHUs] CTEHKU TOHKOW KHUIIKH, KUIIEYHYIO HETpo-
XOAMMOCTB, aTPe3UI0 TOIIeH KHILIKH, TPEOYIOUIyIo
SI0HOCTOMHH, MEKOHUATBHBIN MTepuToHUT [10]. Onu-
caHbl y OONBHBIX Nepudepuveckue aprepralibHbIe
KalbLIU(UKAINK C Cy)KEHHEM IpPOCBeTa apTepuil u
pa3BUTHEM TaHTPEHBI B TUCTAIBHBIX OTAENaX KOHEd-
Hocrei [10].

B nureparype coobiaeTcst 0 BHECOCYIUCTOH J10-
KaJM3aluy KalbU(QUKAIUA PH TaHHOM CHHAPOME.
Jpyrue y4acTKH BHECOCYIHMCTON KalblU(DHUKAIIH
BKJIFOUAIOT MOUYKH ymiedt [9,12], muokapn [9,14],
MOJDKETY/I0OYHYIO JKeJie3y, Ie4eHb U mouku [9]. Y Ha-
OrroiaeMoii HaMH MAIUeHTKH BBISBICHbI €IMHUYHBIC
BHECOCY/IMCTHIC KaNbIIM(DHUKATHI B MOHKEITYTOUHOMI
KeJlese.

Onuum u3 kiauHudeckux mnposisienunit GACI-
CHUHJpPOMA Yy JIeTeil sABIAETCS MCEeBIOKCAaHTOMA dJia-
ctuueckas (PXE), xapakrepusytorascs nopaxeHueM
KOXH (CHMMETPHUYHBIE Y3€JKH, JKEJITOBATOro IIBETa,
Koa OypOoBaTO-CHUHIOIIHOTO MJTH KEJITOBATOTO 1IBETA,
IpsiOnast) ¢ ompeieeHHON Jokanu3anueil (OOKOBEIe
MOBEPXHOCTH I1IeH, CrudaTebHbIe TOBEPXHOCTH PYK
Y HOT, IOIMBIIIICYHbIE BIIAINHBI, IOKTEBbIE, TOAKOJICH-
HBIC CTHOBI, ITAXOBBIE CKIIATKH, 00JIaCTh IMyTIKa) U T1a3
(aHTHOMIHBIC TTOOCH ceTyaTky) [9,15]. B Hamewm Ha-
OJTIOICHNH Y IEBOYKH XapaKTEPHBIX IS HJIaCTUYECKON
TICEBIOKCAaHTOMBI TIOPAKEHUH KOKU HE BBISBICHO.

[Mpusnakop runodocdareMuuecKoro paxura
(medopmarin HMKHHUX KOHEUHOCTEH, pocdarypus,
runodocdaremust) y NalueHTKH He YCTaHOBIEHO. J{0
Tepanuu OucochoHaraMi OTMEUCHBI TUTIEPKaANIbLIHE-
MU, THIIEPKAIIBITIY PHSL.

YV IeBOYKH C paHHETO BO3pacTa AUarHOCTUPOBAHBI
THIIEPTPOQUSI MHOKap/Ia JICBOTO JKEITyI0UKa, TsKeIast
apTepHasibHas TUNEPTEH3Us, PE3UCTEHTHAsI K THUIIO-
TEH3UBHOU Tepanuu ¢ yrpo30il NOpaxeHHsI OPraHOB
MullleHeil. Bce aBTopsl, onucaBuine CUHIPOM HIUO-
MaTU4eCKON apTepruaNbHON Kanbln(DUKAIMY Y JeTeH,
YKa3bIBAIOT Ha HEOJIATOMPHUATHBIN IPOTHO3 BCIIEICTBHE
nH(papKTa MUOKap/a, CEPACIHOMN, ABIXaTEITHPHON HET0-
CTaTOYHOCTH, MHCYJIBTA, apTEPHATILHON TUIIEPTEH3UN
B MJIaJIcHYeCKOM Bo3pacte [3-5, 7, 12, 15].

Pa3zpermienue aprepuanbHON KaIbIU(PUKAIIH Y Jie-
Teil MOJKeT OBITh CIOHTAHHBIM U B PE3yJIbTaTe JICUSHUS
ouchochonaramu [1, 3, 9, 10].

L.S. Milner et al. (1984), cuuTast aprepuanbHyo
THIEPTEH3HUI0 OONBIION MPOoOIeMOi P WIANOTIATH-
YECKOH apTepHaJbHON KaJbIU(pUKAIIMK MJIAJICHICB,
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ob6ocHOBBIBaIU Tepanui o6ucdochonaramu [10].
[Mpumenenue 6uchochoHaTOB MPOATIEBACT KU3HD
Ka3as0ch Obl 0OpEUEHHBIX JeTel C TeHepaTn30BaHHON
apTepualibHON Kanbludukamuei [1, 3, 5, 10], uto nox-
TBEPIKJAIOT U HAIlIM PE3yJIbTaThl TEPAIHH.

OCOOEHHOCTBIO KITMHAYECKOTO HAOIIOJICHUSI ITally-
enTkH (2012 1.) ¢ reHepanM30BaHHON apTepraIbHON
KanplupUKalue ABIsSeTcs Ipe3eHTanns B paHHEM
JIETCKOM BO3pAacCTe C TAKEION apTepualibHOW rurep-
TeH3UH, pedpaKkTepHON K Tepamuu ABYMS THIIOTECH-
3UBHBIMU TIpeTiapaTamMu, BCIEACTBHE apTepuaIbHOU
KaJblIU(UKAIMY TIOYEK, TICYCHH, CEJIC3eHKH, HO 0e3
BOBJICUCHUS cepla v a0pThl. OTCYTCTBHE KaTbIH(pH-
Kalli{ a0pThl U KOPOHAPHBIX apTepHil, CHIKEHHE ap-
TEpUaILHOTO JAaBJICHUS Ha Tepanuu oucpochonaramu
y HaIUEHTKH C apTepUalIbHON KabIM(HUKaIMeH 1atoT
OCHOBaHHE TpeJnoyiaraTb OJaronpusITHOE TeUeHHe
6e3 mporpeccupoBanusd. s yTouyHeHUs nuarHosa
reHepaIM30BaHHON apTepuanbHON KanbIu(UKAIUH
C ayTOCOMHO-PEIECCUBHBIM THUIIOM HAacjeJI0BaHUS
(GACI2?) mmanupyeTtcsi IpOBEICHUE MOJICKYIISIPHO-
TEHETHYECKOTO 00CIIeIOBAHUSI.

SAKJTHOMEHUE

B oredecTBeHHOl TeauaTpudeckoi HepoIOTum
MBI BIIEpPBBIE MPEJCTABHIN OIMCAHUE JIEBOYKHU C Te-
HepaJu30BaHHOW apTepUalbHON Kajablu(uKaluen
C ayTOCOMHO-PELIECCUBHBIM TUIIOM HaclI€JOBaHMS,
KOTOpasi MPOTEeKaeT ¢ pePpakTepHOil K THITOTEH3HB-
HOH Tepanuy TSHKEJIOW apTepuanbHON THIIepTeH3UEH
BCJICJICTBHE apTEepPHabHON KajdbIM(UKAIIUHU TOYCK,
CEJIE3€HKH, IICYEHH, MOKEIYI0YHOH Kene3bl. Tepa-
nust OucochonaTaMu gaja MoIOKUTEIBHBIN dPPEeKT
CHIDKEHUS apTepHalIbHOM THIepTeH3UH.

CBoeBpeMeHHas TUarHOCTHKA TeHePaTN30BaHHOM
apTepuabHON KaJdblM(UKAIINN Y HOBOPOXKICHHBIX H
JIeTell paHHEro Bo3pacTa ¢ CEpIeYHON HEJI0CTATOUHO-
CTBIO, apTepUAILHON TUTIEpTeH3UEH, runeprpoduei
JKEJTYJIOUKOB Cep/illa U Ha3HAYEHUE aJIEKBaTHOM Tepa-
nun orcdochoHaTaMu ynydiarT MPOTHO3 TCUCHHUSI.
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