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Pe3iome

Beedenue. AnpeHoneiikonuctpodus — opdaHHOE HACTEeICTBEHHOE 3a00JIeBaHUE, CBSI3aHHOE C TSXKEJIbIM HapyllIeHUeM oOMeHa
BEIIeCTB. YUMTHIBASI MTO3IHEE MOSIBJIEHUE CUMIITOMOB 3a00JIeBaHMsI C HEOOPaTUMBIM ITPOrPECCUPOBAaHUEM, aKTyaIbHO BHEAPEHME
METOJIOB paHHEl TMAarHOCTUKU B IIEPpUOJ HOBOPOXKIEHHOCTH JJIsl CBOEBPEMEHHOI'0 Ha3HaYeHU s 9 HEeKTUBHOM Tepanuu 10 MosiBJie-
HUS KJIMHUYECKMX MPU3HAKOB 3a00JIeBaHMSI.

1leab pabomor. OnMcaHUe KAMHUYECKOTO cyyasi ceMeliHOM X-CLerNJIeHHOM aapeHoNeiKoaucTpouu.

Mamepuanvt u memoost. IIpoBeeH aHaIU3 UCTOPUIA pa3BUTUS peOEHKA, METUIIMHCKUX KapT aMOyJIaTOPHOI'O U CTAllMOHAPHOI'O
00JIbHOTO TpeX CUOJMHIOB ¢ X-CLEIIEHHOM aIpeHOJeAKOIUCTPObUEI.

Pesyabmamei. B 1aHHO# cTaThe paCCMOTPEH KJIMHUYECKUN ClIydail CEeMEMHOM aapeHOIeHKOAUCTPOGUH Y TPEX CUOJIMHIOB.
V crapiero cMMIITOMBI 3a00JI€eBaHMS MOSIBUJIMCH B pAHHEM BO3PACTe B BUIE 3a1¢ PKKU (PU3MIECKOTO M IICUXOMOTOPHOIO Pa3BUTUS,
HEOOBSICHMMBIX ITPUCTYIIOB I'UIIEPBO30YAMMOCTH, MBILIEYHBIX ITogepruBanuii. C Tpex JieT HapacTali CUMIITOMBI HaAITOY€YHUKO-
BOI HeAOCTAaTOYHOCTH. [Tocjie TpoBeIeHHOTO 00CIeI0OBaHS B YCIOBUSX CTallMOHApa OblJIa IMAarHOCTUPOBAaHA TIEpBUYHAS HAIIIO-
YeUHUKOBAsI HEIOCTATOYHOCTD, Ha3HaUeHa 3aMeCTUTeJIbHAsI TOpPMOHAIbHAs Tepanus. [eHeTuYecKoe ucciaenqoBaHue, MO3BOINBIIIEe
MOCTaBUTh NTUATHO3 X-CIETIJIEHHO! aIpeHOIeMKOIUCTPOGhUH, OBLIIO ITPOBEICHO TOJIHKO B IIECTUJIETHEM BO3PACTE B CBSI3U C yXY/I-
IIEeHWEeM COCTOSTHUST TIAlIMeHTa M HapacTaHMeM HEBPOJIOTMUYECKOM CUMIITOMATUKM. Y IBYX MJIAIIINX CUOTMHIOB OTMeYaioch Ooee
GlaronpusITHOE TeueHue 3a00JIeBaHMSI.

3akarouenue. OTIMCAHHBIM CEMEMHBINM cyyail X-CLernJIeHHOM aapeHoJIeiKoAUCTpodUM HATJISITHO TTOKa3aJl HE0OOXOIMMOCTh pa3-
paboOTKU METOIOB paHHEN TMAarHOCTUKHY 3a00J1€BaHU I, OMPENeISIOLUX He TOJbKO 3 (HEKTUBHOCTh CBOEBPEMEHHOTO JICUSHU S
1 yJIydllleHHe Ka4eCcTBa XXU3HHU 00JbHBIX, HO U BO3MOXHOCTb POXIEHU S 3I0POBBIX AETEHA.

KoioueBbie cioBa: agpeHoIeiiKoqucTpodusi, 1eTH, HaAIOYeYHMKOBasI HEA0CTaTOYHOCTh
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Abstract

Background. Adrenoleukodystrophy (ALD) is an orphan hereditary disease associated with severe metabolic disorders. Taking into account
the late appearance of symptoms of the disease with irreversible progression, it is relevant to introduce methods of early diagnosis in the
newborn period for the timely appointment of effective therapy before the appearance of clinical signs of the disease.

Objective. The aim of the study was to describe a clinical case of familial X-linked adrenoleukodystrophy.

Materials and methods. The analysis of the child's development histories, medical records of an outpatient patient, and medical records of
an inpatient patient of three siblings with X-linked adrenoleukodystrophy was carried out.

Results. This article discusses a clinical case of familial adrenoleukodystrophy in three siblings. The older sibling developed symptoms of
the disease from an early age in the form of delayed physical and psychomotor development, unexplained bouts of hyperexcitability, and
muscle twitching. From the age of three, the symptoms of adrenal insufficiency increased. After a hospital examination, primary adrenal
insufficiency was diagnosed and hormone replacement therapy was prescribed. A genetic study that made it possible to diagnose X-linked
adrenoleukodystrophy was conducted only at the age of 6 years due to the deterioration of the patient's condition and the increase in neuro-
logical symptoms. Two younger siblings had a more favorable course of the disease.

Conclusion. The described family case of X-linked adrenoleukodystrophy clearly showed the need to develop methods for early diagnosis
of the disease, which determine not only the effectiveness of timely treatment and improvement of the quality of life of patients, but also

the possibility of having healthy children.
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npenoseiikoguctpodus (AJIJ1, 6one3Hb 3umMepinHra —

KpeiiTdensaa, MetaHogepMUIecKast JISHKOTUCTPO-

¢ust) — oppaHHOe HacjeACTBEHHOE 3ab0o0JieBaHUe

¢ X-CLIeTJIECHHBIM PelieCCUBHBIM TUIIOM HacJeA0OBaHU ST
(4TO onpenessieT ero pa3BUTUE MPEUMYIIIECTBEHHO Y MallUEHTOB
MYKCKOTO I10J1a), OTHOCSIILIEECs K TPYTIie MEPOKCUCOMHBIX 00J1e3-
Heil 1 mposiBJIsIoNIeeCs MPEeUMYIIECTBEHHO MopakeHueM 0eJ1oro
BellleCTBAa FOJJOBHOTO MO3Ta M KOPBI HAIMOYeYHUKOB. BeTpeuaercst
cyactoroii 1:17 000 )kMBOpOX I€HHBIX MaJTbYMNKOB.

IMpruyunHoit Bo3HUKHOBeHU ST AJIJL aBISIIOTCS mMaTOTeHHbIEe
BapuaHTHI B reHe ABCDI, XonupymolieM TpaHcMeMOpaHHBI i1
0esiok ALDP, BbI3bIBatoOlIME TPOrPeCCUPYIOLIEE HAPYLLIEHUE
oOMeHa BeIIeCTB 1 XapaKTepU3YIONIuecs TPeMsI OCHOBHBIMU
KJIMHUYECKUMU CUHIPOMaMU: MeIJIEHHO ITPOTrpeccupyloleit
aJpeHOMUeEJIOHepoItaTreil, GICTPO MPOrpecCcupylomeil Bocma-
JIUTENbHOM NeiikogucTpodueii (uepedpanbHas AJI/I, Hauboee
TsKesas ¢popMa 3a00JieBaHK ) U IEPBUYHOM HAAIOYEYHUKOBOM
HEeI0CTaTOYHOCTHIO [1].

Kaxaplit CMHIpOM MOXET BCTpeuyaThCs M30JUPOBAHHO.
LlepeopanbHas AJI[ u HaagnmoYeYHMKOBasi HEIOCTATOUHOCTh
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TpeOyIOoT paHHEero BBISIBJICHU ST, Hadajla 3aMeCTUTEbHOM Tepa-
IMTUU Y TTIOCTOSIHHOTO KJIMHWYECKOTO HAOJIIOIEHM I TSI JIYIIIEeTO
KOHTpOJIsI Haa 3a0oneBaHueM. st mauueHToB ¢ AJI pa3pabo-
TaHbl METO/IbI TEPATIMU MYTEM AJIJIOTEHHOM TpaHCIJIaHTalluu
TeMOITO3TUYECKHUX CTBOJOBBIX KJIETOK 110 MOSIBJCHUSI IEPBBIX K-
HUUYECKUX MPU3HAKOB 3a00JeBaHus [2]. TakKe B rocjenHee BpeMsi
UACT aKTUBHAs pa3paboTKa TeHHO-UHXEHEPHOI Tepanuu Ipu
TTOMOIIU JICHTUBUPYCHOM reHHOI KoppeKinu CD34-1103uTUBHBIX
CTBOJIOBBIX KJIETOK eX Vivo, TIOKa3blBatollast 3HauMMbIe pe3yib-
Tathl [3]. [To ZTaHHBIM MHOCTPAHHBIX UCTOYHUKOB, OCHOBAHHBIX
Ha pe3yJIbTaTaX CKpMHUHTa HOBOPOXIEHHBIX 32 PyOeKOM, TIpeI-
noJiaraetcs, 4to AJIJ] MoxeT BcTpeuarbes vyalile, 4eM ObIJIO ONU-
caHo paHee [4]. B cBs3u ¢ aTuM BkittoueHue AJIJl B mporpammy
MacCOBOTO HEOHATaJbHOIO CKPMHUHTA ITO3BOJIUT CBOEBPEMEHHO
MMarHOCTUPOBATh 3a00JIeBaHNe, Belb paHHEee HauyaJlo 3aMeCTH -
TEJIbHOM Tepanuu CIIOCOOHO 1aTh 3HAYUTEJIbHbIE PE3YIbTaThl.

Llenblo JaHHOM PaOdOTHI OBIJIO OMTUCAHUE KIMHUYECKOTO cllydast
cemeliHoil X-cueniaeHHoit AJI/l. B naHHOI1 cTaThe pacCMOTpeH
KJIMHUYECKMI cllydyait X-ClUenJIeHHOM aapeHoeiikonucTpoduun
y TpeX CUOJMHTOB.
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[IpoBeneH aHaMM3 UCTOPUIL pa3BUTHS peOCHKA, MEIMIIMHCKUX
KapT aMOyJIJaTOPHOTO U CTAlIMOHAPHOT'O OOJILHOTO TPeX CUOJIMH-
roB ¢ X-cueryieHHo#t AJIJI, Haxonsmuxcst Ha 00cIeT0BaHU T
u nedeHur B bBY3 BO OKB Ne 2.

Manpbuuk 7 JIeT, nepBblii peOeHOK B ceMbe, ObIJI MJIaHOBO
rocnuTaau3upoBaH B najiuatuBHoe otaeneHue bY3 OAKb
Ne 2 B 2015 1. lnarHo3s: «AnpeHoseiikonuctpodus, X-clLerjieHHasi,
nepedbpasibHast popma. XpoHUUYecKast HaIIoYe4yHMKOBAsI HEJ10-
CcTaTOYHOCTh. OpraHnYecKoe aCTeHMYECKOe PacCTPOMCTRO.
KornuTtupHbIe HapyIIeHUS. YTpoXaeMblii IO HaITIOYeYH MKOBOM
HeIocTaTouHOCTH. HapyieHnne yHKIIMKA Ta30BbIX OPTAHOBY.

[Ipu mocTyIICHNM aKTUBHAS XXKaj10o0a coO CTOPOHBI MaTepH
Ha CUJIbHOE 0€CITOKOMCTBO, OTCYTCTBUE CAMOCTOSITEJIBHOTO IJI0-
TaHus1. COCTOSTHUE TsIKeJIoe 110 POy 3a00JIeBaHM .

M3 anamHe3a u3BeCTHO, UTO PeOEHOK OT MEPBOi1 66pEMEHHOCTH,
MPOTEeKaBIIel 6e3 0COGEHHOCTEI, TEPBBIX CPOTHBIX CAMOCTOSI TSI b-
HbIX pozioB. C paHHEro Bo3pacTa OTMeyaIach 3aiepxKa Gru3nyeckoro
U TICUXOMOTOPHOTO pa3BUTU I, HEOOBSICHUMBbIE ITPUCTYIIbI TUTIEP-
BO30YIMMOCTH, MbIllIEYHbIE TTofAepruBaHus. C Tpex JIeT HapacTaiu
CHUMITITOMBI HAIMIOYEYHUKOBOI HEMOCTaTOYHOCTH — PBOTA, TUapes,
ob1as ciadboctn. [Toce o6cienoBaHus B yCJIOBUSIX CTallMOHApaA
OblJIa TMarHOCTUPOBaHAa MEePBUYHAS HAAIIOYEYHUKOBAsI HEI0CTa-
TOYHOCTbh, Ha3HAaYeHAa 3aMeCTUTEIbHAsI TOPMOHAJIbHAS TepaIusI
(3I'T). B 2014 r. 6611 3anono3peH nuarHo3 AJ1/1 B otneneHun pea-
HUMAaIWY U1 MTHTEHCUBHON TepaIivu 10 MOBOLY IMTPUCOCTNHEHU S
OCTPOY TTOYCYHOU HEIOCTATOYHOCTH, OBIIO TIPOBEACHO UCCIICHO-
BaHUE OYeHb JTMHHOIETTOYEIHBIX SKUPHBIX KUCJIOT. BhIsIBIIEHO
noBbIIeHre KoHLeHTpatuu C24 (139,4 MM /mur), C26 (4,9 MM /mut)
u cootHomenus C24/C22 (1,72 MM /mun) u C26/C22 (0,06 MM /mo).
JlaHHbBIe U3MEHEH sl XapaKTEePHBI IJIsT [IEPOKCUCOMHOI ITaTOJIOT 1.
JHK-TecTupoBaHue MOATBEPAUIO HATUYME 3a00JeBaHUST: METOIOM
MPSIMOI'0 aBTOMAaTMYECKOIO CEKBEHPOBAaHM I TPOBEACH MOJHBII
a”anu3 reHa ABCDI (X-cuerieHHast AJIJ1). B 1-M ak30He mpobaHna
oOHapy:keHa HeonrcaHHast mytauus p. Glu292Asp (¢.876G> T).

JlaHHbBIE OCMOTpa NP roCruTaIU3aluU: 00l1lee COCTOSIHUE
TSIXKeEJI0€ 0 poay 3abojieBaHUs. B scCHOM CO3HaHUM, KOHTaKTy
He goctyrneH. [TutaeTcsa yepes 30H1. KOXXHBIE TTOKPOBHI YUCTHIE.
JlumdaTtuaeckue y3Jibl He MaJabIIUPYIOTCSI, MEHUHTEaIbHbIC
3HaKM OTCYTCTBYIOT. Kozka yrcrasi, 0ObIYHOI OKpacKu. BuanmMbie
CITU3UCTHIE PO30BbIE, YUCThIE. TOHBI cepilia ICHbIe, PUTMUYHBIE,
IIyMOB HeT. AptepuaiibHoe gaBienue — 110/70 MM pT. cT., 9acTo-
Ta ceplAeyHbIX cokpalieHuii — 104 ynapa B MUHYTY. AbixaHue
BE3UKYJISIPHOE, XpPUTIOB HET. YacToTa AblxaTebHbIX IBUKEHU I —
22 B MUHYTY. ZKUBOT MSITKUIi, 6e3001e3HeHHbIN. [TeueHb He yBe-
nundeHa. Cene3eHKa He majabnupyetcs. HeBpoioruueckuii craryc:
JIBUXKEHMS TJIa3HBIX SI0JI0K B TTIOJTHOM 00beMe, B3IJIsIA (PUKCUPYET,
HO 3a TIPEAMETOM He cieAUT. TOHYC MBIIIII TTOBBIIIIEH 11O CIIACTHU-
YEeCKOMY THUITY C aKIIEHTOM B JIEBBIX KOHEYHOCTSIX. CHia MBIIIIL
CHUXEHa — IIeHTpaIbHBIN TeTpanapes. [laronornyeckue cTomHbe
3HAKM C ABYX CTOPOH. YyBCTBUTEIEHOCTE coXpaHeHa. CyXOKUTbHBIC
pedIreKChl acUMMETPUYHBIE BEICOKKE. He cuIUT, He CTOUT, TOJIOBY
He JICpXKUT, TIepeBOpaunBacTCsi ¢ 00Ky Ha 00K, pedb OTCYTCTBYET,
Ta30Bble GYHKIINK He KOHTpoupyeT. Cymopor HeT.

JInHaMKMKa COCTOSTHUST BO BpPeM ST CTAllTMOHAPHOTO JICYSH U ST
MePUOANIECKYN OTMEYAIOTCS TIPUCTYTIBI ICUXOMOTOPHOTO BO3-
Oy>KJAEHM S, BO BpeMsl KOTOPBIX MallMeHT KPUYUT, BHITJISIIUT
OecriokoitHbIM. Ha 2-e cyTKU 1rocJie nocTynjeHus orMedyasaach
nuxopanka g0 38 °C. I[lauueHT 0oTKa3bIBaJICs OT €/bl, B CBSA3U
Cc yeM OblJia TpoBeIeHa KOHCYJIbTAllMs YeTIOCTHO-JIMIIEBOIO
XUpYypra, KOTOPbIii Onpeaeany Haaudnue 000CTPEHUST XPOHU-
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4yeckoro nepruonoHTuTa. [IpoBeneHo ynaneHue aByx 3y00B 1oz
MECTHOU aHecTe3nell, Ha3HaueHO aHTUOaKTepuaIbHOE JICUeHUe.
Yepes neHb TeMIiepaTypa Teia HopMajanu30Baiach, alMeTUT yayd-
LTUJICS.

Yepes 3 Mecsiiia HaXoXAeHU s TTAllMeHTa B OTAEJICHUY HEBPOJIO-
rom ObLI OTIpeJielieH TTape3 JnleBoro HepBa. [TutaHue pomo-
Xaau yepes 30HI. Yepes 4 Mecsiiia mpy NpOBENEHU U YIbTPa3By-
KOBOTO MccienoBaHus opraHoB OprourHoii moyioctu (Y3 OBIT)
OblJ1a OOHapykeHa renaToMeraiaus. B TedeHue rocnuraanszanuu
MepUOIMYECKU OTMEUAINCh PBOTA, 3a€PXKKa CTyJa, CyLOPOXHBIE
MOAEPTUBAHUSI UKPOHOXHBIX MBIIIIII.

3a BpeMs YeThIPpEeXMECSIYHOro NMpedbIBaHUS B CTaAllMOHApe
pebeHKy MPOBOAMJIOCH TMHAMUYECKOE UCCIeoBaHMe O0IIIe-
KJIMHUYECKNX aHAJIM30B KPOBU ¥ MOUU, OMOXMMUYECKOTO aHa-
JI3a KPOBU, BKJTIOYAST JIEKTPOTUTHBIN COCTAaB, OTKJIOHEHUH He
BoIsiBJIcHO. Y3U OBII BU3yanu3npoBajio rermaTroMerajimnio, peak-
TUBHBIE U3MEHEHW ST B TIOIXKETyTI0uHOI kee3e. [1pu mpoBeneHnn
BUJICODJIEKTpOdHIIedasorpadpum oTMedaauch yMmepeHHbIe U -
(y3HBIe U3MEHEHU ST GMO2JIEKTPUIECKON aKTUBHOCTH TOJIOBHOTO
MO3ra; 3aMeJIEH1e YaCTOThl OCHOBHOT'O pPUTMa; TIOMUHUPOBaHUE
nudby3HOM MeqIeHHOBOJTHOBOI aKTUBHOCTH TeTa-AMana3oHa
C aMIUIMTYAHBIM aKLIEHTOM B IIPaBoii remucdepe; peructTpupona-
JIUCh eNMHUYHbIE TTOJM(Da3HbIE OCTPbIE BOIHBI OMOKLIMTTUTATBHO,
HE3aBUCHMO C IByX CTOPOH, 3a0CTPEHHbIE TeTa-MOTEHINA b
B ITPaBbIX TEMEHHO-1IEHTPAIbHO-BUCOUHBIX OTBEIEHUSIX, C HApac-
TaHWEeM MHJeKca MPpeacTaBIeHHOCTH Ha (hoHe TTpoBeneHu s HyHK-
LIMOHAJIBHBIX TTPOO.

Manpuuk 66U TPOKOHCYJIBTUPOBAH O(PTATBMOJIIOTOM: TUCK
3pUTETHLHOTO HepBa OJIEMHO-PO30BHII, TPAHUIIBI YETKUE.
YMepeHHO cykeHbl apTepuu. BeHbI He n3MeHeHbI. X0l COCY/IOB
He HapymreH. CeTdyaTKa 6€3 TTaTOJIOTUH.

B crauunonape pedeHox nosyuyan 3I'T ruapoKOpTU30HOM B 103€
5 Mr 2 pa3a B IeHb, TPOTHUBOCYAOPOXHYIO TEPAIUIO BaJbIIPOEBOIA
KUCJOTOH 1 KapbaMa3enuHoM. Beinucan 1oMoi ¢ peKoMeHaalu-
SIMU O MPOAJIEHUU MPOTUBOCYIOPOKHON U 3aMECTUTEbHOI rop-
MOHaJIbHOI Tepanuu. B mocienyioniyie roabl COCTOSIHUE MallMEHTa
yXyIIIaa0ch, pe6eHOK HEOJHOKPATHO HAXOAUJICSI Ha MJIaHOBOM
00cJIeIoBaHUY U JICYEHU U B OTACICHUY MaJIMATUBHON TTOMOIIIN
bY3 BO OAKDB Ne 2. Manpuuk ymep Aoma OT aipeHa oBOro Kpusa
B Bo3pacte 12 JieT.

Cubnunr ¢ AJIJI. B 2018 r. B Bo3pacTe 7 JIeT B OTAeJICHUE TIaJI-
JIMATUBHOU TIOMOIIY OBLJT TJIAHOBO TOCTIMTAIN3UPOBAH MJIA I
OpaT OIMCAaHHOTO BBITIE TTAalleHTa. PeGeHOK OT BTOPOiT HOpMaTh-
HO TIpOTeKaBIell 6epeMEeHHOCTH, BTOPBIX CPOYHBIX CAMOCTOSI-
TeJIbHBIX pOOB. Ha MOMEHT NMoCTyMJIeH! I OCHOBHOM Xal000it
CO CTOPOHBI MaTepy ObLJIO OTCTAaBaHUE B [ICUXOPEYEBOM Pa3BU-
tuu. [lepsbie nposiBiaeHus AJIJl y taHHOTO pedeHKa BO3HUKIIU
B Bo3pacTe 4 JIeT C 3MNU30[10B T'UMepakKTUBHOCTU, CUMIITOMOB
HAJAMOYEeYHUKOBOI HEJOCTATOUHOCTH, ObLJI HA3HAUYEH TUIPO-
KOpTU30H. B oTinume ot crapuiero Opara, y JaHHOTO MalMeHTa
He HaOJomanock nepedpanbHoit opMbl AJI/1, BciencTBre yero
3a0o0JieBaHUe MEPEHOCUIIOCH B OoJiee Jerkoi hopme. JlnarHos npu
BoITiuckKe: «AJIJl X-cluernieHHas. XpoHU4Yeckast Haano4euHuKo-
Basi HEIOCTATOUHOCTh». [lociie BRIMUCKY U3 cTalluoHapa ObLIO
pekoMeHI0BaHO MpomaokuTh 3['T ruaApOKOPTU30HOM.

H3BecTHO, 4TO Y TPEThEro CUOIIMHTA TaKKe OblJIa TUaTHOCTU-
poBaHa X-cuerieHHast AJIJI, HO KTMHUYeCKass CMHMIITOMaTUKa
B BO3pAcTe YEThIPEX JIET XapaKTepr30BaIach TOJIBKO 3aePKKOI
MCUXOPEYEBOTO PA3BUTH S U TUTIEPBO30YIMMOCTHIO.

B crauuoHnape u Ha JOMYy TPOUM MaJibuMKaM OKa3blBajaach
HeobOxoAuMasi maToreHeTuYeckKasi 1 CMMIToMaTuyecKkas Tepa-
MUsI B COOTBETCTBUU C MEXAYHAPOAHBIMU U OTEUECTBEHHBIMU
pexomeHgauusgamu no gedenuio AJIJ [5].
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OnucaHHBII ceMelHBIN caydaii X-cuenaeHHoi AJIJ] HarasaHO
MoKa3aj HeOOXOIMMOCTh pa3paboTKN METOIOB paHHe TMarHo-
CTHUKU 3200JIEBaHU S, ONPENEISIONINX HEe TOJBKO 3P (HEeKTUBHOCTD
CBOEBPEMEHHOI0 JICUEHU S U yJIyUllIEeHNE KaueCTBa XU3HU 00Jb-
HBIX, HO Y BO3MOXHOCTb POXICHU S 30POBbIX JAETEH MPU YCIOBUU
IPAaMOTHOTO MJIAHUPOBAHU I 0EPEMEHHOCTH.
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