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B Tpenenax yka3aHHbIX 3HaueHumil: Bi ~250 mxmons/m, ACT
~180 E[l/m, AJIT ~100 E/x, y-I'TI1 ~180 EZl/n, ITTU ~70-80%.
Opnako x HosiOpro 2013 1. mpowmsonuia aexkomnencarus LIIT.
18.12.13 1. BBINIOJIHEHA TEMATIKTOMUSI C COXPAaHEHHEM HIDKHEH
TI0JIOH BEHBI, OPTOTONMYECKas! TPAHCIUIAHTALMS JIEBOHM JOJIH Tie-
4YeHHU OT Apyroro Opara (ramtougeHTH4HOro) 1982 rp., coBme-

CTHMOTO 110 rpymie KpoBu. B suBape 2014 r. pyHKuus TpaHc-
IJIaHTaTa TIeYeHH yhoBierBopurenbHas (Bi 21,6 mkmonw/n, ACT
21 E/n, AJIT 9 El/n, y-I'TI1 37 E[/n, IITU 80%).
3akurouenne. Y 60nbHOM coxpansiercs pemuccus AA, 100%
kpoBeTBopeHue oT HLA-uneHTnyHOro 10HOpa, KOHCTaTUPOBAHO
MPYKUBJICHUE JIOJH MIEYSHHU OT TaryIOnICHTHYHOTO JJOHOPA.

Tepanus nepBuYHOI MeaVacTHaNbHO B-KpynHokneTouHoi numdombl
BepHiok M.A., TiopnHa H.I, Maenosa O.A., YepsoHuesa A.M., Xykos H.B.
®OrBbY MoCKOBCKMIA HayYHO-MCCe[0BaTENbCKNI OHKONOTMYeCcKnin MHCTUTYT uMm. MN.A.TepueHa MuH3sgpasa Poccun, Mockea

BBenenue. IlepBuunas menuactuHanmpHas B-kpymHOKIe-
toyHas aumdoma (ITMBKKII), cuuraBumiasics paHee nojasapu-
aHTOM JU((Py3HON KPyIHOKIETOUHOH IMM(OMBI, B HACTOALIEE
BpeMsl BBIJICJIEHA B CAMOCTOSATENBHBIA KIMHUKO-UMMYHOMOD-
(donoruyeckuit BapuaHT. B CBSI3M ¢ OTHOCUTEIBHON PEIKOCTHIO
(6-10% ot Bcex TUIIOB B-KpYIHOKIETOUHBIX HEXOIKKUHCKHX
TUM(POM) ONTHUMAJILHBIC TIOAXO/BI K €€ JICUCHHIO pa3paboTaHbl
HEJOCTAaTOYHO. [3yuaeTcs BO3MOXKHOCTb YIYUIICHHS DPE3yib-
taros nedeHus [IMBKKIJI 3a cuetr nHTeHCH(HUKAIINN HHIYKIIH-
onHoit xumuorepanuu (XT) W UCTHONB30BaHUS PUTYyKCHMala,
1eJ1IeCO00Pa3HOCTh MPUMEHEHHs BhICOKON03HOW XT ¢ TpaHc-
IUTaHTaluell ayTOJNIOTUYHBIX CTBOJIOBBIX KIJIETOK KpOBHU (ayTo-
TCKK) u ny4eBoi Tepamnum.

Heas padorsl. OnieHnTh 3Q(HEKTUBHOCTH M TIEPEHOCUMOCTD
nnaykuoHHoit XT MACOP-B + R y 6onpubix [IMBKKUL.

Marepuansl u Metoabl. C saBaps 2006 1. mo asryct 2013 1.
B HcciefoBanue BKIoueHbl 34 6ombHbIX [IMBKKIT (23 xeHium-
Hbl U 11 Myx4nH) B Bo3pacte oT 19 10 64 jet, MeguaHa Bo3pacTa
33 roma. ¥ 28 (82,4%) 6ompHbIX mMenach I-11 cragns 3a0oneBa-
Hust, y 6 (17,6%) — [II-IV crapus. B xayectBe MHIYKIIMOHHOW
XT Bcem 34 GonbHbIM IpoBeneH Kypc MACOP-B, 24 u3 Hux c
BKITFOUCHHEM PUTYKCHMa0a.

Pe3yabrarnl u 06cy:xaenue. [locie oxongannst MACOP-B +R
pemuccus 6bu1a focTurnyTa 'y 28 (82,4%) u3 34 60nbHBIX (IOTHAS
y 7, yactuunas y 21). [Ipu 6ompmioit ocrarounoit omyxonu (n = 8)
WM TIEPBUYHO-PE3UCTEHTHOM BapuaHTe (n = 6) jeueHue ObLIO
MHTEHCU(UIIMPOBAHO: NpoBeieHa X T BTOPOI JIMHUM W/WIN ayTo-
TCKK. Ilocne 3aBeplieHHs JIEKAPCTBEHHOIO JiedeHUs 25 00Jib-
HBIM TIPOBEICHA JIyUeBas TEPAIHs Ha Pe3HIyalbHYyIO OmyXoib. [1o
OKOHYaHWH BCEH IPOrpaMMbl JIeU€HHsl pEMUCCUS JOCTUTHYyTa 'y 33
(97%) GonbubIX: nonHas y 27 (79,4%) u wactuunas y 6 (17,6%);
y 1 OOMBHOTO KOHCTaTHpOBaHA aOCONIFOTHAS PE3UCTEHTHOCTD 3a-
Oonesanust. PeunauB pazsuiics y 3 (8,8%) OonbHbIX. [Tpu Meauane
HaOmonenus 36,5 mec 3-jeTHss Oe3peluIMBHAs BDKUBAEMOCTh
cocraBuita 93%, 6eccobbiThitHast — 75%, obrmast — 90%.

3axaouenune. MACOP-B + R npu neuennn [IMBKKII 06-
JTafaeT BBICOKOH A()(EKTHBHOCTBIO ¥  YHOBIETBOPHTEIBHOM
nepeHocuMocThi0. Hammune pesnmyanbHOro 00pa3oBaHUS B
cpenocTeHnu nocie 3aBepuienust nuaykunonHo XT He Bcerna
JUKTYEeT HEOOXOIUMOCTh MHTEHCU(DUKAIIY JICUCHUS. Y UNThIBAs
BEPOSITHOCTh OCTaTOYHOrO (puOpo3a M BHICOKYH) TOKCHYHOCTH
XT cnacenusi, LenecooOpa3HO MOATBEPIKACHHE >KU3HECIOCO0-
HOCTH oIlyXonH. Bormpoc o HeoOXxonumocTu KoHconuaauuu 1-i
pemuccun ayto-TCKK u myueBoii Tepanun octaeTcst OTKPHITHIM.

FemaTonornuyeckue sabonesaHna u 6epemeHHOCTb
BuHorpagosa M.A.,, LLimakos PI., MonywkuHa E.C., ®egoposa T.A.
OrBY HayuHbIl LLleHTp aKyLuepcTBa, TMHEKONOrX U NeprHaTonorum nm. akaa. B.M.Kynakosa MuHsgpasa Poccun, Mocksa

BBenenue. B Hacrosiiiee BpeMsi B CBSI3U C yITydIlIEHUEM pe-
3y/bTATOB JICUCHUS] MHOTUX [€MaTOJIOrMYeCKUX 3a001eBaHui Bce
OoJiee aKTyaJbHBIMU CTaHOBSITCSI BOIIPOCHI, CBSI3aHHBIE C pealli-
3alueil penpoAyKTUBHON (YHKIMHM y JaHHOW KaTeropuu OO0Jb-
HBIX.

Heab padorsl. [InanupoBanue GepeMEeHHOCTH, OLEHKA PH-
CKa penuauBa 3a00JICBaHUS, CO3JaHUE AITOPHUTMOB BEACHHS
OEpEeMEHHOCTH U POJOB IIPU PA3IMYHOM MATOJOIMU MPU3BAHBI
VAYYIIATh Ka4eCTBO YKM3HU OONBHBIX M IO3BOJUTH UM HMETh
3JIOPOBBIX JIeTEH.

Marepuaiibl 4 Metoabl. C 1986 . B HIIAT'uII pa3padoransl
AITOPUTMBI BEJICHUsI OEPEMEHHOCTH U POAOB Y >KSHIINH, CTpa-
JAIOLIMX PA3IMYHBIMH TeMaTOJIOTHUECKUMH  3a00JICBAHUSIMU.
[TpoBenen ananus ucxonoB 475 GepemMeHHOCTEH y 442 )KEHIIUH:

JITI3 — 193, XMII3 — 90, UTII — 99, nHacimeacTBeHHBIE 3a001€Ba-
Hus — 38, pemuccus OJI — 13, AA/TTHT - 9.

Pesyabrarsl U o6cy:xaenne. [locie BHEApEHUS B IPAKTHKY
QITOPUTMOB BelleHUsI OEpeMEHHOCTH U poioB 95,6% OepemeH-
HOCTEH 3aBEepIIMIIMCH POXKICHHEM KHMBBIX JeTell 0e3 MopoKoB
paszBuTHs Ha cpokax 37-40 uex. [IpexxaeBpeMeHHbIE POABI MIPO-
M301LH y 2,5% >KEHIMH, HeBbIHAIIMBAHNE OCPEeMEHHOCTH — Y
1,7%, neonaranbHas cMeptHOCTh — Y 0,2%.

3akaouenne. [Ipu coOMONEHUH alTOPUTMOB, CO3IaHHBIX
JUIST KQKIOM HO30JIOTHH, y OOJNBHBIX IeMaTONOTHYECKHMH 3a-
OosieBaHUAMHE BO3MOXKHA YCIELIHas U Oe30macHasi peanu3aius
PenpoayKTHBHON (QYHKIMU. BepeMeHHOCTh He CIoCOOCTBYET
MpOrpeccuy 3a0oseBaHui. 30POBbE HOBOPOXKICHHBIX HE OTIIH-
YaeTcsi OT TAKOBOTO TOMYJISIIHH.

3K3I/ICTeHI.|IIIaanai| ncmxoTtepanuna Aenpeccvu‘/'l Y OHKOoremaTtosiorm4yeckmx 60nbHbIX
BbibopHbIx [.3.
OrBY lemaTonornyeckmin HayuHblii LeHTp MuH3gpasa Poccrmn, MockBa

Beenenue. Jlenpeccud y OHKOI€MAaTOJOTMYECKHX OOJIBHBIX
IPEACTABIAIOT COOOM CEpbEe3HYI0 MPOoOIeMy B XOIE JEUECHUS 3a-
0O0JIeBaHMIT CHCTEMBI KPOBH, TTOCKOJIBKY, IIOMUAMO TSDKEIBIX CyObeK-
THUBHBIX IIEPEKUBAHUI, OHU BEIYT K HAPYLICHUIO KOMILIaiieHca, 4To
CroCOOCTBYET, B YaCTHOCTH, HAPYIICHUIO XMMHOTEPAIIEBTUYECKOTO
npotokoia. C TOYKK 3peHHs IK3UCTEHIHAIBHOTO MOIXo/a, 0omes-
HEHHBIE ICTIPECCHBHBIC MEPEKUBAHMS 3aCTABILIIOT 3a0bIBATh O TOM,
HACKOJIbKO B&)KHO UM HEOOXOIMMO OOpalleHe K )KU3HU U KU3HEH-
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HBIM I[IEHHOCTSIM, @ TSDKECTh JEHPECCHUH OINpEeNseTcs] CTEHEHbI0
HapyILEeHUs IePEKUBAHUS [IGHHOCTH JKU3HHU C YTPaToil CriocOOHO-
CTH BOCIIPHSATHSI LIGHHOCTH TOTO, YTO paHee MPHAABAIIO €if CMBICIL.

Ieab padotel. [IpoBecTu nccnenoBaHmue C HENbI0 U3YUSHHS
3¢ PEKTUBHOCTH SK3UCTEHIIMAJILHON IICUXOTEPAIH JeTPECCUil y
OHKOT€MaTOJIOTUIECKUX OOIBHBIX.

Marepuanasl u MeToabl. B riccnenoBannu npuHUMaiy yva-
ctre 17 OONBbHBIX Pa3IMYHBIMUA OHKOI€MaToJOrM4ecKHUMHU 3a00-



Mpunoxerue 1

JICBAaHHUSIMH, Y KOTOPBIX OBUIM JUArHOCTUPOBAHBI ICTIPECCUH He-
BPOTHYECKOTO YpOBHs. JIeueHne MpOBOAMIN € MCIIOIB30BaHUEM
METOJMYECKUX TMPHUHIMIIOB YK3UCTEHIMATbHO-aHATUTHIECKOTO
noaxona (A.JIsurme, 2013): 1. YcraHoBneHne TepaneBTHYECKUX
otHouieHu#. 2. OOpalleHre K HACTOSIEMY M pa3/iejieHUE 3a-
nad. 3. PaboTa Ha/Jl KOTHUTHBHBIMH CTPYKTYpaMHU U HETIPaBUIIb-
HOW arpuOynueit. 4. MoOumu3anus nepcoHadbHBIX PECYpCOB H
OIIpEe/ICNICHHE CBOEH MO3UIUH C MOMOIIBIO CHEIU(PHIECKUX K-
3UCTECHIMANBLHO-aHATUTHUECKIX METOJIOB — CaMOIMCTAHIIMPO-
BaHMs, CAMOIPHHATHS, MTEPCOHATLHOTO HAXOXKICHUS MO3UIIHH.
5. Iepepabotka omrymieHust Heynauu. 6. [lepepaboTka 4yBCTBa
BUHBI 1 KOHKPETHU3AIlMsI OTBETCTBEHHOCTH. 7. PaboTta Haj OTHO-
meHusMu. 8. [oyOokasi Teparusi, HampaBIeHHAs] HA BOCCTAHOB-
JICHUE CIIOCOOHOCTHU MEPeXHBaTh (GyHIaMEHTAIbHbIC [IEHHOCTH.
OlIeHKY TUHAMHUKH BBIPAXKEHHOCTH JICTIPECCUBHBIX PACCTPONCTB
OLICHWBAJTM KIMHUYECKU C MIOMOMIBIO IIKAJBI Aenpeccud MoOHT-
romepr—AcOepra (MADRS), rocnutanbHON MIKAIbI TPEBOTH U

nenpeccrr (HADS) u mkaiisl 001ero KIMHHYeCKOro BIIeJaTie-
nus (CGI) ans onenku Tsokectu 3aboneBanus (CGI-S) u ynyu-
menus (CGI-I).

Pe3yabTarel 1 06cy:xaenne. OTHIM U3 [TOKA3aTelNel ycren-
HOCTH JIaHHOTO BHJA IICHXOTEpANUM SBISIETCS BO3BpALICHHE
IK3UCTCHIMAIbHON (YHIAMEHTATbHONH MOTHBAIUU JKU3HH WU
AKTHBHOTO KOMIIOHEHTA JIMYHOCTHOTO JeicTBus. Takoe oOpere-
HHE TIEPCOHAIBHOM MO3UIMU TPOUCXOIUT BCIIE] 32 TOHUMAaHUEM
[IEHHOCTH JKU3HH.

3akaiouenne. B pesynbrare NMpOBEISHHOTO HCCIIEIOBAHUS
OBUTH TOJTYYEHBI KJIMHUUYECKHE (HOpMaM3alusl JTM00 3HAYMTEIIb-
HOE yITy4IlIeHHEe HACTPOCHHS, HOPMAaJIM3alsl CHA, allleTUTa, MOsB-
JICHHE HOBBIX IUIAHOB Ha JKM3Hb) U ICUXOMETPUIECKHE (CHIKEHUE
MIOKa3aTeJiel Mo MIKaJIaM JETPECCHH U TPEBOTH, a TAKOKe T10 IIKaje
00I1Iero KJIMHMYECKOTO BIICUATIICHHUS) JaHHbBIC, CBUCTEIILCTBYIO-
e 00 3G (HeKTHBHOCTH dK3UCTEHIMATIBHOTO TTOAX0/a B TICUXOTe-
panuu Ienpeccuii y OHKOTeMaTOIOTHYECKUX OOMbHBIX.

Bbicokogo3HaA nonuxummuorepanua y 6onbHbix anddysHoin B-kpynHokneTouHoin numepomoii c nopakeHnem
KOCTHOro Mos3ra

laBpunuHa O.A., labeesa H.I., KpaBueHko C.K., femaxaH J.I, 3BoHkoB E.E., CaBueHko B.I.
OIBY lemaTonornyeckmnin HayuHbi LeHTp MuH3sgpasa Poccun, Mocksa

Beenenne. [uddysnas B-kpynHokierouHas aumdoma c
nopaxxerarem koctHoro mosra ([IBKKJIKM) xapaxrepusyercs
arpecCUBHBIM TEUCHHEM W IUIOXUM OTBETOM Ha CTaHIApPTHYIO
nonuxumuorepanuio (ITXT), npuyeM Haumxynamue pesyibTarhl
OBUTH MOTYYEHBI B IPYIe OONBHBIX ¢ KOHKOPIAHTHBIM MOpake-
nueM (KIT) kocTHOrO Mo3ra: o01as 5-eTHsiss BBDKMBAEMOCTh HE
npesbimaer 10%. [pumenenne MonupUIMPOBAaHHONW Mporpam-
Mbl (MNHL-BFM-90) B neuenun 6ompabix JIBKKJIKM mpuso-
JIAJIO JIMIIb K YaCTUYHOH PEMHUCCHH.

Heabr padorbl. OuneHuts 3(GEKTUBHOCTb MPOrPAMMBbL
mNHL-BFM-90 ¢ TIB ITXT u ayto-TCKK B jie4eHUN OONBHBIX
JBKKJIKM.

Marepuaiabl 1 Metoabl. C despans 2005 r. mo nexabpb
2013 r. gna nedenuss mo mporpamme mNHL-BFM-90 c TIB
IXT u ayro-TCKK 6buto npunsito 15 6onpHbix JIBKKJIKM
B Bo3pacre oT 23 no 57 ner (mMenuana Bospacrta 44 roga). Y 10
(67%) OONBHBIX BBLBICHO NUCKOpAaHTHOe mopaxkenue (II1),
y 5 (33%) — KII xoctHoro mo3ra. CornacHo kpurepusim MITH,
2 (13%) GonbHBIX OTHECEHBI B rpymnmy cpeasero, 5(33%) — B
TpyTIITy CpeHEBBICOKOTO U 8(54%) — B TPYIILy BBICOKOTO PUCKA.
Bcem 6onbabIM npoBezieHo 4 kypca [TXT no nporpamme mNHL-
BFM-90: 6noku A/C. Ilocne HHIYKIMOHHBIX KypcOB OOJIBHBIM
nponomkuin Tepanuto 1mo cxeme [IB IIXT, Brmowaromeit 2 kyp-
ca DHAP, 1 3 BbICOKOJJO3HBIX Kypca ¢ MOOMIM3aIMel U cO0poM
crBosioBbIX KileTok kpoBu (CKK): HD-Cycl (uuknodocdan),
HD-Mtx (mertorpekcar), HD-Vpl6 (3tomo3un). [Ipu nocrarou-
HOM KonindecTBe noiydeHHbix CD34"-kneTok (> 2 MIIH/KT) BbI-
HOJIHSUTY KoHaunuonuposanue no cxeme BEAM ¢ ayro-TCKK.
Ipu HEnoCTaTOUHBIX cOOpax Teparus OrpaHUIUBAIACH IPOBE/Ie-
nuem [1B IIXT (pemuccus nocrurnyra nocie mNHL-BFM-90)
WU JONOJIHUTENbHO npoBoauiH 1 kype no cxeme Dexa-BEAM
(pemuccus ocne [1B TIXT).

Pesynbrarsl. [Tonnas pemuccust (ITP) nocie uHIyKIMOHHOM
Tepanuu A0cTUrHyTa y 7 (47%) OONbHBIX, U3 HUX Y 5 Tepanuio

3akanuyuBaiu nocie [1B ITXT (peunauBoB B 3TOH rpymre HeT), a
y 2 cobpano nocrarounoe konmdectBo CKK u BrImonmHeHa ayTo-
TCKK. V 8 u3 15 GonbHBIX ¢ COXPAHSIOUIMMHUCS MPU3HAKAMH
pe3uayanbHOi 00J1e3HN B KOCTHOM MO3Te (10 JAHHBIM TPEraHo-
ouornicun u ITLP) ynamock moctuus TP tonsko nocie B TIXT.
W13 Hux y 4 O07BHBIX yIaock cOOpaTh A0CTATOYHOE KOIHMYECTBO
CKK u BEAM c¢ ayto-TCKK. Takum o6pa3zom, 6 O0IbHBIM yra-
nock BemoHUTH ayTo-TCKK, xommaectBo CKK B cpemnem co-
craBmiio 4 MITH/KT; OT 2 110 7,2 MutH/KT (B 3TOH rpymnre | pennaus
y 6ousibHOTO ¢ KIT yepe3 6 mec rociie okoH4YaHus Tepanun). Y 4 u3
8 0oNbHBIX HE OBUIO COOpaHO JocTaTouHOe KoruecTBo CD34+-
kietok, nocne 1B IIXT nposenen 1 kypc Dexa-BEAM (peuu-
1B pa3Buiics y 1 6onbHOTO ¢ JIIT uepes 7 Mec nociie OKOH4aHUs
teparmn). JleranpHOCTH, CBs3aHHON ¢ TokcmyHOCTBIO [1XT, He
HaOII01aI0Ch HU B OfIHO# U3 rpymil. [Ipu cpenHeM cpoke Habmo-
nenus 53 (27-101) mec oOas u 6e3peruIuBHas BBIKHMBAEMOCTh
15 6onpHBIX cocTaBuia 85%. B rpynme ¢ KIT koctHOTO MO3Ta 'y 4
U3 5 OOJNILHBIX COXPAHSETCS PEMHCCHUS 3a00JICBaHUS TIPH CPOKAX
HaOmonenus ot 31 o 77 mec.

3akaodyenue. [TopaxxkeHHe KOCTHOrO Mo3ra y OONBHBIX
JBKKIJI siBnsieTcss moka3aHueM i MPOBEACHUS BBICOKOIO-
3HOW TOJUXMMHOTEpANnuU. JIUTelbHass MEePCUCTEHLUS OIy-
XOJIEBOTO KJIOHA B KOCTHOM MO3Tre JHUKTYeT HEOOXOAWMOCTb
MPOIJIEHHOW BO BpeMeHM Tepanuu. [lpu sTom mnurenbHas
Bbicokoio3Hast IIXT orpaHuumBaer BO3MOXHOCTH MOOHWIIH-
3aruu u cobopa CKK. IIB [IXT ¢ koncommumanueit (ayro-CKK
i [IXT no cxeme Dexa-BEAM) BbicOk03(eKTHBHA B [10-
CTHKCHHH SpaJUKaAllMi PE3UAyalbHOW OIYXOJH B KOCTHOM
MO3Te TMOoClie TPOBEIeHUs] MHTEHCUBHONW WHIYKIUH IO TIPO-
rpamme mMNHL-BFM-90. O0nanexuBaroiiue pe3yyibTaThl Je-
YEeHUS, TIOJYyYEHHBIE B CaMOW HEOJIaronpusTHOH rpymnmne 601b-
He1X JIBKKIJI ¢ KIT kocTHOTO MO3Ta, TUKTYIOT HEOOXOIUMOCTh
MIPOOJKEHNUST UCCIICAOBAHMS, YBEINYCHNS Ycaa OOIbHBIX U
CPOKOB HaOIIIOCHHUS.

MOHVITOPIIIHF MUHUMaNnbHOMN pesmnyanbuoﬁl 6onesHn y 60/1bHbIX MHOXXeCTBEHHOI MMeIoMoli A0 n nocne
TPaHCM/IaHTaLUM ayTONTIOrMYHbIX CTBOJIOBbIX KJIETOK

lanbuesa N.B., Mengeneesa J1.M., Mokposckaa O.C., KactpuknHa W.C., YpHosa E.C., Ky3abmuHa J1.A., NMaposnyHnkosa E.H., CaByeHko B.I.
®rbY lemaTonornyecknin HayuHblin LeHTp MnH3gpasa Poccum, MockBsa

Beenenne. DPdekr neucHus 00TbHBIX MHOKECTBCHHOM MHUC-
nomoit (MM) o kputepusivm IMWG pexoMeHI0BaHO OLICHUBATH
HE TOJBKO M0 KIMHUYIECKUM, MOP(HOTOTHUECKIM, HIMMYHOXIMH-

YECKHUM IapaMeTpam, HO U IO OTCYTCTBUIO KIIOHAJIbHBIX I1JIa3Ma-
TUYCCKUX KIJIIETOK B KOCTHOM MO3I€ Ipu MMMYHOI'ICTOXUMHYC-
CKOM U I/IMMyHO(l)JI}OOpeCL[eHTHOM HUCCIICIOBAHUAX.
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