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AHHOTALHA

bonesks Nowe — Hanbosee H4acTan opuma HaCAEACTBEHHLIX onartki, OObEAMHEHHEX B TPYNITY AH30COMHEN Gosesnel
Hakomwenks. B ocHose 3360ABEAHHE AEMWT HACABACTBEHHERA ASHMUNT AKTMBHOCTH KMCAOH B-mioKoaMaast — AWM30COMHOND
thepuenTa, yHaCTEYIWETD B KATaDoAHIME AHIHADE, YTO NPHBOAHT K HAKOMAESHHID HEYTHAHIMDOBEHHED NPOAY KTOB KAETOMHOND
seTaloamada B AHIoCoMax Makpodbaros, OCHOBHEE KAMHHMECKKE NpoSBieHHA Doaeankn Nowe | THNA: UMTONEHHA, renarto- M
CIABHOMETAAHA, Nopakesse KocTeld. CaHMM M3 HETHNHSHEDX KAHHMYEOKH NPpoRBreHHd Donesnn Mowe cayxuT nopaxeHHe
ABTKMX C PRIBHTHEM ASTDMHON MTMNepTEHINM, O0L4HO PACCMATPHEIEMOE B PAMEKAX OCHOBHOMND 3300AEBAHHA — PA3BMTHA NHER-
MOCKABDO32 BCABACTEME HAPYWEHHA Iy HKLMH Makpodarcs. MNpHBEAeHD ONMCAHHE CAYYaR MPOrpeccHpyowed AerouHol runep-
TEHIMH ¥ NaukenTa C Goaeaness Nowe | Tina,

Kaomepwe caosa: BoaeadL J"mue, ABIOHHAR THITEpTEH3MA, J.EqEKT mmynowm ITERErTNAK M, CHHATNIA EJMTEFHE.

Progressive pulmonary hypertension in a patient with type 1 Gaucher disease
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Gaucher disease is the most common form of hereditary enzymopathies combined into a group of lysosomal storage diseases. The
basis for the disease is a hereditary deficiency of the activity of acid B-glucosidase, a lysosomal enzyme involved in the catabo-
lism of lipids, which results in the accumulation of nonutilized cellular metabolism products in the macrophage lysosomes. The
main clinical manifestations of type 1 Gaucher disease are cytopenia, hepatomegaly, and splenomegaly, and bone lesion. One of
the atypical clinical manifestations of Gaucher disease = damage to the lungs with the development of pulmonary hypertension,
which is usually considered within the underlying disease — the development of pneumosclerosis due to macrophage dysfunc-

tion. The paper describes a case of progressive pulmonary hypertension in a patient with type 1 Gaucher disease.
Keywords: Caucher disease, pulmonary hypertension, ventricular septal defect, Eisenmenger’s syndrome.
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EI' — Boncans Noue

JMKT] — nedexT Mexmcay 109K0806i NEPCTOPOTER
3T — samccTTensHAR ePMEHTHAS TP
KT — xosneiomeperan ToMorpadss

JIA — merouras aprepus

JIT — nerodsas rHOCPTCHIMA

JIK — ncewii xeayaouck
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CITA — coemonmaccene aapncHnc B JIA
KT — amexrpoxapanorpassa

D0C — aneETpHNCCKaN 00k COPALA
oKl — sxoxapouorpadms

Bonesus Nome (BN — wanbonee vactan dopMa Hacnem-
CTEEHHEN depMeHTONAaTHH, 0BEIHHEHHEIX B TPYIITY JTH30-
COMHEX Gonesnedt makonnenna. B ocnope saGonesasma me-
KHT HACHEACTREHHHA  gedMIMT AKTMEHOCTH  KMCAO
B-rmoxo3Hnaskl — THI0COMEOND hepMenTa, YUACTRY IDIIETD B
KaTabonHIMe THITHIOR, YTO MPHBOTHT K HAKOTUTEHHID HEYTH-
JIMIHPOBAHHEIX MPOIVETOR KIETOUHOID METAG0NHIME B TH30-

Credennn off gemopax:

Modea Cepaeii Bukmoposuy — K.MH., CH.C. HIVIHO-ETHHHHCC KD
OTA-HHA PCAHAMAINA B HHTCHCHEHOH Topanim

Aseptiyx Ousea Mizaiisossas — Bpay-reMaTOAOr HIYIHO-KTHHHYECKD-
o OTA- HHA OpdaHHEX 3aboncean i

Taapuaoe Audpeii Muxaiitosuy — acnMpasT MATONOrD- AHATOMHNCCKD-
o OTA- HAS

Tanemay lemgaduil Mapmuuosuy — 1M, 338, HAYVEHO- KIHHERHCCKRM
OTA-HHEM PEAHHMALTHE H HHTCHCHBHOMN TOPRrTie

Myxuma Evena Asexcersng — 1 u., mpody, 58, Hay HO-sEIHHEENC-
CEMM OTI-HHCM OpdanHEN 3aboncea i

TEPAMEBTHYECKMA APXMB 10, 2017

comax Makpodaron. JaHHiil Mpouece MPHBOIHT K HApyILIE-
HHI0 SABHCHMON 0T MAKPOMAEron PErYIAIMK KPOBETROPEHHA,
CTHMYTALHH MPOBOCTATHTENEHDH AKTHEHOCTH Makpodaron
H Y BETHYEHHI0 MX a0COMI0THOND KOAHYECTEA B MECTAX «(hH3M-
QNOTHYECKOTD N0Mas (CENe3EMKa, NEYMEeHbB, KOCTHHE Moar),
yT0 0fYCIORTMEIET THIHYHERE KIMHHYecKkHe npoannerus BT
| THIIA: HHTONEHHID, TENATO- W CIFEHOMETATHID, TTODANEHHE
kocTei. Jleuenne 3amouseTca B HAZHAYEHHHE MOXKHIHEHHOH
aMecTHTENEHON depmedTaoll Tepammu (3MT) pexosbn-
HAHTHOH IMOKoUepedpo3IHIaIoil, XapaKTePHIVIDMEHRCE He-
KIUHTENEHO BRcoko#l sdubesTieHOCTED. B ciyuae cooen-
PEMEHHON HATHAYEHHH TEPANHH MPOrHos sabonesanny 6na-
TONPHATHEI CPETHAR MPONNTEHTENEHOCTE RHIHH MEIHEH-
TOR HE OTIHYAETCH OT TAKDBOH B 0mel momynammy [ 1—4].

Konmaxmnan uropMagus:
Honomaper Poduor Buxmoposuy — oDAMHATOP HAY9IHO-KIHHHHCCKD-
1o oTa-HEs opdanHi sabonceanwii; e +T(065)349- 24 16; c-mail:
Ponomarey. r.v@icloud .com
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F.B. Monosmapes 1 COABT.

QMM M3 HETHOHUHEX KIHHHgecKMY nposanenni BT
CITYAHT NOPAKEHHE NETKHX C PAIBATHEM JETMTEOH MMNepTeH-
aue (JIT), uro perpeuaerca B |—2% comyuaen, mpedMyIE-
CTBEHHO ¥ GOILHEX NOCAE CIeHsKToMHH. Janukit EapuanT
reuenms Bl xapaxTepuayverca weQnaronpHATHEM NPOTHO-
I0M, CMEPTE HACTYTIAET BCASICTEHE DASBHTHA OCTRON cepuey-
HO-COCYIHCTOH HENOCTATOUHOCTH, HecMoTpd Ha 3T, Tenes
NI’ menocTaTouMo HM3yYeH W PACCMATPHBASTCH B PAMEAXN OC-
HOBHOTO 3300MEBAHAA — PAIBHTHA NMHEBMOCKIEPOES BCIEI-
CTHHE HapyIHeHHH dyHKHH maxpodharon [2, 5, 6).

B crarke npencTanneHo oINIMCAHHE KTHHHYECKOTD Cyt9an
BT, nporexanmmeii ¢ knMHHYeckod KapTHHOH MporpeccHpyio-
miedt JIT, npuuspa xoTopoit He GRITA YCTAHOWIEHA MHEHI-
HEHHO.

Bonewan M., 1988 ropa poxnenws, rpasnanka Apse-
uni. B poapacre 24 mer (2012 r.) npn aucnancepuoM oGene-
ANOBAHMH ¥ GOIEHON BNEPEHE BEARTEHE CIUIEHOMETLTHS H
mauunTonennd. B deppane—wsapre 2013 r. wa ocHopanHl
KIMHHYeCKOl B nabopatopuoll kapTuHe 3abonesadma, pe-
IYILTATOR SHIHMOTHATHOCTHEH (Geta-D-rmokosmnaza 4,1
uM/Mr/u) 1 MOnexyIHPHO-reHETHYECKOTD aHATHEa (romMo-
FHIOTHAA MYTALHA reda FBA, NpHBOIHINAR K AMHHOKHCIIOT-
uoit zamede B nosuire 370) yerawornen mwaruwos B 1 runa.
B soMEHT THATHOCTHEM ¥ BOMBHON 0TMEYATHCE MAHITHTOIE-
HuA (remornodu 61 r/n, spurpoware 2,4 1002 /0, TpoMGoms-
Tt 29- 100/, nediwomnter 3,3-10°/1), supakenuas cimeHo- |
FeNaToMeraTia (HHEHH MOM0C CENe3eHKH W MEYeHH ¥ BXD-
ma B Maneil Tas) Ges CyecTREHHOND HAPYINEHNA qyHKITHH
nevenH (obnmmit Genox 90 r/n, ansGysam 24 1/, ananHHaMH-
uoTpaucthepaza 16 en/n, acnaprarammHoTpancepaza 129
en/m; GamapyGun 20,7 MEMOTE/ 1] NROTPOMOHHOBEI HHIEKC

685%). Knvunuecks 3HagHMOE NOPAMEHHE KOCTHO-CYCTAR-
HO CHCTEME B MOMEHT IHATHOCTHEH OTCYTeTROBATD. Torma
WE NNEPELE BLIARHTH HIMEHEHHA Ha 3MeKTPOKADIHOTPEMME
(AKI): ropMIoHTAnEHOE TMORNOKEHHE SAEKTDHYECKDN ocH
cepaa (30C) u npuInaKy NEPErPYIKM NEBOTN0 RETYIOUMKA
(TEK).

Pexomennopana 30T pexoMGMHaHTHOH mIoKONEpeGpo-
IMna30H, Ho OBECIEYNTE MANMEHTKY DecTUIaTHRIM Mpenapa-
TOM Hé VIATOCE B CHASH C OTCVTCTEHEM DOCCHACKOID rpak-
MAHCTRA.

B aprycre 2013 r. bonsHas rOCIHTANHIMPOEAHA B TEpa-
nepTiueckoe oraenenne MITKE mam. C.I1. borxmma g canan o
HAPACTAHHEM OIWIIKH, YMEHEIIEHHEM TOAEPAHNTHOCTH K g -
amueckoit warpyake. [Mpu sxokapmworpadwsr (SxoKT) arm-
BHITH CHEmyrmes: 1) BemoTHoi NEpHKADIHT (B NOADCTH Me-
pukapaa no 300 mn aouxocTr); 2) HeSHAUHTENEHAR MHETDLE-
HAA, YMEDEHHAR NEMOMHAN W TPHKYCITHIAMBHAN PETYPIHT-
unA; 3) DHACTONMMYECKaA AHChW HELIMA Reaynoykon 2-ro TH-
na. Torma Xe ENepesie TEHARMTH HauankAawe mpradakn JI:
CHCTONHYECKDS ManteHne B aeroudodl aprepun (CITIA) co-
crapuno 34 s pr.et. Ha 9K amenocs ropusodmansioe no-
noxmeane 20C, npuaHaxy rameprpodsn K. [Moxkazansm x
NYHKIHH TEPHKANAA OTCYTCTHORANH, MPOBOIHASCE KOHCED-
BATHEHAA TEDAMTHA CEPEYHEIMM IMTHKOIHAAMH, NETASBLIME
muypeTHkami. Bontuan pemncana B cTaOHIEHOM COCTOAHHE
H B TEMEHHE CAEMYIOMHX 2 NeT non HabmoneHKeM Bpadeli He
coctosia, 30T we nomyuana.

B sumape 2015 r. nocae 3nM300a HOCOROND KPOBOTEYEHHA
NpH DOCTENDBANHE BLIFAHTH FIyGOKYI0 aHEMHID (FeMormo-
oun 61 r/n), TpomboumTonemino (46-10%/1), neficonemno
(1,3-10% 7). [Ipn SxoKI orMevena THAATAIMHA MPABLY OTIE-

M. B 12 obwenpuHsTEX OTREACHMAX C pHTmorpasmod [ ote. V 25 mm/s, mV 10 mm.
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non cepnia | neroasolt aprepus (J1A), napacTanse crenenm
JIT (cucTonMueckoe NARTeHHE B NErouHoi aprepuH 60 mam
pr.ct.). Ha 3KI: cunyconan TaxMiapius, HapyIeHHe Ppeno-
RpHEAIHH 1o nepenHei crenke JEK, nmeprpodma Muoxap-
na JIAL

C miapra 2015 r. oTMEYEHD NDARTEHHE ACIINTA, TATLHER-
wee papactanne onsmnkH, #a KT onepoke 1sperucTpHpo-
EaHA HenoTHan Gnokana mpanoit woxsn myuaka lnca (pae. 1),
CHHYCOBAA TAXMKAPIHA C 4ACTOTOH CepledHBMY COKpameHmi
130 yo/san. Bepruxkanssoe, © TedmeHuHed OTKAGHEHME
BIPAB0, NOIOKEHHE INEKTPHeckol ook, (8, —Q,,) — noss-
LIHA 4TErUHON cepuiias. Yacrwunan Grnokana npanofl Hoocm
mygka [uca Tuneprpodms (IHTaTanmMa) NMpEassEy OTOETOE
CEPIIIE, KOCHEHHEIE MPWIHAKH CHCTOAHYECKOH Meperpyskm
MHOKAPAA Aenkix oTnenon cepaua. Ha done mmenennit pe-
NOUIAPH3AINE, CBOHCTRE HHEIX TAXHEAPIHTHYSCKOMY CHEIPO-
MYy, OIPEIENAIOTCH MPHIHAKH cyDaHIOKapoHansHOR aHok-
cin. Husxoammmerynnan SKT. Janusm, morreepeaamimy
OCTPYI0 DYATDEYHD MATONOMHID MEOKEPIE, B THHAMMKE HE Hhl-
HETEHD.

OcymecTUsNECE TEPANHA IHYPETHEAMH C BPEMEHHEIM
HhthekTOM B BHAE YMEHEIIEHHA KOMTHIECTEA BEINOTA B MOA0-
CTAN.

B cenrmmGpe 2015 r. GoTLHAR MOCTHTATHIHPOBARE B OTOE-
nenne peakHx 3abonesanuit @IEY THU Mussapaea Poccun
s obcnenosanka W Hauana 30T Bl e pameax nporpaMmit
#f HO3ONOMHs (K 2ToMy BpEMEHH OOILHAN MOUTYYHIE BHI HA
sumenseTao B PO). Tpu rocodramcamy ee cocToaHRe pac-
LIEHEHD KAK THRENDE! NONOEEHHE B MOCTETH BEHYXKIEHHDES
(cHmm MM nomynesa), agacapxa (oTexd romesedt, TRNEHOR
NOBEPXHOCTH CIOM, 3C1IHT ), BMPAKEHHAA GReHOCTE KOKHEX
MOKPOBOR, CIM3HCTEHY 0D0M0uEK, HAHOS YD M HOCOTYBHOND
TPEYTONEHHKA, TEMOPPArHYECKHH CHHAPOM B BHIE MHOKE-
CTEEHHEIX MOIKOEHEX JKXHMO308 B MecTax masexmmii. 06-
PAIIATH BHHMAHHE OUKIIKA 00 24 B MHHYTY, NOBEPXHOCTHOES
AMXAHME, THOOTEH3MS (aprepuantHoe pannenwe 90760 mw
pr.cT), omHrypHA (500 sn/cyT), THFEHTCEAA TeMaTOCTUIEHOME -
ranpg. B reMorpasmse — TpeXpOCTEORIS LIMTONEHHS. FeMO-
rnotuu 83 r/n, spurpomsma 3-10% 0, tpomGommen 44-10° /.
B omoxsMuuecKoM aHATHIE KPOBH — THNEpOHAHDYOHHEMMA
473 ssooue,/ 11 (mpAMan hpakima 26,9 MMong,/m), rHnoank-
GymuneMun 25 r/n, xonectas (menounan docdaraza 224 en/n,
Y- myTaMuHTpadcdepaza 265 en/n), NOBLIIIEHME KOHIEHTDA-
LMK TaKTaTneruaporedassl oo 1186 en/n, ramoxkammesms 2.7
MMOTE/T1. B xoarynorpaMme — CHMEEHHE VPOBHS TPOTPOM-
auna no Kewky no 56%. To nasusm SxoKT, punaramms npa-
BRIX OTIEN0E cepaua; nporpeccupoeanne JIF — CIUIA 60—65
MM PT.CT.

B xnmomke nayarta 3@T (nepeas Hudy3Ha HMHITIOLEDS-
a1 — 800 EN), npopomuaack KOPPEKIHA JMeKTPOIMTHON Ga-
JMAHCA, THIOAMEOYMHHEMMH, THYPETHYSCKAA TepankA. B pe-
FYNETATE TEPANMH COCTOAHHE DONEROH OCTARANOCE THMETEIM,
COXPAHATHCE AHACAPKA M OUIMTYPHH, HADACTATH TPHIHAKH
THIDKCEMHM, HECMOTPH HA CTADMIEHEE [OKAZATENH TEMO-
rnotuua (80 r/n). Ha 6-#t neus npefkiBadMe B cTALMOHADE
PAIBMIOCE TTHINEBOIHO- KEMYIOUHOS KPOBOTEYEHHE, HCTOU-
HHEDM KOTOPOTD SEHITHCE MHOKECTBEHHEE 3PO3MH [THIIEB0-
a3 u xenynka. KponoTeuenme yoanock OCTAHOBEWTE C IOMO-
mEN KOoHCEpRAaTHEHON Tepammm. OmHako Ha eyl
JEHL COCTOHHHE DOMBHON PESKO YXYIIIHAOCE, HADOCTE TLIXA-
TENLHAA HENOCTATOYHOCTE, BOIHHED YTHETEHHE COZHAHHA
N0 COMOPa, APTEPHATENAA rTHnoToHHA. Bonkmnas nepenenena B

TEPAMEBTHYECKMA APXMB 10, 2017

OTHENEHHE PEAHHMAITHH, TIE HAYATA MCKYCCTBEHHAN BEHTH-
nauma nerkux. [lpy xosmeoTeproil ToMorpaduy BEMBENEHA
MEYCTOPOHHAS TOTANEHAS TNHEEMOHHH, APTEPHOBEHOZHOE
MOHOKPOBHE TETKHY, PACITHPEHHE NETOYHOND CTEOAA 0o 38
unt. B mafoparopHMBIiX aHAMHIAN NOBLIIEHKE MPOKATBIIMTO-
HHMHA B CHIBOPOTKE KpoBH Gonee |0 wr/son, veimpodsms et
nedxoumros (14,3-10°/1) ¢ nebonsmmy coprrom mneeo. Ha-
yaATa aHTHDAKTEPHANEHAN, BA30NpeccopHas Tepanys. B caman
¢ aHypHei, COXPAHMIDITHMHCH METADOIHYECKHMHE H BOIHO-
WIEKTPOAMTHEIMH  HADYIIEHHAMM [TDOBOITHIACE TEMOIHE-
dnerpaums. Omnako Ha 8- GeHEB NMOCHE MOCITHTATHIAIHH,
HECMOTPSH Ha MPOBOIHMYI0 HHTEHCHEHYI TEPAMHID, ¥ HOMh-
HOH PAIRMAACE KPHTHUECKAR THITOTEHSHE, ReIyIoUKOBAR Ta-
XHEADIMA C NEpexomoM B hHipHUISIHID Kemy T0dKon © pas—
BHTHEM HEMDPEKTHREHOCTH EKpOBOOODAINEHHA, B JANLEHEN-
IEM NMepeIleaes B aCHCTOMHID,

Muarwos, ¢ KOTOPEM Teno BonkHOit HANPARTEHD HA CEK-
wno: BT 1 Thna, npoTexkaoman ¢ nopaxeHtes NEYeHH, Ceme-
SEHKH, KOCTHOM MOACE M IEMKH.

OcnosHeHna: MMMYHHAH [IHTONEHAA © BRDOKEHHEIM Me-
MOPPArHYECKHM CHHIPOMOM B BHIE MHOKECTBEHHLIX ITOI-
KORHEIX TEMATOM (B MECTAX HHBEKUMI), reMopparHieckon
30iareTa, rEMOPParvYecKOrD TACTPMTA] COCTOHHHE TOCTE
MHINEBOIHO- EKemyIouHoro kpopoTedennd ot 20.09.15. Tlop-
TAMEHAA THIEPTEHIMA: ACLIMT, COCTOAHME MOCNES JanapoeH-
teza (08.15, 20.09.15). TNeueHouHo-KAETOUHAR HENOCTATOU-
HOCTE (TMNOATLEOYMHHEMHH, THIONPOTPOMOHHEMHA, THIIO-
xonecrepuHemun). [enatopeHankHiil cHMHOpOM: aHacapka,
amarypHa. JIT (no napssog Buok D a KT). Totansnas meycro-
pounas (acnupanmonnan?) nuesmonna. OcTpas cepoeuno-
COCYTHCTaA HENOCTATOMHOC T

Ha ayromcun, noMuMo paseepHyTOR KAPTHHE HENede-
uoil BI, ofHapyswiH BpORIEHHYID KAPIHOMMONSTHID —
MEPCHCTHPY MM A HEKOMITAKTHRH MHOKAD, COYETARIIHACT
¢ nedeXToM BEPXHER TPETH MENCKEMYAOUKOBOH Neperopom-
i — MK (pme. 2 em. na ue. pxnedine). OGuapyxenmue He
YCTAHORTEHHOH NPH XH3HH EPOEISHHON MaTONOrMH cepaua
noiponMne oOrAcHMTE Hamwuwe JII # nporpeccrpymomeit
CepIeYHOi HENOCTATOYHOCTH ¥ Momonoit DonsHoll co cTad-
NApPTHRIMH npoamteHHsame Bl 1 GnaronpHATHEM re HOTHITOM
(romoaurora N3708), npenpemapims MIHTETEHOE HEDCIOMK-
HEHHOE TEHEHHE TaHHO# HacnencTeeHHO depMeHTONATHR.

Oocyxaenne

PerpocnekTHEHE AHATHI KIHHHYECKHX, naGopartop-
HEX M HHCTPYMEHTANEHEIX JAHHEDX H3B0IHET BOCCTAHOBHTE
CHEIYIOIIYR KAPTHHY PE3BHTHA CepaeuHoil HemloCTaTouHo-
CTH, B OCHOBE KOTOPOH NeXand Ape OCHOBHEIE TPHYHHEL
ppoxaeHHER nopok cepaa ([IMZKTT) » spoxaesman xapox-
OMHOTIATHA.

C 2013 r. y 25-neTuell NALMEHTKH NOXBMIHCE RATO6E
HA OIEIIKY, CHHXEHHE TONEPAHTHOCTH K dmsmeckofl Ha-
rpy3ixe. Ha KT pusnnens npuamaxs neperpyasn JRK Ges
MPH3HAKOE NePerpy3kH Npary oTnenos cepaua. Berencrone
HEOOIBIIOTD pasMepa nefexTa, OTHOCHTEIEHO HeDOIBIIonD
00BEMA IIYHTHDYEMON CIEEd—HANPARD KPOBEH, 3 TAKKE H3-
33 HHIKOTO CONMPOTHENEHHA B MATOM KPYTE Kpopoodpame-
HHH, JaEneHHe B npasoM seaxyaouxe W JIA ocraanocs B
npenenay HopMH., OnHako H30LTOUHOE KOIHYECTRED KPOBH,
MOCTYNamninedl yepes nederT B MaNkH KpyT Kpopoodpane-
HHA, BOIEAIIAACEH B TEBHE OTIENE, BEIILIEATO HX MEPErDy -
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y obsesmos. [Tpu DxoKD 8 aprycre 2013 r. srmanesa oua-
CTONHYECKAA OHCGYHELMH NCERIOHOPMATEHOTD THIA, YTO
MO0 GHTE 0GYCIOEAEHO NporpeccHell peMomeIMpOBAHHA
cepaua senencrene JIMAKTT, a Tasse manme M HEKOMITAKT-
uoro crpoedss Muokapna. C supapa 2015 r. y Gonesnodt or-
meueno noesnnense CIUIA, uyro apnmanock CIeqCTRHEM pea-
MHIALMHHA NPOLUECOOE COCYIHCTOR KOMIEHCALIMH, B Pe3yIkTa-
TE KOTOPLIX MPOHCXONHT PENYKIMH JEM0MHOND COCYIHCTOND
pycaa. B peayneTate MOBRIIEHHE NETOUHOTO COCYIHCTOID
CONMPOTHENEHHA NPEELI KETyIDYEK HAYHHAET HCNBTHBATE
CHCTOAHYECKYID MEPErPYIKY M MOCTENEHHO THIepTPpodHpy-
eTcy. Ha pannom smane xapakrepuo paspMTie CHHIpoMa Hii-
IEHMEHTEPA: BHIDANHHBAHMA NARMEHHA B NPABRIX M NEBRX
KAMEPEX CEpalla, uTo MPHBOINT K Npexpamedmo cipoca
KPOBM 4Epe3 aHATOMHYECKH cylnecTEyiommMi nedext (kax
CIERd—HANpapo, Tak ¥ cnpasa—uaneso) [7, ). Janusi de-
HOMEH OOBACHAET OTCYTCTEME AYCKYIRTATHEHEX H 3XOKAD-
auorpapuyeckHx npradakon epozaennoro JMAKTT npa o6-
cnenoraduy B 10T nepuon. C smapra 2015 r. y GoasHodl Ha-
YANA PASEMEBATRECH NEKOMITEHCAIINA XPOHHYECKOR cepaeyHoM
HELOCTATOUHOCTH: NOARHAHCE IMPHIHAKH 33CT08 B GO0
KPYyTe KPOROOODAIIEHHA — C1MT, OTEKH HHXHHX KOHEUHO-
creil. B cenratpe 2015 r. gnSnieHa THOIATAIHE MPABKIX OT-
menon cepnua W supaxennan JIT (CIUIA 65 sy pT.cT.), KOTO-
Pad H3-33 OTCYTCTEHA DY THX BHIHMEX MPHYHH, T0XHO pac-
HEHEHA Kak cneumduueckoe nopasenue nerknx npu B
Janee y GOAEHON PaSAMIOCE OCTPOE HMETVIOUHO- KHIIEYHOE
KPOBOTEYEHHE, B OCHOBE KOTOPOTO JNEREATE TAXKETLH KOary-
MOMETHA, OGYCIDENEHHAA Kak raviokoi TpoMO0IMTOne HH-
i, cooficteennoi neneuenoit bI, Tax w napymennen divik-
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IHH TEYeHH (THNonpoTpoMOMHEMHMA) BCASACTEME 3acToM-
HOH renaTonarail. PaTanbHoe OCI0EHEHHE TTPHERI0 K Q4L-
HelfeMy MporpecCHPORAHHID CEpREYHO-Ter0YHON HeI0CTa-
TOUHOCTH H CMEPTH TAIHEHTEH.

Taxum obpasom, peayIbTaTH AYTONCHH MOKAZATH, ST
nmairenTra c BT 1 Tena nudena sposneHHy0 NaTonorie cep-
113 — COUETANME BEICOKOND, YacTHuHo npukpirrono JMKTT »
KapIHOMROITETHH C NEPCHCTHPYIONIHM HEKOMIIAKTHEM MHO-
KapaoM, OCIHEKHEHHEE PIIBHTHEM CHHAPOMA DikenMenre-
pa. TaxecTs cocToaHisE DOILEHON OMpPeIEnRIacE CHMITTOMAMH
CEepReuHOoil HeTOCTATOMHOCTH, YTO PECHEHEHO KK EIPHAHT
uefnaronpramaor rededns Bl ¢ nopaxenmes merkmx n paz-
pruTHEM JIT. Brira wagara 3MT, adwpesrunnocTs (BepHee, He-
sfperTHEHOCTE) KOTOpO# HEe MOTIa GRITE OLEHEHA B CHUTY
OLICTROID Pa3EHTHA (DETAARHOND OCNOMHEHHA — MHINEBOI-
HO-REMyA0UHOND KPOBOTEUEHHA W KaK CHSICTHHE NOMHOP-
rapHoit (B TOM uKCe ocTpodl cepaevno-Terounodl) HeaocTa-
TOHHOCTH M CMEPTH BOUBEHO.

JakaueHHe

Jannui oHHHecKHil cayuail HLmocTPHpPYeT BRCOKYI0
NPEKTHYECKYID IHATHMOCTE CEBOEEPEMENHOI THATHOCTHEM H
NEYEHHH KOHKYDHDYIOIMY 3a000e i, OTEETCTEEHHLY 33
sHeTHIHUHEEs nposanedna Bl Kposme Toro, posumcaer no-
NpoC O NpHpONe peaxoro nopasenns tenox w JIT y 1—-2%
manmenTos ¢ B poamoscHo, MCTHHBEON OpHUHHON B YACTH
CIYYAER AWIANACH TATEHTHAR BPORIEHHAR MATONOIAR Cepl-
A, AHATOTHYHAH TOH, KOTOPEA PeTPOCTIEKTHRHO ORUTA BLIAR-
MeHa Y HAEH ManMeHTKH.
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