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PE3IOME

Nnnonarnyeckas 1€rouHasi runepTeH3ust — peaxKoe
3a00/1eBaHie HeM3BeCTHO 3THOIOTHHU, XaPaKTepH3yIo-
1eecsi BbIPaKeHHbIM MOBbILIEHHEeM JIEr0YHOIr0 COCY/IH-
CTOr0 CONPOTUBJICHHA W JaBJCHHUA B JIEro4HOM
apTepHu, YacTO MPOrpecCHPYIOIMM Te4eHHeM ¢ ObICT-
PbIM pa3BHTHEM /IEKOMIIEHCAIIMH MPABOTO JKeJIy104YKa
U (aTaJbHBIM IPOrHO30M. BbL1 NIpOBeeH peTpocnek-
THBHBIH aHAIWU3 UCTOPUIi Gose3Hell 4 MALMEHTOB ¢
HANONATHYECKOii IErouHoii runepren3ueii, HadI0IaB-
muxess B mepuox ¢ 2011 mo 2016 rox B AmMypckoii
001acTHON KJIMHHYECKOHl 00JIbHHIIE. ABTOPBHI OTMe-
YaloT, YTO, HECMOTPSI HA PeJKOCTb JaAHHOI0 3a00./1eBa-
HUSl, Heo0XOAMMO  TOCTOSIHHO  NOMHHTb O
HAMONATHYECKOM JIETOYHOM r'HNePTeH3 UM NPH BO3HUK-
HOBEHHH Y NAHEHTOB OJbIIIKH HesICHOM 3THOIOTHU U
Ha3HA4yaThb 3X0Kapanorpadguio ¢ onpeaejeHueM JaBJie-
HMS B JIETOYHOH apTepuu B OKoe U Npu (pU3HYeCKOoi
Harpy3Ke.

Kniouegvie cnosa: uouonamuueckas nézounas unep-
MeH3Us, OUacHOCMUKA, e4eHue.
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ANALYSIS OF CASES OF IDIOPATHIC
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Idiopathic pulmonary hypertension is a rare disease
of unknown etiology characterized by a marked in-
crease in pulmonary vascular resistance and pul-
monary artery pressure, with often progressive course
and rapid development of the right ventricle decompen-
sation and fatal prognosis. Retrospective analysis of
case histories of 4 patients with idiopathic pulmonary
hypertension was conducted in the period from 2011 to
2016 in the Amur Regional Clinical Hospital. Despite
the rarity of this disease, it is necessary to remain aware
of idiopathic pulmonary hypertension in the event of
dyspnea of unclear etiology and prescribe echocardio-
graphy with measurement the pressure in the pul-
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monary artery at rest and under physical load.
Key words: idiopathic pulmonary hypertension, diag-
nostics, treatment.

B 1901 romy aprentunckuii Bpau Abel Ayerza co-
0011 0 cIydae CKJIepo3a JIErOUHBIX apTePHid, COPOBOXK-
JTaBIIEMCSI ITIaHO30M, OJIBIIIKO, 3pUTPOIIUTO30M. J[Ba ero
yuenuka — F.Arrilaga u P.Escudero Bnocnecrun Hazsaiu
3TOT CHHAPOM 00JIe3HbI0 Adp3a. Manonaruueckas JIErou-
Has runeprensus (MJIIN) — peaxoe 3aboneBaHne HEU3BECT-
HOM STHOJIOTHH, XapaKTepU3yIoIieecs BBIPAKEHHBIM
MOBBIIIEHUEM JIETOYHOTO COCYUCTOTO CONMPOTHUBICHUS H
JIaBJICHUs B JIETOYHOU apTepUu, 4aCTO IPOTIPECCUPYIOIUM
TEUEHHEM C OBICTPBIM Pa3BUTHEM JIEKOMIICHCAIMU TIpa-
BOT'O JKely[i0uka 1 (aranbHbiM rporHozoM. I auarxo-
CTUPYIOT IPHU CPEIHEM AABICHUHU B JIETOUYHOH apTepHuu
Oosiee 25 MM pT. CT. B okoe 1 6osiee 30 MM pT. CT. ipH Hu-
3MYECKOM Harpyske, HOpMaJbHOM JaBICHUU 3aKIMHHBA-
HUS B JerouHoil aprepum (mo 10-12 MM pT. cT.)
OTCYTCTBUHM BO3MOXKHBIX IIPHYHH JIETOUHOI TUIIEPTEH3UU
(3aboneBanuii cepia, Jerkux, pernuauBupyromein TIJIA
u ap.) [3].

WJIT" oTHOCHTCS K unciy opdaHHBIX 3a0osieBanuii [4].
3aboseBaeMOCThb cocTaBisieT 1-2 ciydas Ha | MJTH B3poOcC-
JIOTO HAaCeNIeHHs Mo pa3HbIM nctounukam [1, 5]. ITo apy-
MM JIaHHBIM IoKa3zarenu 3aboneBaemoctu MJIT
KoneOmroTCs B ipeaenax 2,4-5,9 ciydas Ha 1 MIIH B3poc-
soro HaceneHus B rof [4]. XKenmuns! 6omneror B 1,7 pasza
qarie, 4eM Myx4auHbl. [[puonusurensao y 10% manueHToB
¢ WJIT" ectb GosnbHbIe popcTBeHHUKH. CpeTHUI MIEpUOJT OT
HayaJia 3a00IeBaHus 10 YCTAHOBJICHHUS IMarHo3a COCTaB-
JISIeT OKOJIO 2 JIET, a CPEAHssI BBDKMBAEMOCTh C MOMEHTA
JIMarHoCTUKH 3aboneBanus — 2,8 roma [1, 4].

B 50% cny4aeB cemelHOM JIEroyHON THIIEPTEH3UU U B
25% criopauecKux ciiy4aeB JErOYHON TUIIEPTEH3UH OT-
MEUalOT CBSA3b C TEHOM, KOAUPYIOIIMM perentop Oenka 2
THIIA KOCTHOTO Mopdorenesa, xpomocoma 2 (BMPR?2) [7,
10]. HocurenbcTBO MyTaHTHOTO Te€HA COMTPOBOMXKAACTCS 13-
MEHEHHSIMH aHI'HMOTeHe3a, COCYUCTON anddepeHranm,
OpraHoreHe3a JIETKUX U MOoYeK. XapaKTepeH ayTOCOMHO-
JIOMMHAHTHBIN THIT HACJIEJOBAaHUsI C TCHETUYECKON aHTH-
CUNallMeil, a TaKkKe OTMe4alT (EHOMEH HEMOJHON
neHetrpanuu [4, 8].

OCHOBHBIMH NATO()U3NOJOTMYECKUMH MEXaHU3MaMU
pazsutus NI sBistt0TCSA BA30KOHCTPUKIUSA, PEAYKLIMS Jie-
TOYHOT'O COCYIMCTOTO PYCIIa, CHIDKCHHUE ATACTUIHOCTH Jie-
TOYHBIX COCYJOB, OONMTEpalysi JIErOYHBIX COCYIOB
(Tpom003 in situ, mposnmdepanus raAKOMbIIIEUHBIX Kile-
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TOK). B X OCHOBE JIEKUT TUCQYHKIUS UK TTOBPEIKICHHE
SHJAOTENUS C TOCICAYIOIUM pPa3BUTHEM H3MEHEHHH B
CTEHKE COCY/IOB CHUCTEMBI JIEro4HOH aprepun. O6cTpyK-
TUBHBIE MIPOIIECCHI B JIETOYHBIX COCYAAX CITy’KaT MPUIMHON
MOBBIIIEHUS JIETOYHOTO COCYAUCTOTO COMPOTUBIICHUS, BBI-
3bIBasi IEPErPy3Ky MPaBOTo JKemynouka. Takum oOpasom,
npu WUJII" HacneacTBEeHHas MpeIpacioyioKeHHOCTh peau-
3yeTCsl T10]] BO3JICHCTBHEM BHEUIHUX (DaKTOPOB, MTPUBOAS K
M3MEHEHUSM pa3IMYHBIX THIIOB KJIETOK, a TaKXKe HapyIle-
HUSIM B KCTPALEIUTIONSIPHOM MaTPUKCE MUKPOIUPKYIIs-
TOpHOTO pycna nérkux [3, 11].

Knunnueckas xapruna WII' mpencrasinena cumnTo-
MaMHU: OJIbIIIKA MHCIIMPATOPHOTO Xapakrepa (HanboJee no-
CTOSTHHBIM M 4acTo mepBblid cumnroM) — 98%, Goib B
TPYAHOMN KIIETKe, He KYNUPYIOIIAsACs IPUEMOM HUTPOITIH-
LIepHHa, TOJIOBOKPYKEHHE U 00MOpokH — 50-60%, nepedon
B pabote cepamna — 60-65%, kamenb — 35%, kKpoBoxap-
kanbe — 10% [3, 8].

[Tpu Ppu3rKamTbLHOM 00CIEI0BaHNH YACTO BBISBIISIIOT aK-
poLMaHO3, BEIPAXEHHBIN B pa3nuuHoi crenenu. [Ipu amu-
TEJIbHOM Te€UeHUH O0JIe3HU BO3HUKAIOT M3MEHEHHs (paanr
TAJTBIIEB MO THITY «OapabaHHBIX MAI0YEK» M HOT'TEH B BUJIE
«4acoBBIX cTekom». [Ipu pa3BUTUHN MPaBOXKETYTOUKOBOMH
CEepACYHON HEAOCTaTOYHOCTH OOHApYKMBAIOT HAOyXIIne
LIeHHBIC BEHBI, FeNaToMeraluio, nepudeprnieckne oTeky,
acuurt. [Ipu ayckynpranuu cep/ua onpenesstoT akiueHr 11
TOHA HaJl JIETOYHOH apTepueil, iyM TPUKYCIHJAIbHON pe-
TYpruTanny (CUCTONMYECKUH) MM PerypruTaiuy 4epes
KJIanaH JIErouHoi aprepuu (auactonundeckuit) [1, 7].

Jlns marorenerudeckoi tepanuu MJIIT mpuMenstoTces:
npoctaragauH E1 (anonpocTeHosn, mionpocT), aHTaroHu-
CTBI PELIENTOPOB IHA0TEINHA (003EHTaH), OKCH/ a30Ta, UH-
ruouTopel pocdoauscrepaspl THNAa S5 (cuiaeHapuUI),
AQHTAaroHUCTHI Kajblus (Hudeaunuy, amnoaunuy) [6, 9].
[Ipn Ha3HaueHWM AHTArOHHWCTOB KaJBIHS HEOOXOAMMO
YUUTBIBATh BEIMUUHY CEPJIEYHOTO MHJEKCA, CATypaIuio
BEHO3HOH KPOBH, AaBJICHHUE B IIPABOM MPEICEPAUU U pe-
3yJbTaT OCTPOI MPOOBI B OTBET HAa Ha3HAUCHUE Ba3oAUIIa-
Tatopa. Tepamuio aHTarOHUCTAaMU KaJbIUs CJIEIyeT
Ha3Ha4aTh OOJILHBIM, OTBEYAIOIINM Ha IIPUMEHEHUE Ba30-
JIUJIATaTOpOB, TaK Kak ToNbKO y 10-25% Gonpubix WIIT o1-
MevaeTcs MOJIOKUTeNbHast poba ¢ Bazoauiararopamu [1].

Xupypruueckoe jieueHue WJII' 3axnrouaeTcs B IpoBe-
JIGHUU TpeJICepIHON CeNTOCTOMHUH, Mepecaake JIErKOoro
(umm 00oMX JErKHUX), MepecaaKe KOMIUIEKca cepaie-ier-
kue [4].

Marepuajbl M1 MeTOAbI HCCJIEI0BAHUS

Brut mpoBeieH peTpoCneKTUBHBIN aHAIN3 HCTOPHi 00-
ne3nn naruerToB ¢ WJII, HaOnromarommxcst B Mepuo ¢
2011 mo 2016 rT. B AMYpCKO#i 00JaCTHON KIIMHUYECKON
6ompaUIe (AOKB). 3a atot mepuon B AOKbB crarmonap-
HOE JedyeHue nonyyaiu 4 nauvenra ¢ guarsozom MJIT.
Bospact 60ibpHBIX BapbupoBait oT 19 no 43 ner, cpeqHuit
Bo3pact cocraBuia 32,5+8,7 roga. B 3 (75%) caydasx 3to
OBLIN JKCHIIMHEI, JISTAIBHBIA rexon HacTymmn y 2 (50%)
OOJILHBIX.

K coxanenuro, Al cTaTHCTUYECKOH 00pabOTKH aH-
HBIX HEIOCTaTOYHO, MOTOMY MOXKHO JUIIb IPOBECTH
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cpaBuenue ciydaes NI, cymmupoBars KimHUUeckue, u-
3UKaJbHBIC U JJAHHBIC JOIOJIHUTEIbHBIX METONOB HCCIIE-
JIOBaHMUsL.

Pe3yJ'llzTaTbl HCCIe10BAHUSA

Bce 6onpabie MJIT' OBIITM TOPOJCKUMHE KHUTEISIMH, B
TOM uHcie Tpoe u3 benmoropcka u ogus n3 brarosereHcka,
JIBOE M3 IPOXKMBAIOIINX B benoropcke ObUM poICTBEHHH-
KaMH (Math U CbIH). JUIMTEIBHOCTS CUMIITOMATHKH JIO T10-
CTAaHOBKH JIarHO3a BapbHUpOBalia OT 6 MECSIIEB /10 2 JIeT,
B cpeaHeM 1,6+0,64 rona, mpu 7TOM BBIKMBAEMOCTh B CITy-
Yasix C JISTAILHBIM MCXOAOM cocTaBmia 2 rofa. Opplnika
(KaK B TIOJIO)KEHHH JIE)XKa, B IOKOE, TaK U ITPU HE3HAUUTEIIb-
HOH (pM3NYeCcKOi Harpy3Ke), FTOJIOBOKPYKEHHE, 001Iast cia-
00CTb, CHIKEHHE alIeTuTa HaOJIIoIaINCh BO BCEX CITydasx
3abonesanus (100%). OTéku HIKHUX KOHEUHOCTEH, apTe-
puagbHasi TMIIOTOHUSI UMEJIH MECTO y TPEX NalueHTOB
(75%). YuamenHnoe cepanedueHue, IuckoMpopt B 00a-
CTH ceplilia, KpOBOXapKaHbe, CHIPKEHNE MacChl Teja, Tsi-
JKECTh B TIpaBOM MoJpedepbe OTMEYEHBl Y JIBYX
3abomnesmx (50%). [lepuoanyeckue 60N B KOJICHHBIX CY-
CTaBax, apTepHalibHasi TUIIEPTOHUS, CyXOH Kalleiab pH-
CYTCTBOBAJIHM B OJHOM Ciiy4ac u3 ueTbipex (25%).

Jo nocrynnenus 8 AOKD u ocie BBIMUCKY NalueHTh
ObuTH 00CIIeI0BaHbI M B IPYTUX KIMHKUKaX: KiuHuke kap-
nquoxupypruu ®I'bOY BO Amypckoit I'MA Munsapasa
Poccum; brarosenieHCckoi ropojICKoit KITMHIYECKOH 001b-
Hune; /lanbHeBOCTOYHOM HayYHOM IIEHTpE (PU3HOIIOTHH 1
narojoruu apixanus (r. brarosemenck); Hayuno-uccie-
JIOBaTEILCKOM MHCTUTYTE TATOJIOTHH KPOBOOOpAIICHUS
(HUUIIK) um. E.H.Memankuna (r. HoBocubupck); Ha-
Y4YHOM LIEHTpe cepaedHo-cocyauctoit xupypruu (HIJ
CCX) um. A.H.bakynesa; denepanbHOM HaAyYHOM LIEHTPE
TPAHCIUIAHTOJIOTHM M HWCKYCCTBEHHBIX  OpPraHOB
(OHLTUO) um. akan. B.M.IIymaxosa (r. Mocksa). Hc-
KIIFOYJINCh: BPOXKJCHHBIC MOPOKH Pa3BUTHUS (OTKPBITHIH
apTepualbHBINA MTPOTOK, AaHOMAJIBHBIN ApEHaXK JETOUYHBIX
BEH), CapKOM103, UICTUHHAS TIOJIMIIUTEMUS, HO TUAarHO3
WJIT" 61T TOATBEPIK/ICH.

W3 comyTcTByONMX 3a001€BaHUN BCTPEYAIUCH XPO-
HUYECKUI TacTPUT, MOYCKaMeHHasi 00JIe3Hb, XPOHUYECKHUH
MUEJIOHEPPUT JIATEHTHOTO TEUEHUSI, XPOHUYECKHI XO0JIe-
ctut, XOBJI, Ho30KoMuaNbHast IBYCTOPOHHSISI THEBMO-
HUS, XPOHUUYECKHUI BUPYCHBIN rematut B, mepBuuHbII
runotupeos B 1 (25%) ciyyae.

B anamHe3e nMMeno MeCTO KypeHue y 3 MalueHTOB
(75%). Ipu pusukanprOM ocMoTpe y 4 marmeHTos (100%)
OBUT BBISIBIICH BBIP@KCHHBIH aKpOLMAHO3, Y 3 OOJIBHBIX
(75%) — cepaeunsrii rop0. YacToTa IbIXaTeIbHBIX IBUXKE-
HUH npu moctyruieHnn Obuta ot 17 mo 33, B cpenHem
26,5+6,5 B MUHYTY. AyCKyJIbTaTUBHO OMPEIEAIOCH JKe-
CTKOE JIbIXaHHE C PACCESTHHBIMU CYXUMH XpUTIaMH B 2 CITy-
gasx ¢ JeTanbHbIM  ucxonoM  (50%). I'panunsr
OTHOCHTEJILHOW CEp/ICYHOM TYNOCTH OBLIM CMELICHBI
Brpaso ot 1,0 10 2,0 cm Bo Bcex cayuasx (100%). Tousr
cepAna ObUTM PUTMUYHBIMU U MTPUDITYIICHHBIMH, BBICITY-
MIMBAJICS CHCTOJIMYECKUH IIyM B MPOEKIUH TPUKYCITU-
JIaJIbHOTO KJ1anaHa, akueHT 11 Tona nan nérouHoit aprepueit
y Bcex 0oibHbIX (100%), cucTOoIMYECKUil IyM BO BCEX
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TOYKaX ayCKyJbTalnuu u pacuernsienue 11 Tona nan nérou-
HoOW aprepueii — y 2 manuenToB (50%). Yacrora cepneu-
HBIX COKpAI[CHUH COCTaBIIsIa HA MOMEHT ITOCTYIUICHUS OT
93 no 100, B cpennem 98,7543,4 ynapa B MUHYTY Y BCEX
nanueHToB (100%). I'ematomeranus umena Mecto y 3
60sbHBIX (75%).

JlaHHbIE KITMHUYECKOTO aHaIN3a KPOBH OOJBHBIX MPe/i-
crasiensl B Tabnuie 1. B 2 (50%) cirywasx HaOmonascs
SPUTPOILMTO3, 3aMEJVICHUE CKOPOCTH OCEAaHMUS DPUTPOIIU-
ToB (COD).

JlaHHbIE OMOXMMHUYECKOTO aHai3a KPOBHU IPEACTaB-
nensl B Tabiue 2. B 3 cinyyasx (75%) ormevanuch runep-
ownnpyounemus (00wt — 34,92+13,8 MKMOIIB/J1, IPSIMO#t
— 13,7+10,9 mxmodb/n, Henpsamoin — 21,2+4,5 MKMOJIB/TT)
3a c4yeT 00enx (ppakiuii, MOBBIIICHHE YPOBHS aMUHOTPaH-
chepas (AnAt — 48,43+11,7 El/n, AcAt — 63,85+28,9
EJ1/n), apIxarenbHbId U pecrupaTopHO-MeTa00InIeCKuit
aIy/03, BRIpRKCHHAs THIIOKCEMHUS — NapUaIbHOE AaBJie-

nue kucnopoga (PO,) 164+4,3 MM pr. cT., MapuManbHoOe 1aB-
nenue yrnekucnoro rasa (PCO,) 45,3+£9,62 mum pr. cT.

Jannble sxokapauorpaduy IpecTaBiIeHbl B TA0IHIE
3.V Bcex 4 nanuenToB (100%) onpenensiock yBeuueHue
JIaBJIeHuUs B IErouHoi aprepun ot 52 1o 140 mm pt. cT., Ha-
Omronanacek runepTpodus mepeHel CTEHKU MPaBoOro xKe-
aynouka a0 8,5+2,2 MM, a HauOoJbIIasl PerypruTamus
OblIa Ha TPUKYCITUIAIBEHOM KIIaraHe.

W3 nmatorenernueckoit Tepanuu W' ans cHU»KeHUS
JIaBJICHUS B JIETOYHOM apTepUu BCE MAIMEHTHI TOJTyYalld
Ha CTallMOHAPHOM J3Tare TOJILKO T'PYIIy aHTaroHHCTOB
KaJIbIHS.

HWcxonpl HaOMomaeMbIX ciaydaes: y 2 60ibHBIX (50% )
— neTajbHbI, y | manuenra (25%) — ycreniHas nepecajika
nErkux, B 1 cinydae (25%) — BeINUCKA ¢ yTydIlIeHHEM, 110-
Jy4aeT Ha aMOyJIaTOPHOM JTarle MaTOreHeTHYECKYO Tepa-
MU0 PUOLIUTYaTOM.

Taonauna 1
JaHHbIe KIIMHUYECKOro aHaIu3a KpoBH y nanuentos ¢ UJIT' (n=4)
ITon nanueHnToB
[Tokazarenu — — ” =
KCHCKUHN JKEHCKHUN MYKCKOH MYKCKOH
Dputpormtsl, 102/ 4,78 5,32 5,5 6,46
I'emorno6uH, 1/ 134 175 161 192
Jletikountsl, 10°/11 5,9 10,9 10,4 7,99
TpombGomutsr, 10%/1 215 200 233 193
cod 7 MMm/g 1 MM/ 1 Mm/9 2 Mm/30 MuH
(merox [Tanuenkosa) | (Merox [lanuenkosa) | (metox [TanueHkoBa) | (Meron Becteprpena)
Taoauma 2
JlanHble OMOXHUMHUYECKOT0 aHAIN3a KpPoBH y nanuenToB ¢ UJIT (n=4)
bunnpy6uH, MKMOIB/T
AcAT, AnAr, KIIIC xposn PCO,, PO,,
o6 Imii npsiMoii | HempsiMoii El/n EJl/n MM PT. CT | MM pT. cT
36,0 11,1 24,9 39 45 Kommencnposarbili 30 19
JIBIXaTeNBbHBIN allkazo3
55,9 32,2 23,7 65 51 JLeKOMIICHCHPOBAHHEIT 45 16
’ ’ ’ CMEIIaHHBIN alua03
176 49 13.4 54 130 CyOKOMIIEHCHPOBAaHHBIN 55.5 9
’ ? ’ JIBIXaTEeILHBIN alluI03 ’
CyOKOMIIEHCUPOBAHHBIH
30,18 7,31 22,87 35,72 29,42 pecnupaTropHo- 51 20
MeTa0oIMYECKUI alniI03
Tabnuna 3
Jannsble 3xokapauorpadun y nanuentos ¢ WII' (n=4)
Pacuernoe | Ilepenuss Dpaks Peryprurarnust (crerneHs)
JIaBJICHHE B CTEHKa BLIGPOCA IIpaBoe [IpaBsbrit
JIETOYHOH IPaBoro eBoro  |PPEACEPIIE, | KETYIOUCK, | Tpyyycrn Téroamas Murtpane | Aopraib
apTepuu, | KeIymnoJka, - MM MM TanbHas Hast Hast
MM PT. CT. MM
140 7 72 51x58 40 111 11 - -
89 12 86 49 111 11 I -
52 6 58 48%50 56 II-1v 1 I I
52 9 64 47%51 47 I-11 1I I I
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[Ipencrasnser untepec cieayroumii ciryuait MJII.

Hayuenm, myorcckoeo nona, 19 nem. Haxoouncs na
neuenuu 6 Kapouonoeuueckom omoenenuu AOKB ¢
21.10.13. no 11.11.13. [Tocmynun ¢ scanobamu Ha 00bIuKy
npU MUHUMATbHOU usuyeckoll Hazpyske (xoovoa do 100
M), crabocmb, 201080KpYJicenUe, CHUMICEHUe annemumd,
crudicernue A/ 0o 90 u 60 mm pm. cm., uy6cmeo OUCKOM-
¢opma 6 obnacmu cepoya, oméxu 2oneneti u cmon.

C mas 2013 200a cmana 6ecnokoums 00blUKA NPU M-
HUMANbHOU uszuieckoll Hazpyske (xo0bba 0o 100 mem-
pos). C aseycma snepsvie na IKI 3apecucmpuposarvi
NPUBHAKU 2UNEPMPOPUU MUOKAPOA NPABO20 JHCETYOOUKd,
Hanpasnen nHa doodcaedosanue. 1o dannvim IXOKI 6bi-
SABNEHO: MPUKYCHUOATbHASL HEOOCHAMOYHOCHb, MANCENAs]
no obvemy, 8vlpadceHHas OULAMayus Npaswvlix Kamep
cepoya, eunepmpo@usi NPago2o AHceyOOUKd, He4enmKo npo-
CLENCUBACMCSL CE513b NPABHIX T€20UHIX GEH C JICGbIM NPEO-
cepouem — CHOJNCULOCL 6nedamienue 0 MNepeuttoll
nezounoll eunepmensuu. Hacreocmeennwiil anammes omsi-
eowenn — mamo ymepna om HUJII" [2]. B okmsabpe — Kom-
cynomayus  Kapouoxupypeda, — 6biCMAaeieH — OUAcHO3!
Ilepsuunas necounasn eunepmensusn, XCH IIA cmenenu.
Onepamusnoe neuenue ne noxkazauo. lpunuman eepowinu-
POH, NAHAH2UH.

Ha ¢hone nposooumoui mepanuu 6 cmayuonape coxpa-
HSLCSL AKPOYUAHO3, 0ObIUUKA 803HUKANA NPU X00bbe 00 50
MEmpos, NOSABUIUCH CIAOOCTb, omeKu cmon. bonvnomy pe-
KOMEHO0BAHO npogedenue dopococmosiuell cneyugduue-
CcKOU mepanuu no OAHHOU namonocuu (cunderagur,
603enman, unonpocm, uncnpa). Ilpenapamsi ne nonyuan
(ogopmnenue 3aa6xu, pecucmpayus no OpPaHHoOMy 3a00-
nesanuro). boinu nanpasnenvr ooxymenmor ¢ HUUIIK um.
E.H Mewanxuna, HL] CCX um. A.H.Bakynesa — 6 onepa-
MUBHOM JledeHUU ObLIO OMKA3AHO.

Tocnumanuszayus 6 Kapouonozuyeckoe omaoenenue
AOKB (19.02.2014. — 4.04.2014). Cocmosinue npu no-
cmynjieHuu msdiceioe no OCHOBHOMY 3a001e8aHuI0, 00-
VCIOBIEHO HAMUYUEM NPUSHAKOE CepOeYHO-NE20UHOT
Hedocmamoynocmu. MkmepuyHocms Kodcu u ckiep om-
cymcemeyem. [lepupepuueckue oméxu 2onewneti u cmon. B
omaoeneHuu nayuenny nposedensl Kypcol aHmudaxmepu-
ANBHO, 2ACMPONPOMEKMUBHOU, 3aMeCMUMenbHOl OenKo-
60l mepanuu, KOppeKyusi  BOOHO-2NEKMPOIUNHBIX
Hapywenuil. Beinonnsnace akmugnas decuopamayusi. /{o-
CMUSHYMO YMepeHHOe NOGblUIEeHUE MOLEPAHMHOCU K (hu-
3UYECKOU Hazpy3Ke, pecpeccuposant OmeKU HUNCHUX
KoHeuHocmell, 3Ha4UmenbHO YMEHbUUICA ACYum, peepec-
cuposan 2uopomopaxc.

C yenvio 0bcnedosanus u peuteHuss BONPOCa 0 803MOHC-
HOCMU PAOUKAbHO20 JIeYeHUsl OCHOBHO20 3A001e8aAHUS.
nYmém mpaHchianmayuy cepoedHo-1e204H020 KOMNIEeKcd
obL1 2ocnumanuzuposarn 60 ®HL[THO um. akao. B.U.111y-
marosa, 20e 4 gpespans 2015 2o0a evinonnena onepayusi —
08YCMOPOHHSISL NOCLE008AMENbHAS, MPAHCHAAHMAYUL 162-
kux. [locne mpancnianmayuu 1é2Kux 6Cst CUMRIMOMAMUKA
pezpeccuposana. B nacmoswee epema nayuenmy paspe-
wena usuyeckas nazpyska u no0vem msicecmell meHee
5 ke. Onpedenena unsanuonocms I epynnol. [Ipunumaem
npoepag noo KoHmposem KoHyenmpayuu npenapama 6
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Kposu.
O0cy:kaeHne pe3yJbTATOB UCC/IeJ0BAHUS

[To cpaBHEeHUIO ¢ IUTEPaTypHBIMU JAHHBIMU B HAIIeM
HaOIrOneHUN cpeaun i, crpagatontux NJIT, skeHIuHBL B
OoubIIICH CTENeHN TpeodIagaiy Hall My>KYHHAMH B COOT-
Houennu 3:1. Bo3M0XHO, 3TO CBsI3aHO ¢ HEOOJBILINM YHC-
JIOM MalNEeHTOB.

[To maHHBIM JIUTEPaATYpHI y JKEHIIMH 4acTo AeO0T 3a-
OoneBanus puxonuTcs Ha Bo3pact 20-30 jet, HO B mpen-
CTaBJICHHBIX HAMU CIIy4asX CPEIHUI BO3PACT COCTABISCT
34,6+2,5 meT. DTO MOXKET OBITH CBSI3aHO C IIO3MHUM 00pa-
IICHWEM 332 MEAMIMHCKOM IOMOIIBI0, INOO C ompeere-
HUEM JIaBJICHHS B JIETOYHOH apTepUH TOJIIBKO B COCTOSTHUU
rokos1. Vcrionb3oBaHue onpenesieHns JaBjIeHus B JIETO4-
HOW apTepHH TOJBKO B ITOKOE HMPUBOIHUT K TOMY, YTO Y
OOJIPIIMHCTBA MALEHTOB AUATHO3 JICTOYHAS THIICPTEH3HS
YCTaHABIMBACTCS JINIIb TOCIIE MPOSBICHUS TTPaBOXKEIY-
JIOYKOBOW HEZOCTATOUHOCTH. Y psijia OONBHBIX JaBICHNE
B JIETOYHOM apTepHy ITpH MEPBBIX IPOSBICHUAX 3a0071eBa-
HUSI MOXKET OBITh HOPMaJIbHBIM B ITIOKOE, HO OHO BO3pac-
TaeT BBIIIC JIOMYCTUMBIX 3HAYEHUH IPH BBITOJHCHUU
¢usmyeckoit Harpy3ku. HyBCTBUTEIEHOCTD SXOKapIHOTPa-
(uu ¢ Harpy309HOU PO (BEIOIPTOMETPHS) COCTAB-
nset 87%, a cnenuduarocts — 100% [3].

ITo narHBIM JUTEpaTyphl AcOOT 3a0oneBanus WIIT y
My>xuuH npoucxoaut B 30-40 netr. B cayuae, 3aperucrpu-
poBanHoM B AOKD, y numa My»cKoro mnoia Inpy nocra-
HOBKE JAMarfHosza ObII Bo3pacT 19 J5er, 4To MOXHO
TIPEIIONIOKUTEIIEHO O0BSICHUT ()EHOMEHOM FeHETHUECKOM
AQHTHCHITALUK (TEHACHIMEH K 0oJiee paHHEMY Pa3BUTHIO
3a00JICBAHUS B CJICTYIOLIHX JIPYT 32 JIPYTOM ITOKOJICHUSX).
Y Marepu JaHHOTO MAIMEHTa HACTYIINII JICTAIbHBINH NCXO]
B Bo3pacte 32 ner ot UJII' [2]. Marb u CbIH OBLTH KHUTE-
asiMu ropoga bemoropeka.

®akTop KypeHusi B aHamHe3e y 3 nauuentoB ¢ MJIT
(75%) cropee Bcero MOKHO paccMaTpuBaTh areHTOM, HH-
nyuupyromum WIIT, XoTs B tureparype OH 3HaYUTCs Ma-
JIOBEPOSITHBIM [3].

Iposinenus NI y HabmrogaeMbIx OONBHBIX COBIIA-
JIAI0T C KIIMHUKOM, ONMCaHHOM B uteparype. OqHako, cep-
JeYHbIl TOpO MO JINTepaTypHBIM JAHHBIM OoJiee
XapakTepeH JJIsl TaKOH IaTOJIOTHH, KaK BPOXKJCHHBIE T0-
poku cepaua. B cBs3u ¢ 3TMM y NanueHTOB C JaHHBIM
CHMITTOMOM TIIATeIbHEHIINM 00pa3oM MCKITFOYaIIICh TI0-
poxku cepana. Hanmmune cepreanoro rop6a y npencranieH-
HeIX nanuentos ¢ WJIT B 3 ciydasx (75%), BO3MOXKHO,
SBJISICTCSI TIPU3HAKOM BPOXK/ICHHOW T€HETHYECKON aHOMa-
JMH U 1e(pOopMaIii KOCTHOTO CKeseTa (CBA3b C TeHOM, KO-
mupyromum BMPR2-penienitopsr).

JlaBienue B JIEro4HOM apTepun y OOIBHBIX B CPEIHEM
coctaBuiio 83,25+36,07 MM PT. CT., 4TO NPEBBIILIAET HOPMY
Gosiee 4eM B TpH paza. MakcHUMaIbHOE 3HAYCHUE COCTa-
BUJIO 140 MM PT. CT. Y MALIMEHTKH IIE€pe]] CMEPTHIO, YTO OKa-
3aJI0Ch HECOBMECTHMBIM C )KHU3HBIO.

Habmonaemslii B 2 ciryyasx (50%) cuMmToMariuecKuit
sputpounTos, camkenue COD, 00ycIoBICHBI KOMIIEHCa-
TOpHOH peaknueil Ha rurmokceMuto. OTEKN HIKHUX KOHEd-
HOCTEH, rernaToMeranus, runepOmIMpyonHemMus,
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MOBBILICHHUE COlepKanus amuHoTpanchepas y 3 (75%)
6onbHbIX W 1 cHIKeHne maccnl Tena B 2 (50%) ciryyasix
HaOJIIOAANCh BCIIEACTBHE JICKOMIICHCAIIMH CEPJCYHOM
JIeSITEIEHOCTH.

Ha craumnonapHoM aTare Je4eHus! U3 MaToreHeTHye-
CKOM1 Teparuu Juisi CHW)KEHHMS IaBJICHHS B JIETOYHOU apTe-
pUHM  HUCIIOJIB30BAJIaCh TOJBKO TIPYIIa aHTaroHUCTOB
KaJIbIHsl. DTO CBS3aHO C PEJKOCTBHIO 3a00JIEBaHNUs, BHICO-
KOW ce0eCcTOMMOCTBIO NIPEnaparoB JAPYTrux TPYIII, CIOXK-
HOCTSIMH  TPOLENypbl  TOCIHTAJBHBIX  3aKYIIOK,
MIPOJIOJKUTENLHBIM MEPHOIOM 0(OPMIICHUS 3asBOK U pe-
THCTpAIUU 10 OpPaHHBIM 3a00ICBAHUSIM.

JletanbHble UCXO/BI B 2 CiTydasiX CBS3aHbBI C MO3IHUM
nocrymicHueM 0obHBIX B AOKDB B TskenoM cocTostHun
C JICKOMIICHCUPOBAaHHOM Cep/IeuHOI HEI0OCTAaTOYHOCTHIO B
COBOKYITHOCTH C COITyTCTBYIOIIEH MaToiorueit 1 pakropom
Kypenus B anamuese. OiHa U3 MAlMEHTOK paHee o0Oparia-
nacs B HUMIIK nm. E.H.Memankuna, HO moay4usia oTKas
B XMPYPrHYECKOM JICYCHUH U y He€ MMENTUCh TPOTUBOIO-
Ka3aHusl K TPAHCIUIAHTAILMH CEPJCYHO-JIETOYHOTO KOM-
TUIEKCa — XPOHMYECKUI BUPYCHBIN rernaTuT B.

V nanuenta ¢ WUJII, koTopoMy npousBe/ieHa TpaHC-
TUTAHTAIMSE JIETKKX, HA ITPOTSHKEHHUH 2 JIET OTMEYaeTCsl XO-
pormii KTMHuYecKui d3GdexT.

BruIBOaBI

1. B cBs3u ¢ miioxum nporao3om u peakoctoro MJIT
BpadaMm clielyeT MIMEThb HAaCTOPOKEHHOCTh 0 JAHHOMY 3a-
0oJeBaHNIO, A MTAIIMEHTAM C OZIBIIIKOM HESICHOTO TeHe3a I10-
Ka3aHO Ha3HayaTh 3XOKapAHOrpaduio C ompenerIcHneM
JIaBJICHUS B JIETOYHOM apTepHH.

2. IloMuMo ompeseneHus AaBiIeHUs B JIETOYHOM apTe-
PHH METOJIOM 3XOKapIuorpaduu B 1oxoe, CiIeayeT n3me-
pATH JaBJIeHUE B JETOYHOW apTepuu Hpu (U3NUECKOU
Harpyske, TO €CTh BHEJPATH B IPAKTUKY MEIUINHCKIX y4-
pexaeHuil crpecc-axokapanorpaduio ¢ Gpusnyeckoi Ha-
IPYy3KOH.

3. Ilepex Ha3HAUCHNEM aHTATOHHUCTOB KaJIBLIUSI HEOOXO-
JIUMO YYHTBIBAaTh MOKA3aHUS M MPOTHUBOIOKA3aHUS K MX
MIPUMEHEHHNIO, a TAaKXKe Pe3yJbTaThl MPOOBI C aHTarOHU-
CTaMU KaJIbIus.

4. Heo6xoanmo BHEPATH BO BpaueOHYIO IPAKTHKY Ha-
I'PY304HBIE NTPOOBI C AaHTArOHUCTaMU KaJIbLUs JJIs TIOBBI-
meHus 3 PEKTUBHOCTH 1 O€30MIACHOCTH TEPAINH, & TAKKE
CHIDKEHUS CTOMMOCTH JICICHUSL.
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