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H NOCABAHES ABCATMASTHE GOALIINE BHWWAHWE YABARETCR KOWMGHHMPOBHHOMY TEPANEATHHECKDMY NOACOAY, BIKAKOMIOWEMY K3k
M BAWKAMEHTOIHYID TEPANMID M XHPYDrHNECKOE ABIEHKE, TAK W MPHWMEHEHHE JHADBICKYARDHEN TEXHOADTHA. AaHHBEH KuHHKE-
CHMA CAYYaH ABMOHCTPMPYET TPYAHOCTH AMArHOCTHEM XT3 M BOIMORHOCTH NPHWEHEHHA KDMIASKCHOMD NOAX0AS K TEDanHK
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Chronic thromboembolic pulmonary hypertension developed in a female patient with lupus
erythematosus and secondary antiphospholipid syndrome
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Chronic thromboembolic pulmonary hypertension (CTEPH) is one of the potentially curable forms of pulmonary hypertension, in
which pulmonary thromboendarterectomy is the gold standard treatment. However, aver the last decade, great attention has been
given to a combined therapeutic approach including both drug therapy and surgical treatment and the application of endovascu-
lar technologies. This clinical case demonstrates the diagnostic difficulties of CTEPH and the opportunities of a comprehensive
approach to therapy for the disease with mandatory assessment of preoperative surgical and medical treatment in order to improve
the patient status and to prepare for surgery.

Keywonds: chronic thromboembaolic pulmonary hypertension, systemic lupus erythematosus, specific therapy.

POTK — pentresorpadms oprasos rpyxHoi KIcTER
CB — cepaesmeii srfipoc

CINTA— cucrommseckoe mencaire B 1A

CKB — cuctcMman kpacHas BOM9aHE

cpl/IA — cpennes napncune B JIA

THIX — mect ¢ G-MuryTHON Xonw6oi

TANA — TpomboosBonm JIA

T35 — TpombsnIapTEpIETOMEA

OK — deyuxumonansHEG Kiace

XT3Nl — xpoxacceas Tposfoastommseckas JIT
Dok lN — sxokapoworpaduas

NT-proBNP — N-koHmeeoii dparmena Moarosoro Harpaiiype-
THHCCKOTD IIEITTHAR

AH®D — apmaryrncapreii dakrop

AINT — asrmomyassonorpadis

ADC — anmidocthomrmmraHs cHEIPOM

BAJIA — bannosnas KA ErOHED APTCPHEE
KIIOC — karerepoiaima Npassx OTIEA0E CopALL
JIAT — nerovman ApTCPHATEHAR MTHICPTCHINS
JNA—nerounas aprepua

JIT — nerodsas rHOCPTCHIMA

NICC — ncrousos cOCYIMCTOC CONMPOTHEICHIG

MHO — mexaysapoasot HOPMATHIOBAHHOC OTHOEICHRS
MCKT — synemacnspaasHan KoMILOTCpHIN TosMorpadges
2K — npassi xenynoack

T3P — nepenrcsansmil paaqep

11 — npasoe npeacepanc

XpouHueckan TpoMOOIMOOIMYECKAR NErOUHAA THIED-
Tensna (XTI — penxo pcTpeuaomMics BAPHAHT NpeKa-
mHUTApHOH terouroit runeprensny (J11), nospmeammmmii mo-
e smH3naa TposbosMOooE merounoi aprepun (T3IIA) ¢
HENOTHOUEHHOH PeKaHATHIAIMHEH AeroqHON0 pyoia, Xapak-
TEPHIVIOUIMIACA He TONBKO OOCTPYETHEHEIMH HWIMEHEHHAME

TEPAMEBTMYECKMA APXMB 00, 2017

KDYMIHEIX M cpenHMx BeTeeil nerounodt aprepum (JIA), no »
BTOPHYHEMHE M3MEHEHHAMH MHKPOUHPEY ISTOPHOTD [CIA.
OcoopHEMH dakTopasy packa paseuTia X TAT senmorca
TAIA (hopuupyerca a0, 1—9, 1 % cyuaes nocne NepeHeceH-
HOMD JTH300a 0cTPoil TpoMBoaMBOIIHI), HAPYIIEHMS CHCTEM
CEEPTHBAHHA KpoEH (MyTaumH B reme daxropa V, npor-
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posmbuua, gaxtopa VIII), accoumwmpomasdse KaMHHUE-
CKHE COCTOHHMA, TAKHE KakK aHTHiocomMmuIHeEi cHHIpON,
THIOTHPEDS, ANOKAYECTBEHMEE HoBooOpazopamma [1, 2]
¥ 50—a0% Gonemex ¢ XTAAD » anaMuese OTCYTCTRYIOT 1aH-
ure 00 snusogax TAHTA win TpomGo3a BeH HIDKHHX KOHEY-
HOCTEH, YTO NPHBOIHT K CIIHOOMHOH TPAKTOBKE KTHHHYE-
CKOfl KAPTHHE! H ISTPYAHAET CEOEBPEMEHHYID JHAMHOCTHKY
[3]. «3omoTemM cTanmapToM: B neueHnH BonsHE X T as-
MRETCH ONEPALHA NerovHoil TpoMisHIaprepskToMmuy (T93)
€ ORg3aTENEHEM YUETOM HATHIHNA KPHTEpHER onepabentHo-
ci. Pemenve 00 onepaGensHoOCTH GOIBHOTD NMPHHHMAETCH
HA OCHOBAHMH TUIATENEHOID SHAMHIE PHCKOE, CENIAHHEIX C
XHPYPTHUECKHM BMEINATENLCTEOM, AHATOMHYECKHMH XADAK-
TEPUCTHEAMH TPOMBOTHYECKOID MOPUKEHHHA, ONBETOM CIIE-
UHATHCTOR, C TAKKES BOSPACTOM MALMEHTA, IeMOTHHAMKYE-
CKMMH MOKA3ATENAMHE B HATHIHEM ¥ HETO COYETAHHEX 3300-
nepanmil [4]. Onepawma THD nporoaMTed © HCNOABIORAHHEM
ANMAPATA HCKYCCTREHHOTO KPOBOOOPAITIEHHA B VCIORHAX IITy-
GOEDH THIOTEPMHE H KAPTHOIUIETMH C NEPHOIAMH [IOIHOH
OCTAHOBKH KPOBGOOPAIIEHHA © LENEK BONes NOTHOMD YIaTe-
HHA TpoMBoTHYECKOTo MaTepuana. JIeTankHOCTE NPH BRIOI-
HEHHH XHPYPTHYECKOTD BMENIATENLCTEA, MO DAHHEM 3JKC-
NEPTHEIX EHTPOR, cocTamnaeT | —5%. ¥ GonkmmMHcTRa namH-
EHTOR B PAHHEM MOCIEONEPAIMOHHOM MEPHONE OTMEUYAETCH
YMEHEIIEHHE CHMITIOMOB M GTHIKHE K HOPMATEHEIM IT0Ka38-
TenM remonHHaMukK. B oTtnanenHom nepuone 5-netuss gw-
HHBAeMOCTE cocTarnReT 88— 00% [5]. Jamuee kpymHEIX crie-
UHATHIHPOBAHHEX LEHTPOR YKAILBANT HA MONOKHTENEHYID
MHHAMHEY AErcuHoro cocymucroro conpotianenns (JICC), B
YHKIHOHANEHOM CTATYCE, TECTE C OG-MHHYTHOHR XomwGoi
(THIX) naske v NAMEHTOR C THCTANBHEM THIIOM MOPEKEHHA
AL Coxpaneuse JII' nocne THY poamMosmo npe HATHYHEH
AHCTATEHOTO NOPEEEHNA JTETOUHOTD COCYIMCTOND PyCa HiH
MOMET ORITE CEAZAHA C nepudeprueckoll sacky nonarueil. B
NOCNENHEE NECATHASTHE BRIPOCNA PONbL DaMNoHHOE aHrHo-
MAcTHEH nerounkx aprepuit (BAJIA) B kauecTee ankrepHa-
THBEI XHDYPIHYECKOMY EMEIIATENECTEY B CVIAE HEBDIMOK-
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HocTd nposegenss 195 wan coxpanenna JII nocne onepa-
unn. BANA npepcrannser coboil 3HNOBEICKYHDHOE BMELIa-
TENECTBO, NPH KOTOPOM NPOBOIHTCH M03TANHAA GAUI0HHAR
NHNATAIHA MOPAREHROTD cerMenTa JIA non KouTponesM anrH-
omyneMonorpacthem (ATIT). Hecmorps ua oreyremame wanes-
Hoit gokazaTensHoi Gaskl, B camoil GoMLINDH CEpHH CUash,
pmowanmei 68 mamerTon, KOTOPHM NPOBOIHNOCE B CPeA-
uem 4 orana (ot 2 po 8) GannonHoi aHrHOMAaCcTHEH, OTMEYa-
AOCH CHHMEHHE CPEIHErD NANNEHHA B NETOYHOH ApTEpHH
(cpMJIA) ¢ 45 mo 24 mm pr.cT., mps 3ToM 64 w3 68 nanuesTos
pocTaraH [—IT dyvuxmmonansnoro knacea (@K) [6].

Cremsthiaecican METHEAMEHTOIHAN TEDIITHA, TPHMEHAE-
Mad MpH MeroaHod aprepuansHoi renepredzal (JIAD), v ma-
muerTon ¢ XTI ue MoXEeT 3aMEHHTE XMPYPIHUECKDE BME-
INATETLCTEO, CIHAKD HIPIST ELKHYIO PONL ¥ NAITHEHTOR C He-
onepabensioi dopsoil 1atonesanmuas u peawmyansuod T
B nacTrosmee BpeMs TOUIEKD OIHH MPENAPET W3 KIACCA CTHMY-
JATOPOR PACTROPHMOMN IYaHHIETIHENAIE (PHOIHTYAT) peKo-
MEHIOEIH B KAYECTEE MPETIAPATA MNEPROMD PAAA B TEPAIHN HE-
onepabensHof 1 pesnmyansHod dopu XTI [7]. B 111 dhase
MHOMUENTPOBOTD PAHIDMAZHPOEIHHON JROMHOMD Clenono
mnanefio- kosrponupyesoro Hoeenenosansa CHEST-1 ¢ npe-
MAPETOM [HOUMIVAT CPANHMBATACE ere MphekTHOHOCTE v
TPV TIANMEHTOR ¢ HeonepabenkHoi dopMoil safonenanue |
¢ pespyansnoil JIIN nocae onepamun TOD no cpapHeHMID ©
rpynmiodt ianebo. Ha dore repaman vepes 16 men orseueno
CTATHCTHYECKH 3H3UHMOE VEETHYEHHE PACCTOSHMHA, Ipofinen-
uoro s THIX, s cpennes ua 39 M no cpasHedHIo C TAKOBEM 6 M
B rpynne ianeto, cuikenye ypoaus N- xoneroro dpanaen-
Ta MOaronoro HaTpediyperiueckoro nemrriaa (NT-proBNP),
NCC na 226 nur-c-cv’ 1o cpasnesnn ¢ 23 THH-c-cM— B IpyI-
ne raeho [§].

Henonksoranye MpenapaTos IpyTHY KIACCos OCHOBAHO
HA pesynkTaTax HeQONEIHN HCCAENDBAHME W KITHHHYECKOM
OMEITE.

[Mpumomss kamameckuii cyuaii. Bonsaas M, 1986 ro-
ma poxaedns, Habmonaerca B @IEY PKHITK ¢ despana
2014 r. H3 anaMyesa wipecTHo, gm0 © 16 NET NEpPHOTHYECKH
GECTIOKOMIN APTPHTE MEAKHX CYCTABOE KHCTER M KONEHHELX
CYCTABOR, OUHAKD K CINEUHATHCTaM He obpamanacs. B aunape
2003 r. mocne TPARMATHHECKOIO pasphiea kaMbanopumHod
MEINIE CAEEA CTaNd NEPHOIHYECKH BOSHHMKATE OTEYHOCTL
nenoi ronenn. OOpaTHIAChE B KIMHHEY ML B Mapre 2004 1.,
KOTTE YCHTHIACE OTETHOCTE, MOABWTHCE PACTHPAIOITHE GOTH
B koHeuHocTH. [IpH yIETpasEYVEKOBOM MCCIENOBDAHHH DEH
HHEHHYX KOHEYHOCTEH BRIARNEH OKETINSHEHLIA TpoMbOs ne-
B0t 00MmEe NOIEIIOMHON BEHE, TPOBOIMIACE TEPANHA Mena-
prHoM, sapdapuaos. B mapre 2005 r. posHmkan aHanoriy-
HEIE CHMITTOMEI B IMPAR0H HEXHEH KOHEYHOCTH, BIIEPERIE 0~
HEHIHCE KAT00R HA ONBIIKY MPH HESHAYHTEIEHOMN diame-
CKOM HAIpy3Ke, Y4allEHHOE CEpAUeOHEHHE, B CEAIH © 4eM
rociHTanssHporana B KB Mal. Tpu o6crenonanmn no nam-
HEIM Oy TUIEKCHOND CKAHHPOBANHA BEH HIKHMX KOHETHOCTEH
ERARIEH OKKTNIMBHER TpomOos npapolt dapysmoil mog-
panomHoil pensl. B cogam ¢ kanobamy Ha OORIIG W HATHYH-
eM TpoM003a MPOBOIAAACE MYIETHCITHDATEHAA KOMITEIDTED -

Koumaxmuan undopsar:

Moscucau loap Apmyposua — KIHH, ORIHHATOD OTA. ACCOMEON THIICH-
Tewzaun B 3abonceanwii copoa OIEY PKHITK; 121552 Mockea, v
3-a Yepenkosckas, 15 a; ren.: +T(968)653-5299; e-mail: pogolinadle

mail.ru

TEPAMEBTHYECKIMA APXHME 00, 2017



Xpormiveckad TIAA y Boasnoi € CKB » BTopsnemM ADC

uan Tomorpahas (MCKT) ¢ AT, srarmocmaporana TATA
MManmenTEE BLINOMHEHA OTIEPALTAA IUTHEAHH HXHER nonoi
BEHE, HATHAYEHA AHTHKOATYIIAHTHAS TEPAMMA BaphapuHomM,
QIHAKD Yepe3 5 Mec NAauHeHTES CAMOCTOATENEHO OTMEHHNA
ern npues. Torma e polo0HONHNTHCE GOTH B TPHIYXI0CTh
METKHY CYCTAR0R KHCTEM, CETUATOR THREND, B CHATH C YeM Mna-
unenTa odparinacs 8 HHH pesvaronormm. Mpu obeneno-
BEAHHH BHARIEHHE cHeTemuan kpacHad pomuamka (CKRB), sro-
prunLlt aurHhochommenne crapos (ADC). Mo nan-
HEM auamnia kposs: adewud (Hb 106 mr/n), nediconemns
(3,010}, apmrdochommammax anrumena (AT) knaccon
IeG 80,6 en/mn, IegM 10,8 en/mn; IpG x xkapnpomuminy 126,2
en/sor, IgM x kapmrommemy 45,5 en/son, [pG k B2 TTI1794.3
en/sor, IgM x B2 ITI 1 794,3 en/son, apm[THK 42 ME/wm,
auTHHYEeaproro gaxTtopa (AHM@) 17320 — sraARnena rere-
POIHrOTHAR MYTALHA B FEHE METHITETPArIpodiIaTpe IyKTa-
3K, YPOBEHE roMomHcTerHa cocrans 10,3 soowons/ 1, domm-
epofl kucnote — 9,01 mr/wa. B oTieneHHH NpOBOINRACE
MyNIEC-TEPANHA AEKCAMETAZ0H0M 36 mr, aumecymimosm 200
MT/CYT, HASHAYEHA TEPENHE MeTHIpENOM 16 M1/ cyT (C nocne-

Y HTIHM MOCTENEHHEIM CHHAREHHEM NOGE 10 8 WMr/CyT B TeYe-
ume 3 mec), maksenmiosM 400 wmr/cvr, sapdapuiosm. B no-
cremyiomen namsedTEa Hatmoganace 8 HHH pesmatono-
THH, KTHHHYECKHX npusHakos aktHerocTH CKB we omveua-
NOCE, HO OCTABATHCE HADYIIEHHEIMH HMMYHOIOTHUECKHE
MOKAIATETH BHCOKHE YDOBHH AHTHTEN K NBYCTIHPANLHOH
JHE, HxikHe ypoEHH KOMNOHEHTOER Komimemenra (C3 u
C4), a raxke seicoxsit Tvrp AHM. B caasm ¢ aeicoxmM pu-
CKOM PELMIHEA TPOMOO33 NpPH APTPHTAX Q03 [I0KOENPTH-
KOHIOR HE VEETHYHBATH, THOTYYATE NEPHOTHYECKH HECTEDO-
HIHEE MPOTHEOBOCTIANTHTENEHER npenaparel, B 2013 r. x ne-
yenHio gobapmnen Genumymad, BonkHan HaxonHnack Ha Tepa-
MHH GenHMyMatonM B TEUEHHE IO0a, HA GoHe KOTOPOTO CHH-
FMIHCE 10 HOPME VPOBHH auTHTen K apyvcmapansaoi THE,
YOBHH KOMIIOHEHTOR KoMrnesmenTa. B mapre 2013 r. pceasn
C IUIOXHM KOHTPOIEM MeRIyHAPOIHOTD HOPMATHIOBAHHOID
oraomeHHd (MHO) 1 oTcy TeTEHEM IOCTHKEHHA EID LEAEB0-
ro yporua (or 2,5 oo 3,5) ua noze papduapuea 7,5— 10 yr no-
crenuni zamenen naburatpason. B despane 2014 r. youwmm-
MACH ONBITKA, NOARMAKCE GOIM 33 TPYIMHON TARSNIEND Xa-
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paxTepa, mo noBory 4ero enepekse noctymina 8 PKHITK. Bo
EPEMA MCTTHTATHIAINN OCY ECTREUCA THidepenumansno-
AHATHOCTHYECKHEH AMTOPHTM C LENEID YCTAHORIEHHA KIHHH-
YECKOTD THATHO35, 8 TAKKE KiHHreckoro knacea JIT,

C penso pepudskcammi JII7 sxmonnensn anexrpokapnm-
orpaiHH, PENTTEHOTPAMHA  ODPTAHOE TPYOHOH  KIETEH
(POTK), osxoxapouorpadms (DxoKl), karerepuzaumsa npa-
s oraenon cepaua (KITOC) ¢ ATIT.

BnexTpokapiMorpadMa; pHTM CHHYCOBHNA ¢ 4acToTodM
CEpIEYHEIX coKpamesni 73 B ya,/ MHH, MPHIHAKH YREIHUEHHA
npaeoro npegcepaua (I11T), mprinaku runeprpodsn npano-
ro xemynouxa (TDK) (pue. 1).

POT'K: nerounrie nona 683 CBEEHY OUATDERIX H HHHITE-
TPATHREHEIX HiMeHeHH I, Terounkil pHcyHoK obeTHeH B HHXK-
HEM TETOTHOM TONE CAEEA 38 CYeT COCYTHCTOTD KOMITOHEHTE,
KOPHH CTPYKTYPHEIL, HE PaclIMpeHEl, nHadpara ofRMHO
PACTINIOKEHE, CHHYCE CBODDIHEL, KapIHOTOPAKANEHE HH-
nexc 49% (mopma menes 50% ), a0pTa HE HIMEHEHA, BEPXHAR
NOJIES BEHA M HENAPHAA BEHA HE PACIIHPEHE, HAPYIIEHHHA Te-
rounoid remoguHaMukd B oeune JIAT (koodebmument Mypa
30% , woodwhsumenT Jhoms 34%).

OxoKT: npuswakw munarammw [T1T (17 cm?), meprpo-
i 1 munaranum [DK (nepenuesamumii passep — T13P 3,1
cn?), croon JIA 3,3 oM, CHCTONMYECKOE TARNEHHE B JIErOUHON
aprepis (CIJTA) 100 mm pr.ct., cp/IJIA 55 My pr.cT.

KINOC: cplMA 32 sm pr.cr., CIUJIA 85 mm pr.cT., cpen-
nee papnenme B [T ¢ mopse, nannenme sasmmoampanmm JIA,
HACHINEHHE KHCTIOponoM BenosHo# kpomk (Sv0)) maxonm-
MHCEH B NPENETax HOpMEL, cepnevnkii supoc (CB) comxen
(2,8 a/noumt), JICC mosenpeno v 10 pas (1246 muu-coum—f),
TPHEYCITHIATEHAA perypruTansd 11 crenenn.

Brnonuena octpas gapmaxonoriueckas npoba c iNO:
cpllVIA cHHEHAGCE MeHee YeM Ha 10 MM pr.CT. © a6COMOTHEM
auauenmeM Beme 40 sy prer., CB npa stom He cuuauncs,
YTO CEHASTENLCTHYET O OTPHUATENEHOH npofe HA BAOPEAK-
THEHOCTE. [lo ganuem 1a00paTOpPHEIX AHATHI0R OOPAITATO
BHHMAHME Nopsnmerne yporus D-mamepa (1,45 mer/wn) w
MNT-proBNP (143 nryso).

C penwio yeranopmenns kmuHxgeckoro kmacca JIT aw-
MOJHEHE KOMIBOTERPHAA CITHPOMETPHA, BEHTHAANHOHHO-
nepdyanonHan cumeTArpadmes nerkux, MCKT aercmx c xon-
TpACcTHREIM yeHnenueM, ¥3H opranos Gprommod nomoctw,
tecThl Ha BHY-sudeximmo » cucreMure safonesanms coe-
muHMTenEHol TEanu. [lo nammem cuHHTHpahHA nerkm,
KApPTHHA CyOGCErMEHTAPHOND HAPYIIEHHE Mepgyine HICHed
AOITH JIEBOTD JIETKOTD,

MCKT nerxmx ¢ AIN: oxxmosus aprepril A3nMEOBRIX
cersedTon C4, C5; GudypraiHoHHEEe CTEHOIM HHKHETOIE-
poit peten k CT—C10 ¢ ofenx cTopoH, CTEHO3 CErMEHTaAPHOH
pered U2 copapa. Bunonwena cenexruenan AT, no peayme-
TATaM KOTOPOH BREIAETEHO NMPOKCHMANEHOE MOPEKEHHE TE-
MOUHOTO COCYIMCTOND PYCIA.

C ueawmn oueHKH GyHKIMOHATEHOTO CTATYCA NPOBOIHI-
ca THIX: npoiinesnoe paccrosame cocrasmno 480 s, onsmmxa
no bopry 2. ¥eranoanen muarmos XTHI, @K 1(BO3).

[Momyennse peaynETaTH OOCIEN0BAHAA KOHCYIETHPO-
BAHEl KAPIHOXHOYPIOM. DPEKOMEHIOBAHD XHPYPIMUECKOE
EMEIIETEALCTED MOCTE KOPPEKLHH TEPAITHA B CTAOHTHIRIHA
cocTosHH. [TauHeHTEa BEIHCANA C PEKOMEHIALIMAMH O CO-
GIIONEHHH HEMEMMKAMEHTOIHEIX MEDONDHATHIL H3DeTaTh
upeiMepHoil uEMYECKol HArpy3IKM, ANMANEPENETON W Ha-
XOKNEHHA B BHCOKOTOPHOM MECTHOCTH, MCHNOIMOITHOHATE-
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HAIX CTPECCOE; HEOOXOAHMO NMPHMEHEHHE HANEKHEX HETOpP-
MOHATLHEX METONO0R KOHTPALENIHA C HEMk HENOmy IEHHA
DEpPEMEHHOCTH, MPOQMIAKTHED WHDEKIMOHHEN 3abonena-
HHil ¥ BAKITHHAIMA NPOTHE MPHIINE H THEBMOKOKEOBOH HH-
thexumn. Hauara coemmdpmeckas ana JIAL repaman cunme-
uathunoM B gose 60 mr/cyT. B anpene 2014 r. posa cunnena-
duna yeenwuena oo 120 smr/cyr. Ha doue tepanmm wepes
16 Hen OTMEUEHE VBENHUEHHE PACCTOAHMA, NpoinEHHOMD
npr THIX, no 5400 M, momoxMTensHas THHIAMMHK 110 TAHHEM
KINMOC (em. Tabmuny). B nosGpe 2014 r. nansesTEa rocmima-
NHIHPOBAHA NOBTOPHO, NPOBEIEHA ONepaHa nercarci TH5

Amnammka nokazartesei ua thove Tepanum cuasenahuiom B
PAZA HAHBIX AG3AY

Napamerp ipespans MApT amryeT

HNom crnaesndwn,
MT/CyT 6 (HasaneHag) 120 120
@K (BO3) | I 1
TIIX, m 450 510 540
BxoKT:

IITL, ew? 17 16 16

M3P [T, cw? 31 31 3

ctean [IA, cm 33 29 28

CIIA, s pr.cT. 104 85 70

C + MM PT.CT. 55 50 44
KITOC:

CANA, s pr.erT, 85 70

cpUTA, mwm pr.cT. 1 4

NCC, murc-ou? 1246 1005

CB n/mun 28 28

P 2. Marepuas, YAAAEHHLIA BO BpeMA onepalks T33.
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Puc. 3. Jrane Gasaousoi anrmoniacTism C9 seTeH Acaoi AAL

3 — TIPOEIHAE MPOBCICH B MOPaXcHHEE cocyl; § — acdopMinme MPOBOIHNES B CENM ¢ HATITTHCM MPCNSTCTENS HA TYTH [TPOBCICHNS;
B — MOGTANHAA DLIIOHHAR BASKIARATALING; T — JOCTHRCHHT XOPOIMCTD STHETHCHAS THCTANBHIND PYCA B KDHTPACTHPOBEHIA OTTOKS T JIe-

MOHHEDM BCHAM.

(pue. ). B nocneonepanmsonmsit nepuon no garass SxokT
CIUMA 45 som procr, [T11 1,7 om?, 1K 2,8 o B nansueftimens
COCTORHME OCTARAN0OCE cTabmnsies (DK 1), onnako B cenra-
ope 2015 r. nocne AMHTEARHOID ARMANEDENETa CTAMH Decro-
KOHTE G0MH B 0facTi cepiua, OILIIKS TPH MHHHMANEHOR
tuspmeckoil Harpyike, cyxoit npUCTYNOOOPAIHEET KaIme.
IManvenTEa NORTORHD TOCTHTATHIHPOBANACE, TTPOBOIHAOCE
obcaenopanme: D-grmep 3,03 mor/mn, no gammas SxokT,
yremmenne CIUIA; MCKT nerxmx ¢ AT cnpasa — ®ryTo-
obpazusie TpoMOE B cyDcermenTapurx seteax k C9/C10, x
C4/C5, cnena — okxmoaHa cybcervenmapuix setaei C7, C9,
C10. B penax Gonee TOMAOH OUEHKR NEMOIHHAMHYECKHX 13-
pamerpor  emmonmeno  KIIOC: A (cwcy/mwact/cp)
64,/ 24736 mm pr.cr., JICC 608 mam-coem-5, CB 4,6 1/mmm. Tpn
THIX npoifinennoe paccrossme 533 wm, onsnka no Bopry 3.
IManwenTEa MOBTOPHD KOHCYIBETHROBAHA KaDTHOXHPYDITM,
PEKOMEHIOREIH KYPC aHTHKDATYIMHTHON TEPariH IH0KCAI-
PHHOM HITPHA C MOCIETYIOHM PACCMOTPEHHEM BOTIPOCA ©
npopegenin anrnomacTHkn JIA. B aueape 2016 r. nocne

TEPAMEBTWYECKMA APXMB 00, 2017

ANEKEITHON AHTHEOATY THHTHOH TepanHH NalMeHTKa MOBTOp-
HO TOCTIHMTAMTHINPORAHA [UTH JHA0BACKY TAPHON BMEIISTENh:—
CTEA B DAMEAX MPOTOKOAS KIHHWYeckoi anpobaunn «Oxaza-
HME METHIMHCEOH NOMOIITH G0ILHEM XpoHHSeckoil TposMGo-
IMOMIHYECKDH TerodHof MmepTeHItel ¢ HCIOIL30EAHKEM
smeTona TpascioMuHATEHOH BA A nepawy atanom npope-
NEHA NOITAMHAR GANN0HHAR BasomHnaTaiua aprepan C9 coe-
BA C JOCTHREHHEM XOPOMIEND IANOAHEHHA THCTANEHOID PyC-
NMa ¥ KOHTPACTHPOBAMHEM OTTOKA 10 JEMOUHEM  BEHAM
(pue. 3). [Ins coMkenns pUCka penepdyy3HOHHOND OTEKA TH-
®eaolt CTENEHH B NOCASONEPAIHOHHOM TEPHONE MPOBOTH-
nace CPAP-tepanun. B manemefimem ¢ uymepeanamy 2—3
HEN MPOBOTATKCE MOCTETYIONINE ITanmks famnonHol anrmo-
mnacTHEN cermenTor Cl0 cnepa n Cé, C&, C9 cnpana. [Mocne
MIOCAETHEND JHI0BACKYNAPHON BEMEMIATEILCTES THCTAHITHA B
TIIX cocrapmrna 660 s, ontmka no Bopry 4. MNanmwenTsa me-
MMCAHA C PEKOMEHIAITHIME COOMIONEHIE DERHMA HEME THIKI—
MEHTOIHEIX MEPOTPHATHA, NPOIOIKEHA TEPANMAA METHI-
MPETHHINIOHOM 6 Mr/cyT, rHapokcHxnopoxmion 200 wur/cyr,
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nonofpaHa goia mapdapuea © OOASATENLHEIMH LETEREIMH
auauenuaMu MHO g npegenax 2,5— 3,5, pexoMenI0BaH0 TH-
HAMHYECKOE HalmoIeHMe ¢ amOyIaTODHEIM TPOBENEHHEM
AxoKT wepes 3 mec.

K xomuy 2016 r. GoAsHAR MPOTODKATA TEPAITHIO METHII-
NPETHHIONDHOM, THIPOECHXTODOXHHOM, BaphapMHOM © TE-
nepniM nomrepeanses MHO or 3,0 no 3.5, Bonkaas tpymo-
cnocotna, npuanakon akTHeHocTH CKB va wactosmmit smo-
MEHT HET.

OcobeHHOCTRI0 NPENCTARTEHHOND Cy4as HITHETCH [E-
MOHCTPALHH VCIEMHOTO KOMITIEKCHOMD BedeHHA GoILHOH ©
CKRB n ADC. CKR — xponyueckoe nomMCHHIPOMHOE 2abo-
NERAHKE TPEHMYIIECTBEHHD MOMOIRIX HEHIHH M IEBYIIEK,
PESBHBAIINEECH HA (DOHE MEHETHYECKH ODYCIDRNEHHDTD HE-
COBEDIIEHCTEA HMMYHODETVIATOPHEX TIDOIECCOR, KOTOPOE
NPHBOINT K HEKOHTPOIMPYEMOH MPOIYKLIMM aHTHTED K cob-
CTREHHEIM KNETKAM H HX KOMIIOHEHTAM, C DA3EHTHEM AyTO-
HMMYHOTO H HMMYHOKOMILTEKCHOMND XPOHHUECKOTD BOCITANE-
Hua [9].

[Mpsn CEB moryr BORNEKATLCA B MATOIOTHUECKHI npo-
NECC PATTHYHEIE OTAEAL! MLINATENEHOND TPAKTA: BEPXHHE k-
XATENLHEE TYVTH, TEr0UHas NapeHXHME, TIERDE, COCVIE er-
KHX W ILXATEARHAA Myckyaarypa. Yame scero nopasaioTcs
nerkne ¥ neepa, or 50 o 70% Gonsasx CKB B Teusnne 3a-
GOAERAHMH MMEIOT METOAOTHIO AErKMX H/HIH IUEEpEL. STH
NPOSBRNEHHA MOTYT GRITE G253 KIHHHYECKHX MPHIHAKON, XOTH
HHOTIA MOTYT YTEEENATE COCTOAHHE OOIEHOTO, CTAHOBACE
YIPOKAKIIHMH.

AMC OTHOCHTCH K NPHOODETEHHEM TPOMOOGMUTHAM H
NPOSBRMAETCH TPOMOO30M PAITHYHOH TOKATHIAIHNE B COCYIE
motore kamnapa [10]. Jnarsos seprdMITHPYETCH TIPH HATH-
YHH KIHHHYECKHX TPOARAEHHI H HANTHYMH B KDOEH SHTH-
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thocthommunanx AT: & kapawomamany IgG oam IgM, x B
rmuxonporenHy lgG wm IeM u pomuanounoro apTHkoary-
mauta. [Tpw ousnnenwn ADC ga done kakoro-muko abone-
BAMHA OH MHAFHOCTHPYETCA KAK BTOPHUHENRL, B OTCYTCTEHE
NPHIHAKOR IpyToro sabonenanHsa — kak nepaaaent. [Tpe-
MepHo B 50%cayuaen ADC paseunaetca ga done CKB. Kmn-
HHYECKAA KAPTHHA NOPAXEHMA NerkHy npH AMC Take MHO-
roobpazsa [11, 12]. TpombosmGonms nerouHHEY COCYyIoR H
HHEEPET NErKONe — Han0oIee YacTEE MyIEMOHOI0THYECKHE
NPOAENEHAA 3TOM0 CHHApOMa. CoekTp myIbMoHONOTHIECKHX
npomieHHE AOC MOXHD NPOCIEANTE B MHOTGLIEHTPOBOM
mMexyHapogHos uccmegomannn: THIA omesanacs v 14, 1%
GonbHLx, JIE — v 2,2%, MuxporpomOosi nerkux — y 1,55,
dwbpoaupyiommdt anseeonut — y 1,2% [13]. Ha gpymue Gonee
PEOKHE NPOARTEHHH, TAKHE KK OCTPWHA pPeCcTHPETORHETH
AHCTPECC-CHHAPOM, JETMTUHEE MeMOPPArdy H TPOMBO03 cTROIa
JIA, npuxominocs no 0,7% ; oun ousamsmmecs npu AMC [14].
OTeyTerayioT NpOCHEXTHENKE WCCASIOBIHEA N0 JEYeHHID
GorsHEX JIT npa A@C, Tem Gonee uro HafmoneHe 3a Gom-
HEIMH TIOCHE XHDYPrHYECKOND BMEMIATENLECTES HA JETKHX M
cepane mpi AMC coomuTeH K OMMCANHID OTIEILHEN CTyHaen
[15, 16].

[MpeacTannenmkd orHEGeckUil Cmyuait TeMoHCTPHpYET
HeoBXOIHMOCTE KOMITIEKCHOMD nomxona K Tepamus XTI ¢
O0AEATENRHOH OUEHKOH BOIMOKHOCTH XHPYDPTHYECKOID JIe-
YEHHA H MPeAonepalHoHioil METHKAMEHTOIHOR TEPENHH C
eI YAYSOIEHHA COCTOAHMS MAlHeHTOR M NONNOTOBEH K
XHPYPrHMECKOMY BMemaTenscTy. HuTepec npencramnser
sunoeackyaapros negenue X T y Gonenoit CKB c AMC.
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