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Pestome

CuctemHass kpacHas BonvaHka (CKB) — ayToMmmyHHOe cucTemHoe 3aboneBaHue COEAMHWUTENbHOW  TKaHW,
pa3BMBAlOLLEECS HA OCHOBE TreHeTMYeckn OOYCMOBNEHHOrO HECOBEPLUEHCTBA MMMYHOPErYNATOPHBIX  MPOLECCOB,
NPUBOAAWMX K 0OpasoBaHM0O MHOXECTBA aHTUTEN K COOCTBEHHbIM KNETKaM M WX KOMMOHEHTaM W PasBuTUIO
MIMMYHOKOMMIIEKCHOTO BOCMANEHus! C MOBPEXAEHNEM MHOMX OPraHoB M cucTeM. KNMHUYECKN NMOPaKEHNE OPraHOB AblXaHus
npu CKB pocTatouHo BapuabenbHo. B gaHHOW ny6nukauuy OnMchbIBAeTCSl pedkuin KnuHudeckuin cnyyan gebiota CKB y
MOJIOZON KEHLWMHbI B BWAE NErOYHOM apTepuarnbHOM rUnepTeH3nu, C NeTanbHbiM MCXoLoM. [laHHble, npuBefeHHbIE B
ctatbe, OyoyT monesHbl NpeaCcTaBUTENAM MPaKTUYECKOrO 3[4paBOOXpaHEHWsl, peBMaTorioram, Kapguonoram 1 Bpayam
0OLLEel NpaKTUKK.

Knroyeenie cnosa: CucmemHas KpacHas 8onyaHka, JlezouHas apmepuarnbHas 2unepmeH3usi, OuazHocmuka.
Abstract

PULMONARY ARTERIAL HYPERTENSION AS
A RARE DEBUT OF A SYSTEMIC LUPUS ERYTHEMATOSUS
(CLINICAL CASE DESCRIPTION)
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Systemic lupus erythematosus (SLE) is an autoimmune systemic disease of connective tissue that develops on the basis
of genetically determined imperfection of immunoregulatory processes, leading to the formation of many antibodies to its own
cells and their components and the development of immunocomplex inflammation with damage to many organs and
systems. Clinically, the lesion of the respiratory system in SLE is quite variable. This publication describes a rare clinical
case of the onset of SLE in a young woman in the form of pulmonary arterial hypertension, with a fatal outcome. The data
presented in the article will be useful to representatives of practical health care, rheumatologists, cardiologists and general
practitioners.
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L Cemeit MeauumHa yHuBepcuteTi' KeAK,

Cemei K., KasakcTaH Pecnybnukacoil.

? «Cemel MeaMUMHA yHuBepcuteTi» KEAK YHuBepcuteTTik rocnurani,
Cemen K., KazakcTaH Pecnybnukachil;

XKymeni Kpi3bin Xeri- AoHeKep TiMiHIH ayToMMMyHZbI aypybl, KONTereH ar3anap MeH XynenepaiH 3akbiMaaHybiMeH
KYPETiH MMMYHAbI KabblHy KeLeHiHiH AamyblHa OKeneTiH ©3 xacylanapbiHa XOHe OHblH KOMMOHEHTTEpiHe Kapcbl
KenTereH aHTUNeHenepaiH Ty3inyiHe OKeneTiH TYKbIMKyanayLwbirblKka HerisgenreH MMMyHOPEerynsTopnbl YpAicTepPaiH
AamybIMeH xypeai. XKyrieni Kpi3bln Xeri Ke3iHae TbiHbIC any ar3acbiHblH 3aKbIMAaHy KnuHWKackl aca Bapuabenbai. byn
BacbinbiMaa xac aien agampa OKneHiH apTepuanbpi runepteHsusceiMeH b6actanraH XIKOK cunattanagsl, aypy COHbl
netanbai. Makanaga kepceTtinreH bepinreraep aeHcaynblk cakray Toxipube mamaHgapbl, peBmaTonortap, kapavonortap,
Xannbl Toxipube aopirepnepi YLiH MaHbI3bl 30p.

Hezizzi ce3dep: xytieni Kbi3bin Xeei, 6kneHiH apmepuasns0i 2unepmeH3usichl, OuasHocCmuka.
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BeeaeHue OIBHY HUWP um. B.A. HacoHosoi, BcTpeyaemocts JIAI

CucremHas kpacHas BonyaHka (CKB) — aytoummyHHoe — npu CKB coctasnsiet — 0,3%. Huskas pacnpocTpaHeHHOCTb
cucteMHoe  3aborneBaHWe — COEOMHUTENBbHOA  TKaHM,  ODYCMOBNMBAET MO3OHIO  [AWAarHOCTMKY, 4TO Bcerga
pa3BMBalOLLEECS HA OCHOBE FEHETUYECKM OOYCMOBMNEHHOTO — acCcOLMMPYETCS C MAOXAM OTBETOM Ha Tepamuio U
HECOBEPLIEHCTBA  UMMYHOPETYNATOPHbIX  MPOLECCOB,  HebrnaronpusaTHbIM nporHo3om [1].
NpMBOZAWMX K 0Opa3oBaHW MHOXECTBA aHTUTEN K NeroyHas apTepuanbHas TMNEPTEH3NS — KOMMMEKCHas,
COOCTBEHHbIM KMETKaM W MX KOMMOHEHTAM 1 PasBuUTUIO  MyMbTMAMCLMNAMHAPHAS npobnema COBPEMEHHO
MMMYHOKOMMIIEKCHOTO ~ BOCTIANEHUS C  MOBPEXOEHWEM  MeAuuMHbl. B ocHoBe 3aboneBaHWs NEXWT nopaxeHwe
MHOTMX OpraHoB W CWUCTEM. B GOMbLUMHCTBE PYKOBOACTB,  COCYAOB MUKPOLMPKYMSTOPHOTO pycria, npuBogsiiee K
nocesweHHblx CKB wumm peBmatuyeckum OONE3HSM B CHWKEHWKO B HWUX KPOBOTOKA, MOBBILEHWK) NErOYHOro
LiesioM, MopaxeHue opraHoB AbixaHus npu CKB oTpaxeHo — cOCyaucToro  COMPOTUBIEHWS ", kak  ucxop,
HepgocTaTouHo [5,7]. JlerouHble nposiBneHuss CKB oveHb  npaBOXenydouykoBOW — CEPAEYHON  HeJoCTaToOuHOCTU U
BapuabenbHbl — OT U30MMPOBaHHbIX NNeBpanbHbix Gonenn  cmeptn  [6,8,10-13]. KnuHuueckn JIAT npu CKB He

KaLns ao nporpeccupytoLLen ObIXaTeNbHOW  OTNMYaeTcs OT NPOSIBIIEHUIA MEPBUYHON WK BTOPUYHOM
HepgoctatoyHocTM  (OH) — w  sBnsotcs  kmuHuyecku  JIAT mpu gpyrix 3aboneBaHusx OpraHoB AblXxaHus.
3HauMmbIMK B 1-23% CrnyyaeB, BbISBNSOTCA MO AaHHLIM Uenb wuccnegoBaHusi: OnucaHue  KNMHWUYECKOTO

KOMMbIOTEPHOM — TOMOrpacuM  BbICOKOro  paspewenus  cnyyas CKB ¢ pegkum gebrotom 3abornesawns B Buge
(KTBP) B 30-55 % u no pesynsTtatam aytoncum — B 70— NEro4yHor apTepuansHon runepTeHsunn.

100% cnyyaes [4,9,10-13]. Taxenbim nposiBneHuem CKB Marepnan u metopbl. MpoBedeH PETPOCMEKTUBHbIN
SBNATCA NOPaXEHUs OpraHoB fApixaHus [2,3,9], Yacto  aHanua uctopum 6onesHu nauymentku ¢ CKB.
coyeTalolmecs ¢ nonyc Heputom. [JocTaTouHO peakum Knunuveckuli cnyyatil.

NPOSIBIEHNEM TMOPAXEHWUS OpraHOB AbIXaHusd SABMseTCH MaumeHTka A, 26 ner. MNocTynaeT SKCTPEHHO B Kapamo-

neroyHas aptepuanbHas runepteHaus (NAT). Mo gaHHbIM peBMaTonornyeckoe oTenexHune YHUBEPCUTETCKOIO
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locnutans Hekommepueckoro AkumoHepHoro Obuiectea
«MepuumHckmin yHuepeuteT Cemen» (YT HAO MYC) B
oktabpe 2020r c¢ kanobamu Ha: cepauebueHve,
noebilleHne Afl, ofbllky npu Manenwein Harpyske,
OfbILLKy B MOKOE, MPUCTYMbI yAyLbs MO HOYaM, FOMOBHbIE
Bonu, ronoBOKpYXeHe, TOWHOTY, BbIPaXEHHYIO CnabocTb,
MOBbILIEHHYID YTOMIISIEMOCTb, MOXOMOLaHWe U OHEMEHWE
KOHYMKOB NarbLeB KACTEN U CTOM, MOXyLaHue Ha 7kr 3a 4
Mecsua, 6onM B KUCTSX, CTOMax, KOMEHHbIX CyCTasax,
NOKTEBbIX CyCTaBax, fAwapetd fo 3-5 pa3 B CyTku,
YMEHBLLEHHOE KOMMYECTBO BbIAENSEMO MOUM, HapyLLEHWe
MEHCTpYyarbHOro LKna.

/3 aHamHe3a 3abornesaHns U3BECTHO:

MepBble npusHaku 3abonesaHns nosiBunuck B 2016
rogy, korga cranu 6ecrokouTb OHEMeHue, MOXOnoAaHue
koHukoB  narbueB.  OBcregoBaHa — peBMATONIONOM,
BbICTABNEH [JWarHo3: cuHapom PeiiHo  (apekBaTHOro
neveHns n HabniogeHus He nonyyana). B 2017 rogy
CTaluMOHapHOE  fneyeHue B MyNbMOHOMOMNYECKOM
oTgeneHnn  BombHULBI  CKOPO  MEAWLIMHCKOW  MOMOLLM
(6CMM) ¢ puarHosom: BHebonbHWYHAs MHEBMOHUS,
OCIOXHEHHas NNeBpPUTOM " 3KCCyOaTUBHbIM
nepukapauToM. CocTosiH1e COMpOBOXAANOCH BbIPAXEHHOM
ofblILLKON, Bonsmu B rpyAHON KneTke, CnabocTbio.

B wone 2018 roga y nauweHTkM HacTynaet
BepemeHHOCTb, BO Bpems KOTOpoW 6ecnokouna OfblLUKa,
OTEKM Ha HWKHWX KOHEYHOCTsX, mosbilweHne AL. B cpok
rectaumm 32 Hepenu ObiNo MPOBEAEHO  3KCTPEHHOE
KecapeBO CeyeHue B CBA3M C npeaknamncuen (sec pebeHka
npu poxgeHun 1800 rp). B nocneonepaumoHHOM nepuoge
Obino npoeeaeHo 20 remoTpaHcdy3uii.

B ceHTabpe 2019 roga noBTOpHAs rocnuTanusauust B
BCMIT ¢ nHEeBMOHMEN,  OCMOXHEHHOW  MNEBPUTOM,
HapacTatoLeit ¢nabocTbto, OfbILLIKON, NPUCTYNaMu YayLUbS,
PE3KUM MOXyZaHWEM.

B nekabpe 2019 roga, camoobpalieHue B NpUEMHBIN
nokoin BCMI, roe Obina ocMoTpeHa Kapauonorom, 6bin
BbICTaBNEH AmarHo3: XenesogeuuutHas aHeEMUsI Nerkom
crenexn. Muokapauoguctpoua. CH 0, xota npm
OOBEKTMBHOM OCMOTPE OTMEYAnOCh YBENMYEHME XKWUBOTA
3a cyeT acyuta. Mpm obcnenosanum 6bino BoisBreHo: OAK:
He - 104 r/n, Oputpountbl - 4*10'2/n, TpombouuTbl -
165*10%n, [lewkountbl - 6*10%/n. PeHTreHonorMyecku
OTMeyYeHa kapauomeranus. B rocnuranusaumm otkasaHo.
PekomeHgoBaHo: obcrnegoBaHue W neyeHue N0 MecCTy
XUTENBCTBA.

B nocnegyiowem 08.04.2020 roga  9KCTPeHHO
rocnuTanuaMpoBaHa B KapAMOMOrMYECKoe OTAENEHME
BCMI r.Cemeit ¢ xanobamu Ha: oAbILLKy Npu ManenLlen
(DM3NYeCKOM  Harpyske, YyBCTBO HEXBATKM  BO3AYXa,
cnaboctb. [pu 06bEKTMBHOM OCMOTPE OTMeYanachb:
Taxukapana - 120 ymapoB B MWHYTY, caTypauus
kucnopoga-91%. WHCTpyMeHTanbHo-nabopaTtopHble
paHHble: OAK: CO3J - 10 mmly; Jedkountsl-7,1*109n;
Tpombouutel - 135,0*109 /n; Sputpoumtsl - 4,92*10'2/n,
He- 136 r/n; OAM ot 08.04.2020 ropa: 6enok - 2,0 rin;
aputpouuTsl - 0,6 B Mkn; OAM ot 10.04.2020 r: 6enok - 3,0
r/n; aputpounTtsbl - 0,6 B Mkn; BXAK ot 13.04.2020 r: AlaT
- 184 ME/n; ACaT - 233 ME/n; moyeBuHa - 2,9 MMonb/;
kpeaTwHuH - 71 mkmonw/n; CPB - 1,2 wmr/n; OXOKT:
BbipaxeHHas neroyHas runepreHsus-PacyeTHoe faBneHve
NerouHon aptepum (PONIA) 79 mm pT cT. JleroyHas
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aptepus-3,0 cm (pacwmpeHa). TK +++ 69 mm pr.cT. OKI:
CunycoBast Taxukapaus YCC 120 ynapoB B MUHYTY.
BeptukaneHoe nonoxenne O0C. Harpyska Ha npasoe
npeacepane. Y3W opraHos 6ptowHon nonoctu (OBIM):
YugkocTb B GpIoLLHOIA MONOCTH W ManoMm Tasy. BeicTaBneH
pvarHo3: lMepeuyHas nerovHast runepteHsus. XCH OK 2,

BblpaxeHHas ~ HEAOCTATOMHOCTb  TPWKYCMMAAMNbHOMO
knanaHa. XOBJ1, cpegHeit ctenewu o6CTpykumu, Tmn B,
oboctpenne.  [IH1.  CumntomaTiyeckoe  neveHue.

BbinncaHa yepe3 8 aHel C He3HAUMTENbHBIM YYyULIEHUEM.
PekomeHgoBaHo: [N ganbHeWWwen TakTUKW feyeHus

HanpaBuTb  MauMeHTky B  HauMoHambHbIA - Hay4HbI
kapaumoxupyprudeckuit ueHtp r. Hyp-Cyntan (HHKL r. Hyp-
CynraH).

ObcnepoBanack N0 MeCTy XWUTenbCTBa, ambynaTtopHo
nonyyana: Curerpa 25 mr B cyTku, Kapanomartun 75 mr B
cytkn, Acnmpo 50 Mr B CyTkM. B CBSi3W C yXygLeHuem
COCTOSIHUSI BHOBb rOCMMTANM31poOBaHa B KapaMonornieckoe
otpenenne BCIMM, roe Haxogunmace ¢ 28.04.2020-
05.05.2020rr ¢ puarHosom: MpauonaTuyeckas nerovHas
TMNEpTEH3Ns. XpoHuyeckoe neroyHoe cepaue,
aekomneHcaums. XCH 11 b OK IlI. MonHas 6nokaga npagon
HOXKkM nyyka [uca. WHCTpymeHTanbHo-nabopaTopHble
paHHble: OAK: CO3Q - 6 mm/y; Meikoumtel - 5,4*10° /n;
TpombouuTsl - 152,0*10° /n; Sputpouutbl - 4,90%10%2 /n; He
- 134 r/n; OAM: 6Genok - 2 r/nm; aputpouutsl - 0,3
sputpouutoB B Mkn. BXAK: ACaT - 166 ME/n; AlaT - 155

ME/n;  antuctpentonmaud  "O"  (Ka4yecTBeHHO) -
otcytcrayet; CPB - 3,4 mr/n; PO — 0 ME/mn; D - gumep - 4
000,00 Hr/mn;  OXOKI:  BoblpaxeHHas  neroyHas

runepteHauns PANA 79 mm.pt.cT., JIA 3,0 cm paclwmpera TK
+++, OKI": CuHycosasi Taxukapaus ¢ YCC 95 ygapos B
MuHYTY. OTKNOHEHWe 30C Bnpaso. [lpusHaku neperpysku
npaBoro npefcepavs. HenonHas 6nokaga npaBol HOXKM
nyyka luca. M3meHeHus Ha 3apHel CTeHKM Mwokapaa

nesoro  xerymoyka.  CumnToMaTyeckoe — MeyeHue.
BbinucbiBaeTcs ¢ He3HaUUTENbHBIM YITyYLLIEHNEM.
B panbHeiilueM  HeoAHokpaTHO —obpalanack B

npuemHbln nokoir BCMI, Ho B rocnuTanusauun Gbino
0TKa3aHo.

B mae 2020 r  (28.05.2020-05.06.2020r)
obcnegosanace  neunnacs B HHKL r. Hyp-Cynra.
Brnepsble onucbiBaeT kanobbl Ha 60MM B KOMEHHbIX
cycTaBax, MefKkuX cycTaBax KucTed, 3s6KOCTb KuCTel W
cTon (MOMUMO *ano® Ha OAbILKY, NPUCTYMbI YOYyLWbS,
cnabocTb, KpoBOXapkaHbe W T.4). WHCTpymeHTanbHo-
nabopatopHble AaHHble: OAK: HB-142 r/n, pupoumTthbl-

5,11*10%2/n, NenkounTtbl-7.54*10%/n, TpombouuTsI-
227*10%n. OAM: benok-1,921 r/n,  3puTpOLUTHI
HeaMeHeHHble-2-3-4 B none  3peHuss  CyTouHas

npoTenHypusi: benok B mMoye-1,764 r/n. BXAK: ANT-147,3
Me/mn, ACT-199,5 Me/mn. Kpeatunnn-0,75 Hr/mn (Hopma:
0.5-0.95), moueBuHa-28,72 mrimn (Hopma: 17-43), CKO-
115,71 mn/muH, MoueBast Kucnota-478,66 mkmons/n. C
nentna-6,25 wr/mn (Hopma: 1.4-4.4); D gumep-9.21 Hr/mn
(Hopma:  0-0.5).; N-koHUEBOW MPOHATPUIYPETUYECKMIA
nentua-6544 pg/ml (Hopma: mo 125); TTI-26,37 Hr/mn
(Hopma: 0,27-4.2); T3 cBobogHbIit-2,47 (Hopma: 3.1-6.8).
OXOKI: BblpaxeHHas Aaunatauusi npaeblX OTAENOB
cepoua, HepocratouHocte TK  (++++) BblpaxeHHas.
Bbicokas nerouyHas runepteHsus. [ucdynkums DK B
BbIpKEHHOW cTeneHw, [inactonuyeckas aucyHkums JHK 1
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ct. PCONA 95 mm.pt.cT. OKI: CnHycoBas Taxukapaus ¢
YCC 103 ynapoB B MuHyTy. oTknoHeHme 3OC Bnpaso.
Pentren OTK: MpuaHaku neroyHoi runeptersuun. Y3W OB
l'enaTtomeranus. AcuuT.

BbicmaeneH QuaeHo3: VpuonaTtuyeckas nerovHas
rMnepTeHaus, BbICOKMI PUCK. OcnoxHeHus:
HegoctaToyHOCTb TPUKYCTIMAANBHOTO knamaHa, ctagus D
(AHA/ACC) oK IV (BO3). [pecunkone. ®oHoBoe
3abonesaHne: HeguddepeHumposaHHoe 3abonesaHue
coeauHuTensHoit Tkanm: lMonmaptput, ®HC 0. CuHapom
PeitHo. Hedponatua. XBIT 4, XMH 0. ConytcTBytowee
3abonesaHue:  [lepBUYHbIA  TMMOTEpPMO3,  BrEPBbIE
BbISIBNEHHbIN. PekomeHgoBaHo: Mpuem boseHtaH 125 mr-2
pasa B AeHb, CunaeHadun 25 mr-3 pasa B feHb, Kcapento
20 mr-1 pa3 B AeHb, YpcocaH no 250 mr- 2 kancynbl* 2 pasa
B aeHb, Omenpason 20 mr-1 pas B [AeHb, WHransuuu
Wnonpoct 20 mkr- 3-4 pasa B AeHb, BepownupoH 50 mr-1
pa3 B [eHb, Tpurpum 5 mr 12 Tabnetku 1 pa3 B geHb, J1-
TUPOKCMH mo 25 Mkr 1 pa3 B fgeHb. [laumeHTky
PEKOMEH[OBAHO HAMpaBuUTb Ha  MEOMKO-COLManbHyHO
akcneptuay (MC3) B cBA3M CO CTOMKOM  yTpaTom
TPYAOCNOCobHOCTH.

B wmioHe 2020 roga oOcnemoBaHa M OCMOTpPeHa
pesmatornoroMm. [pegbsBnana kanobbl Ha:  4yBCTBO
cepauebuenns, ofplky npu  (OU3NYECKON  Harpyske,
NpUCTYNbl  YAYWbS NO HOYaM, Kalenb C MpoXuIkamu
KpOBamu, ronoBHble Bonu, nepuognyeckoe nosbilweHne Afl,
MOXOnofaH1e 1 U3MEHEHe LIBETA NasbLEB KUCTEN 1 CTO,
noxydaHue, MOSIBNIEHWE NNOXO 3aXWBAIOWMX $3B HA
roneHsix, 6ONe3HEHHbIE PACLUMPEHHBIE BEHbI HA HIBKHWX
KOHEYHOCTSAIX, BbiNageHue Bornoc. B aHamHese ykasbiBaeT
oTCyTCTBME MeHCTpyaumm ¢ mapTta 2020r, BapuKo3Hoe
pacLUMpEeHne BEH HUXKHUX KOHEYHocTe ¢ 2017r.

lMpoBeneHa pa3BepHyTas Cepornoruyeckas guarHocTuka
CUCTEMHbIX 3ab0neBaHW  COEAWMHUTENBHON TKaHW OT
16.06.2020r: AH® - 1:1280 (Hopma<1:160). Tun ceeyeHms-
CmelaHHbli  TMN  cBeyeHns. AnTuTena k nRNP/Sm
Pesynbtat Pesko nonoxutenbHbld +++. AHTUTena Ro-52
Pesynbtar Pesko nonoxurenbHbin +++. AHtutena k SS-A.
Pesynbtat Pesko nonoxutenbHbin +++. AHTUTENa K Sm
Pesynbtat «Cepas 3oHay. AT k acfiHK Ha Crithidia luciliae
Pesynbrar (Tutp) 1:80 (Hopma 1:10).

BoictaBneH guarHo3:  CmewanHoe — 3abonesaHue
coeauHuTensHoir TkaHu (CuHgpom LWapna: CuctemHas
kpacHas BonuaHka + CuctemHas cknepogepmms, RNP+),
neroyHast apTepuarbHasi TUNEepTEeH3Usi, BbICOKUA PUCK,

HEeJoCTaTOYHOCTb  TPUKYCNMAanbHoro knanaHa. OK 4.
O®eHomeH  PeitHo,  HecbpomaTusi,  renatomeranus.
MosutmBHocte AH® 1:1280, RNP\Sm, Ro-52, dsDNA.
ConytcTBytowme 3aboneBaHus: BapukosHas BonesHb
HWKHUX  KOHeyHocTel, XBCH 3. PekomeHgoBaHo:
3KCTPeHHast rocnuTanusaums B Kapgwo-

peBmaTtonoruyeckoe otaenenue (KPO) YI HAO MYC, rge
npoLuna cTaumoHapHoe nevenue ¢ 26.06.2020-02.07.2020
roga.

MHcTpyMeHTanbHo-nabopaTopHble faHHbIE;

OAK: Tpowmbouutbl - 280*10%n; OpwutpouuTtbl -
4,88*10'2/n; MenkounTsl - 7,3*109/n; H — 127 r/n; COJ - 52
mm/y; OAM: Genok B Mouve - 1,65r/n; SpuTPOLUTHI
n3MmeHeHHble - 35 B n/3p. CyTouHas npoTenHypus: benok B
moye-4,95 r/n.
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BEXAK: MoueswHa - 9,50 mmonb/n; AllaT - 181,80 ME/n;
ACaT - 127,20 ME/n; kpeatuHuH - 78,10 mkmone/n; PO -
88,20 E[l/n; CPE - 0,94 mr/n;

OXOKT: BIC. TMepsuyHas neroyHas runepTeHaus.
PCONA 75 wmm.pT.cT. [unatauws nonocTeit npa.biX
0TAenoB cepaua. fiunatauus cTBona neroyHoi aptepun.

OKI: CuHycoBas Taxukapams YCC 104 ypapoB B 1
MuHYTY. oTknoHeHne SOC Bnpaso vnepTpodus npasoro
Xenypouka, npaBoro npeacepams. AnddysHble U3MEHEHNS
B MUOKapae.

Y31 OBll: Bbinota B  OplOWHOA  MOMOCTH.
CnneHomeranuu. Hedponatuu. [1ByCTOpOHHNIA HedponToa.

OI'AC: OyaroBbIit aTPOPUUECKUI FACTPKT.

MpoBoaunocb komnnekcHoe nevexue: Metunpea 500

mr BB Net, [lpegHusonoH 500 wmr BB Net,
cMMnTOMaTHYecKas Tepanus. BbinucbiBaeTcst c
HEe3HaYMTENbHbIM YIyYLIEHNEM. PekomeHa0BaHo:

Metunpen 48 mr B CyTku unv MpeaHU3onoH 45 Mr B CyTkw,
MwapokeuxnopoxuH 200 mr  (Mnakeenun, Wmmapa) 2
Tabnetkn B 20.00, MukocpeHonosas kucnota (Cenncenr)
250 mr 4 Tabnetkn*2 pasa B geHb 08.00-20.00-anutenbHO
noa koHtponem OAK, AJTT, ACT, kpeaTUHIUHA eXeMeCs4HO.

B ceHTabpe 2020 roga B CBsA3M C [eKoMneHcauuen
COCTOSIHUS, FOCMUTANM3MpOBaHa B MNaHOBOM Mopsiake B
kapanonoruyeckoe otgenedne BCMIM ¢ 13.09.2020-
18.09.2020r ¢ pgmarHo3om: lMpouonaTuyeckass neroyHas

TUNepTeH3Ns. XpoHuyeckoe neroyHoe cepaLe,
pekomneHcaums. XCH ®K IIl. MonHas 6nokaga npasoi
HOXkM nyyka [uca. ConytcTBylowee 3abonesaHue:
CmellaHHoe  3aboneBaHWe  COEAMHUTENbHOM  TKAHM

(Cvnppom Lapna: CKB+CC[l, RNP+), HepoctaTouHOCTb
TK, deHomeH PeitHo, Hedoponatus cragus XBIT: C5 (CK®:
12 mn/muH/1,73M2), renatomeranusi. B MHCTpyMeHTamnbHoO-
NabopaTopHbIX AaHHbIX:

OAK: Tewnkountol - 15,1*10° /n; Tpombouubbl -
248,0710%n ; SputpounTsl - 5,1*10%2 /n ; He - 151 r/n; COJ
- 6 MM/y;

BXAK 13.09.2020r: AllaT - 30 ME/n; ACaT - 25 ME/n;
MoueBnHa - 20,5 mMmonb/n; kpeaTuHuH - 361 MKMonb/m;
XONeCTepuH - 6,2 MMONb/N;

BXAK: 16.09.2020 moueBuHa -
KpeaTWHWH - 440 MkMonb/1T;

OXOKT: HepgoctatoyHoctb  TK
[Junatauus npaBblx OTAENOB  cepaua.
neroyHas rmnepTeH3us.

OKT: CunycoBas Taxukapgns ¢ YCC 93 ymapos B
MuHyTy. OTknoHeHne Bnpaso JOC. HenmonHas 6Gnokapa
npaBoi HOXKM nyyka [uca, npusHaku runepTpocun
NpaBoro Npeacepaus.

Y3/ OBIT: YmepeHHble auddysHble  WU3MEHEHUs
MapeHXMMbl MOXKeNy0YHOM Xenesbl.

Monyynna cumnTomaTnyeckoe nevenne. Mo TskecTH
COCTOSIHMSI Haxogunacb B OTgeneHun aHecTe3unomnoruu,
peaHumauMu M WHTeHcuBHOW  Tepanuu  (OAPUT).
BbinnchIBAETCH € HE3HaUMTENbHbIM YyyleHnem. Yepes
10 gHel nocne BbINMUCKA C KapAaWMONOrM4eckoro OTAeNeHNs
BCMM noctynaet B KPO YI' HAO MYC no 3KCTpeHHbIM
nokasaHusM.

AHaMHe3 KN3Hu:

AHamHe3 ©e3 ocobenHocTed, WHBanug 2 rpynnbl.
HacnecTBeHHOCTb He OTAroLLeHa.

AnneproaHamHes: Ha LnpogioKCaLyH.

21,2 mmonb/m;

BbIpaXXeHHas.
BbipaxeHHas
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Kimanvecknii coryvaii

Ob6bexkmugHoe COCMOSHUE:

Obuwee coctosHue Tsxenoe. MOHWMKEHHOro MUTaHMs.
KoxHble nokpoBbl GneaHble, yMepeHHbIn LuaHo3 ryb,
nanbnupyetcs 6OnesHeHHbI n/y cneea, pasMepoM C
"baconb". PeHomeH PeilHo. B nerkux BesuKynspHoe
AbiXaHue, Xpunbl He BbicnywwBaotcs. Y44 20/muH.
Ogpblwka B nokoe. C MOMeHTa NOCTYNIEHUs HAaxoamMnach Ha
kncnopogotepanun.  TOHbl  cepaua  MPUIIYLLEHbI,
putmmubble. YCC 100 ya/mud. AL 140/100 mm.pT.CT.
KuBoT msrkuin, Oe3bonesHeHHbIn. [leyeHb MO Kpato
pebepHoit fyrn. CUMNTOM NoKoNauMBaHns OTpULATENbHbINA
¢ 0benx cTopoH. dusnonornyeckue OTNPaBIEHNS B HOPME.
KocTHo-cycTaBHas cuctema: CycCTaBbl BHELUHE WHTAKTHBbI,
OBWKEHUS B CycTaBax B nonHoMm obbeme. BapukosHo-
pacLUMpeHHble BEHbI rorneHen.

WHcTpymeHTanbHo-nabopatopHble  aaHHble  OAK:
Tpomboumutel — 199*10%n; Oputpountbl- 4.47*10'2/m;
NewkoumTbl - 8.2*10%n; He - 122,0 r/n; CO3- 14 mm/y;

OAM 01.10.2020: 6enok - 1,65r/m;

OAM 09.10.2020: umnmHapbl rnanuHoBele - 1 B none
3peHus; Benok - 1,65 r/n;

BXAK: 01.10.2020: kpeatuHmH - 401,68 Mkmonb/n;
AaT - 8,90 ME/n; ACaT- 14,50 ME/n; P® - 26,67 EL/n,
CPb - 4,20 wmr/n.

BXAK  06.10.2020: MOYeBWHa-22,6 MMOJSb/1I,
kpeaTuHuH-444,7 mkmonb/n, ANT-9,2 ME/n, ACT-17,2
Me/n. BXAK 09.10.2020: KpeatuHuH - 429.65 mkmonb/n;
MoueswHa - 19.43 mmonb/n; Obwmii 6enok - 62.9 r/m;

BXAK 14.10.2020: KpeatwHud - 463.75 wmkmonb/m;
MoueswHa - 14.54 mmonb/n; Obwmi 6enok - 67.79 r/m;

BXAK 15.10.2020: MoueBnHa - 16.88 mmonb/m;
KpeaTuHuH - 456,96 mkmonb/n; Obwuit 6enok - 58.19 r/n;
AlaT - 16.37 ME/n; ACaT - 18.07 ME/n.

OXOKT: BblpaxeHHas neroyHas runepteHaus. PCINA
99 mm.pt.cT. OKI: CuHycoBbIn puTm: Taxukapaus. YCC 117
yoapos B 1 MuHyty. OrtknoHeHne 30C  Bnpaso.
MunepTpodum: obonx xenyaoukos. HapylieHue npoeccos
penonsipusauuy  XemnygoukoB.  PeHTreHorpacuyecku
oTMevaetcs: fvnepTpodms  nNeBoro  Xenypouka.
Bbibyxahme  2-om gy ceppgua. Y3 OBI:
HesHauuTenbHbIN BbINOT B BPIOLIHON NOMOCTU. YMEpeHHbIe
Audy3Hble M3MEHEHWS MapeHXWMbl MeYeHu, pancreas.
XpoHuyeckuit  xoneuuctut. Hedpponatus. [1BYCTOPOHHMI
HedhponTo3.

NeveHne cumntomatyeckoe, Metunpep 48 mr B CyTku,
cneuncgmyeckoe nevenne JIAI  (BoseHtaH, CuHerpa,
wHransumm  Mnonmpocta 20 Mkr-3-4 pasa B [AeHb),
Kucnopogotepanus. basucHas Tepanus 6bina oTMEHeHa B
CBS3M C  pasBMTMEM  MOYEYHOM  HEAOCTATOMHOCTM
(TwopokeuxnopoxuH 400 mr B cyTku, MukodeHonosas
kucnota 1500 mr B cyTkw).

B cBsisM C HapacTaHMEM YpEeMMYEecKoro CuHApOMa
(TOHOTa, PBOTA, KOXHblE MOKPOBbLI 3EMITSIHUCTOMO LIBETA,
MOBbILIEHWE MOKa3aTenen KpeatuHuHa - 444,7 Mkmonb/n,
MOYEBWHBI - 22,6 Mmonb/n, CK® 12 mn/MuH) ocMoTpeHa
Hedoponorom: XBIT 4 craguu. Jlionyc-Hedput. XMH 3a.
PekoMeHzoBaH NporpaMMHbIA reMOaManms.

lMpoBegeHa KkaTeTepu3aunst MOAKMIOYMYHOA  BEHBI,
npouegypa remogmarmsa Nel.  CocTtosHue  nocne
reMoguann3a MNporpeccuBHO YXyALWAEeTCs, HECMOTPS Ha
nposogumyto Teparuto. Ha 15 cyTku cTaumoHapHoro
neveHus HapacTarT MPU3HaKN AbIXaTenbHOM
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HEA0CTAaTO4YHOCTH NOYeYHOM
pa3BMBaETCS aHypus.

[MauueHTka OCMOTPEHa peaHMMaTonoramu, B CBS3N C
TSDKECTBKO  COCTOSIHUS,  npu3HakoB  OCTPOM  MOYEYHOM
HegoctaTouHocTu (OMH), nepeeoautcs B OAPUT.

Mpn nepeBoge [aHHOM NAUMEHTKN B OTAENeHue
OAPUT 6binn cnepytowme nokasatenu: T 36.6 Mynbc:
100 ygapos B muHyTy Afl 160/60 mMm.pT.cT. dbixanne: 30
BBWXEHWUA B 0aHY MuHyTY. CaTypaums kucnopopa: 92%.

ObbekTuBHble  gaHHble:  COCTOsHME — TSKenoe.
CosHaHve sicHoe, B03DyxaeHa. Xanmobbl Ha cnabocTb,
TOWHOTY, TOMOBOKPYXEHME, OObILKYy B MOKOE, YyBCTBO
HexBaTku Bosgyxa. HopmoTepmus. KoxHble MOKPOBbI K
BUAVMbIE CMIU3NCTbIE BeaHble, akpoLyraHo3, "MpamMopHbIiA"
pucyHoK. [lbixaHue CnoHTaHHOe, OpTOnHO3. Hap nerkumu
ObIXaHWe XEeCcTKoe, XPUMOB HET, HECKOMbKO ocrabneHo B
HWKHUX oTgenax. KuBOT Msrkui, 6e3060ne3HeHHbIN.
[ManenupyeTcs yBenuueHHas NnoTHas neyeHsb MacTo3HocTb
roneHeit 1 cton. AHypus. Havata uHTeHcuBHas Tepanus.

Beina nosTopHO OcmoTpeHa Hedpornorom B OAPUT:
[uarHos; beictponporpeccupytowmin Jionyc-Hedput. OMH.
PekomeHgoBaHo: 1. B3aTb NaUWMeHTKY Ha 9KCTPEHHbIN
remMoananma. 2. MpoBeneHue aKTVUBHON
nMmyHocynpeccusHoi Tepanun CKB.

Ha choHe npoBoaumMon uHTeHcuBHON Tepanum n UBJI,
3achuKcMpoBaHa OCTaHOBKAa CepAeyHoi aesTenbHocTu. He
CMOTPS Ha MPOBOAMMbIE PEaHMMALMOHHbIE MEpPONPUSTUS
yepe3 40 MuHYT nocrne oOcTaHoBKM cepgua Obina
3achmkcnposaHa buonoruyeckas cMepTb.

MocmepTHbIn  gnarHo3:  OcHoBHOM:  CucTemHas
KpacHas BON4aHka, MOJOCTPOEe TEYEHWE, aKTMBHOCTb 3
(SELENA SLEDAI-27 6annos, SLIC-11 6annos), neroyHas
apTepuanbHas rMNepTeH3us, BbICOKMI puCK,
HepgoctatouHocTb  TK,  ®K IV, deHomeH  PeiiHo.
Beictponporpeccupytowmin Jlionyc-Hedput. M0o3UTUBHOCTB
AH® 1:1280, RNP/Sm, Ro52, ds DNA.

OcnoxHeHrus: OTtek nerkux. OMNH.

MpuunHa cmepTnt: OTek nerkux.

CornacHo nyHkty 4 Crtatbu 131 3akoHa PecnyGnuku
Kasaxctan ot 7 wonsa 2020 roga Ne 360-VI 3PK, no
3asBMIEHMIO oTua TENO oTAaHo Bes
NaTooroaHaTOMUYECKOr0 BCKPbITHS.

O6cyxaeHue:

[aHHbIA  KNUHUYECKUIA cnyyal SBNSETCS NpUMepoM
HeobblyHoro Havana CKB ¢ npeobnapaHuem npuaHakos
JIAT, ¢ nocnegylowWwmMM  MOCTENEHHbIM  PasBUTUEM
MOMNMOPraHHOCTW: MOpaXeHWe Nerkux, cepgua, nevyeHu U
noyek, xots Manble npusHaku CKB npucyTcTBOBanM ¢
camoro Havana 3aboneBaHWs: BblpaXeHHas cnabocTb,
noxydauue, cuHgpom PeiHo, B nocregyroLiem
annoneuus, apTponatus ¥ numdoageHonatus. M3-3a
HeobbluyHOro AebtoTa 3aboneBaHnst HU OfWH KypUpYHOLLMiA
cneuuanucT He Jyman O CUCTEMHOM 3aboneBaHum
COEZMHUTENBHON TKaHUM W He NPOBOLWMN afeKkBaTHOrO
MMMYHOJOTMYECKOT0 00CNeoBaHNst Ha paHHWUX CTagusx,
YyTO He  MO3BOSIMNIO  MPOBOAMTb  CBOEBPEMEHHYH
a[leKBaTHYIO Tepanuio OCHOBHOO 3abonesaHus.

BbiBoab!I:

Takum 0OpasoM, KnnHuumMcTam nboi cneLmansHoCTy
NMpU HanM4Un PeLKUX CUHOPOMOB (B YACTHOCTW NErOYHOM
rMnepTeHaun), Heobxogumo aymatb 0 AebrTe CUCTEMHBIX
3aboneBaHuit 1 NpuBneKaTb NPOGUIbHBIX CNELMANUCTOB.

n HeOoCTaTO4YHOCTH,
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KoHdnukT uHTEpecoB: HeT.

Bknap aBTOpOB:

Wearosa P.J1., MopembikuHa M.B. - Hay4HOe pYKOBOACTBO,
KOHLIENUMS WCCMEAOBaHUS; aHamm3 M Hay4YHOe COMPOBOXAEHME
ctatel, Hypmacosa A.H. - paboTa C apxvBHbIMM [aHHbIMM,
noAaroToBKa pestome; pabota ¢ pepakuuein. XXandapbekosa b.b.- -
paboTa C apXMBHbIMM AaHHBIMM.

®urHaHcUpoBaHme: VICTOYHNKOB (PUHAHCUPOBAHWS HET.

MaTtepuan [nns [fdaHHOW cTaTbM He rojasancs Ans
nybnukauum B apyrve usgaxus.
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