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To show the features of the clinical picture of this orphan disease and demonstrate the effectiveness of a
long-term pathogenetic treatment of this disease using the case history of a patient with paroxysmal noctur-
nal hemoglobinuria (PNH) as an example. Complaints, anamnesis, physical status, as well as laboratory and
instrumental studies used for a patient with PNH were presented. Modern literature data on the diagnosis and
treatment of PNH have been studied.

Complaints, anamnesis, physical status as well as laboratory and instrumental studies used for PNH patient
were analyzed in comparison with the world literature data on this pathology.

A conclusion was made regarding the need for a wide coverage of the clinical picture and diagnosis of PNH.
The effectiveness of a long-term (for 13 years) pathogenetic treatment of the classical form of PNH with ecu-
lizumab was shown.

Keywords. Complement system, paroxysmal nocturnal hemoglobinuria, complement-mediated hemolysis,

anti-complement therapy, eculizumab, bioanalogs, monoclonal antibodies.

BBEJEHHE

[TapOKCU3MAIbHAA HOYHAA T'E€MOIVIOOUHY-
pusa (IIHI) aBiserca peskuM IPUOOPETEHHBIM
KJIOHAIILHBIM  3200/IEBAHUEM CHUCTEMBI  KPOBH,
KOTOPOE HPOABIACTCA JUCHYHKIMEN KOCTHOIO
MO3I'd, BHYTPUCOCYUCTBIM T'€MOIU30M U IOBBI-
IIEHHBIM PUCKOM TPOMOOTHUYECKUX ¥ OPTaHHBIX
ocnoxHeHny. Cunraercd, yro npu [THI' npouc-
XOJUT coMaTnyeckad Myrauus reua PIGA, noka-
JIM30BAHHOM Ha  X-XpPOMOCOME  CTBOJIOBO¥
kposeTBopHO# Kietku (CKK) [1; 2]. 9ra mpuod-
PETEHHAd MyTAlUA HAPYIIAET OUOCUHTES TIUKO-
sumHosuTondocdara (GPI) — rmKommmHON
CTPYKTYPBL, CIYKAMEN «<IKOPEM»> U1 (PUKCALN
HA MOBEPXHOCTU KIETOK MHOXECTBA [TIMKOIIPO-
TEVHOB, B TOM YWC/IE PETYIAPYIOMUX AKTHB-
HOCTb KOMILIEMEHTA. B pe3ynbTate IPOUCXOUT
NOMHAA WIA YaCTWYHAA YTPATa  KIETKAMU-
IIOTOMKAMU MYTAHTHOH CTBOJOBOI KJIETKU KPO-
Bu (CKK) nosepxHOCTHBIX GPI-CBA3aHHBIX 6€1-
KOoB — CD55 u CD59, 3amumaionux KIeTku OT
KOMIUTEMEHT-00YCIOBIEHHOrO  ym3uca  [1-0].
Manudecranya [THI mpuBOAUT K KOMIUIEMEHT-
OIOCPEIOBAHHOMY PA3PYIIEHUIO SPUTPOLIUTOB.

B pa6orax AJl. Kynaruna u coasr. [7], 0CHO-
BAHHBIX Ha m3ydeHuu 150 ucropuil 60/1€3HU
nanueHToB ¢ [THL, 06HApyXeHO, 4TO KO Bpeme-
HU JIMATHOCTUKU 32007I€BAHUA BO3PACT (MEUa-
Ha 34 rofi2) HE OTIMYAICA OT PaHee OIyOIIHKO-
BAHHBIX JIAHHBIX. OJIHAKO NPU 3TOM BIIEPBBHIE
YCTAHOBJIEHHBINT BO3PACT HA MOMEHT [€0I0Ta
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32007€BAHUA OKA3AICA 27 JIET (MEAUAHA). DTH
JIAHHBIE TTOKA3BIBAIOT OOJBIIYIO OTCPOYEHHOCTH
YCTAaHOBJIEHUA JIMArHO3a Kiaccudeckoit [IHT,
YTO OCOOEHHO 3AMETHO IIPU AHAIN3E CIIY4AEB,
JEOI0TUPOBABIINX B JIETCKOM BO3PACTE.

[IpUyvHAMU  IUATHOCTUYECKUX OIMNOOK
(qacrora 78 %), mo mMHenwio AJl, Kynaruna u
COABT. [7], OBUIM HEAOCTATOYHASA OCBEAOMJICH-
HOCTb Bpayey, BKIIOYAd remarosnoros, o IIHI
KAK TAKOBOM M HeCOOMofieHUe (HOPMATBHBIX
ATOPUTMOB  OLICHKU T'EMOJIN34, LUTOIICHUN,
TPOM6030B U Jp. TaK, B CIy4aax pacHoO3HABA-
HUA remMonu3a (37 %) TeMaTooraMu KpaiiHe
PEAKO JJOKYMEHTHUPYETCA €r0  BHYTPUCOCYAU-
CTBIM XAPAKTEP, HAIMYUE IEMOITIOOMHYPUU U
TEMOCH/ICPUHYPUY, 4 TAKKE CBA3AHHBIE C HUMU
CUMITOMBL Takue OMMOKM Mbl BCTPEUANU U B
CBOEH KIMHUYECKOU TIPAKTUKE.

BosbImoe Komm4uecTBo OmUO0K U JUTUTENb-
HBII [IEPUOJ 10 YCTAaHOBIEHNA rarHo3a [THI
(Mequana 33 Mecdna) [7] IpUBOAAT K UCIONb-
30BAHUIO HEAJICKBATHBIX METO/OB JICUCHUS,
CpEA KOTOPBIX CJIEAYET OTMETUTD JUTUTEIIbHYIO
TEPANUIO TIIOKOKOPTUKOCTEPOUJHBIMU TOPMO-
HAMU, UCIOJIb30BAHUE UMMYHO/EIIPECCAHTOB U
CIVICHAKTOMMIO. [Ipe/mecTByromee yeTaHoBe-
HUIO I0CTOBEpHOro ArarHo3a [THI' nenpasuib-
HOE JIEYEHUE MOXKET CIYKUTH JOIOJHUTENb-
HBIM (DAKTOPOM PHCKA PA3BUTHSA TPOMOO3OB U
MHDEKIMOHHBIX OCTOKHEHUI [0].

B nacrosmee spems mia neyenus [THI uc-
TIOJIb3YIOT /IBA METO/A:
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1. TpaHCmaHtanus — TEMONOITHYECKUX
crosioBblx Ketok (TICK) sBmserca eauHCT-
BEHHBIM PaJIMKATbHBIM  CIIOCOOOM  JIEUCHUA
[THT. Opnako nposezienue TICK B3poCIbIM 11a-
[IUEHTAM ACCOLIMUPYETCA C BHICOKOM YaCTOTOM
TSUKEJIBIX  OCJIOKHECHUI U BBICOKOH JIETAIBHO-
CTBIO. B IaHHOM CBA3M «KIaccuuecKas> Gpopma
[THT 60nee HE ABMAETCA MOKA3AHUEM YIS IPO-
BeaeHna TICK y B3pOCIBIX NIPU YCIOBUH JIOC-
TYIIHOCTH IIATOT€HETUYECKOTO JleueHus [§; 9).

2. B OTeYeCTBEHHBIX PEKOMEHAIMAX [6]
IPEYIAraeTCs UCIONb30BATh [TATOICHETUYECKYIO
TEPAIHNIO SKYIN3yMaOOM. DKYIU3yMaO NPE/ICTaB-
JIET COO0M T'YMAHM3UPOBAHHOE MOHOKIOHA/Ib-
HOE AHTUTENIO NPOTUB C5-KOMIIOHEHTA KOMILIE-
MeHT4d. JledeHne IKyIu3yMaboM — IPUBOJUT
K OCTAHOBKE BHYTPHCOCYAUCTOIO I'€MOJIN3a, UC-
YE3HOBEHUIO WIM YMEHBIICHUIO TPAHC(Y3UOH-
HOM 34BUCUMOCTY, CHIDKEHHUIO YACTOTHI TPOM-
OOTHYECKUX ~OCJIOKHEHUM, YIYYMIEHUAIO WA
CTAOWIM3AMHN (PYHKLIMHU TIOYEK, CHIDKEHUIO BbI-
PKEHHOCTH JIETOYHOH TMIIEPTEH3UH U B LIETIOM
K JIOCTOBEPHOMY YBEJIMUCHUIO IPOJOJDKATE/b-
HOCTH ;Xu3HU nauyeHTos ¢ [THI [Tatorenernue-
CKast Teparust IKyIU3yMaboM PEKOMEH/yeTCs [6]
nanyenTam ¢ ITHI ¢ akTUBHBIM BHYTPHUCOCY/U-
CTBIM TeMO/mm3oM (yposenb obmert JIII' 6onee
1,5 BepXHEI IPAHULIBI HOPMBI).

Lens uccnedosanuss — Ha IIPUMEPE UCTO-
pun 60ne3uu nanuenTtku ¢ ITHI nokasats oco-
OEHHOCTH KIMHUYECKON KAPTUHBI 3TOTO Op-
(haHHOTO 3200/1€BAHUA U IPOJAEMOHCTPUPOBATD
3(QQEKTUBHOCTD UIUTENBHOIO I1ATOTEHETHYE-
CKOT'0 JICYEHHUA.

KIMHUYECKUAA CIVYAT

[TanmenTtka Y. Habmogaercs reMaToaorom
¢ 30 ampens 2010 1. C 2002 1. cTpajaeT aHeMu-
eil. B redenue 8 sier nosydana npenaparsl xKe-
ne32, BUTAMUH B, 6€3 IONOKUTENBHON J{MHA-
mukn. B o6mem anamse kposu (OAK) B 2000 .
3APETUCTPUPOBAHA  HOPMOXPOMHAA — AHEMHUA
JIETKOM CTENEHU C PETUKYIOLUTO30M 3,8 %.

B 6uoxumuueckoM ananmmse kposu (BAK) or
28.01.2008: 06mmit GummpyorH — 35 MKMOJb/II,
CBOBOIHBINA OGUIMPYOUH — 26 MKMOIb/M, AJIT —
24 ME/n, ACT - 82 ME/n. Habmopanach uH-
(PEKIIMOHNUCTOM € JWATHO30M: XPOHHWYECKUN
KPUIITOTEHHBIN T€MIATUT, HAYAIbHBIE IPU3HAKA
NOPTAILHON TUNEPTEH3UU. MCKIOUEHA OHKO-
TATOJIOTHA P CKPYITYIE3HOM OOC/IEI0BAHNY B
TEPANECBTIYECKOM CTarmoHape B uione 2009 T.
(OIC, RRS, Y31 6promHoi I0N0CTH). YPOBEHD
BUTAMUHA B, 1 (pOMMEBOM KUCIOTHl B HOPME.
YibTpassykosoe uccnenosanue (Y3M) 6prom-
HoH nonocty 23.04.2010: muddysHbie nzmMeHe-
HUA TICYEHH, MOKENYI0YHOM sKene3bl. [Ipu-
3HAKN XPOHMUYECKOTO XOJNEIUCTUTA. YMEPEHHAA
CIUIEHOMETANA. [TMenoIKTa3us Crpasa.

B punamuke 3a 2008-2009 rr.: remorno-
6un B mpesenax 79-96 r/i, peTHKYIOIHUTO3
HE OIICHUBAJICA, YMEPEHHAd TPOMOOIUTOIIE-
s - (130-180)-10°/n, Jneiikonenust —
(3,0-3,4)-10°/1. B 6MOXUMHYECKOM aHANIU3E
Kposu oT 28.01.2008: runepbunmupyorHemMus
(06T OUIMPYOUH 35 MKMOJIB/JT) 3 CUET (PpaK-
MK CBOOOJHOTO OWIMPYOUHA 26 MKMOJb/I,
VBEIMYECHUE  ACTMAPTATAMUHOTPAHC(HEPA3HI
(ACT) 1o aByx HOpM (82 ME/m).

[Ipy NepBUYHOM HOCTYIUVIEHUH B OT/EIe-
HHUE TeMATOJIOTUY MAIMEHTKA PEIbABIIANA JKa-
JI0OBI HA OOIIYIO CTA00CTB, HKENTYIIHOCTh KOXKH
U CKJIEP, IOTEMHEHUE MOYH, TSDKECTb B JIEBOM
nozpedepbe.  COCTOAHUE  CPEAHEN  TAKECTH.
Al=110/70. YCC =88 B muH I TOH OCIA0NIEH
HA BEPXYVIIKE, 3/1eCh K€ CIAOBIN AYIOMMUN IIyM.
B nerkux 6e3 naronoruu. Kusot 6e360/1€3HEH-
Hbill. [leyenp Ha 1 cM HWXKE Kpasg peOGepHON
JIYTH, CEJIE3EHKA HE NAIBIUPOBATIACE.

Anamues xusnu. Popunacs B Ilepmu. Poc-
Jd U PA3BUBATACH COOTBETCTBEHHO BO3PACTY.
O6pa3oBaHuE CPEAHETEXHUYECKOE, TPodec-
CHOHAJIBHYIO BPEAHOCTb OTpHLdeT. B Hacros-
mee BpeMd unBanmyg I rpynmnel. 3amyxeM, je-
Ten HeT. bepemenHoctm — 0, MeHOmIAy3a C
2010 1. [lepeHeceHHbIE 3200IEBAHNA: XPOHUYE-
CKWI1 IUETIOHE(DPUT.
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OAK or 30.04.2010: remorno6un — 81 r/x,
PETUKYIOLUTO3 — 3,2 %, TPOMOOLIUTOIEHUA —
90-10°/11, TIOBBIIIEHUE YPOBHS JAKTATACIHIPO-
renassl (JIII) po 1730 Ell/n u npamoro 6uiu-
pyouHa 10 7,0 MKMOb/J, ClIe/ibl YPOOUIMHA B
MOYE, OTpHULATENbHAA IPo6a KymOca, MapKepsl
TENIATUTOB HE BbIABICHEL

Muenorpamma ot 30.04.2010: myHKTaT KO-
CTHOI'O MO3Ia KJICTOYHBIA. [paHyIOnUTapHbIN
POCTOK ~ CYKEH. DPUTPOUAHBIA  PaCIIMPEH
(62,4 %), BCTPEUAIOTCS €IMHUYHBIE MErano6a-
CTBL. Merakapuornuros 0 60 B Ma3Kax, OTIIHY-
POBKA TPOMOOLIUTOB COXPAHEHA.

3aK/Io4eHre: HOPMOOIACTUYECKA PeaK-
1 KOCTHOIO MO3IA C €MHUYHBIMU METan00-
nacTamu. PacpeHue MerapocTka.

B cBa3u ¢ T€M, UTO ObLIA 3AM003PEHA Ay-
TOMMMYHHAS T€MOTUTUYECKAS AHEMUS, TIPOBE-
JIEH KypC ITIIOKOKOPTUKOCTEPOU/IOB (TIPEAHM-
3010H) 1 Mr Ha 1 Kr Beca B Teuenue 10 gHEn.
Cocrosuue 6e3 AMHAMUKY. PELIIMBBI FEMOIN32
B TeueHHe Mecdaua (cyodedpunurer, Hapac-
TAIOMWI [IUPKY/IATOPHO-TUIIOKCUYECCKUN  CHH-
ZPOM, 3MM30/bl MOTEMHEHUA MOYHU /IO TEMHO-
BUIIHEBOTO I1BETA B JAHEBHOU IIOPLIUM, UKTE-
PUYHOCTD KOKH U CKIep). Bo Bpema npuctymna
TEMONU32 B TEMOTPAMME: THUIEPPETEHEPATOP-
Had (PETUKYIOLUTO3 10 59 %) aHEMUSA THKETION
crerneHu (reMorno6un — 60 /1), TPOMOOIIUTO-
nenus — 155-10°/n, nefikonenus — 2,6-10°/n,
obmuit GumpyouH — 44 MKMOJb/J, IPAMON —
1,8 MKMOJIb/JI, NOBBINIEHUE TPAHCAMUHA3 [0
Tpéx HOpM (ACT 84,2 ME/n, AT -
40,2 ME/n), JIIT - no 2520 El/n.

B mrone 2010 . B PI'BYH «Kuposckuit Ha-
YYHO-UCCIE0BATELCKAN UHCTUTYT T€MATONO-
TMU U TIEPEeNUBaHNA KpoBU DeiepanbHOrO Me-
JIMKO-OMOJIOTMYECKOrO  ATE€HTCTBAd», T. KUpOoB,
IpY MMMYHO(DEHOTUIINYECKOM HCCIEAOBAHNIN
KIETOK MEPU(PEPUIECKON KPOBH OOHAPYKHU-
JIOCh HAIMYME KIOHA MOHOLMTOB, JE(PEKTHBIX
no akcnpeccun GPI-6enkoB (penorun CD14,
CD16, CD59, CD66b) 1 KIOHA IPaHYIOIHUTOB,
fie(heKTHBIX 10 AKcpeccuu GPI-6e1KoB ((heHo-
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i CD55, CD59, CD66b), 9TO TMO3BOIUIO T0-
crasuth auarHo3 [IHI. B centabpe 2011r. B
maooparopun  CIIGIMY  vMeHM — dKajieMMKa
WL [TaBnoBa mpoBEAECHO LUTO(PIIOOPUMETPHU-
YECKOE MCCIEIOBAHUE, COIMIACHO KOTOPOMY
CyMMapHad Benu4yrHa spurpouurapHoro ITHI-
KIOHA Obuta 381 %, TIPAHYIOUUTAPHOIO —
74,5 %, MOHOLUTAPHOTO — 84,3 %.

C HOg6pa 2011 1. MONy4YaeT TEPANUIO 3KY-
JU3yMaOOM: CHAYaJId B PEKUME MHJYKIINY, 33-
TeM nojiepkuBaiomas (asza 900 Mr B/B Ka-
TEIBHO KAKIBIE IBE HEEH, IPUEM (DOIUEBOEH
KUCJIOTSL, orjeHKa [THI-ki1oHa oguH pas B rof.

[IepeHOCHMOCTD  TEPAIINN  YOBJICTBOPH-
TEJbHAA — TEMONTUTUYECKUE KPU3bl OTCYTCTBO-
BA/IM, TPOMOO30B HE OBUIO, TEMATONOTMYECKUE
TNOKA34TENMN  CTAOWIbHBL (LIUTONEHUSA JIETKOK
CTENEHN), AMNU30/J0B TOTEMHEHNS MOYU HE OT-
Mevaa. [10 3mMeMuONOrTIECKUM TTOKA3aHUAM
(B cBA3U ¢ KapantuHoM 1o COVID-19 B orze-
JIEHWM T'eMATONOIMU IIEPMCKON KPAeBOM KIIM-
Huueckor 6ompHULE (TIKKDB)) nepepsis Mexy
BBEICHIAMU  yyuHICS ¢ 18062020 1o
24.08.2020, B CBA3M C YeM OTMETHIA TOSABICHUE
KPACHON MOYM, HAPACTAOMYIO OOWyI0 CJId-
6octe. Ha (hone BO30OHOBIEHUSA crienuduye-
ckoro nedenus 24.08.2020 cocroguue Crabu-
JIU3UPOBATIOCH, TEMOJIN3 KYIIUPOBAH.

C 31.08.2020 ormermna 3MU30/bl IOBBI-
IEHUA TeMIIEPaTypsl Tesa 10 38 °C, MoABUINCH
NPUSHAKN JU3YPUU (JUCKOM(POPT U ACKEHUE
IPU  MOUEHUCIYCKAHUM), HAYald TEPAIUIO
HOpOakTMHOM. Ha (poHe Tepamuy OTMeTHIa
HAPACTAHWE  TPOSBICHUN  LUPKYIATOPHO-
TMIIOKCHYECKOTO CUHAPOMA, OJHAKO JINXOPA/IKA
W AU3ypus ObUIM KyNUPOBAHBL [Ipn KOHTpONE
TEMOTPAMMBL: SPUTPOIUTH — 1,.94:10 B 1 MK,
reMorIo6ud — 69 r/71, TpoM6onuTe — 209-10
B 1 MKJI, PETUKYIOLUTEL — 9,58 %, JIEAKOLUTH —
2,79-10° B 1 mrn, COD - 52 mm/u. 02.11.2020
BBITIOJHEHO OYEPEAHOE BBEACHUE KYIM3yMada
Ha (poHE TPAHC(DY3UU IPUTPOB3BECH (KOPPEK-
1S AHEMUH JIO0 CPEHEN TskecTn). [Ipu 1006¢-
neposanuu ITHP Ha SARS-CoV-2 ot 03.11.2020
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HOJIOKUATENBHBIA. B MH(EKIMOHHOM  OTjieNe-
HUM TIPOBOJMIACH NOCUHAPOMHAA TEpPAINs, B
TOM YKCJIE TPAHCPY3Us 3PUTPOB3BECU C UH/U-
BI/IyAJIbHBIM TIOAO0POM. B CBAA3M C nOTy4eHneM
OTPULIATE/IbHBIX ~ PE3Y/IbTATOB  MA3KOB  Ha
COVID-19 nepeseseHa B OTAENEHUE IEMATOIO-
YU ¥ XUMOTEPAIIHH, I7IC BBITOIHEHO OYepEeIHOE
BBE/ICHUE 3KY/IM3yMabd. MEXKYpCOBOM IEpephIB
6e3 NH(MEKIIMOHHBIX ¥ TEMOPPATNYECKUX OCTIOK-
HeHM. Peryyba reMosm3a He orMedana. Jlanee
IUIAHOBAA TEPAIIKA TIPOOJLKEHA.
YIbTPA3BYKOBOE ~ HCCICAOBAHME  OT
15.12.2022. TleyeHb: pasMephbl HE YBEIUYECHDL
KBP - 150 MM (HopMa 10 15 cm), I — 70 MM
(Hopma 710 8 cm). Kontyphl posHble. Karcyma
npocnexusaercd.  Ilapenxuma  OfHOPOJHA,
HOPMAJIbHOY 9XOT€HHOCTH. O4YaroBbIX 06pa3o-
BaHUI HE BBIABJICHO. BHyrpuredeHoYHble
JKEYHBIE TIPOTOKM HE pacmupeHsl. Cocyau-
CTBIII PUCYHOK COXpaHeH. [lopranbHad BeHa
10 MM - He pacmmpeHa (HOpMa 10 14 Mm).
JKeTdHbI My3bIPh: IPYIEBUAHON (POPMBL Pa3-
Mepbl OObIYHbIE. CTEHKM HE YTOMMIEHBL B 11y-
3bIPE BU3YAIM3UPYIOTCA MHOXKECTBEHHBIC MEJI-
KM€ KOHKPEMEHTBL X0€/I0X 4 MM, CBOOOJIEH Ha
BUUMOM IPOTKEHUU. CeNe3eHKA: HE YBEIU-
yeHa. Pasmepnl 114 x 40 mm. Tomorenna. Hop-
MaJIBHOM 3XOICHHOCTH. [IOYKM: MOTOXKEHHE
TUINYHOE, (POpMA 00bIYHAA. KOHTYpPBI POBHBIE.
Kancyna npocnexusaerca. Pasmepnt ILIL -
103 x 53 mm, JLIT. = 112 x 49 mm. [Tapenxuma
14 mm, romorenHa. Crpykrypsl YIC He paciuu-
penbl. KoHkpemeHTOB HE BbIABICHO. CBOOOJ-
HOM XWJIKOCTU B OPIOIIHON IIOJOCTH HET. 3d-
Kmovyenue: JKKB. KanpKyne3Hbi XONEeUCTHT.
[Ipu o6cneosanuu B sguBape 2023 1. Co-
XPAHAIACh 001[ad C1A0OCTh, yTOMIAEMOCTD TIPU
(usnueckort  Harpyske. OO6miee  COCTOAHUE
yposrerBopurebHoe. CO3HAHKME ACHOE, MHUTA-
HUE JIOCTATOYHOE. BujMple CIM3UCTBIE OMen-
HBIE C KEITYIIHBIM OTTEHKOM, CKIEPhI CYOUK-
TepuyHble. Ha HIKHUX KOHEYHOCTAX CETb MOJ-
KOKHBIX PACHIMPEHHBIX BeH. [lepudepuyeckue
TUMQOY3/IBl HE YBEINYEHBL [ledeHb 1o Kpaio

pebepHON JiyrH, cene3éHka o Canmu He Majb-
IUPOBAIACD. [eMOMHAMUKA CTAOW/IbHASL

OAK or 26.01.2023: runepxpomHas pere-
HEPATOPHAs AHEMUA CPEIHEN TKECTH (IPUT-
porrsl  (RBC) - 2,71-10%/m;  remorno6us
(HGB) - 99 r/m; rematokpur (HCT) — 29,70 %;
cp. comepxanue HGB B spurponure (MCH) —
36,50 mr, perukynonutsl (RET %) — 6,24 %
(0,20-1,20)). YMepeHHad JIEHKONEHUs (JICHKO-
mutel (WBC) — 346:10 °/m). Obmuii aHams
Mour oT 20.01.2023 — 6e3 0COOEHHOCTEI.

BruoxuMuyeckuin  aHaiu3  KpoBU  OT
26.01.2023: menounas docdaraza — 80 exn/r;
ACT - 24,3 en/m; AJIT — 24,5 en/n; ramma — ['TTT
38 ex/m; o6 6enok — 74,1 r/m1; a1b0yMUHBL —
45,3 1/m; 6unmpybun obmun — 38,0 MKMOJb/JL;
IOKO32 - 4,72 MMOJb/I; KPEATUHUH -
78 MKMOJTb/TT, MOYEBUHA — 4,6 MMOJTB/T (2,8-7,2).

Knunuueckuii  ouazno3. OCHOBHOIL
D59.5. [apokcu3ManbHasg HOYHAA TEMOITIOOU-
HYpHA, KIACCUYECKAS IeMOUTHYECKAA (POpMa,
XPOHMYECKUIT  BHYTPUCOCYAUCTBIM  TEMOJIUS,
YaCTBIE IEMOJMUTUYECKUE Kpu3bl. COCTOAHKE B
TIPOLIECCE TAPIETHON TEPAIUU IKYIU3yMAOOM
(¢ 11.2012). ConyrCTByIOIUIL: KETYHOKAMEH-
Has 6071€3Hb. XPOHUYECKHI KAJIbKY/IE3HBIN XO-
JIELUCTUT, PEMUCCUA. XPOHWYECKUN MHENO-
HE(pPUT, JATEHTHOE TeYeHHUe. XPOHUYECKUN
LIMCTUT, JIATEHTHOE TedeHue. HejocTaTouHoCTh
Kapauy. JIMcOMO3 KUINEYHUKA. XPOHUYECKUIT
reMoppor, BHE 0OOCTpeHus. BapukosHas 60-
JIE3Hb HWKHUX HIDKHUX KOHEYHOCTEH. OCI0X-
HEHUA: JUCQYHKINA ITIAAKOM MYCKYTATYpBL
XpoHnyeckuit 3anop. JUCKUHE3Ud TOJICTOM
KULIKY 110 TUIIOMOTOpHOMY Tuily. XBIIC2. Muo-
KapauozucTpodua H1.

PE3YJIBTATBI U UX OBCYKTEHUE

Takum 00pa3oM, UHTEPEC JAHHOM JIEMOH-
CTPALMU 3AKIIOYAETCS, BO-IIEPBBIX, B TOM, YTO
OT IIEPBBIX NIPOABIECHUI 3200JIEBAHNA (AHEMA )
J10 TIOCTAHOBKY JIMArHO32 IPOIWIO 8 JIET. 32 3TO
BpEMA MALMEHTKA 6€3 3(p(deKra monydmna He-
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CKOJIBKO KYPCOB IIPENAPATOB Ke/E3d, BATAMUHA
B,,, (onmeBoit KUCIOTHl M CUCTEMHBIX IJIIOKO-
KOPTUKOCTEPOU/IOB (IIPEAHU30JIOH).

CunraeM CBOUM JIONTOM HAIOMHHTB, YTO
[IHI' B OOJBIIMHCTBE CJIY4A€B PA3BUBACTCA IIO-
CTENIEHHO B BUJIE MEUIEHHO HAPACTAIOWIEH C/1a-
60CTH, YTOMJIAEMOCTH, SU30/I0B JKEITYXU U TEM-
HOI MOUHM, MHOITA C CyO(pEOPILHON TeMIIEPA-
TYpOW. BBIDLKEHHOE YXYIIIEHUE COCTOSHUA
MOKET HACTYIIATh B MOMEHT T'€MOJIUTHYECKOTO
Kpu3a [7], YTO U UMEJIO MECTO Y HAIIEH TALUCHT-
k. Kmunanueckue npossnenus [THI nenecoo6-
PA3HO P3EIUTh HA HECKOMBKO KaTeropui [6):

1. CUMIITOMBI, OOYCIOB/IEHHBIE TEMOJIATH-
YeCKOM aHeMuel. [IarrenTsl KamyloTca Ha II0-
BBIIIEHHYIO YTOMJIAEMOCTD, OJBIIIKY, TAXHUKAD-
JIIO, KENTYIIHOCTb KOKU U CJIU3UCTBIX, OTEM-
HEHUe MOYM (BIUIOTbH 10 4€pHOI). CocTogHne
MOXET 3HAUUTENBHO YXYAWATHCA BO BPEMA Te-
MOJIUTUYECKUX KPU30B, DPA3BUTHE KOTOPHIX
3244CTYI0 MPOBOLUPYETCS MH(PEKIUAMY, YTO
HMEJIO MECTO Y HAIICH MAUCHTKH.

2. CUMIITOMBI, OOYCIOBJICHHBIE TPOMOOTH-
YECKUMU OCTOKHEHUAMU. TPOMOO3bI ABJIAIOTCA
HAauOOIee YACTON MPUYMHON CMEPTH MAIIUEH-
ToB ¢ [THI. Benosusie TpoMO03bI BCTPEUAIOTCA
HECKOJIBKO YAllle APTEPUAIBHBIX ¥ XAPAKTEPHU-
3YI0TCS HEOOBIMHOH JIOKAIU3ALMEN: TPOMOO3BI
COOCTBEHHBIX BEH II€YeHH (CHUHAPOM bagna-
Kuapn), cocyoB IIOPTAILHOM CUCTEMBL, BEHO3-
HBIX CUHYCOB T'OJIOBHOT'O MO3Id. CUMIITOMATHKA
B JAHHBIX CIy4adX OLPENETAECTCA JTOKAIN3ALHU-
eit TpoM603a.

3. CuMOTOMBI, OOGYCJIOBJIEHHBIE ITAJIKO-
MBIIIEYHON JUCTOHUEH, TAKKE UMETU MECTO Y
MAIUEHTKA. [IPeANIONOKUTENBHO 3TA KATETOPUA
CAMIITOMOB  OOYCJIOB/ICHd HUCTOIIEHUEM IIy/Id
oxcuza azora (NO), aCCOLUMPOBAHHBIM C IIO-
BBIIIIEHHO! KOHIIEHTPAIUEN CBOOOJHOTO TEMO-
JIOOMHA B TUIa3Me Kposu. Hanbomee xapakrep-
HBIMU KJIMHUYECKUMU NPOSABIEHUAMU TJIAJKO-
MBIIIEYHON AUCTOHMK Y manuentos ¢ [IHD
ABJAIOTCS: IUC(ATUA U CIA3M MUIEBO/A, A6/10-
MUHAJIbHBIE GOJIH, SPEKTUIBbHASA JUCPYHKIHL.
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4. Jpyrue cummromel [lanpentsr ¢ IIHT
MMEIOT B 6 a3 6osee BBICOKUIT PUCK PA3BUTHS
XPOHMUYECKON 60me3Hn novek (XDBIT), 910 MOKeT
OBITb OOYCIOBJIEHO KAK TPOMOO3AMH MUKPOCOCY-
JIOB IIOYEK, TAK U MOBPEKAIOMIIM JEHCTBUEM [IE-
TIO3UTOB JKEJIE32, HAKAIUIMBAIONIEIOCA B IIAPEHXU-
M€ [IOYEK B PE3Y/IBTATE Paciajia 3pUTporutos [10].

Y HAmeN NANWEHTKH HAOMOAINCh CHUM-
IITOMBI TIEPBOM U TpeTbeil rpymil. Juarpos [THI
YCTAHAB/IMBACTCA HA OCHOBAHMU XapAKTCPHOM
KIMHUYECKON U JIAOOPATOPHON KAPTMHBI BHYT-
PUCOCYAUCTOTO TEMOMN3A (YTO UMENIO MECTO B
HAIIEM (JIy94€) U BBIABIEHUA B EPU(PEPUIECKON
Kposu TTHI-KIOHA METOAOM IPOTOYHOM LIUTO-
merpun. Cranpaprom auarHoctury [THI y manwm-
€HTOB C KIMHUYECKON U JTAO0PATOPHON KAPTU-
HOW BHYTPUCOCYUCTOIO T€MOJN3A ABJAETCA OIl-
penenenre GPI-CBA3aHHBIX [MIMKOIPOTEMHOB Ha
NOBEpXHOCTH 3putporutoB (CD5Y), HerTpodu-
1o (CD24/FLAER), mononuros (CD14/FLAER)
METOZIOM TIPOTOYHON [IUTOMETPHH [0)].

Bo-BTOpBIX, B CTAThE IPOEMOHCTPUPOBA-
HO jyaTenbHoe (13 er) ap@eKTuBHOe pumMe-
HEHME IATOICHETUYECKON TePaluu I'YMAHU3U-
POBAHHBIMM MOHOKJIOHAILHBIMU  AHTUTETAMU
poTuB C5-KOMIIOHEHTA KOMIUIEMEHTA (3KY/IHU-
3yma0). [Ipu 3TOM CresiyeT OTMETUTD, 4TO B JIU-
HAMUKE TIPU JIEYEHNH OOHAPYKEHO HEKOTOPOE
YMEHDBIIEHUE PA3MEPOB CENE3EHKU T10 JJAHHBIM
VIBTPAa3ByKOBOI'O UCCIEN0BaHUA OT 15.12.2022
B cpasHenuu ¢ 23.04.2010.

B-TpeTpux, mogBieHUE Y MAUEHTKU WH-
TEPKYPPEHTHON HOBON KOPOHABUPYCHOM WH-
¢dexuuu  (COVID-19) mocmyXuno MpuYrHON
00OCTPEHUS TEMOMN3, OJHAKO 0€3 O0COOBIX
TOCIEACTBAN 11 €€ 3710poBb. OO6OCTpEHnE
KYIIMPOBAIOCH BBEJCHAEM SKYIU3yMa0a.
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®unancupoBanue. lccnenosanue He
UMEJIO CTIOHCOPCKOM MOJJIEPIKKU.

Koundaukr uHTEpECOB. ABTOpH 3a5B-
JIFIOT 00 OTCYTCTBUM KOH(/IMKTA UHTEPECOB.

Bxu1az aBTOPOB PABHOLICHEH.

baarogapHOCTb: aBTOPBI BRIPAKAIOT O1d-
TOZIAPHOCTL 32 IPEIOCTABIEHHYIO HH(OPMA-
MIO 32BEAYIONIEN OTIENEHUEM T€MATOIOTNU U
XuMuoTepanuy [IepMcKoi KpaeBou KIMHUYE-
ckort 6ompHunE! (ITKKB) Haramiu BopucosHe
KocayeBoy, a Takke BpayaM 3TOIO OT/EICHUA
Mapune Anbpenosne IIockux u Anapero
[TaBnoBruy MasbLieBy.
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