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Pesrome

B crarpe nmpeAcTaBA€HO KAMHIYECKOE HA0OAIOACHUE, ACMOHCTPHPYIOIIEE PEAKOE COYETAHUE ABYX Op-
¢hanBbIX 3260A€BaAHMIA Y B3POCAOI NAIMEHTKH: MEKPOCKOIIMYECKOT0 IIOAUAHIHMHATA M ATUITMYHOIO I'eMO-
AUTHKO-ypemudeckoro cuaapoMa (al'YC). YHHKaABHOI 0COOE€HHOCTBIO IIPEACTABACHHOI'O HAOAFOACHHA
ABAAICTCA PAa3BUTHE PAa3BEPHYTOM KapTUHBI TPoMOoTHYeCKOi Mukpoanruomnaruu (TMA) y manuenTku-
HOCHTEAS ITOAMMOP(dU3MA TeHa AnaruAranneposknHaspr-ancusoH (DGKE) B Bospacre crapme 30 aer,
YTO paHee He OBIAO OIIMCAHO B MEAMITMHCKOI AnTeparype. OcobeHHOCTH TeueHus 3a00A€BaHNA, C IIOA-
POCTKOBOTI0 BO3pPACTa MPOABAABIIETOCA MPOTEMHYPHEH U MEAACHHBIM IIPOIPECCUPOBAHUEM IIOYETHOMN
HEAOCTATOYHOCTH, IIO3BOAAIOT IIPEATIOAATATH XPOHUYECKOe cybxkanHmueckoe Teuenne TMA. B Bospacre
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34 AeT y manmeHTKH IPOU3OIIAO (PYABMUHAHTHOE IOPA’KEHUE JKU3HEHHO BA’KHBIX OPIaHOB B PAMKAX
AHITA-acconMupoBaHHOIO BACKYAUTA C Pa3BUTHEM AMAAHM3-IIOTPEOHON IOYEUHON HEAOCTATOYHOCTH
Y TEMOPPATHYECKOr0 AABBEOAMTA B COUETAHUN C KAMHUYECKOI KapTUHOM ocTporo am3oaa TMA. Beiaa
VMHUITIIPOBAHA AKTUBHAA MMMYHOCYIIPECCUBHAA TEPAINA BHICOKAME AO3aMH I'AIOKOKOPTHKOCTEPOUAOB
H IKA0pocaMUAa, 2 TAKOKE CeaHCaMH aasMooomeHa. OAHAKO, HECMOTP:A HA IIOAOSKUTEABHYFO AUHAMUKY
A€TOYHOTO IIPOIECCA, Y MAIIMEHTKH COXPAHAAACE TKEAAA ApTEPUAAbHAA TUIIEPTEH3HA, IIPOTPECCHPOBAAT
TeMOAMTHYECKAA aHeMusA U Tpombonuronenns. HeadppexkrnBHOCTE MPOBOAMMOIO A€UEHUA U IIAA3MOpE-
3MCTEHTHOCTb CTAAU ITOKAa3aHUEM K Ha3HAYeHHI0 aHTaronucra C5a KoMIoHeHTa KOMIIAEMEHTA — IKYAH3Y-
Ma6a, IpUMeHEHHE KOTOPOTO IM03BOAMAO AOOHUTECSA CYIIECTBEHHOIO YAYUIIEHHA KAMHUKO-AA00paTOPHBIX
ITOKA3aTeACH, OAHAKO (DYHKIIHA ITOYEK He BoccTaHoBMAACKk. Ha npeacraBaeHHOM npumepe obcykaaerca
B3anMOoCBA3b cucteMbl KommaemenTa 1 DGKE B marorenese 3a60AeBaHuUsA, a TAKOKE 3HAYCHHE aKTHBALINI
cucrembl KommaemeHnTa npu AHITA-acconmmpoBaHHBIX BACKYAUTAX.

Abstract

We present a clinical case of a 34 years old female patient who simultaneously developed two rare
conditions: microscopic polyangiitis and atypical hemolytic uremic syndrome (aHUS) associated with a
polymorphism in diacylglycerol kinase-¢ gene (DGKE), which seems to be the first case of aHUS associated
with DGKE mutation in an adult patient. We suggest that the patient experienced chronic subclinical
course of thrombotic microangiopathy (TMA) since adolescence, because persistent proteinuria and slowly
progressive chronic kidney disease were first found when she was at the age of 13. She developed ANCA-
associated vasculitis at the age of 34 with dialysis-dependent renal failure and alveolar hemorrhage that were
accompanied by an acute episode of TMA. Treatment with high-dose of corticosteroids, cyclophosphamide
and plasmapheresis was initiated. Alveolar hemorrhage have been resolved. Howevert, severe hypertension,
hemolytic anemia and thrombocytopenia persisted despite treatment. Plasma resistance was considered to
be an indication for treatment with eculizumab, which proved to be beneficial. However, kidney function
did not recover. Possible interactions between complement system, DGKE and their possible role in the
pathogenesis of TMA are discussed.

Key words: atypical hemolytic uremic syndrome, thrombotic microangiopathy, ANCA-associated vasculitis, microscopic

pobyangiitis, complement, eculizumab, diacylglycerol kinase-e
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B macrosiee Bpemsa AOKa3aHa KAFOUEBAS POAD AKTH-
BAIIMH CHCTEMBI KOMIIAGMEHTA B PA3BUTHH IIIHPOKOTO
Kpyra 3a00oAeBaHmit BHYTpeHHUX opranos [1, 2. I1pu
3TOM AAfl IIEAOTO PAAA HO3OAOTHIA, TAKHX KaK IAPOK-
CHM3MAAbHAA HOYHAS ITeMOTAOOMHYPHSA, ATHIIMYHBIH re-
MOAHTHKO-YPEMHYECKUI CHHAPOM, OOAE3Hb OTAOKEHIS
IIAOTHBIX ACITO3HTOB, AUCPETYAAIINSA CHCTEMBI KOMIIAE-
MEHTA IBAAETCA IIEPBUYHBIM 3BEHOM IIaTorenesa. B o
7K€ BPEM# ITPU MHOTUX APYIUX 3300 ACBAHUAK AKTHBAIIHA
KOMITAE€MEHTA 110 KAACCHUECCKOMY HAH AABTEPHATHBHOMY
IIyTH, XOTA 1 HOCUT BTOPHYHBIH XapakKTep, ABAACTCSA 3Ha-
YIMBIM MEXaHU3MOM PA3BUTHUA TKAHEBOTO IIOBPEKACHIA
U TIOAACPZKAaHHA CUCTEMHOTO Boctaaerns (Tabamma 1).
Co MHOTHIMH M3 HUX HEPEAKO CTAAKHBAFOTCA B IIOBCEA-
HEBHOII IIpakTuKe HedppoAorn u peBMaToAOrd. Mbl Ipu-
BOAMM KAHMHHYECKOE HADAFOACHHE ITAIINEHTKH, KOTOPOE
AEMOHCTPHPYET BO3MOAKHOCTH OAHOBPEMEHHOTO PA3BH-
THA ABYX PEAKHX CHCTEMHBIX 3a00AEBAHHIA, AA KOTOPBIX
XapaKTEPHO BOBAEYEHHE B ITATOAOTMYECKUI ITPOIIECC
CHCTEMBI KOMITAGMEHTA.

Kannnueckoe Hab0ArOA€HHTE
B Bospacre 13 aer (1995 r.) y manmerrrku 7K. 6p1a2 BBI-

sBAeHa croiikas nporennypus (ITV) Ao 0,3 r/A, kotopas
B TE€UEHUE AAUTEABHOIO BPEMEHH HE COIPOBOKAAAACH

N3MEHEHHAMH MOYEBOIO OCAAKA MAHM HAPYIIEHHEM
pyHKIIIM [TOYEK B PACIIEHUBAAACH KAK IIPOABACHHE 00-
MEHHOW HedPOIATHH, XOTH AOIIOAHHTEABHOIO 0OCAe-
AOBAHHSA HE ITPOBOAHAM.

B Bospacre 26 aer (2008 1.) pasBraach BbIpakeHHAsA
obrmas cAabocCTh, CHIKEeHHE Macchl TeAd. [1pn perrre-
HOrpadun OPraHOB IPYAHOH KAETKH OBIAO BBIABACHO
AVCCEMUHHUPOBAHHOE ITOpakenne Aerkux. Hecmorps
Ha OTPHIIATEABHBIE PE3YABTATHI IIOCEBA MOKPOTBI HA MH-
KoDakTepus 1 IpoOer MaHTy, AMArHOCTHPOBAH AUCCEMU-
HUPOBAHHEI TyOepKyAes Aerkux. B regenne 9 mecaries
IIPOBEACHA IIPOTUBOTYOEPKYAC3HASA TEPAIIHA (ITAMOYTOA,
nupasnHamMuA, GruBasuA) ¢ 3deKToM B BUAEC 00pat-
HOTO PasBUTHA H3MEHEHNUH B Aerkux. Cocrosmue (pyHk-
LMY [TOYEK HA TOT MOMEHT HEU3BECTHO.

B 2010 r. mpu mAaHOBOM OOCACAOBAHII BIIEPBBIC OT-
MEUEHO ITOCTEIIeHHOE HAPACTAHHE YPOBHA KPEATHHIHA
cesoportku (CKp) Ao 121-135 mxmoas/A. OaHAKO 06-
CACAOBAHUE C IICABIO YTOYHEHUS IPUYNH CHIKCHUA
dyHKIHIH 1OYEK y 28-A€THEH AEBYIIKH IIPOBEACHO
He OBIAO.

[TarenTka OTMETHAA YXYAIIICHHE OOITIErO CAMOYYB-
crBus B Mae 2016 T., KOTAA ITOABUANCE U CTAAN HAPACTATD
001mas cAadOCTb, TOITHOTA C SITU30AAMI PBOTHI M CHHU-
eHre Macchl TeAa. [Tpn oOcAeAOBaHIN BIIEPBEIE BBIAB-
A€HA TAAKEAAS APTEPUAABHAS THIIEPTEH3UA C SITU30AAMH
nossinenus AA makcumaasao Ao 200/110 mum pr.cr.,
COIIPOBOKAABIITIMICSA HHTEHCUBHOM F'OAOBHOM OOABIO,
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Tabauya 1 | Table 1

ITpumepsl 3a60AeBaHMIT, ACCONUUPOBAHHBIX C AUCPEIyAALNIUEH CHCTEMBI KOMIIAEMEHTA

Diseases associated with complement system dysregulation

KOMITAEMCHTA HOCHUT

BTOPHUYHBII XapaKTep nyprypa

I'emarosormueckme Heremarosormaeckue
AxruBanus [NapokcuamaabHas HOYHAS TEMOTAOOHHYPHA | BOAE3HD OTAOKEHIS ITAOTHBIX ACIIO3HTOB
KOMIIACMCHTA — ATHITHYHBI TEMOANTUKO-YPEMIYCCKII C3-raomepyaonarmst
VICPBITTIHOC SBEHO CHHAPOM Bospacraas maxkyaapHas AereHepanus
IIATOTEHE32
Axrusanus AYTONMMYHHAS TEMOAHUTHICCKAS AHEMIUS Karacrpodrraeckmit anTrd0ChHOAUITHAHBIR CHHAPOM

TpomboTHaecKan TPOMOOIINTOIIEHITIECKAS

CucremHas KpacHast BOAYAHKA
PesmaronaHbIil apTpuT
CucremHas CKACPOAECPMEA

CucremHbIe BACKYAHTHI C ITOPAKEHIEM COCYAOB MAAOTO
AMAMETPA

boaesns Ilerpena

AepmaromMuosut

ITpeakaamrrcus

HELLP-cuaApom

Ocrpoe ryMOpaAbHOE OTTOP/KEHIE TPAHCIIAAHTATA
Wudapkr muokapaa

Cerrcuc

Ocrperil pecrmpaTOpPHBIN ALCTPECC-CUHAPOM U APYTHE

xord A0 2016 r. mpu msmepennu AA mpeumyime-
CTBEHHO PErUCTPUPOBAAN IIOHUKEHHBIC 3HAYCHUA:
90-100/60-70 mm pr.cr.

[To AaHHBIM OOCACAOBAHUSA IO MECTY KHTEABCTBA
15.06.2016 ormeueno HapacTaHUE A30TEMHIN: KPEATHHIH
147 MxmMOADB/ A, MOYeBHHA 8,4 MMOAB/A TIPH HOPMAAB-
HBIX ITOKA32TEAAX OOINEro aHAAN3a KPOBU (IE€MOTAO-
6un 127 v/ A, spurpormtsr 4,26X1012/A, TpomGormTer
316X10%/A). TTarmentka Gp1a2 0GCACAOBAHA TEPALIEBTOM,
racTPOIHTEPOAOTOM, AAAEPTOAOIOM, HEBPOAOTOM, ITPH-
YIHHEI JXYAIICHIA CAMOYYBCTBHSA YCTAHOBACHEL HE OBIATL
MPT roaoBHOTO MO3ra IaTOAOTHH He BbIABHAA. [Ipn
OI'AC ormcansl ABACHHA ITOBEPXHOCTHOTO IaCTPUTA.
B redenue HECKOABKEX MECAIIEB IIPOBOAUAOCH CHMIITO-
MATHYECKOE ACYEHHE C HCIOAB3OBAHUEM PA3AHIHBIX
kaaccos HIIBIT, mpokunernkos, racrporpoTeKropos,
IIPOTHBOMUTPEHO3HBIX ITPEIAPATOB O€3 CYIIECTBEHHOTO
adpdexra. CaMOUyBCTBIE IAIIMEHTKH IIPOAOAKAAO YXYA-
IaThCA, Ha (hOHE COXPAHAIOIIEHCH THKEAOH IIAOXO KOP-
pUTIPYEMOH apTEPHAABHOM THIICPTECH3UH YCHAHNAACDH
BBIPAXKCHHOCTD AHCIICIICHYCCKUX HAPYIICHUH, yIACTH-
AVICB SITH30ABL PBOTHL.

B moabpe 2016 r. mpu 0OCACAOBAHIH B AMHAMHKE
BBEIIBACHO OBICTPOE HAPACTAHHE YPOBHS KPEATHHIHA
A0 490-615 MKMOAB/ A, MOYEBIHEI A0 26,5 MMOAB/ A,
KaAmsA AO 5,60 MMOAB/ A. BriepBoie orveuena anemust (re-
moraobun 101 r/a). Tlpu V3 1 koMIbIOTEpHOI TO-
morpadpun 6€3 HCIIOAB3OBAHISA PEHTTEH-KOHTPACTHOTO
IIperapaTa CTPYKTYPHBIX H3MCHEHUI ITIOYCK H MOYEBBIX
yreii He BrABAcHO. Hedppoaorom mmo mecty sxureabcTsa
AMATHOCTHPOBAH XPOHHYECKHI TyOYAO-HHTEPCTUIINAAD-
=Bl HeppuT ¢ POPMEPOBAHUEM XPOHIIECKOH OOAC3HH

nouex (XBIT) 5 cr.
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B magaae aekabps 2016 r. B cBA3H ¢ HAPACTAIOIIUIMU
OTEKAMH H IIPU3HAKAMU YPEMUIECKON MHTOKCHUKALIHI
HAITMEHTKA OBIAA TOCIINTAAM3UPOBAHA B CTAI[MOHAP
110 MECTY KUTEABCTBA, TAC OTMEYICHO HAPACTAHUE YPOBHA
CKp a0 666 mxmoab/ A, TTY a0 2 1/ cyr, yeyryOaenue axe-
mun (remorao0us 90 1/ A), BriepBble BBISIBACHA TEMATYPUst
(5pUTPOLUTHI CIIAOIID B IIOAE 3peHws), obienre COD
A0 52 mm/ 4. Vposenb obmtero 6eaka (69,2 r/A) u anb-
Oymuna (41,1 1/A) COXpaHSACH B IPEACAAX HOPMAABHBIX
3HAYEHUI. broricns movkn me OpIAA BRITOAHEHA, TATOTE-
HETHYECKas Tepanms He IpoBoAnAack. 13.12.2016 mauaro
Aedenre rporpaMMmabmM reMoarasnzoM (I11A) B Amanms-
HOM IIEHTPE II0 MECTY KHTEABCTBA.

OAHAKO COCTOSHHE HMAIIHEHTKNA IPOIPECCHBHO
yxyarmasock: 23.12.2016 pa3sBuAach OABIIIIKA B KPOBO-
XapKaHbe, TOTPEOOBABINNE SKCTPEHHON TOCIHTAAN-
3AIMH B IIYABMOHOAOTUYECKOE OTACACHUE ITO MECTY
AKuTEABCTBA. KpOBOXapKaHbe COXPaHAAOCH B TEUCHIUE
5 amett. [Ipu KT opranos rpyaAHOI KACTKH BBIABACHA
KapTuHA HHPUABTPATHBHOTO ITOPAKEHUA OOOUX A€r-
Kux, Ha pone AN @y3HOro MHEBMOCKAEPO32 BU3YaAH-
3MPOBAHBI MHOKECTBCHHBIC Y3EAKOBOIIOAOOHEBIE IIE€pU-
BaCKyAfApHBIE 0OpasoBanud, B S8 cupasa, B S1, S2, §3
CACBA OIIPEACAAAKCH VIACTKH ITOHIKECHHON BO3AYII-
HOCTH 110 THIy "MaToBOrO crekaa". drusmaTpom mc-
KATOYCH aKTHBHBINA TyOepKyAe3 Aerkux. [1pu aaapHeii-
IIeM 0OCACAOBAHHUU aHTUTEA K 0a3aAbHON MeMOpaHe
KAYOOYKA He OOHAPYAKEHO, BHIABACHHBIE B BHICOKOM
THTPE AHTHTEAA K MHEAOIIEPOKCHAA3E B COYCTAHIH
C KAMHHYECKUMH B AaOOPATOPHBIMH AAHHBIMU (I10-
YEUHO-ACTOYHBII CHHAPOM) ITO3BOAHAN AHATHOCTHPO-
BATh MUKPOCKOIIMYECKUI ITOAMAHTUUT. DpiAa Hauara
KOMOMHUPOBAHHAS MUMMYHOCYIIPECCUBHAS TEPAIIHA
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METHAIIPEAHI30AOHOM 110 250 MI'B /B KkarreAbHO Nel2 ¢ o-
CACAVIOIINM IIEPEXOAOM Ha IIpuem per os 24 mr/cyr,
nukrodochamuaom o 200 mr B/B kameabHo Ne4.

[TpoBeaeHHOE ACUEHIE TIO3BOAUAO AODUTBCA KPATKO-
BPEMEHHOTIO YAVUIICHIA COCTOAHNSA MAIINCHTKH B BUAC
YMEHBIIICHHUSA OABIIIIKI U PErpecca KpOBOXapKaHbsA, Ha-
pacranus ypoBHS reMoraobusa A0 97 r/A, cHuKeHUS
COD a0 25 mm/a. OAHAKO PYHKLIUS TIOUEK HE BOCCTA-
HOBUAACDH. TPEXKOMIIOHEHTHAA AHTUTUIICPTCH3UBHAS
repanust dposunonpusom 40 mr/cyr, Guconpororom
2,5 mr/cyr, amaoaummEoM 10 Mr/cyT mosBoAMAA CTa-
Guansnposars AA B ipeaeaax 130-150/90-100 mm pr.cr.

Hecmotpsa Ha mpoaoAxaroreecs AedeHme, B cepe-
anne saBapsa 2017 r. BHOBb HAPOCAHU OABIIIIKA, OOIIasn
cAabOCTh, IPOrpeccupoBara aHeMuA (FeMOIAOOHH
A0 89-74 1/ A, ancao spurpormros 2,5X10°/ A), Briepsoie
ormedena Tpomboruronenus 146-69x10%/A, B cBszu
¢ uem 26.01.2017 r. marmenTka OBIAA TOCIIHTAAU3ZHIPO-
BaHA B peBMaToAOrmueckoe oraesenne Ne 1 kamHEKH
mm. E.M. Tapeesa.

[Tpu mocTynAeHUN B KAUHHKY OOABHYIO O€CIIOKO-
UAW BBIPQ/KECHHAA CAa0OCTh, IIAOTHEIEC OTEKH KOHEY-
nocrei, TomuoTa. Coxpandamucs nopsrmenne AA
A0 150/90 mm PT.CT. B AHAAH3-IIOTPEOHAS IIOYCUHASA
nepoctarounocts (CKp 574,6 MkMOAB/ A, MOYEBHHA
19 Mmmoab/ A mocae mpomeayp I'A), mporpeccuposasu
anemus (remoraobun 68 r/A) u TpomMboLUTOICHHS
(97%10%/ &). Mo4eBOIt CHHAPOM OBIA IIPEACTABACH LIPO-
tennrypueit A0 1,9 r/a, spurponurypueii Ao 8-10 B 11/3p.
Briepsere BesiBacHbl runionporenaemust (55,4 r/A) u ru-
noaasOymusemus (33,3 r/A) 6e3 popmuposarus Hedpo-
THYECKOro CHHApoMa. MeTopoM nmMyHOMDEPMEHTHOTO
AHAAM32 TIOATBEPKACHO HAAMYHE AHTUTEA K IIHTO-
maasme Heiirpoduros (AHLIA) k muesomeporcuaaze
21,2 ea/ma (HOpMa 0-5). COXpaHAANCH IPU3HAKH HH-
puapTpaTHBHOrO HOpAKeHUs AerkKux 0 AaHHbBIM KT
(Puc. 1).

KomMmeHTapuii peBMaToAora: 0COOEHHOCTHIO
HaOATOACHUSA SBAACTCA PA3BUTHE § MOAOAOH ITaIu-

CHTKH ITOYCYHO-ACTOYHOIO CI/IHAPOMa — COYCTAaHHOTIO
TAKEAOTO HOpa)KeHI/IH IIOYEK M ACTKHX, KAUHUYCCKH

Puc. 1. KomupsrorepHas ToMOrpaMma OpraHos
TPYAHOI KACTKH.
KT-kapTHHA HHTEPCTUITAABHOIO IOPA’KEHUA ACTKUX
(u3MeHeHuA 110 THUILy ''MaToBOrO crexaa'),
ABYCTOPOHHUE HH(HUABTPATHI

Fig. 1. Computed tomography scan of the chest.
CT-scan demonstrates interstitial lung involvement
(ground-glass opacity) and bilateral infiltrates
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MaHH(DECTUPOBABIIIEE OCTPHIM HE(DPHTIICCKUM CHHAPO-
MOM C OBICTPBIM (B TEYECHIE HECKOABKHX MeCAIIEB) hop-
MHPOBAHHEM AUAAU3-3aBUCHMON IIOYCIHOH HEAOCTA-
TOYHOCTH U T€MOPPATHYECKOrO aAbBeoAanTa. OAHOM
13 HANOOAEE YACTBIX ITPHYMH Pa3BUTUA ITOTO KU3HE-
YIPOKAIOIIErO COCTOAHUA BO B3POCAOH IIOIYAALIE
ABAAFOTCA CHCTEMHBIC HEKPOTU3UPYIOIIHE BACKYAHTHI
C ITIOPAKEHUEM COCYAOB MAAOTO AMAMETPa (KAITHAAAPEL)
I CPEAU HUX, B IIEPBYIO OYEPEAD, BACKYAHTHI, ACCOLIH-
I/IpOBaHHI)IC C aHTI/IHCI\/‘ITpOCbI/IABHBIMI/I IMUTOIIAA3MATH-
geckumu aHTHTeAaMH [3]. [T0o AQHHBIM OTEYeCTBEHHBIX
HAOAIOACHHI B CTPYKTYPE IPHYHH OBICTPOIIPOIPECCHpy-
FOIIIErO TAOMEPYAOHE(MDPUTA, TPEOYIOIIIETO IIPOBEACHNA
3AMECTUTEABHON ITOYEUHOMN Tepanuu B AcOroTe 3a00-
aesanus, Aoad AHIIA-acconmupoBanHbIx BACKYAHTOB
cocrasaser 34% [4].

B coorBerctBuE ¢ KAaccmuKaImedi, IPUHATON
Ha corAaacuTeApHOM koH(Mepenmuu B Yanea-Xuane
B 2012 1., k rpynme AHIIA-accorummupoBaHHBIX BaCKy-
AHTOB OTHOCSAT TPAHYAEMATO3 C ITOAHMAHTUHTOM, MHKPO-
CKOIIMYECKUI IIOAMAHTHAT B 903MHO(DUABHBINA IPAHY-
AEMATO3 C HOAHAHTHUTOM [5]. AO HACTOSIIIETO BpeMeHH
He pa3pabOTaHbl OOINEIIPUHATHIE AUATHOCTUYECKUE KPH-
tepun AHIIA-accormnpoBaHHBIX BACKYAHTOB, B CBA3H
C YeM YCTAHOBACHIE AMATHO3a B ITOBCCAHEBHOII IIPaK-
THKE TPeOyeT OT Bpada IIEPCOHAAUZHPOBAHHOIO IIOAXOAA
11 MHAUBUAYAABHOM OIIEHKH KAMHUYECKUX 1 Aa0OpaTop-
HBIX IPOABACHHI 3a00AEBAHIA Y KAKAOTO ITAIIMEHTA.

B paborax xak oredecTBEHHBIX, TaK H 3apYOCKHBIX
aBTOPOB OBIAO ITPOAEMOHCTPUPOBAHO, YTO IOPAIKE-
HUE II0YEK PasBUBACTCA ¥ AOCOAIOTHOIO DOABIIIMHCTBA
IIAIIIEHTOB C MUKPOCKOIIMYIECKUM IIOAHMAHTHUTOM 1 HAH-
BoAee JaCTO IPOTEKAET C PA3BUTHUEM OBICTPOIIPOIPECCH-
PpyIOIIeH HOYeIHOH HeAocTaTouHoCTH [6, 7]. I1pn Mop-
pOAOTHYIECKOM HCCAEAOBAHNH TKAHU ITOYKH HAHOOACE
YACTO BBIABASIFOT KAPTHHY MAAOHMMMYHHOIO TAOMEPYAO-
HePHTA C IOAYAYHUAMHA (9KCTPAKAIIMAAAPHBINA TAOME-
pyaonedpur 3 tuma) [8, 9]. ITo aammbIM Hareil KAn-
HUKI, BOBACYCHHE IIOYCK PA3BUBACTCA ¥ ADCOAIOTHOTO
OOABITIMHCTBA ODOABHBIX MUKPOCKOIITIECKIM ITOANAHT -
nroM (96,9%), mpu sToM cpean HuX y 60,3% ropaxkenne
IIOYEK IIPOTEKACT C PASBUTHEM OBICTPOIIPOIPECCHPYIO-
mieit mogednor HeaocratouroctH [10]. B to xe Bpems,
y 34% manmernros ¢ AHIIA-acconmuposanmsiv BITTH
OBIAO OTMEYEHO OAHOBPEMEHHOE PA3BHTHE HAMOOACE
TAKEAOTO BapHaHTa Hopaxenua Aerkux npn AHITA-
4CCOLMUPOBAHHBIX BACKYAUTAX — IEMOPPATUICCKOTO
AABBEOANTA, KOTOPBIH OBIA BepUMDHITIPOBAH HA OCHOBA-
HUH PEHTTCHOAOTHYECKON KAPTUHBL U OBICTPOTO CHILKE-
HUS KOHLIEHTparmu reMoraobuna 6oaee gem Ha 20 r/A.
CAeAyeT OTMETHTD, YTO Pa3BUTHE TAOMEPYAOHEDPHTA
¢ OBICTPOIIPOTPECCHPYIOIIEH TOYEIHON HEAOCTATOY-
HOCTBIO, B TOM YHCAE B COYETAHUH C TEMOPPATUIECKIM
AABBCOAHTOM, MOKHO HAOAIOAATD U IIPU APYTUX CHCTEM-
HBIX 3200AEBAHUAX COEAUHUTEABHON TKAHH (HAIIPHMED,
antu-bMK Goaesnn, cucreMHOM KpacHON BOAYAHKE,
KPHUOTAOOYAMHEMHYECKOM BACKYAHTE), YTO OOOCHOBHI-
BACT HEOOXOAMMOCTD MOP(OAOTHIECKOH BepH(PUKAITI
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Anaraosa y OoasmuucTBa manuentos (11, 12]. Oamako
HAAMYHE BEIPAKEHHON TPOMOOIIUTOIIEHIH H AHEMHH
y HaIIeH IMAIIMEHTKH TOCAY/KHAN OCHOBAHHEM AASl OT-
Ka3a OT BBIIIOAHEHIA HE(OPOOHOIICHN BBUAY BBICOKOTO
prcka ocaoxueHni. OTCyTCTBIE CYpPOTaTHBIX IIPHU3HA-
KOB IPAHYAEMATO3HOIO BOCIIAACHUSA (ACCTPYKTHBHOIO
ITOPaKCHNA BEPXHHUX ABIXATCABHBIX ITYTCH, ITOAOCTECH
PACITaAa B AETKHX), XapPaKTEPHOIO AASl TPAHYAEMATO3a
C IIOAMAHIUHTOM, 4 TAKiKe OPOHXMAABHOH aCTMBI C 90-
3uHOUANEH, Pa3BUBAIOIIUXCA IIPU 303MHOPUABHOM
IPAHYAEMATO3€E C IIOAUAHTHHUTOM, II0O3BOAUAO BepupH-
LIIPOBATH ¥ OOABHON MHKPOCKOITIYECKUH TOANAHTHUAT
(MITA).

B moapsy maamuns y manumentka MITA cBuaerean-
croBaa u Beicoknit Tutp AHIIA, koTopnie yaaercs
BBLBUTH B AOCOAIOTHOM OOABINUHCTBE HAOAIOACHUI
(86-97%), pu aTOM GOACE YEM Y TIOAOBHHBI ODOABHBIX
(58%), kak 1 B IPEACTABACHHOM HAOAIOACHHH, OIIpE-
ACAAIOTCH aHTHTEAA K MHeAoIepokcuaase 8, 13, 14].
Takum 0OpasoM, CyINeCTBEHHBIX COMHEHUE B ANArHO3€E
MITA se GBIAO, ITO CTAAO OCHOBAHHEM AAS IIPOAOAKE-
HIA COYETAHHON UMMYHOCYIPECCHBHON TEPAIIHL.

ITpopos’xeHmne aHaMHE3A: B COOTBETCTBUH CO CTAH-
Aapramu AedeHus reHepasnzosaHaex popm AHITA-ac-
COIIMHPOBAHHBIX BACKYAUTOB C ITOPAKEHNEM KU3HEHHO-
BAKHBEIX OPIaHOB, AO32 TAFOKOKOPTHKOCTEPOUAOB per 08
ObIAa yBeAndeHa AO 1 MI/KI B Iiepecyere Ha IIPEAHU-
30A0H (METHAIIPEAHU3O0AOH 48 Mr/cyT), BBIIOAHEHO
OYEPEAHOE BBEACHNE ITUKAODOCHAMIAL B PEKOMEHAO-
BAHHOM AAf ITAITHEHTOB Ha IIPOIPAMMHOM F€MOAHAAN3E
Aose 7,5 mr/kr (600 mr 8/8) [15]. DddpexrusroCTS 1IPO-
BOAHMOTO ACUEHUSA ITOATBEPIKAAAACH ITOAOKUTEABHOM
AMHAMHKOI ACTOYHOTO ITPOLIECCA B BUAC YMCHBIIICHUA
BBIPAKCHHOCTH HH(DUABTPATUBHBIX n3MeHeHHH. Kposo-
XapKaHbe HEe penuAuBupoBaro. Kpome Toro, 6nraa Ao-
CTHTHYTAa HOpMAAU3aIms ypoBHA C-peakTHBHOIO OeAKa
(5,7 mr/ A pu Hopme 0-5 mr/a).

Oanako obparara Ha cebA BHIMAHHE IIPOTPECCH-
pytomaa mopmoxpomuas (MCH 27,8 or mpu mopme
27-38 ur, MCHC 334 1/ upu nopme 300-380 r/a),
mopmorrurapaas (MCV 83,4 dba npu Hopme 80-99 da),
TUIIeppereHepaTopHasn (PETUKYAOIUTH 5% IIpr HOpME
0,8-1,3%) amemma cpeAHEN CTeeHN TAKECTH (TeMO-
raobun 68 r/A, remarokpur 20,4%) mpu oTcyTCTBIM
y HAITMEHTKN 3HAYNMOTO AepuIuTa xKeAesa: (peppuUTHH
685 ur/ma (mopma 7-200 ur/ma), Tpancdeppun 1,79 r/a
(mopma 2,0-3,6 1/A), Hachienne TpancdeppuHa Ke-
aezom 38,3% (mopma 20-55%), #eAe30 CHIBOPOTKH
17,3 mxmoas/A (Hopma 9,0-30,4 MxkMOAB/A). Takum
00pa3oM, xapakTep U3MEHEHHIT He COOTBETCTBOBAA TH-
IIHYHON AAfl TEMOPPATHYECKOTO AABBECOAUTA KAPTHHE
xeAaesoAeunnTHON aHemun. Kpome Toro, sHaunmas
OTPHUIIATEABHAA AUHAMUKA ITOKa3aTeAei nepudepnde-
CKOI KpOBH C(DOPMHPOBAAACD YKE ITOCAE KYITHPOBAHIA
KPOBOXAPKAHBA.

AASl yTOUHEHNA I'eHe3a AaHEMHH OBIAO IIPOBEACHO
AOODCAEAOBAHIE, BBIABUBIIICE IIOBBHIIIICHEE YPOBHA

AAL a0 497 ea/A (Hopma 240-480 ea/A), cHmxenue
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KOHLeHTpamuu ranroraodbuna Ao 0,25 r/A (zopMma
0,61-1,93 r/A), 410 AaAO OCHOBaHUE BePHPULIIPOBATH
TEMOAUTHYECKYIO aHEeMHFO. OTPUIIATEABHBIIH PE3YABTAT
upAMoil u Henpamoin mpoOsr KymOca mossoana mc-
KAIOYHTH ayTOMMMYHHBIH XapakTep reMoAnsa. Takum
00pa3oM, HAHOOAEE BEPOATHBIM IIPEACTABASAOCH PA3BH-
THE MHKPOAHTHOIIATHICCKOM TEMOANTHICCKON AHEMHIH
(MATI'A), ripr KOTOPOI! Pa3pyIIIEHIE SPUTPOIIUTOB IIPO-
HCXOAHT IIPH UX IIPOXOKACHHH Y€PEe3 CY/KEHHBIE 32 CUCT
TPOMOO30B COCYABI MHKPOIINPKYAATOPHOIO PYCAQ.

Haandme KAacCHYECKOH TPHAABI IIPH3HAKOB —
MATA, tpomborrroniernn (97X107/A) u Hapacrarorieit
IIOYEYHOI HEAOCTATOUHOCTH, ITOTPEOOBABIIIEH ACIEHIS
A crycrs Bcero mecdI[ OT HaYaAa HAPACTAHHUA A30Te-
MIH, CBUACTEABCTBOBAAO B IIOAB3Y CHHAPOMA TPOMOO-
trrdeckoil Mukpoanruonarun (TMA). Tewmr mporpeccu-
poBaHmA HePOIATUN IIPU PETPOCIIEKTHBHON OIICHKE
IIO3BOAAA IIPEAITOAOKHUTD PAZBUTHE OCTPOTO IOBPEK-
ACHHSA TIOYEK, HanboAee xapakrepHoro aad TMA, 4ro
TpebOBaAO ITpOBEACHHA AUDDEPEHITNAABHO-AUATHOCTH-
YECKOTO TIOMCKA AAl HCKAFOYCHHA BO3MOKHBIX IIPHYMH
Pa3BUTHA TOCACAHEI.

KommenTapwmii Hepposora: TMA — kAmHIKO-MOP-
porormUecKuiT CHHAPOM, XapaKTEPHU3YIOIIHIT ITOpazKe-
HHE COCYAOB MUKPOIIUPKYAATOPHOro pycaa. B ero oc-
HOBE ACKHT IIOBPEKACHHE SHAOTEANS C ITOCACAYIOIIIM
TpoMO0OOPa3OBAHIEM, HAYNHAIOIIIMCA B ITOBPEKACH-
HBIX YYaCTKAX, TAC IIPOUCXOAUT KOHTAKT TPOMOOIHTOB
U IIAQ3MEHHBIX (DaKTOPOB KOATYAAIIMH C OOHAZKUBIIIIMCH
cybsHAOTEATIEM. MEXaHH3MBI SHAOTEAHAABHOTO TIOBPEK-
ACHHS PA3AMYHEL, YTO 1 OOYCAOBAMBAET MHOTOOOpasne
3a00AeBaHuH, BXOAAIIHX B rpyrry TMA.

[Tatomopdororugeckn TMA Brkarouaer B ceOs
ABa (PeHOMEHA: MUKPOAHTHOIIATHIO, ITPEACTABACH-
HYIO OTEKOM 9HAOTEAMAABHBIX KAETOK, HX OTCAOHMKOM
oT 6a3aABHOI MEeMOpPAHEBL, HEKPO30OM, ACCTPYKIIHEH, pac-
IIIPEHUEM CYOIHAOTEANAABHOTO IIPOCTPAHCTBA C Ha-
KOIIAEHHEM B HEM aMOP(MHOro MeMOPaHOIIOAODHOTO
MaTepHaAa, 1 TPoM0603 — popMupOBAHIE TPOMOOB,
COAEPIKAIIUX TPOMOOIHTE 1 (PHOPHUH, ITO IIPHBOAUT
K OKKAIO3MH IIPOCBETA COCYAQ, BBI3BIBAS PA3BUTHE HIIIE-
MHH OPraHOB ¥ TKAHEH.

Kannngeckn TMA nposasaderca Tpomborrurorre-
nweit (<150X10°/A man camkerne >25% oT HCXOAHOTO
VPOBHS), Pa3BUBAIOINEICA BCACACTBUE ITOTPEOACHNA
TPOMOOIITOB B IIPOIECCAX PACIIPOCTPAHEHHOTO TPOM-
6000pa3oBaHMA, MUKPOAHTHOIIATHIECCKOH IEMOAHTH-
geckoii KymOc-HeraTuBHOM aHeMueil (MEXaHITIECKIH
TeMOAU3), ITOPAKECHIEM PA3AUYHBIX OPTAHOB, TAABHBIM
obpasom, mouek u [THC, anxopaakoii. XapakrepHbim
AabopaTopHbIM TpusHakoM TMA ABAfeTCA HOABACHNE
IIM30IUTOB ((PPArMEHTBI PA3PYIIICHHBIX 9PUTPOIIATOB)
B 11epuEPUIECKOIl KPOBH.

TpomboTHUECKIE MUKPOAHTHOIATHH YCAOBHO Pa3-
ACASIIOT Ha mepBuyHble 1 Bropuansie (Tabauma 2) [16].
C mpakTU9ecKoll TOYKH 3PEHH Y B3POCABIX ITAIINEHTOB
HanbOoAee BaKHO A DEPEHITIPOBAT TPOMOOTIIECKYEO
Tpombonmronenmdeckyro myprypy (TTTI) i arurmramsit
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Tabauya 2 | Table 2

Kaaccuduxarusa TpoMO0OTHIE CKIX MEKPOAHTHOIIATHI

Classification of the thrombotic microangiopathies

ITepBuunsie

Bropuunsre

TpomboTmaeckas Tpombonuronenmdeckas myprypa — (I'TTI)
(aecprrr ADAMTS-13)
® TCHETHYECKHH
(cuaApom Armmoy-I1Iyabmarna)
® IpHOOPETEHHBII
(marnbupyromtue ayroanturesa kK ADAMTS-13)

I'emoAmTHKO-ypEMIYIECKNIT CHHAPOM,
HMHAYIIPOBAHHBIA HH(EKIIAMI

¢ STEC-I'VC (tuura-roxkcuu E. coli)
e HelipaMuHIA232 Str. pneumoniae

ATHITHIHBIH reMoAnTHKO-ypemurdeckuii c-m (al'VC)
® MYTAIIH T€HOB PETYAATOPHBIX OCAKOB

1 KOMITOHEHTOB KOMIIACMEHTA
e anTnreAa Kk daxropy H (CFH)

AyTONMMYyHHBIE 3200 ACBAHIS:

o CrCcTeMHBIE BACKYAUTEI

o ArTocOANIHAHBIN CHHAPOM
e CucremHas KpacHas BOAYAHKA

o CrcreMHas CKACPOACPMUA

Cucremnnre nadeximn (cercuc, BUY n apyrue)
3A0OKAYECTBEHHEIE HOBOOOPA30OBAHIA

AKYIIIEpCKAS ITATOAOTA:
o HELLP-cuuapom, mpeskAamIrcus

3rokauectBenHag Al

Aexapcrsennas TMA:

o VIHruOnTOPE! KAABIIMHCHPHIHA

e [TpoTHBOOITYXOAEBBIE ITpEITAPATHI
e [lepopaAbHBIEC KOHTPAIIEIITABEI

o Koxann u Apyrue

Wonmnsnpyroriee u3AydeHme
1 Apyrue

LeMOAUTHKO-ypemudeckuit caaApoM (al 'V C), IHoCKoABKY
9TO ODYCAOBAMBAET BHIOOP TAKTHKM ACYCHHUS M OIpe-
AeAsieT porao3. KAIoueBbIM MapKepOM AHATHOCTHKH
TTII sBAfieTCA CHIZKEHIE AKTUBHOCTH METAAAOIIPOTEA3HI
ADAMTS-13, B HOpMe PaCITIEIIAAIOIIEH CBEPXKPYITHbIE
MyAbTEMEpEL pakTopa BuaseOpanaa Ha Ooaee MeAKHe
pparMeHTBI ¢ HU3KOW (DYHKIIMOHAABHOI aKTHBHOCTBHIO
U, TeM CaMBIM, OTPAHUYUBAIOIICH ITPOIECCH MHKPO-
HUPKYAATOPHOTIO TpoMO00OpazoBaHus. AKTHBHOCTb
ADAMTS-13 menee 10% aBaserca 6e3ycAOBHBIM KpH-
tepuem Anaraosa TTTI, toraa kak mpu apyrux TMA oHa,
XOTA M MOMKET CHIKATbCA, HIKOTAA HE AOCTHIAET CTOAD
HU3KUX 3HAYCHHH.

Arurmansiii I'VC — yapTpapeakoe cucreMHOe 3200-
AEBAHHE TCHETHICCKON IIPHPOABL, B OCHOBE KOTOPOTO
ACKHT HEKOHTPOAHPYEMasA aKTHBAIINA KOMIIACMEHTA,
00YCAOBAEGHHAA MYTAIIAAMI IEHOB OEAKOB-PEIYAATOPOB
aapTepHaTUBHOTO IyTH KomraemenTa (AIK) nan, pexe,
arruresamu Kk daxropy H (CFH) — ocmoBrOMY pery-
asropuomy nporenny AITK. Pesyasratom akrmpariim
ATIK sBAfieTCA TOBPEKACHHE SHAOTEAHAABHEIX KACTOK
C ITOCACAVIOIINM I€HEPAAUZOBAHHBIM TPOMOOOOPa3o-
BAHIEM B COCYAAX MAAOTO KAAHOpa — TaK Ha3bIBacMas
KommaemenT-onocpeaosannas TMA. ITo coBpemenHbim
IIPEACTABACHUAM, MyTALIUM B TCHAX ATITK Aunmb IIpeA-
pacrioaararoT k passutaio al' VC. Aad HHAyKIIH Ke
IIEpPBOTO OCTPOTo a1u30Aa TMA HEOOXOAMMO BO3AEH-
CTBHE PA3AMYHBIX AOIIOAHUTEABHBIX KOMIIACMEHT-aKTH-
BHPYIOIINX COCTOSHHUH, KOTOPBIE PACCMATPHUBAIOT KaK
TpHITEpH 3a00AeBaHMA. TaKIMI TPUITEPAMI MOTYT OBITH
HEKOTOPBIE 3a00ACBAHHA U COCTOSHUSA, IIPHBEACHHBIE
B TabAMIIE 2, KOTOPBIC PAHBIIIC HASBIBAAH "BTOPHIHBIMI
TMA". MHpiMu cAOBaMH, y IAIIMEHTA C TCHETUIECKOM
AHOMAAHEH CHCTEMBI KOMIIACMEHTA 3a00ACBAHHIE IPUII-
IIOM, HAIIpHMEp, MOKET IpusecTn K passuturo al VC.

AnarorngHO HH(EKIUH, IIPEACTABAAIOIIEH COOOH KOM-
IIAEMEHT-aKTUBUPYIOINEE COCTOAHHE, TOCACAHEE MOKET
BO3HHKHYTb IIPU PSAC CHCTEMHBIX 3a00ACBAHII, TAKKE
[IepEeINCACHHBIX B TabAmIe 2, B gactHoctH, mpu CKB.
Oamnako coueranme TMA ¢ cuCTeMHBIME BACKYAHTAMI
OITHCBIBAIOT PEAKO, XOTA C IIO3UIINH IIATOTCHE3a HIYETO
VAHBHTECABHOTO B 9TOM HET.

ITpoaosxenne aHaMHE3A: OOCYKAAAOCH PA3BHTHE
sropuuroit TMA B pamrax AHIIA-acconuuposarnoro
BACKYAHTA, OAHAKO IIOAOKUTCABHAS ATHAMUIKA ACTOY-
HOTO IIPOLECCA U CHIKECHHE OCTPO(dA3OBBIX ITOKA3aTe-
A€l HE COIPOBOKAAANCH YMECHBIIIECHIEM BBIPAKEHHO-
CTH HE aHEMUH, HE TpomOonuroneHu. [Iposeaenmoe
B KAUHHUKE AOOOCACAOBAHIE HE BBIABHAO KAMHIYECKUX
1 AADOPATOPHBIX CHMIITOMOB APYIUX ayTOMMMYHHBIX
3a0OACBAHUIA, ITPU KOTOPBIX MOKET Pa3BUBATHCSA KOMIIAC-
menT-orrocpeaoBarnas TMA: yposens AH® u arrurea
k AHK 6r1a B mpeaeaax HopMBL, Mapkeps! auTHMOCHO-
AHITHAHOTO CHHAPOMA (BOAYAHOYHBIN aHTUKOATIYAAHT,
AHTHTEAA K KADAHOAHIINHAM U B)-rAnKorporenny-1),
KpUOTAOOYAHHB U KpHOMUOPHHOICH BBIABACHEL
He ObIAm. TsKeAas apTepHaAbHAS THIIEPTEH3NUA Pa3-
BHAACH yIKE ITOCAE HMOABACHHS IIPU3HAKOB ITOPAKCHISA
IIOYCEK, ITO9TOMY HE PACCMATPHBAAACH B KAYECTBE IIPH-
ugrnel TMA. IlanmenTka ne Obiaa OepeMeHHa 1 He I10-
Ay9aAd ACKAPCTBEHHBIC IIPEIIAPATHI, IPUMECHECHUE KO-
TOPBIX ACCOIIMUPOBAHO C pasBuTueM Bropuaaoi TMA.
Mapxeper BUY-uudexun, BUPyCHBIX IeIaTHTOB
B n C orcyrcrsoBam.

OAHOBpeMEHHO OBIAO HAYATO OOCACAOBAHIIE AAf HIC-
karoueHus repsuraaoil TMA. Axrusrocrs ADAMTS-13,
cocrasusias 68%, mosBoauaa uckarounts TTT1. Passu-
tre STEC-I'VC Taxke IpeACTaBAAAOCH MAAOBEPOATHBIM,
IIOCKOABKY B AHAMHE3€ OTCYTCTBOBAAU YKA3AHUSA HA AUA-
PEIO 1 APYTHE IPU3HAKN KHITIEIHONW nHMeKimu. Takum
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00pa3soM, IIOCAE MCKAIOYCHHA MHOIOYHCACHHBIX BO3-
MOKHBIX ITpranH pasurusd TMA HanbGoAee BepOATHBIM
IIPEACTABAAACH AHATHO3 ATHITHIHOTO T€MOAHTHKO-ype-
MHYECKOTO CHHAPOMA. B ITOAB3Y HEro cBHAETEABCTBO-
BAAO U Pa3BUTHE Y IMAIUEHTKN IHIIOKOMIIAEMEHTEMHUH
co camkennem coaeprkannst C3-komonenTa A0 72 mr/
AA (HOpMa 79-152).

HesameaamTeapHO OBIAQ HauaTa IAA3MOTEpA-
s (cBexkesamMoposkenHas maasma — C311 — B oObeme
500-900 MA B ACHB), IPOBEACHO 3 CEaHCa IIAA3MOOOMEHA
(14.02.17 1., 16.02.17 r. 1 22.02.17 1.) ¢ oObeMoM axcdy-
sun u 3samerterns 1,5-1,8 A C3I1. 3a Bpems npeObiBarms
B CTarmoHape B o01el caoxuOoCTH BBeAcHO 22,5 A C3I1.
OAHaKO, HeCMOTpPA Ha IPOBOAHMOE ACUEHHE, YCYTYOAd-
AUCH IIPU3HAKH MHKPOAHTHOIIATUYIECKOIO I'€MOAN3A:
ypoBenb remoraobuna koaebaacs ot 53 A0 67 r/ A, KoH-
terTparus rarroraodnsa causuaack Ao 0,02 1/, uncao
TpomMGoLUTOB He IpeBbinaro 98X109/A (MuHIMAABHO
A0 80%10%/a), HECMOTPA Ha IIPUEM YETHIPEX AHTUIU-
HEPTEH3UBHBIX ITPEIAPATOB, COXPAHAAOCH TIOBBIIIICHIE
AA a0 180/100 am pr.cr. Trxeas aHemust HoTpebOBaAa
4x tparcdysuit spurporuTHOi Maccel. CoxpaHAAach
nporerHypus cyoredpordeckoro yposas (2,1-2,7 v/ ),
IIPH 9TOM OTMEYEHO BOCCTAHOBACHIE OEAKOBBIX ITOKA34a-
TeAcH cerBOpOTKH KpoBH (00mmit Geaok 69,5-77,6 r/a,
ansOymus 39,2-46,1 1/ A). OTCyTCTBIE IOAOKUTEABHOMN
AMHAMUKH TI03BOAHAO KOHCTATHPOBATDH ITAA3MOPE3H-
CTEHTHOCTB, KOTOPasA ABASAACH AOCOAIOTHBIM IIOKa32-
HHEM K HA3HAYEHUIO TEPAIINU KOMIIAEMEHT-OAOKHPY-
IOIIIM IIperrapaToM DKkyansymad — antaronucrom C5
KOMIIOHEHTA CHCTEMBI KOMITACMEHTA.

B oraeaenmnn nposeaeHo 2 HHQY3HHI 9KyAn3yMada
B A03e 900 mr ¢ maTepBasom B 7 ameit (07.03.17 r.
u 14.03.17 1.) ¢ yAOBACTBOPUTEABHOMN ITEPEHOCHMOCTBIO.
B cBA3u ¢ HAAMUIEM ITOKA32HUI K SKCTPEHHOMY HAYAAY
ACYCHISA 9KYAU3YMAOOM, BaKIMHAIIA IpoTuB Nezsseria
meningitides OBIAA BBIITOAHEHA ITOCAE MHHUIIMAIIIN A€Ue-
aud (MeHakTpa 09.03.17 1.). C 11eABFO IIPEAOTBPAITICHUA
MEHHUHIOKOKKOBOH MH(DEKITHIH IIPOBOAHAACH aHTHONO-
THKOIIPOMHAAKTHKA TTE(DAOKCAITTHOM.

Vike Ha TPETBH CYTKH IIOCAE ITEPBOTO BBEACHHSA IKY-
AM3yMa0a OTMEYEHA TEHACHIIHA K BOCCTAHOBACHUIO
grcAa TpombonuTos (142X10%/A) u spurporurosn
(2,45%1012/ A) B eprchepraeckoit KpOBH, KOHIIEHTPALIHSA
reMora00HMHa CTabUAM3UPOBAAACH HA ypoBHE 67-71 1/ A.
B reuenue HeAeAn BIIEpBBIE YAAAOCH AOOUTBCA HOPMa-
AMBAIAN IOKa3aTeACH A/, 9TO O3BOAHAO YMEHBIITHTD
00BEM aHTHIHIIEPTEH3UBHON Teparuu. B pesyaprare
IIPOBOAUMOM HMMyHOCYIIpeccuBHON Tepamun [TPA
n I'KC ormedeno gactudHOEe 0OpaTHOE pasBUTHE HH-
(pEABTPATUBHBIX H3MECHECHHI ACTOYHON TKAHH, YMECHb-
ITIEHHA ITAOTHOCTH 30H MATOBOTO CTEKAA B OOOHX ACTKHX.
OAHAKO (PYHKITHA TTOYEK HE BOCCTAHOBHAACD, U IIAITH-
EHTKA OCTaBaAACh AMaAM3-3aBrcuMoil. Uepes moaropa
MecAIa IpeOBBAHIA B KAMHIKE B CTAOMABHOM COCTO-
AHUH OHA OBIAQ BBIITHCAHA AAAl IIPOAOAKCHHA ACICHUA
akyAausymabom, nukrodocamuaom u I'KC mo mecry
KU TEABCTBA.
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OKOHYATEABHBII AUArHO3 ObIA CDOPMYAHPOBAH CAC-
AYIOITIIM 0OPa3oM:

OcHOBHOE COYETAHHOE 3200ACBAHHC:

1) AHIIA-acconuupoBaHHBIN BACKYANT IIO THITY MUKPO-
CKOITMYECKOTO ITOAMAHTHHTA (PYABMUHAHTHOTIO
Teuenus, Beicokoil akruBHocTH (BVAS 16 6aA40B),
AHIA-moaoxureapssrii (AT k MueAorrepokcuaase),
C HOPAKCHUEM IIOYCK (IO THITY OBICTPOIIPOrPECCH-
PYIOILIErO TAOMEPYAOHEPHTA), ACTKHUX (TEMOPPATH-
YECKUI aABBEOAHT), ACUEHUE KOPTHKOCTEPOHAAMU
u nukaodocdamupom (1800 mr cymmapuo), B Tom
YHCAE, B CBEPXBBICOKHX AO32X.

2) ATHITHYHBI TEMOANTHKO-YPEMIYCCKIM CHHAPOM: Te-
HEPAAN30BAHHAA TPOMOOTHYECKA MUKPOAHIHOIIATHA
(MEKPOQHTHOIIATHYECKAS TEMOAUTHYECKAS AHEMIIA,
TPOMOOLIUTOIIECHHUSA, OCTPOE IOBPEKACHIE IIOYCK,
apTepHaAbHAS THIIEPTEH3HA 3 CT., OUYEHDb BBICOKOTO
pHCKa, IOopaxKeHne ACTKUX), AcdeHHe TpaHcdys3u-
AMH CBEKE3AMOPOKEHHOMN ITAA3MBI, ITAA3MOOOMEHOM
(obmuit 06béM Tparcdysuit 22,5 A; mrazmMopesn-
CTEHTHOCTB), SKYAU3YMAOOM (2 HH(Y3UH HHAYKIIH-
OHHOTO KypCa).

Ocaomnuennsa: Xponndeckad 0oAae3upb mogek C5HA.
[Iporpammusiii remopnasns ¢ 13.12.2016 r. Anemus
CMEIITAHHOIO IeHe3a (XPOHUYECKUX COCTOAHHIM, TEMO-
AUTHYCECKAS, IIOCTIEMOPPAIUICCKas) TAKEAOH CTCIICHU
(Hb A0 53 r/A). AeBOCTOpOHHMIT THAPOTOPAKC, YME-
PEHHO BBIPAKEHHBIH aCIIHT.

[TocAe BBIMMCKH ITAINEHTKA IIPOAOAKHAA TEPAIIIIO
9KYAH3YMAOOM ITO MECTY KUTCABCTBA, IIOAYIAS ACICHIIC
IIPOrPAMMHBIM FeMOAMaAn30M. [locae 3aBeprreHns HH-
AYKIIHOHHOTO KypCa AO HACTOSAIIETO BPEMEHH ITPOAOA-
KaeT TEPAITNIO IIPEIAPATOM B IIOAAEPKHUBAIOIIEH AO3€e
1200 mr kaxapre 2 HEACAN. B XOA€ AMHAMHYECKOTO Ha-
OAFOACHHSA HE BBIABACHO IIPpU3HAKOB akTuBHOCTH TMA,
B PE3yABTATE IIPOBECACHHOIO KypCa HHAYKIIIOHHOI
HMMYHOCYIIPECCHBHOI TEPAIIHH YAAAOCh AOOUTBCH pe-
muccrn AHITA-accormmpoBaHHOro BacKyAuTa, B CBA3H
C 9eM IIEPEBEACHA HA IIOAACPIKUBAIOIIEE ACICHHIE TAIO-
KOKOPTHKOHMAAMH B HU3KOH AO3€ M a3aTHOIIPHHOM.

AAf OIleHKH IIPOrHO3a 3a00ACBAHISA, B TOM YHCAC
C Y9IETOM BO3MOKHOIO BBIITOAHCHUSA TPAHCIIAAHTALIHH
IIOYKH U OIPEACACHHA 0ObeMa M AAMTEABHOCTH II0-
CACAVIOIIECH TepaIlUH, ITAIUEHTKE OBIAO BEIIIOAHEHO
I€HETUYECKOE HCCACAOBAHNE CHCTEMBI KOMIIAEMEHTA,
HACHTH(UIIIPOBABIIICE MYTALIIIO [CHA AMAITIATAUIIC-
poaknHase-sncnAoH (DGKE) ¢.35 C>T B rereposn-
rotaom cocroanun. Coraacao nomenkaatype ACMG,
AAHHAS MYTAIIHA PACCMATPUBACTCA KAK MyTALIUS C BO3-
MOZKHOH ITATOT€HHOCTBHIO U ACCOIIMUPOBAHA C PA3BUTHEM

al'VC.
OGcyxaeHue

OcoOEHHOCTPIO TIPEACTABACHHOIO HAOAIOACHUA
ABAACTCSH YHUKAAPHOE COYCTAHME ABYX Op(haHHBIX 3a-
6oaeanuit — AHIIA-Backyanra u arumnmanoro I'VC
y HarueHTKH-HocuTeAd moanvopdusma rera DGKE.
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MaerTudukanus MyTallug 9TOro IeHa y B3POCAOIO
YEAOBEK C KAMHHKO-AQOOPATOPHBIMH IIPOABACHUAMI
al'VC — camo 1o cebe kpaiine peAkoe COOBITHE, ITO-
CKOABKY A0 HacTosmero spemenn al'VC, acconuupo-
BaHHEI ¢ aHOMaAnel rera DGKE, onmcesaror mpe-
HMYITIECTBEHHO Y ACTEH IEPBOTO TOAA KU3HU. \AHHBINH
TEHETHYECKHI ACDEKT CTAAH PACCMATPHBATE KAK BO3MOK-
uyro npranny al'VC coBcem neaasno: B 2013 r. Lemaire
et al mpeacTaBuAn ceprio HaAOAIOACHHI U3 13 marueHToB
c al'VC, y KOTOpBIX H3BECTHBIE MYTAITUH OEAKOB CHCTEMBI
KOMITAEMEHTA OTCYTCTBOBAAH, OAHAKO BO BCEX CAYYAAX
OBIAM MAECHTH(UIINPOBAHBI PEIIECCHBHBIEC MYTAIIHH
reza DGKE [17]. OcobeHHOCTAME BCEX IIPEACTABACH-
HBIX HAOAFOACHHIT OBIAM PAHHUI ACOIOT 3a00AeBAHIA
(B Bo3pacte A0 1 roaa) ¢ ocrporo srmzoaa TMA, coue-
TABIIErOCA C He(PPOTHUECKUM CHHAPOMOM, M Pa3BUTHE
HOBTOPHBIX PEIHAMBOB, CIIOCOOCTBOBABIIINX IIPOIPEC-
CHPOBAHNIO HE(DPOIATHH AO TEPMHHAABHOM CTAAMH
Ha BTOPOM ACCATHACTHH KU3HH Y OOABITHHCTBA OOAD-
HbIX. [JOCKOABKY HIKTO 13 ITAIMEHTOB HE UMEA ITPH3HA-
KOB AHCPEIYAAIIIMH CHCTEMBI KOMITAGMEHTA, 4 § OAHOTO
u3 aux obocrpenne al'VC pasBraoch, HecMOTPA Ha IIPO-
BOAHMYIO TEPAITHIO 3KYAH3YMAOOM, B AUTEPATYPE AdiKe
obcyxaaACs BOIIPOC 0 ToM, MoxxeT Aan TMA, acconmupo-
BanHas ¢ Aepexkrom rena DGKE, paccmarpuparbes kax
arummrasbii 'Y C, H3BeCTHBIIN Kak KOMITAEMEHT-0TIOCPE-
sosarHag TMA. Ceroans, OAHaKO, yCTAHOBACHA BO3MOK-
Hoctp pasputudA al'VC y mannuenToB ¢ HOCHTEABCTBOM
HOAHMOP(DHU3MOB I'€HOB ITeMOCTa34a, K KOTOPBIM, IIOMUMO
rena DGKE, oraocsr rensr maasvusorena, X1I dpakropa
CBEPTHIBAHMA KPOBH, 4 TAK/KE TPOMOOMOAYAMHA, UIPAFO-
ITIIETO POAB B PEIYAAIINHI KAK CHCTEMBI KOATYAAIMH, TaK
u komrraemenTa [18, 19].

DGKE, myranus B reHe KOTOPOH OBIAQ BBIAB-
AEHA Y HAIIEH ITAIIMEHTKH, HE ABAAETCA KOMIIOHEHTOM
CHCTEMBI KOMITAGMEHTA, 2 TOUHBIH MEXaHH3M Pa3BH-
T al'VC y Hocureaeii HOANMOP(U3MOB B 9TOM IeHE
oCTaeTCA HEACHBIM. AHAIMATANIIEPOAKHHA3E — 9TO
BHYTPUKACTOYHBIEC AUIIMAHBIEC KHHA3BI, KOTOpPBIE hoC-
dopuanpyror amarmarannepos (DAG), mpesparmas
ero B pocharuanyro kucaoty. OcHOBHOMN (yHKIIMEH
DGKE sBaserca dpocdopuanposarne DAG, coaepixa-
11ero apaxuAoHoBYIo KucAoty (AADAG) — curnaspHoM
MOACEKyABI, akTuBupytomer nporeunkuaazy C (ITKC)
(20, 21]. [IKC cTuMyAupyeT IPOAYKIIHIO PA3AHMYHBIX
nporpomborennbix (akrop dpon Buasebpanaa, nuru-
OuTop akTHBaTOpa IAa3MUHOreHa- 1, hakTOp aKTHBAIIIH
TPOMOOIIUTOB M TKAaHEBOH (PaKTOP) M AHTHTPOMOOTeH-
HBIX (PAKTOPOB (TKAHEBOM AKTHBATOP ITAA3MUHOTICHA)
[22-26]. DTOT CUTHAABHBIN ITYTh CTUMYAHPYET TAKKE AK-
THBAIIIIO TPOMOOIIHTOB, HHAVIIHPYEMYIO TPOMOIHOM
[27]. Pocdopuanposarne AADAG 1oa BoszaericTBIEM
DGKE mnpepsiBaeT epeaady BHYTPUKAETOYHOTO CHI-
HaAa. [To Beeit BuAnMOCTH, PYHKIIMOHAABHBIA AepUIIIT
DGKE kax pe3yAbTar reHeTHIeCKOH aHOMAAUH MOZKET
IIPUBOAUTD K CTOMKOM aKTHBAIIMH OIIMCAHHOIO CHTHAAD-
HOTO IIyTH, YTO HAPYIIAET DAAAHC MEKAY BHIPAOOTKOM
IIPOTPOMOOIEHHBIX 1 AHTUTPOMOOIEHHBIX MOACKYA M,
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KAK CACACTBHE, CIIOCOOCTBYET IIOAACPKAHUIO IIPOTPOM-
HorenHoro craryca. BosmoxnocTs peaAusaruu sToro
MEXAHH3MA AOKA3aHA B 9KCIICPHMEHTE C UCIIOAB30BA-
nuem uaruouropa DGKE — manoit moaekyast R590022,
IIOA BO3ACHCTBHEM KOTOPOI IPOHCXOAMAA AKTHBAIUA
TPOMOOIIUTOB U CHEZKCHIE BBIPAOOTKH IIPOCTAIIMKAIHA
suporeaneM [28]. Hecmorps na To, uto DGKE He cBs-
3aHA HAIIPAMYIO C CUCTEMON KOMITACMCHTA, BO3MOKHASA
CBSI3b MEKAY HHUMH, CKOPEE BCETo, CyIecTByeT. B moapsy
3TOTO IPEAITOAOKEHHA CBUAECTEABCTBYET OOHAPYKEHIE
TUIIOKOMIIACMEHTEMHH Y HECKOABKHX ITAI[HEHTOB C Ce-
meitnon popmoit DGKE-accormuposanuoro al'VC,
ommcanubx Westland et al. [29]. Bee onm, kak u Harma
IAITHEHTKA, IMEAU HH3KOe coAep:xanue C3 B kposH,
YTO, C TOYKU 3PEHHA aBTOPOB, YKA3BIBACT HA AKTHBA-
nuro KomraeMenTa. OAHAKO MEXaHH3M, IIOCPEACTBOM
koroporo myrarua DGKE k stomy mpusoauT, ocraercs
mesacHbIM. OAHIM U3 IIPEAIIOAATACMBIX ABAACTCA €€ CO-
YETAHHE C MYTALIIAMHI B TCHAX-PETYASTOPA CHCTEMBI KOM-
naementa, C3 n rpombomoayanna [30].

He A0 xomHmIa siceH Takixe MEXAHI3M MACCUBHOI IIPO-
tenuypun upu al'VC, accorumupoBaHHOM € MyTAITHAMI
rera DGKE. OAHaKO ecThb OCHOBAHUS IIOAATATD, ITO
B 9THX CAYYAAX IPOTCHHYPUA MOKET ObITh CBA3AHA C Ha-
KOIIAeHHEM n30bITouHOro KoAmdectsa DAG B mopornn-
Tax B pesyaprare HecrrocoOHocTn MyranTHoll DGKE,
9KCIIPECCUPYEMON 9TUMU KACTKAMH, KOHTPOAHPOBATH
ero MeTaboAm3M. DTO HapyIaeT PYHKIIHOHHPOBAHIE
kaAbrueBbIX kaHaA0B TRPCO B HOKKOBBIX OTPOCTKAX
IIOAOIIUTOB, YTO, B CBOIO OUEPEAD, BEACT K ITOBPEKAC-
HUIO IIEACBHAHON AHAPATMBL U PA3BUTUIO BBIPAKCH-
HOU potenHypun. AaHHOE IIPEATIOAOKEHHE OCHOBAHO
Ha pesyAbraTax paborsr Ozaltin et al, B 2013 r. onyban-
KOBABIIIHX CEPHIO U3 9 HAOAIOACHHIT ITAIINEHTOB C pe-
reccuBHbIME MyTaramuy B rene DGKE u xporudgeckoit
raoMmepyaspuoir TMA, kauHuko-Mmopdororugeckas
KapTHHA KOTOPOI ObIAa TIOAOOHA MeMOpaHoIIpoAude-
patusaOMy raomepyAsonedputy (MIIIH) [31]. Mnre-
pecHO, 9TO y 8 U3 HUX IEPBBIE KAMHUYCCKHE IIPOSBAC-
HEA 3a00AeBaHIA OBIAM 3aPETUCTPUPOBAHBI B BO3PACTE
or 1,5 a0 17 aer, mpu 9TOM HH Y OAHOTO U3 IIAIIHCHTOB
He OBIAO OTMEYEHO OCTPBIX 91IH30A0B TMA, KoTOpEIE
nozsoanAn 6vr anaraocruposats al VC. Tlo sakaroue-
HUIO aBTOpOB, reHeTnyeckuii AecpexT DGKE criocoben
HE TOABKO IpuBecTH K passutuio TMA, HO u BBI3BaTH
AUCYHKITHIO TOAOINTOB. MOKHO ITpeAIoAarars, 9ro,
II0-BUAIMOMY, OT BBIPAKEHHOCTH ITOCACAHEH U OyAeT
3aBHCETh BEATYMTHA HpOTCHHypI/II/I.

DKCTPALIOAUPYS AAHHBIC AUTEPATYPHI HA IIPHBOAH-
MOE HAMH HAOAIOACHHE, MOKHO IIPEAITOAOKUTD, ITO
myrtarus B reae DGKE y mammedt manwentkn ObIAa
HanOOAEE BEPOATHON IPUYIHHON ITOPAKECHHUA IOYCK,
MaHn(ECTHPOBABIIErO B IIOAPOCTKOBOM BO3PacTe.
dopmupoBaHUe Ke PasBEPHYTOH KAMHHYECKON Kap-
el TMA ¢ dpyABMHHAHTHEIM PasBUTHEM OCTPOTO
IIOBPEKACHHA IT0YCK, B KOPOTKHI CPOK IIPUBEAIIETO
K TEPMHHAABHOM ITOYEIHON HEAOCTATOYHOCTH, IIPOU30-
IIIAO BCAEACTBHE IIPHCOCANHEHHA APYIOTrO 3a00ACBAHIA
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(AHLIA-acconnupoBaHHOIO BACKYANTA), CIIPOBOLIIPO-
BABIIIETO AKTHBAIIMIO KOMIIAGMEHTA 110 AABTEPHATHB-
HOMY IIyTH H, KAK CACACTBHE, CHCTEMHOE ITOBPEKACHUE
SHAOTEANS.

Kommenrapuii Heppoaora: 6esycaoBrHo, Mopdo-
Aorudgeckas Bepu(HUKAIINA ANATHO3a MOTAQ OBl BHECTH
ACHOCTD B HAIIIN B 3HAYHTEABHON CTEIICHN THIIOTETHYE-
CKHE PACCYKACHHA, IIOCKOABKY, BEPOATHO, ITO3BOAHAA
OBl HACHTH(UIIIPOBATD IIEPBIYHBIE IIOYEUHBII IIPO-
1ecc, 0OYCAOBAEHHBIMN, KAK MBI ITOAQraeM, A€DEKTOM
reaa DGKE. C ygerom HeaaBueit nyoankarmu Ozaltin
etal. [31], To Moraa ObITh He TOABKO XpoHmdeckad TMA,
HOo 1 MemOpanonpoAudeparusubii ['H, xors Ha cse-
TOOITHYECKOM YPOBHE 00€ STHX ITATOAOTMH BBITAAAAT
IIPAKTHYECKH OAMHAKOBO, M AHIIIb HMMYHOMAROOpEC-
LIEHTHOE MCCACAOBAHUE AQET BO3MOKHOCTH Pasrpa-
HuanTh UX. C APYTOIl CTOPOHBI, BO3MOKHO OBIAO OBI
mousATh, ABUAOCH A OIIIT caeactBuem octpoit TMA,
akcTpakarmaagpaoro I'H ¢ Goabrimm mporenTom 1mo-
AYAYHUI#H AR BX codeTarns. OAHAKO AAS AHATHOCTHKI
al'VC, Anarsos KOTOpOro He BBI3BIBAA COMHEHHI Ha OC-
HOBAHHHU ITPOBEACHHOTO OOCAEAOBAHNA, BEIIOAHEHHUE
nedpobuorcun e aBAgercs obs3ateAbHBIM [16]. Kpome
TOrO, ¥ HAIIIEH ITAIIMEHTKI UMEACA LIEABIH PAA A0COAIOT-
HBIX 1 OTHOCHTEABHBIX IIPOTUBOITOKA3AHMII K BEIITOAHE-
HHIO 9TOH AMATHOCTUYECKOH MaHHUITYAAIINH, B IIEPBYIO
O4YepeAb, CTOHKas TPOMOOIIMTOIICHHA, CO3AABABINASA
CYIIIECTBEHHBIH PUCK Pa3BUTHA I'eMOPPATHYECKHX OC-
AOKHEHHH, KOTOPBIE MOTAU OKa3aThCA (haTAABHBIMU
AAfL DOABHOM C TAKEAOH PE3UCTEHTHOM aHeMueH. 3Ha-
YUMBIM (DAKTOPOM PHCKA (POPMHPOBAHUA OCAOKHEHHIH
IIpy OHOIICHH OBIAA TAKAKE PE3UCTEHTHAS APTEPUAABHAS
rurepreHsusa. XOTeAOCh OBl TaKiAKe OOPATUTH BHIMAHUE
Ha MaAOHU3BECTHHI Hedpoaoram akrt, OOyCAOBAHBAIO-
it oracHoOCTh Hedpodbuorcnu y marmentos ¢ TMA
BooO1e 1 arurmanbM IV C B 0ocobeHHOCTH U Cephe3HO
OTPAHNYMBAIOIINI BBIIIOAHEHHE AAHHOMI IIPOIEAYPHI
y TOr0 KOHTHHIEHTA OOABHBIX AQ/KE B OTCYTCTBHE
TPOMOIIMTOIICHIN 1 HHBIX IIPOTHBOIIOKa3aHHA. AeAo
B TOM, 9TO AFOOO€ HHBA3MBHOE BMEIIATEABCTBO, AAKE
MaAO€, K KOTOPBIM IIPHHAAACKHIT OUOIICHA OYKH, CIIO-
COOHO BBI3BATH AKTUBAIINIO KOMITAGMEHTA, YTO MOKET
CTATh HOBBIM TPUITEPOM T€HEPAAU3SAIINN MUKPOAHTHO-
IIATHYECKOTO IIPOIIECCa U IIPUBECTH K (PATAABHOMY HC-
x0Ay. IlpurnMas Bo BHIMaHHE OCOOEHHOCTH TEYEHUA
3200AEBAHNUA U TAKECTH COCTOSHUA HAIIICH IAIIHEHTKH,
ITOAOOHOIO PasBUTHA COOBITHIT BIIOAHE MOKHO OBIAO
OKHAATB. BOT IToueMy MBI PEIIA OTKAa3aThCA OT BEHI-
HOAHEHHA He(DPOOUOIICHH, COUTA MMEIOIIHECH KAUHHI-
Jyeckue U AaDOpPATOPHBIE AAHHBIE AOCTATOUHBIME AAfA
VCTAHOBACHHSA AHATHO32 M HA3HAYCHHA B AOITOAHCHHE
K UMMyHOCynpeccuBHOI Tepanun AAB matorenern-
YECKOH TepAINN 9KyAn3yMaOOM, BEICOKAS 9P eKTHB-
HOCTb KOTOPOW ITOATBEPANAA HAIIH IIPEAITOAOKCHHUA
Ha IIPAKTHKE.

AxrtuBanua xommaemenTa npu AAB: B coor-
BETCTBHH C COBPEMEHHBIMH IIPEACTABACHHAMU PA3BU-
tre AHLIA-accormmpoBaHHOrO BaCKyAnTa IIPOTEKAET
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B HECKOABKO 2TartoB. Ha magaApHOM ararre maroremesa
IPOUCXOAUT HMPAHMUHI HEHTPODHAOB C yIACTHEM
IIPOBOCITAAMTEABHBIX IINTOKNHOB — (DaKTOpa HEKPO3a
OIIYXOACH-0 1 MHTEPACHKHHA-1, B pe3syAbTaTe Yero He-
ooxoaumbie AAf cBsa3biBaamud ¢ AHIIA anrurens: — MITO
u [1P-3, skcrrpeccupyrorcst Ha IIOBEPXHOCTH KACTOK [32].
DTH Ke NUTOKUHBI OTBETCTBEHHBI 32 AKTHBAIIHIO 9HAO-
TEANS KAITHAAAPOB IIOYEIHOIO KAYOOUKA, KOTOPBIH Ha-
YHHACT KCIPECCHPOBATH HECOOXOAUMEIE AASl AATE3UH
neiitpoduros P u E ceaexrunsr [33]. [Tocae B3ammo-
ACHCTBHS IIPAHMIPOBAHHBIX HEHTPO(UAOB € AKTUBUPO-
BarHbM 9HAOTeAmEM AHLIA cBaspiBatoTca ¢ melitpodu-
Aamu csoumu Fab u Fe parmenTamu, uro nnAynupyer
KOH(POPMALIMOHHBIEC U3MEHEHHA MOACKYA 3,-HHTEIPUHA
Ha ITOBEPXHOCTH HEHTPOodUAOB [34]. AKTHBHpPOBAHHbIE
HEHTPOMUABI ITAOTHO IPUKPEITAAIOTC K SHAOTEAHIO,
MUTPUPYIOT CKBO3b HETO U IOBPEKAAIOT 9HAOTEAHAAD-
HBIE KACTKH M OKPY/KAFOIINE TKAHU BCAEACTBHE PECIIH-
PATOPHOTO (OKHCAHTEABHOTO) B3PEIBA M BEICBOOOKACHIA
IIPOTEOANTHYIECKNX (DEPMEHTOB ITyTEM ACTPAHYAAILII
[35]. HaOyxanme i HEKPO3 KACTOK 3HAOTEAHUS IIPUBOAAT
K €ro OTCAOHKE OT 0a3aABHOI MEMOpAHEL, YTO, B CBOIO
OYEPEAD, BHI3BIBAECT TPOMOO3 KAIIHAAAPOB U (hOPMUPO-
BAHIE CETMEHTAPHOTO HEKpo3a KAyOouka. ITpu ycaosrn
HEKPO3a CTEHKH KAITHMAAAPA M €0 Pa3pPEIBa, BO3MOKHO
popMEpOBAHIIE U3 SITUTEAHOMAHBIX KACTOK M MOHOITU-
TOB KACTOYHBEIX IOAYAYHHUI B TpocTpancTse boymena.

Poap xommaemenTa B matorenese AHIIA-I'H aan-
TEABHOE BpeMA HEAOOIICHIBaAACh. OAHAKO B COBPEMEH-
HBIX 9KCIIEPUMEHTAABHEIX PaOOTaX ObIAA AOKA3aHA CIIO-
COOHOCTb AHTUTEA, BBIACACHHBIX U3 KPOBH IIAITMEHTOB
¢ AAB, a Takixe cynepraranToB akruBapoBaHHbix AHITA
HEHTPO(MHUAOB BBHI3BIBATH AKTUBAIIMIO KOMIIAEMEHTA
10 AABTEPHATUBHOMY IIyTH, CITOCOOCTBY BHICBOOOKAE-
muro C5a, pAMOMY IOBPEKACHHIO SHAOTEAHA MEMOPAH-
arakyrormunm komraekcom (MAK) C5b-9 u passururo
pectmparopHoro B3pbiBa [36]. B ceoro ouepean, Cha crro-
COOEH MHAYIHPOBATD IIPANMIHT HEHTPOPHUAOB IIyTEM
AKTHBAITIN MUTOICH-aKTUBUPYEMOI IIPOTEHHKIHAHI CE-
metictBa p38 (p38MARK), kinazoli, peryAupyemoii BHe-
kaertognsM curaaroM (ERK) n dpocdarumananaosuroa-
3-xkunasont (PI3K) [37]. Kpome Toro, C5a sBadercsa
MOIITHBIM XEMOATTPAKTAHTOM HEHTPOMHUAOB.

BkAaA aKTHBAIIMH KOMIIAGMEHTA B PasBUTHE
AHIIA-acconnuposarnoro raomepysoredpura (I'H)
ITOATBEPKAAIOT M KAHHHKO-MOP(OAOTHYECKHE AAH-
ueie. Tak, OoAaee dem B OAOBHHE HEDPOOHOIITATOB
marmentoB ¢ AHIIA-I'H BeisBAsitoT oTAoxenme C3d,
C4d u C5b-9 KOMIIOHEHTOB KOMIIACMEHTA IIPECHMYIIIE-
CTBEHHO B CTEHKAX KAIIHAAAPOB KAYOOYKA 1 ME3AHTHIH
[38]. V marmenTos ¢ akrnBabiM AAB oTmeuaroT 3HadHIMO
6oaee Boicokoe coaepxanue C3a, C5b-9 u Bb B maasme
n C5a B Mode, yem y manmenTos B pemuccun [39]. Ipn
9TOM KOHIIeHTparuA Bb B mmaasme mMeer AocTOBepHBIE
KOPPEAAIINN C AOACH IOAYAYHHE B HedpoOHoITaTe.
B macrosmiee Bpemsa AOKazaHa BO3MOKHOCTDb Pa3BUTUA
TMA y marmenros ¢ AHIIA-accorumposarssv I'H —
B pabore kuraiickux aBTopos y 30 u3 220 6GoAbHBIX
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¢ Moppoaorudeckn AokasaHabM AnaraosoM AHIIA-TH
OprAn BeIABACHB! TpusHaku TMA [40].

3HaueHIe aKTHBAIINE KOMITAGMEHTA B (hOPMHPOBA-
HUM HopaxeHus mouek npu AAB OBIAO TTOATBEPKACHO
B 3KCHepI/IMCHTe: y MBIIITEH C HOKayTI/IpOBaHHBIM IT'CHOM
C5-xomrroHeHTa KOMIIAGMEHTA, AepunutoM dakropa
B n mcromenmem C3 He yAaeTcs BEI3BATH PA3BUTHE 3KC-
nepumenTaspaOn Moaean AHIIA-T'H [41]. Ilpu stom
Aeurur C4-KOMIIOHEHTA HE IPEIATCTBYET Pa3BUTUIO
AHIIA-T'H, gro siBAsieTcss AOIIOAHUTEABHBIM CBHAE-
TEABCTBOM B IIOAB3Y AKTHBAIIHN CHCTEMBI KOMIIACMEHTA
10 AABTEPHATUBHOMY ITyTH.

Takum 06paszom, cucTeMa KOMITAEMEHTA H, B 9aCT-
HoctH, KoMrroHeHT CHa ABASIOTCA IEPCIEKTHBHBIMU
MUIIIEHAMHI TEPAIIEBTHYECKOTO BO3ACHCTBHIA HE TOABKO
IPH ATUIITIHOM TEMOAHTHKO-YPEMUYECKOM CHHAPOME,
no u npu AHITA-acconmnpopannbix BackyanTax. Ao-
HIOAHHTEABHBIM IIPEHMYIIECTBOM CEACKTUBHOM OAOKAABI
perterrropos C5a ABAAETCA COXpAaHEHNE OOITIEH aKTHBHO-
cru C5. I'pymima KUTalickuxX aBTOPOB IIPOAEMOHCTPHPO-
BAAQ CYIIECTBEHHOE CHILKEHUE AKTHBHOCTH ITOYECIHOTO
mporecca B xkuBoTHOHN Moaern AHIIA-accormmposan-
HOTO BACKYAHTA IIpH ITpumMenenrn naruonropa Cha [36].

B 2017 r. Gerau O1yOANKOBAHBI IIEPBBIEC PE3YABTATEL
npumenenns y nanunertos ¢ AHITA-acconnnposan-
HBIMH BACKYAMTAMH IIperapara apakomaH (Avacopan,
CCX168) — MaAOiT MOACKYABI, H30HPATEABHO OAOKH-
pytorreit perterrroper C5a [42]. B panmaomusuposarnom
IAAIIE00-KOHTPOAHPYEMOM HCCACAOBAHIHI YIACTBOBAAO
07 IAITMEHTOB C BIIEPBBIE AMArHOCTHPOBAaHHEM AAB man
permanBoM 3a00AeBanuA. Bee orm moayuaau nmukaodoc-
pamua mAm pruTykCHMaO, B ITEpPBOIT IPYIIIIE — B COYETA-
HUH C IIPEAHH30AOHOM B A03¢ 60 Mr/cyT, BO BTOpOil —
B COYETAHUH C aBAKOIIAHOM B A03¢ 30 Mr per o5 2 pasa/cyr
U IIPEAHU30AOHOM B YMEHbIICHHOM Ao3e 20 mr/cyT,
B TPEThEH — B COUECTAHHN C aBAKOIIAHOM B A03e 30 mr per os
2 pasa/cyr 6e3 npeannzonona. K 12-it meaeae teparn
OTBETA Ha A€UEHHE YAAAOCh A0OHTHCA y 70%0 marmenToB
LIepBOH rpymsL, v 86,4% Bropoi rpymmer u y 81% tpe-
Theit. Taxkum obpasom, anraronuct pererrropos Cha -
ASIETCSA IEPCITEKTUBHBIM CTEPOUA-COEPErarOIIIM areHTOM
aas aederna AHITA-accormmpopansoro ackyanta. [pu
9TOM OCTA€TCH OTKPBITHIM BOIIPOC O TOM, B KAKHX IPYIIIAX
marueHTos ¢ AAB npuMerenne KoMaeMeHT-OAOKHpY-
FOITINX TIperapaToB OyAeT HanboAee adpdekTuBHbIM. AAs
€ro PEeIeHus IEPCIIEKTUBHBIM ITPEACTABAACTCA IIPOBEAC-
HIFE I€HETHYECKIX HCCACAOBAHME, NCCACAOBAHIE ITAIO-
PHIIOTEHTHBIX CTBOAOBBIX KAETOK H HCIIOAB30BAHUE Me-
TOAOB OronHpopmaTuky [43].

KommenTapuii Heppoaora: Mel ITOAArAEM, ITO
IIPEACTABAEHHOE HAOAFOACHHE HAAFOCTPHPYET BO3MOK-
HOCTb KOMITAEKCHOI 1pupoAs! passutua TMA, T.e. co-
YETAHUA HECKOABKIX MEXaHU3MOB B €€ (hOPMUPOBAHHM.
Myrarmus B rere DGKE, x0T 1 He MOraa HampsaMyro
HOBAMATH HA CUCTEMY KOMIIACMEHTA, ITO BCEH BHAUMO-
cTH, 00ycAOBAMBaAa cyOKAnHKYeckoe Tedenne TMA,
KOTOpas CTaAa IPUIHHON HAYAABHOIO ITOBPEKACHHA
IIOYEK 1 HA PAHHEM 9TaIe 3a00AEBAHHA IIPOABAAAACH
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AHUIIb YMEPEHHON H30AHMPOBAHHOH IPOTEHHYpPHEIL.
[To mepe mporpeccupoBaHmA OOAC3HU I€HETHYECKHH
Aepexr DGKE wmor criocoOcTBOBaTE ITOAAEPAKAHHIO
IIPOTPOMOOTEHHOTO CTATyCa 1, TAKUM OOPa3oM, BHECTH
CBOII BKAGA B IIEPCHCTHPOBAHIE MIKPOTPOMOOOOpPa30-
Bans. Bropemv mpranHHbM (haKTOPOM CTAA CHCTEMHBIE
BACKYAUT MEAKIX COCYAOB, PA3BUTHE KOTOPOTO ITPUBEAO
K MACCHBHOMY IIOBPEHKACHUIO 9HAOTEAUS MUKPOLHP-
KYAATOPHOIO PYCAQ, B TOM YHCAE 32 CUCT AKTHUBALHH
CHCTEMBI KOMITAGMEHTA II0 aABTCPHATUBHOMY IIyTH.
Kpowme roro, AHIIA-acconnnpoBaHHble BACKYANTHI
ABAAIOTCA IIPOTPOMOOTEHHBIM COCTOAHUEM, YTO 00Y-
CAOBACHO PasBUTHEM AUC(HYHKIIIN S3HAOTEAHUS IIOA BO3-
ACHCTBHEM IIUTOKUHOB M HAPYILIECHIEM OAAAHCA MEKAY
IPO- U AHTHKOATYASHTHBIME MECAHATOPAMH, 2 TAKKE
opaBAeHneM pudbpuroAnsa. [ToaTBepKACHIEM TOMY
ABASICTCA BEICOKAA PACIIPOCTPAHEHHOCTh BEHO3HBIX TPOM-
DO3MOOAMYECKUX OCAOKHEHUI, B TOM YUCAE 1 OECCUM-
mrroMHslx, y marertos ¢ AHLIA-accorumrpoBassbMu
BackyAnTamu [44].

Coueranue AByX B3aUMHO IIOTCHI[HUPYIOIINX [1ATO-
AOTHYECKUX COCTOAHHI CO3AAA0 AOCTATOYHBIE YCAOBUA
AASL PA3BUTHS OCTPOIO 9IIH30AA pasBepHyTOor TMA 1,
110 BCEiT BUAUMOCTH, IIPUBEAO K (DOPMUPOBAHIIO IIOPOY-
HOTO KPyTa, CIIOCOOCTBOBABINEIO XPOHM3AIIHHN IIPOIIECCa
u pasBuTuIo Kauamdeckon kapruusl al'VC. Heemotps
Ha 9710, moAaBAcHue akruBHocTH AHIIA-accormmpo-
BAHHOTO BACKYAHTA C IIOMOIIBIO HMMYHOCYIIPECCHBHOM
TEPAIINU OKA3aA0Ch HEAOCTATOYHBIM YCAOBHEM AASL KY-
ruposanud mpoasAeHui TMA. DTo cTar0 BO3MOKHBIM
AHIIb OAATOAAPS IPUMEHEHHIIO KOMIIACMEHT-OAOKHPY-
TOIIETO IIPEIapaTa — dKYAH3yMaoa.

KomMmeHTapHii peBMATOAOIA: IIPOTHO3 AIHCHTKI
B HACTOSIIIEE BPEMS IIPEACTABASCTCA HEOIIPEACACHHBIM.
C OAHOIT CTOPOHBI, HA3HAYEHIE KOMITACKCHOTO ACYEHUA
ITO3BOAHAO IIOAABUTH AKTUBHOCTH CUCTEMHOIO BACKY-
ANTA 1 TPOMOOTHYIECKOH MUKPOAHTHOIIATHH, OAHAKO AO-
OUTbCA BOCCTAHOBACHUSA (DYHKIINU IIOYCK HE YAAAOCE.
B cyriectBeHHOII CTEIIeHN IIPOTHO3 OYACT OIIPEACAATHCH
BO3MOKHOCTBIO PO UAAKTUKH IIOBTOPHBIX 000CTpe-
HUI CHCTEMHOIO BacKyAnTa u a1m3oAoB TMA. Puck
PA3BHTHA PELUAUBA 3a00ACBAHIA OCTACTCH 3HAYUMOM
upobaemoit B rpymme 6oapabx AHIIA-accormupo-
BAHHBIMHU BACKYAHTAMH, OHH Pa3BHBAIOTCA B CPEAHEM
y 40-50% mnarmenToB 3a 3-5 AeT HAOAFOACHNSA, HECMOTPA
HA AAEKBATHYIO HMMYHOCYIIPECCUBHYIO Teparuto [45].
V IanueHToB ¢ TEPMUHAABHOH IIOYEYHON HEAOCTATOY-
HOCTBIO PAa3BUTHE PEIIHAUBOB 3200ACBAHIA HAOATOAAIOT
peske [40]. B paHAOMU3HPOBAHHBIX HCCACAOBAHIAX OBIAO
IIOKA3aHO, YTO IIPUMEHEHHE PHTYKCUMA0A AAS TIOAACP-
sxuarorei Teparun mpu AHITA-accormuposanusix Ba-
CKYAHTAX ACCOLUHIPOBAHO C MEHBIIIIM PHCKOM Pa3BHTHA
PEIIHANBOB 3a00AEBAHIA II0 CPABHEHUIO C A3aTHOIIPH-
uoM [47]. Kpome Toro, BkAaa B pertreHne mpodAEMBI 000-
CTpeHu#T 3a00AECBAHNA MOKET BHECTH BHEAPEHIE HOBBIX
KAQCCOB aHTH-B-KAeTOUHEIX mTpenapatos [48].

C ygeToM 0cOOEHHOCTEI UMEIOIIErOCs y HAIIICH I1a-
rrenTin moAnvopdusma rena DGKE, matorenernaeck
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HE CBfA32HHOIO HAIPAMYIO C (PYHKIHOHHPOBAHHEM
CHCTEMBI KOMITAEMEHTA, COXPAHAETCA BEPOATHOCTH (hOp-
MEPOBAHUSA y Hee IIOBTOPHEIX 21130408 TMA, HecMo-
TPS Ha IIPOAOAKAIOIIEECA ACUCHHUE dKYAN3YMAOOM, Kak
OBIAO IIPOAEMOHCTPHPOBAHO B CEPHH 3APYOEKHBIX Ha-
Oaroaenmit [17]. BoaMOKHOCTD COXpAHEHIA AAUTEABHOI
CTOMKOH peMuccnu 3a00AeBaHNA OYACT TAKKe ABAATHCA
OIPEACAAIOITHM (PAKTOPOM IIPH PEILICHHH BOIIPOCA
0 BO3MOKHOCTH BBIITOAHCHIS TPAHCIIAAHTAIINH ITOYKH.

3akAroueHune

Harire HabAroAcHIE ASMOHCTPHPYET PEAKOE COUETA-
Hue ABYX opdrannbix 3aboAesanuit — AHLIA-accormmn-
POBAaHHOIO BackyAnTa n aturmanoro 1'YC, accormumpo-
sanHoro ¢ myranueit rera DGKE. Cocymecrsosanne
9THX OOAE3HEH, IO-BUAUMOMY, ODECIIEUHAO Pa3sBUTHE
(pyABMHHAHTHOTO ITOPAKEHHA KUZHCHHO BAKHBIX OP-
raHOB C OBICTPBIM AOCTIKCHHEM TEPMHHAABHON IIO-
YEYHON HEAOCTATOYHOCTH B HCXOAE OCTPOTO SITH30AA.
VHHKaABHOI 0COOEHHOCTBIO IPEACTABACHHOIO HAOATO-
ACHUS SABASICTCA TAKAKE PASBUTUE PA3BEPHYTOH KAPTUHBI
TMA y manweHTKH-HOCHTEAS mOAnMOpdU3Ma reHa
DGKE 8 Bospacre crapmre 30 aer, 9o paHee He OBIAO
OITHCAHO B MEAHIIMHCKOH AnTeparype. HeoObramsie xa-
paKTep 1 OCOOEHHOCTH TeUeHNs 3a00ACBAHIA OKA3AAUCH
IPE3BEIYANHO TPYAHBI AAf aHAAHM3a. V] AmIms komMaHA-
HBIC ACHCTBHA CIICIIHAANCTOB — PEBMATOAOTOB M HE-
pOAOTOB — ITO3BOAHMAU B KOHIIE KOHIIOB YCTAHOBHTb
BEPHBII ANArHO3 U HA3HAYUTH TEPAIIHIO, IIO3BOAHBIIIYIO
AOOHTBCA peEMUCCHI 00ENX DOAE3HEH, COUeTaHHE KOTO-
PBIX IIPEACTABASAO COOOI OE3YCAOBHYIO YIPO3Y HKU3HH
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