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IlnarHocTuka n nevyeHne Kpuorno6ynMHeMm4ecKoro
BaCKY/IUTA: 4YTO BAXKHO NS peanbHoi
KNMHUYECKOi NPaKTUKKu?

WN.10. lonosay’, E.[]. EryanHa?®
'Knunnyeckas 6oapnuna «Meodanus» [ocyaapcTBennoro ynpasiaenus aeaamu, r. Kues
TY «/lnenponerpoBCcKast MeUIIMHCKas akajeMusi MUHHCTEPCTBA OXPaHbI 3/[0POBbsI YKPauHbl>, I. J[Henp

Kpuorno0ymneMust — 3T0 COCTOSIHUE, IPH KOTOPOM B ChIBOPOTKE KPOBH BBISIBISIIOT IMPKYJIMPYIONIHE KPHONPELUIHTHPYIONIHE HMMYHHbIE KOM-
wrekcsl. KoHuentpauus kprorio6y mHos Boime 50 Mr/J1 CUMTAETCS AMATHOCTHYECKH 3HAYMMOI 11Ul KOHCTaTauuu KproraooymHemuu. [Ipoaykumst
KPHOIJIO0YJIMHOB, KaK MPABWJIO, SIBJSIETCS CJIEJICTBUEM OCHOBHOTO 3a00JIEBaHNs], UTO TPEOYET ITHONOTMYECKOii O1eHKH. J[narno3 Kpuoriooy.mHe-
muyeckoro Backymra (KB) ocHoBaH Ha 1aGOpaTopHOM 0GHAPY KEHNH CHIBOPOTOYHOI KPHOIIIOOYIMHEMUHN B COYETAHUH € XaPAKTEPHBIMU KJIMHHYe-
CKHMU IPU3HAKaMK U cuMnToMamy. OCHOBHbIE KJIMHUYECKHE POSIBIEHUS BKIIOYAIOT O0LIME CUMIITOMBI (TSKENast yCTaI0CTh, HEOObSICHUMAST JIH-
XOpasiKa ¢ oTepeil Macch! Tesia Win Ge3), mopaskeHue KoKy (0PToCTaTHYecKast NaIbIupyeMasi Iy pIrypa, HEKPOTHYECKHE sI3BbI), CYCTaBOB (apTpu-
Thl, apTpaJTun ), nepudepuYeCcKoil HEPBHOMN cucTeMbl (MOHOHEBPHTDI, IOJIMHEBPUT) U oYK (MeMOpanonposmdepaTuBHbiii rromepyaonedpur).
VuuTsiBasi MHOKECTBO IIPU3HAKOB M CUMNITOMOB, nauueHt ¢ KB peaxo oGpamaercs: nepBuyHo K peBMaroiory. Bpauamu nepBoro koHrakra
yalie sIBJISIOTCS ceMeifHble Bpauu WM IePMaTOJIOTH, Hapsily C TeM, 4To HH(OPMHPOBAHHOCTH Bpayeil IPYIuX cleluaIbHOCTell 0 JaHHOH naTo-
JIOTHH HeBelMKa. B craTbe H3/10:KeHbI COBPEMEHHbIE JaHHbIE 00 N3BECTHBIX ITHOJIOTHYECKUX (HAKTOPAX, THIAX U BADHAHTAX TEUYEHHS U Jeye-
nust KB. IIpusenens: kinaccudukanuonnsie kpurepun KB, 061aaomue BbIcOK0it HH)OPMATHBHOCTHIO M IOCTYIHbIE IPAKTHYECKUM BpayaM.
Jleuenne KB ocraercs ciosxHoii 3a1aueii n3-3a cepbe3HbIX creli(PUUecKUX MopakeHnii OpraHoB-MUIIEHeH U HHOT/IA YTPOKAIOMINX IS KU3HI
nposisienuii. IIpu BTopuyHOii KPHOTIOOYIMHEMIH JIeYeHHEe OCHOBHOTO 3a00/1eBaHus nMeet pemaiomee 3navenue. Ilpu KB na ¢one cmemannoit
KPHOIIO0YJIMHEMHIH CTPATETHS JIEYEHNSI OCHOBAHA HA IPOTHBOBUPYCHOM, IPOTHBOBOCIAINTEIIHOI i IMMYHOJENPECCUBHOI TEPAIH.

Ieau tepamuu 1y KB BKIIOYAIOT CHIZKEHHE YPOBHS MMMYHOIJIOOYJIMHOB M yAajienue anturena. IlepBas nenb MOKeT ObITh JOCTHTHYTA €
NIOMOIIBIO HMMYHO/IETIDECCAHTOB, B TO BpeMsI Kak BTOpPas IieJib 3aBHCUT OT TOTo, u3BecteH aHTtureH wiu Het. Ilpu KB, acconunupoBanHom ¢
BUPYCHbIM renatutoM C, IPOTHBOBUPYCHAS TEPANHS YMEHbIIAET KOJMYECTBO aHTHreHOB. OJHAKO IPU Ay TOMMMYHHBIX 3200/ I€BAHHUSIX IOTEH-
IHAIbHBIA aHTUTEH OGBIYHO HE PACIIO3HAETCSI, UCIIOJIb3YIOTCS TOJIbKO Hecnennuduyeckne HMMYHOIENPECCAHTDI.

Kmouesvte crosa: kpuoznobyiunemus, 6ackyium, mponporudepauus, supyc zenamuma C, UMMYHOZIOOYIUNbL, KIUNULECKUE NPOSGACHUSL, OUd-
ZHOCMUKA, JleyeHue.

Diagnostic and treatment of cryoglobulinemic vasculitis: what is important for real clinical practice?
I.Yu. Golovach, Ye.D. Yehudina

Cryoglobulinemia is a condition in which circulating cryoprecipitate immune complexes are detected in serum. The cryoglobulin concentration
above 50 mg/l is considered diagnostically significant for the statement of cryoglobulinemia. The production of cryoglobulins, as a rule, is a conse-
quence of the underlying disease, which requires etiological evaluation. The diagnosis of cryoglobulinemic vasculitis (CV) is based on laboratory
detection of serum cryoglobulinemia in combination with characteristic clinical signs and symptoms. The main clinical manifestations include
common symptoms (severe fatigue, unexplained fever with or without weight loss), skin lesions (orthostatic palpable purpura, necrotic ulcers),
joints (arthritis, arthralgia), peripheral nervous system (mononeuritis, polyneuritis) and kidney (membranoproliferative glomerulonephritis).
Given the many signs and symptoms, a patient with CV rarely turns primarily to a theumatologist. First contact doctors are often family doctors
or dermatologists, along with the fact that the awareness of doctors of other specialties about this pathology is insufficient. The article presents
modern data on the etiological factors, CV types and variants of the clinical course and treatment. CV classification criteria are highly informative
and available to practitioners.

Treatment of CV remains a challenge due to serious specific target organ damage and sometimes life-threatening manifestations. In secondary
cryoglobulinemia, treatment of the underlying disease is crucial. In case of CV on the background of mixed cryoglobulinemia, the treatment strat-
egy is based on antiviral, anti-inflammatory and immunosuppressive therapy.

The therapy goals for CV include reducing the immunoglobulin level and removing the antigen. The first goal can be achieved with immunosuppres-
sants, while the second goal depends on whether the antigen is known or not. With CV associated with HCV, antiviral therapy reduces the number
of antigens. However, in autoimmune diseases, the potential antigen is usually not recognized, and only non-specific immunosuppressants are used.
Key words: cryoglobulinemia, vasculitis, lymphoproliferation, hepatitis C virus, immunoglobulins, clinical manifestations, diagnosis, treatment.

AiarHocTuka i nikyBaHHS Kpiorno6yniHeMi4yHOro BackysiTy: L0 BaX/IMBO AJiS peasibHOT KJiHIYHOT NpakTUkn?
I.1O. lnonosay, €.4. €rygina

KpiormoGyinemist — 1ie cram, npu SKOMY Y CHPOBATILi KPOBi BUABJISIOTH IIUPKYJTIO0U] KPiOPEIUITITYBaIbHi iMyHHI KomIiekc. KoHnenrpartist
kpioroOyuHiB Bumte 50 Mr/J BBAKAEThCS [MIarHOCTUYHO 3HAYYIION /it KOHCTaTallii KpiorsoOyuHewmii. [IpoayKiis kpiornmoOynuHis, sk mpa-
BUJIO, € HACJIJIKOM OCHOBHOTO 3aXBOPIOBAHHSI, 1[0 BUMArae eTiosioriqnoi oiinku. /liarnos kpiornobyninemiunoro Backysity (KB) 3acHoBanwmii
Ha J1abOPaTOPHOMY BUSIBJIEHHI CUPOBATKOBOI KPIOrIo0y iiHeMii y MOEHAHHI 3 XapaKTePHUMU KJIIHIYHUMU O3HaKaMu i cumrnromamu. OCHOBHI
KJIiHIYH] POSIBU BKJIIOYAIOTH 3arajibHi cHMITOMU (BaskKa BTOMA, HE3PO3yMiJia JIMXOMaHKa 3 BTPAaTOIo MacH Tija abo 6e3), ypaxkeHHs mkipu (op-
TOCTATUYHA Iy PITYPa, KA MAIbIIYETHCS, HEKPOTUYHI BUPA3KK ), CYr1006iB (apTpuTH, apTpaJrii), nepudepnytoi HepBoBoi crcTeMu (MOHOHEBPUTH,
HOJIIHEBPUT) i HUPOK (MeMOGpaHopoidepaTuBHII TIIOMEPYI0oHEDPUT).

3 oryisiay Ha 6e3tiv 03HaK i cuMIToMiB, marienT 3 KB pizko 3BepTacThest MepBUHHO 10 peBMATOJIOTa. JIIKapsIMU TIepIIoro KOHTaKTy JacTilie €
cimeiini sikapi abo lepMaToJIOrTH, Pa3soM 3 THM, 110 iH(HOPMOBAHICTD JIKAPiB IHIINX CIIENialbHOCTEN PO JaHy MaTOJIOril0 HeBeJuKa. Y CTarTi
BUKJIAJIEHi CydyacHi ani mpo Bizomi etiosoriuni akropu, tumu i Bapiantu nepebiry i sikysanns KB. HaBezeno kracudikaniitni kpurepii KB, o
BOJIOZIIIOTH BIHCOKOIO 1H(OPMATHUBHICTIO i IOCTYITHI TIPAKTHYHUM JIKaPSIM.
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JlikyBanns KB 3anmimaeTbest CKIaJHUM 3aBAAHHAM 4Yepe3 cepiio3Hi crenudiuni mopasky opraHis-mimreHeil i iHozi 3arpo3iMBUX IS SKUT-
Ts1 npostBiB. Ipu BTOpuHHIN Kpiorao0ysiHeMii JiKyBaHHS OCHOBHOTO 3aXBOPIOBaHHs Ma€ BupimiaibHe 3HadeHHst. [Ipn KB Ha tuii 3mimanoi
KkpiorsoOyJriHeMii cTparerist JiKyBaHHS 3aCHOBAHA HA IIPOTUBIPYCHIiT, TPOTH3AIAIBHIT Ta IMyHOZETTPECHBHIN Tepartii.

Iini repanii ans KB BktouaroTh 3HUMKEHHsT PiBHsI iMyHOrJI00yJIiHiB 1 BugaieHHs anTureny. Ilepiia mMera Moxe GyTH JOCSTHYTa 3a JIOMO-
MOTOI0 IMyHOJIETIPECAHTIB, y TOI Yac SIK Apyra MeTa 3aJeKUTh BiJ Toro, Bizomuil anturen un Hi. [Ipn KB, acoriifoBanoio 3 BipycHuM remaru-
tom C, IpOTUBIpyCHa Teparlis 3MEHIIY€e KiJbKicTh aHTureHiB. OJiHAK 1PU aBTOIMYHHMX 3aXBOPIOBAHHSX HOTEHIIMHNUN aHTUTEH 3a3BUYaill He
POBMI3HAETHCS, BUKOPUCTOBYIOTHCS TiTTbKY HecTelidiuni iMyHotenpecanTn.

Kmouosi caosa: kpioznobyninemis, sackynim, rimgonporidpepais, sipyc zenamumy C, imynozao0yinu, Kiiniuni npoasu, 0iaznocmuxa, 1ikyeanis.

TepMI/III «KPUOTJIO0YJIHEMUST> PUMEHSIIOT TP 0OHAPYKEHU
B CBIBOPOTKE KPOBH UMMYyHOI06yuHOB (1g), KoTopbie 06pa-
THMO OCAKAAIOTCS, 00pa3yIoT resib mpn Temieparype Hiwke 37 °C
U PACTBOPSIOTCS IIPH MOBLIIIeHNH TeMiepatypsl Boite 37 °C [8].
[Tocse posrux 1e6aToB GBLIO YCTAHOBJIEHO, YTO KOHIEHTPAIIUS
KPUOTTIOOYJIMHOB Bbiie 50 MT/JI CYUTAETCS IMArHOCTUYECKH 3Ha-
YUMOIi Jjist KoHCTaTauu axkra Kpuoraodyaunemu [8].

Omucano TpH TOATHUIA KPUOTTOOYINHOB B 3aBUCHMOCTH
or cocraa Ig. KpuormoGyimHemust [ Tuma mpejcrasisier co-
6oii oTIesbHBIE MOHOKJIOHANbHBIE g (uame Beero IgM, pesxe
[gG wmm IgA), Torna xax II i n 111 Tun kraccudurmpyores
KaK CMelllaHHast KPUOTJIO0YIMHEMUSI, TIOCKOJIbKY BKJIIOYAIOT /(B
tuna Ig — o6brano 1gG u IgM (taba. 1) [5]. Bakuo orMeruts,
9TO KPHOTIOGYIMHEL IIPH CMEMTAHHON KPHOTJIO0YITHHEMIUI — 9TO
ayTOAHTHUTEJIA C AKTUBHOCTBIO PEBMATOMIHOTO (hakTopa (TO €CTh
AHTHUTEJA CO CMTOCOOHOCTBIO CBSI3BIBATH JPYTOE AaHTUTEJO), KOTO-
past TTO3BOJISIET M 00Pa30BBIBATH MMMYHHbIE KOMIIJIEKCHI, I 9T
CIIOCOOHOCTD YPE3BBIYAIIHO BasKHA B [ATOTEHE3€ KPHOTJIOOYIIN-
HEMUYeCKOro Backyauta [33].

OCHOBHBIM ME€XaHHU3MOM, CIOCOGCTBYIONMM KPHOTJIO0Y-
JIMHEMWH, sIBJsieTcst abeppaHTHAsi ITPOAYKIUSI ayTOAHTHUTE
B-knerkamu u nposmmdepanus B-kiaerox [10]. Hekoropsie 3a-
60JIEBAHIS MOTYT CIIOCOOCTBOBATD HTOMY, H3MEHSIST HOPMATHHYIO
dynkipmo B-kaerok. [Tpucyrersue kproraodynnnos I tuma Beer-
14 ACCOIIMMPOBAHO ¢ B-kiieTounbIMu TMMbONPOI(epaTHBHBIMI
3aboseBanusiMu (cMm. Tabs. 1). Hanportus, cMernaHHble Kpu-
ornobOysmuemun 1T mm IIT tuma yaie accolmuupoBaHbl ¢
CHCTEMHBIMH ay TOMMMYHHBIME 3200JI€BAHUSMHU, XPOHIICCKIMIT
nHpeknnsamu, a Bupycusiii renatut C (BI'C) npuBoauT x passu-
THIO CMelanuoil kpuoriaodyiunemun B 80-90% ciyuaes [27].
Cpenn ayTOMMMYHHBIX 3a60JI€BaHIil Yalle BCETO CO CMETTaH-
HOU KPHUOTIOOyIMHEMIEN accOIMUPOBAHbI TTE€PBUYHbII CHUH-
apom Ierpena (CII), cucremnas xpacuas Boayanka (CKB)
u peBmaronaHblil apTput (PA). IIpu orcyTeTBImM yeTKOo ompes-
€JIEHHOTO OCHOBHOTO 3a00JjieBaHusl, KOTOpOe MOTJIO Obl GBITH
HTUONOTUYECKUM (HAKTOPOM, 1 OGHAPYIKEHUN CMENIAHHO Kpu-
OTJIOOYIMHEMUN CHHAPOM 0003HAYAETCS KaK ICCEHIINATbHAS
CMeIanHast KpUOrJao0y IimHeMUsI.

TepMuH «KPUOTJIOOYIMHEMUSI» OTHOCUTCS TOJIBKO K HAJIU-
M0 KPUOTJIOOYIMHOB B CHIBOPOTKE MarmenTa. TeMm He MeHee
9TOT TEPMUH YACTO IPUMEHSIOT 110 OTHOIIEHUIO K CHCTEMHOMY

BOCTIAIUTEILHOMY CHHPOMY, 00YCIOBJIEHHOMY BACKYJIUTOM CO-
CY/IOB MEJIKOTO U CPeJIHEro Kainbpa, BHI3BBAHHOTO MMMYHHbBIMI
KOMILJIEKCAMH, CO/IEPKAIIUM KPUOTTIOOyIMHBL. B cTaThe TepMuH
«KPUOTTOOYIMHEMEsT> GY/IET CTIOIb30BATHCS JIJIST OIIPEIeICH ISt
HAJIMYUsT KPHOTJIOOYJIMHOB B KPOBHU (C KJIMHUYECKUMU CHMIITO-
Mamu Ui 6e3 HUX) ¥ «KPUOrJI00yINHEMUYECKIIA BACKY T JIJIst
KJIMHUYeCKH MaHu(ecTHOro 3aboieBanust (IypIrypa, apTpasirust
U/WIM apTPUT, ¢1aboCTh, KOXKHBIE SI3BbI, epudepuieckas Heil-
pornarust, Hehpur).

Yame Kk xkpuormobyiuHemudeckomy Backyauty (KB)
MOKeT MPUBECTH CMelllaHHas KpuornaoOyauuemus 11 tuna u
ITI-IIT tumna, pexe 111 Tuna. M3 umeromuxcs kaaccuuramni
BAaCKyJIMTa Cerofius Hanbojiee MHUPOKO UCIOJb3yeTcss Habop
KPUTEPUEB COIJIACHO MEXK/IYHAPOIHONH KOHCEHCYCHON KOoHpe-
penrn (Yanen-Xusr, 2012) [16], kotopsiii 6azupyercst Ha
AHATOMHUYECKUX PA3TUUUSAX TTOPAKEHHBIX JOMUHUPYIOMINX
cocyzioB. KB oTHOCHUTCST K BACKYJIUTY COCYZIOB MEJIKOTO KaJIu-
6pa ¢ IMMYHHOKOMIIJIEKCHBIM TTATOreHe30M U B ciydae BI'C-
ACCONMUPOBAHHOTO KPUOTJIOOYJINHEMUYECKOTO BACKYJIUTA, C
M3BECTHOH 2THOJIOTHEH.

Hamu cobGpana obnosiennas undopMaiys 06 snuaeMuo-
JIOTUHU, 9TUOJIOTUU U IIATOTeHe3e, KIUHUKE, TUArHOCTUKE U Jie-
YEHUU KPUOTJIOOYIMHEMUH ¢ OCOOBIM aKIIEHTOM Ha CMElIaHHYIO
kpuorsodyiuaemuto u KB.

Anupemuonorus, 3STUoOJNorus

JlaHHBIE O PACIPOCTPAHEHHOCTH 1 3a00JI€BAEMOCTH KPHOTJIO-
GyJIHEMUEl Cpejin HaCeJIeHNsT B [IEJIOM CKY/IHbI, BCETO HECKOJIb-
KO MCCIe0BaHni II0CBsAIeHbl 910l mpobieme. Bo Bcem mupe KB
cunTaerca peakuM 3abonesanueM (10 5 cayyaes Ha 10 000 ueso-
Bek B 00111eii eBPOIIENCKOI U ceBEPOAMEPUKAHCKOI MOy JISIIN ),
XOTSI PACIIPOCTPAHEHHOCTD €I0 HECKOJIBKO BhITIIe BcTpanax Cpezu-
3eMHOMOPCKOTO Gacceitta [23]. B IBYX KPYITHBIX TPOCTIEKTHBHBIX
HCCTeIOBaHKSX CMelaHHas KPUOTIoOyauHeMust Oblia 0OHapy-
skena y ~40—60% namuenTos, naduinuposanusix BI'C, HO ToIbKO
y 5% mioneit ¢ BI'C-undeximeit passuics KB [22]. OcHoBHBIMEI
MPUYUHAMEU CMEIIAHHON KPUOTJIOOYJIMHEMUN, HE CBS3aHHOMN C
xponnueckoii BI'C-nndexmmeit, B 10-20% caydasx sBasiorcs
NpyTHe nHMEKITNOHHBIE aTEHTBHI, 3JI0KaYeCTBEHHbIE B-KIeTouHbIe
HOBOOGPA30BaHUs U ayToUMMyHHbIe 3aboseBanusi [42]. Bouia
obHapysKeHa CBSA3b KPUOTTIOOYJIMHEMIH € XPOHUYECKON MH(bEK-

Tabnnya 1

Knaccuthukaumua Tunos Kpnorno6ynMHemMmu n accouMmpoBaHtbIX 3abonesanuii

Kpuorno6ynmHemun CocrtaB Kpuonpeuunurara

OCHOBHbIE acCCOLMMPOBaHHbIE 3a6oneBaHns

NumdonponndepaTtrBHble 3a6051eBaHNs, MHOXECTBEHHas
Tun| MoHoknoHanbHble IgM (peako | Mnenoma, makpornobynmHemus BanbgeHcTpema, MOHOKOHaIbHas
1gG nnn IgA) raMmmonaTus, XpoHuyecku numdonernkos, B-knetoyHasa
HEXOOXXKMHCKas nMmMmdomMa, BONOCATOKIETOYHbIN TENKO3
Kom6urHaumst MOHOKIOHANbHbIX
Tun Il (vawe IgMk) 1 MONNKNOHANBHBIX BI'C (80-90% cnyyaeB) u gpyrue nHdekummn (Hanpumep, BI'B)
Ig (1gGk n IgGL)
Tun I flomknonaneheie IgM, BI'C v npyrve nHdekumm; 4acto ayToMMMYyHHbIE 3a601eBaHNS
nonvknoHaneHble IgG
Tun =1l OnuroknoHaneHble IgM, BI'C n opyrue nHdexumn, ayToMMmMyHHble 32601€BaHNS 1
nonuknoHanbHble IgG numbonponndepaTrBHbie 3a601eBaHUSA

[Mpumeyarme: Ig — immyHornobynutel, BIC — Bupyc renatura C, BB — Bupyc renarura B.
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Tabnnya 2

WHtheKuMoHHbIE TPUrrepbl CMELaHHOH KpUorno6ynuxiemMun

Bupychbi
+ Bupyc renatuta C
+ BUpyC renatuta B
+ BUpYyc dnwtenHa-bapp
* UMTOMEranoBupyc
+ BMpyC renatuta A
- BUM
* afeHOoBMPYC
+ napsoBupyc B19

Mapa3utbl
* BUAbI N1a3Moams (BO30yAMTENN Manspum)

* BUAbl NeiiluMaHnm (Bo30yanTenm neiiliMaHmnosa)
+ BUAbI TOKCOMIa3Mm (BO36yauTenu Tokconna3mosa)
* BUAbI LLMCTOCOM (BO30OYAUTENM LLUIMCTOCOMO3a)

* BUbl 9XMHOKOKKA (BO30YAMTENMN 9XMHOKOKKO3a)

BakTepun
* CTPENTOKOKK
+ BUAbl OpyLenn (Bo3oyautenn 6pyuennesa)
- Coxiella burnetii (Bo36yauTenb Q-nnuxopanku)
« Mycobacterium leprae (Bo36yonTenb Npokasbl)
« Borrelia burgdorferi (Bo306yautens 60ne3Hn Jlanma)
- Treponema pallidum (Bo36yauTens cudunmca)

purobI
- Buabl Candida (Bo36yanTenn KaHAMA03HON MHMEKL M)
* BUAbI KOKUMANONO0B (BO3OYyANTENM KOKUMAOMA0MMKO3a)

et Bupyca remartuta B (BI'B) tospko B ~2% ciyuaes [20]. Ectb
nauHble o cstzn KB ¢ BUY-undekiueii, 0coGeHHO B CIydasax Ko-
undexun ¢ BI'C [34]. Mndeknnonnasa cMemanias Kpuoriooy-
smunemus, He cBszanHas ¢ BI'C, B 0CHOBHOM BbI3bIBaeTcst BUPY-
camut, GakTeprajbHbIMU TTATOTeHAMHU UJIN TTapasutaMu (1abir. 2).

[TarmenTtsr ¢ aktuBabiMu CKB u PA MoryT umerh mupky-
JIIPYIOIie B KPOBU KPHOIJIOOYJIMHBL: CMEIIaHHAs KPHOTJI00Y-
smiHeMmust Habmonanack y ~10% namuentos ¢ CKB uim PA, oa-
Hako KB 6bu1 iuarsoctupoBan ToJ1bK0 B 2% ciydaes [17]. Tlpu-
Gumsurenbio y 5-20% mnarmentos ¢ nepsudnbiM CII Mosker
BBISIBIIATHCST KprorsoOyauaemust 1T tuma [4].

Hasmune kprorsioGyimHeMun TaksKe acCOIUUPYETCsT ¢ reMa-
TosiornueckuMu 3abostesanusaMu. OOIMN PUCK HEXOIKKUHCKOT
JMGBOMBI Y TIAIIHEHTOB ¢ KPUOTTIOOYIMHEMIE TTPUGIU3NTE b=
HO B 35 pas Bbllle, 4eM B o01ieil nonyJsiiuu [8]. Y nanueHToB
¢ BI'C rakke cyiecTByeT BBICOKWI PUCK Pa3BUTHST HEXOIK-
KIUHCKOH JTMMGbOMBI 10CJIe UINTENBHOTO Tepruofa MHOEKINN
(Gomee 15 sier) [45]. Dpanitysckoe UCCIeA0BaHEE OCHOBHOIO
B-kiieTounoro 3a6ojieBaHus y MAIMEHTOB ¢ KPUOTTIOOyInHeMUei
[ Tnma MpoIeMOHCTPUPOBATIO BBICOKUIT PUCK PA3BUTHUS HE3TOKA-
YeCTBEHHOI MOHOKJIOHATBHON raMMOTIATUN ¥ 3JI0KAUeCTBEHHOMN
reMaToJIOTHYeCKOil omyxosu [24].

MatoreHes n naTodmsuonoruquKue aKUeHTbl

OnHUM U3 HEHTPATLHBIX COOBITHI B TIATOTEHE3e KPUOTIO0Y.IH-
HEeMUM SIBJIIETCSI B3aHMOJIEHCTBIE MEK/LY IIPEIPACIIOIOKEHHOCTBIO
XO03MHA 11 TPUTTEPaMI OKPY’KaIOIIell cpesibl, MPUBOIAIINX K Hapy-
menmio (ynkiuit B-kietok [39]. B atoit Mozesn natorenernyeckue
KPHOTTIO0YJIMHEMIYECKHE OTBEThI 3aBUCSIT OT HECKOJIBKIX (DaKTOPOB,
BKJTIOYas JIMMGOTIPOIHMEPAIIIO 1/ XPOHIIECKYIO UIMMYHOCTH-
MYJISIIIARO. DTO MPUBOAUT K BBIPAOOTKE MOHOKJIOHAIBHBIX, OJIUIO-
KJTOHAJTBHBIX HJTH TOJMKIOHATBHBIX KPUOTTOOYITIHOB, OCAKICHHUIO
UMMYHHBIX KOMILIEKCOB TTOCJTE CBSI3BIBAHUS MESK/TY KPHOTJIOOYTHHA-
MH U VX I[eJIEBBIMHI QHTUTEHAMH B COUETAHNH C HEJIOCTATOUHBIM U/
i fieheKTHBIM KIMPEHCOM KPUOTTOOYITIH-TIE/IEBBIX aHTHTEHHBIX
VIMMYHHBIX KOMILIEKCOB, KOTOpPbIe HAKAIlIMBAIOTCS B OPraHi3Me 1
orocpeyior 3abosiesatiue [ 33]. DKcriepuMeHTaIbHbIE MOJIEIIH Ha JKU-
BOTHBIX TIOKA3AJIH, YTO KPHOTJIOOYJIMHBI MOTYT OJIOKMPOBATD COCY/TbI
11/WJI1 OTIOCPE/IOBATD BOCHATUTEIBHBII BACKYJIUT TIOCHIE OCAK/ICHIS
MMMYHHBIX KOMILIEKCOB [39)].

[Ipomudepariirs B-kaeTok aBisteTcst BasKHBIM MEXaHU3MOM B
naroreHese kpuorsoGymmHemun 1 KB. MHorocTyeH4aThiii mpo-
11ecC TI0//IePsKUBAET TI€PEX0/l OT IPOCTOTO CEPOJIOTNYECKOTO U3-
MeHeHUsT (KPUOTTOGYIMHEMIST) K KIMHUIECKUM TPOSIBICHUSIM
(KB) 1 B KOHEYHOM HUTOTe K OYEBHIHON U Oe3yCcIoBHOI JmMdo-
nposdepanun B-kimeTok (Takoil, Kak HEXO/XKKUHCKast TuMdo-
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AHTUreH-
3aBMCMMOCTL

MonuknoHaneHas

XpoHuueckas BUpycHas
pennukaums
OnuroknoHanbHas n
Tun Il cmewanHoii
KpMornoGynuHemumn

MoHokno-
HanbHas

W

WnponenThas
(BsinoTekywas) numpoma
(nanpumep, numdoma
3 KNETOK MapruHanbHoi
30HbI CENEe3eHKN)

ArpeccusHas
HEXOAXKUHCKas TuMpoma

Puc. 1. T'mnotetnyeckas moaenb NPorpeccuMpoBanns

OT CMELLAHHOI KpuornobynuHemumn K numtome.

CTUmynauusa ayTopeakTMBHbIX, NPOAYLMPYIOLNX PEBMATOUAHDII
thakTop, 1 nepeKpecTHO-peaKTUBHLIX cneuntpuyeckux B-knerok
MOXXEeT NpUBecTH K nepsomy 3tany numconponucdepaTuBHOro
pa3BuTMA, HaNpuMep, NPY CMELIaHHON KpUornobynuHemMmm

Il Tvna. YcTpaneHue UCTOYHMKA aHTUIeHa Ha 3TOii cTaguu
NPUBOAUT K CHUKEHUID Harpy3Kn Ha Kpuorno6ynuH un
KNOHANbHOW nonynsayum.

Mma) [18]. Orkpsbitre cpoactsa o6osouk BI'C k TpaHcMeMOpaH-
Homy Oesiky CD81 craso KpaeyroJabHbIM KaMHEM B TIOHUMaHU I
Mexann3moB unynuposannoit BI'C mumdgornpoaundeparum [19].
B-kisietku, Hapsijy ¢ remaronuTaMmu, SBJISIOTCS MUIICHIME JIJISt
Bupycarenatuta C (BI'C) BesieicTBrE 9KCIIPECCHE HA KJIETOTHOM
nosepxuoctu perenrropa CD81. Mnnynuposannas BI'C mposu-
depanus B-kietox u cHuKeHHe Mmopora akTUBaluu B-kietox
BBI3BIBAIOT 3HAYUTEJBHYTO TIPOLYKIINIO ayToaHTHTe N [27].
[locrostnnas crumyisiiiusi B-KiieTOK BUPYCHBIMU aHTUTEHA-
MU U TIOBBITIIEHHAS 9KCIIPECCHS TEHOB, CBI3aHHBIX € JIMMboMare-
HE30M, NIPUBOJAT K IIOJINKJIOHAIBHOMN, a 3aTeM MOHOKJIOHATBHON
IKCIAHCUM B-KJIeToK. ITH B3aUMOACHCTBUSI, B KOHEYHOM CUETE,
BBI3BIBAIOT JiIMonposndepatiBHOe 3a60JIeBaHNE, KOTOPOE MO-
sKeT (akTUYeCKH IepepacTd B B-KieTOUHYI0 HEXOKKHHCKYIO
smumbomy [5]. Ha puc. 1 npescraBie rTunoTeTuaeckKuii myTh mpo-
IPECCUPOBAHMST OT CMEITAHHOI KPHOTTIOOYIMHEMUHI K JIIM(pOMe.
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Tabrmya 3
OcHOBHbIE KNMHUYECKME, NabopaTopHbIe U acCOLMMPOBAHHbIE NPOSBNEHUS
B COOTBETCTBUM C UMMYHOXUMUYECKUM TUNOM KpUOrnobynuaemun
ApnantupoBano Hamu no [18, 37, 40]
UMmMyHOXMMMYECKUIA TUN 12 -1k
Koxa

IMypnypa 80% 75-90%
®eHomeH PeliHo 25-40% 20-30%

JvcTanbHble 38b1 / HEKPO3 30-35% 5-15%
Xonog-nHayumMpoBaHHbIE CUMITOMbI / XO/1040Basi KpanvuBHULa 90-100% 0-10%
Jlnseno 10-15% 5-10%
ApTpanrusa/apTput 25-30% 50-80%

MopaxeHne HepPBHOI CUCTEMBDI

lNepugepudeckasi HeBponatusi 30-50% 50-75%
Bosneuenve LUHC 4YpesBblHanHO penko 5-10%
MopaxeHue novek 15-30% 30-40%

MopaxeHune xenyao4YHO-KULLEYHOr o TpakTa 4Ypes3BblyalrHO peako penko
MopaxeHne cepaevyHo-coCcyaAnCTON CUCTEMBI 4YpesBblHanHO penko peako
MopaxxeHue nerknx 4Ype3BblyalriHO peako penko

Mpumeyarms. UHC — ueHTpanbHasi HepBHasi CUCTEMA. @ — NPOCTast KPUOrOBYNMHEMMS, COCTOSILLAS 113 MOHOKIIOHAIBHOTO MMMYHOTOBYIMHA. b — CMeLLaHHas KprornobynuHas,
TN Il: MOHOKNIOHAIbHBIE 1 MOAMKIOHAbHBIE UMMYHOTNOBYMHBI, TUM ll: TONBKO MOANKIIOHANbHBIE UMMYHOTNOBYNMHBI.

Knunnveckue I'ucronoruvyeckue

Ceponom'iemue
NPH3HAKH

JIeKOLMTOKIACTHYECKHIT
BacKyJIUT

Kpuonpenunuranus

Caexad mypmypa HCXPOMHSA P
YPIyp Hucxp nocne 7 aueit +4°

CmelnaHHas
KpuornooynuHemus

KnuHnuyeckne cumnTombl
06e3 KpnornodoynuHemumn
« OTcyTCTBME
Kpronpeunnutupytowmx NK
« MNoBTOPUTL ONpeaeneHne
KPUOrno6ynvHOB C Pa3fiMyHbIMU
BPEMEHHbLIMU UHTEPBAaMn
A0S NOATBEPXAEHUS AMArHo3a
KPYOrno6yaMHEMUNYECKOrO

Kpuorno6ynuHeMmuueckuii BacKynuT
KnuHuyeckue npusHaku
+ BO3MOXHOE LOKIMHNYECKOe + Mypnypa
| cocTositme ¢ nnm 6e3 PO - Cna6ocTtb
|v/mnn Hnskum C4 « ApTpanrus
« TwaTenbHas KnMHU4yecKas + BoBsieyeHve novek
| oueHka BoaMOXHbIX - BoBneyeHue neveHn
| MHdbexkumoHHbIX (BIC nnu - BoBneyeHve Koxmu
|BIB), ayTovMMyHHBbIX, - MNepudepunyeckas HenponaTus

| remaTtonornyeckux, Ceposiornyeckue nNpusHaKkm BackynuTa
| onyxoneBbix 3a6onesaHmii. + CMelLiaHHas KpUornoBynnuHemus - TwaTenbHas KnMHUYeckas
+ MOHUTOPUHF 63 NeYeHns « PO+ OLIEHKA BO3MOXHbIX

» Huskuii C4
MaTorucronormyeckme NpM3Haku
« JlerikoumToKNacTUYECKNIA BaCKYINT
» 9kcnaHcus B-numdountos

NHOEKUMOHHBIX (Hanpumep,
BI'C, BI'B), ayTOUMMYHHbIX,
reMaTosiorMyeckux,
onyxoneBbIx 3a60neBaHNI

Puc. 2. KnuHnyeckue, ceposiorn4eckue U rucTonornyeckne NPpU3HaKu Kpuorno6ynMHeMmn4ecKoro BacKynura
BI'B — BupycHbii renatut B; BI'C — BupycHbili renatut C; MK — uMmyHHble kommnnekchl; PO — peBMaTonaHbii pakTop.

JlaGopaTtopHOe oOGHapy)XXeHue U XapaKTepucTuka
KpUornoGysMHoB
JlaGopaTopHoe BbISIBJCHUE LUPKYJUPYIOUIUX CBHIBOPO-
TOYHBIX KPUOTJIOOYJINHOB — HEOOXOANMOE MEPOIPUSITHE JIJIsT
COOTBeTCTByIOH_[eﬁ I(]IaCCI/ICbI/IKaHI/II/I N IUAarHOCTUKU KPUOTJIO-
Oymunemun u KB. B crangapTHBIX CEpPOJIOTMYECKUX TECTaxX
JUISL BBISIBJIEHUST KPUOTJIOOYIMHOB JIO)KHOOTPUIIATE/NbHBIE Pe-
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3yJIbTaThl OOBIYHO BHI3BAHBI OCAKIAEHIEM AaHTUTEJ [IPU HU3KOI
TeMIepaType, MoITOMY UMMYHOTJIOOYINHOBbIE KOMIOHEHTDI
KPUOMPEIUITUTATA JOJKHBI OBITh HIEHTH(DUITMPOBAHDI 1 KJTac-
cuUIMPOBAHBI UMMYHO3JIEKTPODOpPe30oM NN UMMYHO(PUK-
careil mpu temmeparype 37°C Bo usbexkaHue BO3MOKHOTO
OoCakKJeHUsA W/UK 1norepu Kpuornobyaunos [7]. AnbrepHa-
TUBHO, UMMYHOOJOTTHHT uin 2D-ajeKTpodopes B MoJTHaKkpu-
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Mo3uTUBHBIN pe3ynbTaT NPy onpeaesieHn CbiIBOPOTOUHBIX
KPUOrnoGy/IMHOB MO KpaiHei Mmepe B ABYX onpeaeneHnsx
B TeyeHue 12 Hea unm Gonblue

OnpOCHUK: KaK MUHUMYM 2 Kr Kne
13 cneaylowmx 3-X NpU3HaKoB:

(a) MomHuTe N Bbl 0AMH NN HECKONBKO
3NN30,0B HANNYWS MASIEHBKMX KPACHbIX
MATEH Ha KOXe, 0COOEHHO

Ha HUXXHUX KOHEYHOCTSIX?

6) Bbinn 'y Bac kpacHble nsatHa

Ha HUXXHUX KOHEYHOCTSIX, KOTOPbIE Mocne
MCYE3HOBEHWS OCTaBASANN
KOpuU4HeBaTble NATHA?

(c) foBopwn nu Bam korga-nnbo fokTop,
4YTO Yy BAC BMPYCHbIV renatnut?

peHomeH PeliHo.

HEPBHOI CUCTEMBI.

n3 cnepnyowmx 4-x (B HACTOSALLMIA MOMEHT
W B aHaMHe3e)

(a) KoHCTUTyuMOHanbHbIE CUMNTOMBI: YCTanoCTb,
HWU3Kaa TeMmnepartypa Tena, imxopagka

(> 38 °C 6e3 npuumnHbl), pubpommanrus.

(6) MopaxeHune cycTaBoB: apTpanrumn, apTpuT.

(c) MopaxeHwne cocynos: Nypnypa, KOXHbIE A3Bbl,
HerOTMHECKMIﬁ BACKy/nT, CAHOPOM rmnepBA3KOCTH,

(d) HeBponoruyeckue CUMNTOMbI:
nepudepunyeckas HemponaTus, nopaxeHue
YepenHbiX HEPBOB, BaCKYNNT LEHTPasIbHO

no KpaiHeii mepe 3 JlaGopaTopHbIi NPU3HAKK:
no KpaiHen mepe 2 n3 cneayowmx 3-x

(B HacTOALLMIA MOMEHT):

(@) CHuxeHure cbiBOpoTO4HOro C4.
(6) MonoxMTENbHBIN PEBMATOUAHBIN
bakTop B CbIBOPOTKE KPOBU.

(c) MonoXuTEeNbHbBIV CHIBOPOTOYHbIN
KOMMOHeHT M

Puc. 3. Knaccudmkaymonuble Kpurepun Kpuornobynuiemm4eckoro Backynuta (agantuposaHo Hamu no [7, 25])

MauvenTbl KNaccuhUMPYOTCA KaK UMEKLMe KpUorno6ynuieMu4eckuii BAaCKyInT, ecnu no KpaiiHein Mepe ABa U3 TpeX NYHKTOB
(onpocHUK, KNMHUYECKMIA U Na6opaTOPHbLIA NPU3HAKK) GbINK NONOKNTENbHBIMMU, ECIIN NALMEHT UMEET NO3UTUBHDLIA pe3ynbTart
npu onpefeneHuy CbIBOPOTOUHbIX KPUOrNIO6YIMHOB NO KpaiiHeil Mepe B ABYX onpeAeneHusx B Teyenue 12 vep wnm 6onbuue.

JIAMHJIHOM TeJle TaKyKe MOTYT MCII0JIb30BaThCs /ISt Bepudika-
I[M TUIIOB CHIBOPOTOYHBIX KPUOTIOOYIUHOB [7].

Bakna orenka Apyrux J1abopaTopHBIX OCOGEHHOCTEH, KOTO-
pble MPeAoaaraior KproraobymuHemuio. Tak, /st Kpuoraoly-
JITHEMUH JI0BOJIBHO CIHEIM(PUIHBI HEKOTOPbIe KOMIIJIEMEHTapHbIe
AHOMAJINN: CHIDKeHne paHHnX kommoHeHToB (Clq, C2 n C4) n
CHS50 u yBesmuenue yposHeit komronenTos komiiementa (C5 n
C9) u unruGuropa C1; npu atom yposerb C3 06bIYHO HOPMaJIb-
ueiit [7]. PeBmaronznbriit daktop (PM) wacto BecTpewaercst mpu
CMeIaHHON KPUOTIOOYJIMHEMHH, HO PEIKO BbISIBJISIETCSI TIPU KPH-
ornobymiHemun [ Trma.

YpoBHU KPHOTJIOOYJHHOB B CHIBOPOTKE OOBIYHO HE KOP-
PeJMPYIOT ¢ TSKeCThIo u/uian aktusHocTbio KB [11]. Mckitio-
YeHUEeM SABJISAeTCS KIACCMYECKUN CHHAPOM THUIIEPBSI3KOCTH,
KOTOPBI MOJKET MOSIBJSATHCS MPH HAJINYNN OYEHb BBICOKHX
ypoBusix kpuokputa [33]. CHHIPOM TruUIepBsA3KOCTH OOLIYHO
COTPOBOXKIAET KprormobyanHemuio I Trma. Baskno, 4ro mupky-
JIIpYIOIIne KPUOTJIOOYJIUHBI MOTYT BJIMSITh HA PAa3jinYHbIe Jia-
60paToOpHbIE MCCICAOBAHKSI i aCCOIMUPOBATHCS € JIOKHOI KO-
JITIECTBEHHON OIEHKOH GETKOB MIa3MbI, CKOPOCTBIO OCETAHST
PUTPOINTOB, TCEBIOJENKOIUTO30M, TICEBIOTPOMOOIIUTO30M
WJIN TICEBIOMAKPOIUTO30M [33].

AunarHocTtuka KB

Kpuornobymnnemudeckuii Backyint (KB) — ato ummyno-
KOMILTIEKCHO-OII0CPe/I0BaHHOE IIOPasKeHNE MEJIKUX COCYIOB, Peske
CPeiHNX 1 KPYIHBIX, BKIIOYaomIee B cebst HATMIIe KpUoraooy-
JINHEMUU ¢ KINHUYECKUMHU IIPOSBIeHUsAME: Tpuaga MeibTiepa
(KpHOTJIOOyIMHEMUYECKas Myprypa, apTpairui, caabocTh), a
TakyKe TeHepaTN30BaHHbBII BACKYJINT € MPEMMYIIECTBEHHBIM I10-
pakenueM nepudepudeckoit u eHTPaJIbHOI HEPBHOI CUCTEMbBI U
MOYEK, YTO OMPEIeIISIeT IPOrHO3 3aboreBanust. [[Marno3 Kpuorio-
GymHeMudeckoro Backymura (KB) ocHoBaH Ha JrabopatopHOM
obHapy:KeHUK KPUOTIO0YJIHHOB B COYETAHUM C XapaKTEePHbIMHU
KJIMHUYECKUMU TIpU3Hakamu (puc. 2).

OrtcyTcTBHE YETKUX KiaccHpUKaNOHHBIX Kputepues KB
Croco6CTBOBAJIO TPOBEACHUIO uccienoBanus [7] ¢ yvactuem
eBpOTIEficKNX 9KCcTepToB (prc. 3). ITo wccaenoBanme OLITO
pasjiesieHo Ha JiBe YacTH, NepBasi U3 KOTOPLIX MOCBSAIIECHA pas3-
paboTKe ONPOCHHKA, OIEHUBAIONIEr0 HAnGOJIBIINYIO YYBCTBHU-
TeJLHOCTD U CIEII(GUIHOCTh cUMIITOMOB st KB, Bo BTOpoit
YaCTH HCCJIEOBAHUSI HENMOCPENCTBEHHO —Pa3pabaThiBauch
Ky1accnUKanOHHbIE KPUTEPUN.
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KnuHunyeckas kapTtuHa

KB uyarie Bcero Berpeyaercst Ipu CMeIaHHON KpHoriao0yJim-
Hemun. JKeHIIHBI 3a60JI€BAI0T Yallle, YeM MYKUHHBI, COOTHOIITe-
HUE XeHIH U MysKunH coctasiisger 2:1 [36]. CuMnTombl nosiBJisi-
H0TCSI B UETBEPTOM UJIH TISITOM JIECATHIETUH SKU3HU Oe3 Pasaundnii
1o ataryeckum rpymiam [37]. Haubosee xapaktepHbiMu OOIMEI
CUMIITOMaMH SBJIAIOTCS BbIpasKeHHas HEeMOTHBMPOBAHHAS yCTa-
JIOCTh ¥ HEOOBSICHUMAS JIMXOPAJIKa ¢ oTepeii Macehl Teia uim 6e3
Hee [24]. B tabu. 3 npuBe/ieHbl OCHOBHbBIE KJIMHUYECKE TTPOsIBIIE-
HUSI U X YACTOTA MIPU KayKIOM TUIIE KPHOTJIOOYIMHEMUM.

Hopascenue xoxcu u cocyoos

Cocyzanctast mypIrypa 4acTo siBJISIeTCs IePBBIM IIPOsIBJIEHIEM
KB. Kosxnbie mposiBiienusi Bcrpevaiorest mpaktudeckn y 100%
naienToB. Hanbosee yacro (6osee 90% cirydaeB) oTMevaeTcst
nasipliupyeMast M oprocraTudeckas (ycuJeHHe BBICHIIAHUN B
BEPTUKAJIBHOM IOJOKEHNH TIAI[eHTa) MypIrypa, KOTopast Ofu-
HAKOBO YaCTO BCTPEYAETCS MPU BCEX TUIAX KPHOTJIOOYIMHE-
MUM; CHAYasla NOPAKAIOTCS HIDKHIE KOHEYHOCTH, Yallle TOJIEHH,
¢ JIAJIBHEHIIINM pacipocTpaHeHneM Ha OprouiHyo creHky [33].
[Iypmypa, Kaxk mpaBmiIo, UMeeT pelnanBupyioniee tedenue. [lo-
CcJIe pa3peleHust IeTeXUit 0CTaI0TCs yYaCTKYU THIePITUIMEHTallni
(y 40%), 06ycJIoBIeHHbBIE OTIOKEHNEM TeMocuieprHa [44].

[TopaskeHust TIPeJICTABIISIOT cO00i NHOUIHTPUPOBAHHbIE HE3Y-
JSIIe TeTeXUH WY TIAILyJIbl (pUc. 4) ¢ BO3MOKHBIM HOCTIE/TY OIIHM
Pa3BUTHEM ANCTATBHOTO HEKPO3a, 3B, NH(MAPKTOB HOTTEBOTO JIOKA,
reMopparnueckux GyJit, 0COOEHHO y TAIMEHTOB € KPHOTIOOyIiHe-
mueit [ tuma [29]. /lanubie KIMHITYECKIE MPOsBIeHMsT 00y CIOBICHBI
BOCTIA/IEHEM WHTHMBI U HEOKKJIO3UPYIONIM CTEHO30M MEJTKUX
COCY/IOB, YTO TaK:Ke 00YCJIABINBAET BOSHUKHOBEHIE aKPOIMAHO3a,
eromena PeifHo, ceTyaToro JMBENO M apTepHATbHBIX TPOMOO30B
[24]. Hepeznko BBIChIIaHUAM TIpeAmiecTBYOT mapecte3nu. OHO
u3 HauboJIee TSKEbIX MPOSIBICHUN MOPAKEHUSA KOKH SIBJISIOTCS
KOJKHBIE SI3BbI, KOTOPBIE TPEICTABIIIOT COO0# UTMTETLHO HEe3a/KH-
BatoIIHe KOKHBIE 00PA30BaHUsI, BOSMOKHO, OCJIOKHEHHDBIE MECTHO
uHdEKIMell 1 TaHIPEHOI, CePhE3HO BJIMSS HA KAUeCTBO JKU3HU T1a-
LUEHTOB 1 001Kl IporHo3 (puc. 5).

Xos10-nHYIMPOBAHHbIE CHMIITOMBI, Takne, Kak (eHoMeH
Peiino 1 X0J10/10Bast KPaMBHUIA, BCTPEYAIOTCS y 25% NalueH-
TOB B I[€JIOM, [IPIYEM YAIlle Y TAIIEHTOB ¢ KPHOTI00yInHeMHUETt
I tumna. XoJsogoBas KpaluBHUIA [IPEACTaBAseT COOOH XpoHudec-
KHe He3y/sIue yPTUKAPHbIE BBICBIIAHUS, TPUITEPOM KOTOPBIX
ABJIACeTCSA Hu3Kas temiepatypa [38]. Chilb HepenKko MOKHO MH-
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Puc. 5. fl3BeHHOe nopaXXxeHne KOXK Y nauueHTa ¢
KpUOrno6ynuHemM14ecKum BacKynuTom, accouuupoBaHHOM

¢ numchonponudiepaTuBHbIM 3a6onesanuem, Ha oxe
KpuornoéynuHemun | Tuna (co6cTBEHHOE KNUHUYECKOe Habnioaenue)

Puc. 4. Mypnypa y nayneHTa ¢ KpMorno6ynMHeMn4ecKkum
BaCKy/NMTOM, aCCOLUMPOBAHHOM C BUPYCHbIM renatutom G
(co6cTBEHHOE KNMHNYECKOE HabnoaeHune)

AyHnrpoBaTh, HPUJIOKUB Ky6I/IK JibJla Ha IpealLie-
Ybe IMalfueHTa.

BCrl-accounnpoBaHHbIN
Ilopasxcenue onopHo—@euzame]leozo annapama

CycraBHBIE TPOSBJICHUS BCTPEYAOTCT Yy
50-75% mnarmentoB ¢ KB, mpencraBiasior co-
60oil HEeMUTPHUPYIOIFEe CHUMMETPUYHbBIE apTpas-
T, 3aTPAarnBaloOIe TPEMYTIIeCTBEHHO MEJIKIe
CyCTaBbl KUCTEH U KOJICHHBIE, pesKe II0PakaloTcs
JIOKTEBbIE U TOJIEHOCTOITHBIE CYCTaBbl, HOJIb B CyC-
TaBaX U MHQJITHM YCHJIMBAIOTCS TIPH OXJIAKe-
nun [27]. Xapakrep IOpa)keHus CyCTaBoB JBYC-
TOPOHHUIT ¥ CUMMETPUYHBLIA 6e3 nedopmariuii.
WctnHanbIe apTpUTHI BCTPEYAIOTCS pesKe 1 SBJIA-
10Tcs HeaposuibiMu [27]. B suteparype omuca-
HO TaK)ke BO3MOKHOE BOBJICUECHIIE TIO3BOHOYHITKA
¥ CAaKPOWJIMAJBHBIX COUJICHEHUH, OJTHAKO JaHHOe
MOpaskeHIe OMOPHO-ABUTATEIbHOTO aTliapara J10-
CTaTOYHO Ka3yHCTUIHOC.

Iopascenue nouex

[MopaskeHue MoYeK OOBIUHO SABJSAETCS 10-
3IHUM TIPOsIBJIEHHEM GOJIE3HU, HO OJIHUM U3 Ha-
ubosiee KU3HEYTPOKAIOUMX ocIokHeHuit BTC-
accornupoBanroro KB, MoxkeT Herocpe/icTBeHHO
BJIMATH Ha KJIMHUYECKUH HCXOJ 3a00JIEBAHUSL.
[TopaskeHue MoYeK 1pu KPUOTIOOYIMHEMUN MO-
JKET Pa3BUThCS B pesyJibrare TpoMOOo3a MENKHUX
coCyZoB (apTepHoJl, KalIJIISIPOB, BEHYJI) MOYEeK
pu KpuorsobyarHemun [ TUIIa WM UMMYHHO-
KOMIIJIEKCHOTO TJIOMepyJIoHepUTa P CMEIIaH-
HOM KpuorsoOyuHemun [2].

[MaruenTsl ¢ KPUOTTIOOYJIMHEMUYECKUM  He-
(hbpuTOM UMEIOT TIIOXOM TIPOTHO3, 06YCITIOBIEHHbBIN
GbICTPOI TIpOrpeccueii 3aboIeBaHNms, BBICOKOW Ja-
CTOTOI1 COITYTCTBYIOIIEH T1ATOJIOTMH, TAKOM, KaK MH-
(exiionHble 3ab0/eBaHNs, 3a00JCBAHUS TIEUYCHN
u cepaedHo-cocyaucras marosorus [21]. Iporen-
HYPUsI I MUKPOCKOTINYECKAST TeEMATYPHS SIBJISTIOTCSI
OCHOBHBIMI [POSIBJIEHHUSIMU KPHOTTIO0YIMHEMITYe-
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«CYXON CUHAPOM»
BoBneyeHvie CrilOHHbIX xenes;
HCV (+);

anti-SSA/SSB (-);
KprornobynuHel (+-);
HopMarnbHble ypoBHu C3/C4; RF
(+);

anti-CCP (-)

CUHAPOM CMellaHHON
KpuornoGynuHeMuu

MepBUYHbIA cuHapom Lerpena
BoBreyeHne CrOHHbIX Xenes;

anti-SSA/SSB (+);
RF (+);
HCV (-);

KpUOrnoGynuHbl (+-); HopmarbHble

ypoBHu C3/C4;
anti-CCP (-)

B-kneto4yHasi HexomXKUHCKast HMM(*)OMa

CwmelaHHas
KprornobynuHemust (+)

HCV (+);

HU3KWI ypoBeHb C3;

RF (+);

anti-CCP (-)
MynbTropraHHoe nopaxeHue

BCrl-accouMnpoBaHHbIN

CVMMETPUYHDBIN 3PO3NBHbBIN

HopMmarbHble ypoBHU C3/C4;

PeBmaTouaHbI apTpuT

nonunapTpuT;

RF (+);

anti-CCP (+)

HCV (-);
KpnornoGynuHel (+-);

apTpuTt
Heapo3nBHbLIN 0nnroapTpuT;
HCV (+);

RF (+-);

anti-CCP (-)
KpUornoGynuHbl (+-);
HopMmarbHble ypoBHu C3/C4;

Bl C-undekumusa

Puc. 6. Knuunyeckue nepekpectol U audihepeHunanbHas AUarHocTuka cpeam
HEKOTOPbIX BO3MOXXHbIX peBMaTM4ECKUX 3a6051eBaHuii, CBA3aHHbIX C BUPYCOM
renatuta G (HCV). Cunapom cmewaHHoi KpuornobynunemMuun, nepsuyHbIi
cungpom LllerpeHa n peemaToMaHbIA apTPUT AEMOHCTPUPYIOT KITMHUKO-
natonoruyeckoe coBnapeHune, BKaO4Yas BOSMOXHYI cBA3b ¢ MHhekuueii HCV.

IMpumeyanns: BIC, HCV — Bupyc renatuta C, RF — peBmaroupHbiit daktop, aHtn-CCP — aHtutena k uu-
KIM4ECKOMyY LATpynMpoBasHomy nentugy, C3/C4 — dpakumm komnnemenTa, aHtu-Ro/SSA n/wnm aHTu-La/

SSB — aHTuTEna NPOTUB 3KCTPArMpyembIX aAepHbIX aHTUreHOB.
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HeMH¢eKuMOHHaﬂ CMeLlaHHaA

Kpl/lOrﬂ06yJ'IV|HeMl/lﬂ
CTeneHb TAXecTn
3abonesaHua
HeTsxenble MaHudecTaLm KusHeyrpoxatowme/

+ OTCYTCTBUE A3BEHHDIX MOPAKEHUI KOXI l 6bicTpONporpeccupylowme
(nypnypa, ceTuatoe MBEAO, aKPOLIMaHO3 1 Ap.) 3abonesaHA
« HeTsxenas HeiiponaTus Trskensle MaHUbeCTaLH « BoicTponporpeccupyowuii
«+ Het BoBneyueHus XKT, opraHos gpixanus, CCC, rnomepynoHedput
LHC « KoxHbie A3Bbl « Viwemns KKT

« Fnomepynoxedput « JlerouHoe KpoBoTeUeHve

- Mporpeccupytowjas/Taxenas

HeBponaTua l

OcHoOBHoe 3aboneBaHne

Na T Her

[ )

« JleueHvie ocHOBHOrO
3abonesaHnA
« Bbibop UCT obs3aTenbHo
[INA KOHTPONA OCHOBHOTO
3abonesaHua (numdoma,
JIN3, peBmaTonornyeckoe
3abonesaHue)

« Huskme gosbl
KOpTUKOCTEPOMAOB

« KonxvyunH

JlononHuTenbHas Tepanus
ApTpuTbl/apTpanrua- HMBC
Mypnypa — nsberatb ANUTENLHOrO
npebbiBaHNA B BEPTUKATIbHOM
nonoXxeHun
HabnioaeHne npu oTcyTCTBIM
NporpeccMpoBaHnA CUMMNTOMOB

l Mnasmadepes+ koptrkoctepounabi+ PTK (LD, kak
anbTepHaTuea PTK npu HenepeHocumocT n

Hed EKTUBHOCTU NOCNeHer«
uer b AHerd

Tepanuva 1 nuHUN

- PTK+TK
< UO+TK

Tepanua 2 nuHun
«Mnasmadepes

«A3A
- MMO

[lpyrue BapuaHTbl

Tepanuu
« OnypapabuH
«MTK

« Uunknocnopux A

Puc. 7. JleueHne HenH(YeKUMOHHOI CMEILIAHHOH KPUOrno6ynuHemun B 3aBUCUMOCTM OT CTENEHU TSIKECTU NOPaXKeHUs OPraHoB-MULLIEHEeN.
A3A - azatnonpun, KT — xenyao4Ho-KuweyHblii Tpakt, UCT — nmmyHocynpeccusHas Tepanus, FK — rnioKokopTukomnabl,
N3 - numdonponucheparuBHoe 3abonesanune, MTK — metorpekcar, HMBC — HecTepomaHble NPOTUBOBOCNANUTENbHbIE Npenaparbl,

PTK - putykcuma6, Li® — yuknodoctan.

CKOTO NopaskeHust ovek [43]. Mo4eBoii CHHIPOM XapaKTepHu3yeTcst
YMepeHHOI rpoTtentypueii (1-2 r/cyT) u MUKporeMaTypueii, oiHa-
KO BO3MOKHO Pa3BUTHE MAaKpPOIeMaTypHU 1 MaCCUBHOI IIPOTEUHY-
puu ¢ hopmuposanuem HehpoTHIeckoro cuaapoma [43].

OcoberHocTbio Beex (opM MOpasKeHHst MOYeK MpU CMe-
MAHHO ~ KPUOTJIOOYJIMHEMUN  SIBJISIETCS.  paHHEe Pa3BUTHE
apTepHaIbHON THIIEPTEH3UM, HEpPeIKO TPYJHO KOHTPOJIHPY-
€MOH, ¢ TSKETBIMA M3MEHEHHMAME Ha TJIa3HOM JIHE U CepIeYHO-
COCY/IMCTBIMH OCJIOKHEHUSIMH. ApTepHasIbHas TUIIEPTEH3Us SIB-
JisieTcsi Hanbosiee PACIPOCTPAHEHHBIM CUMITOMOM BOBJIEUEHVIST
nouek ipu KB, 3arparuBatoniim 6osee 50% marnmentos [43].

Jlake 1Ipu OTCYTCTBUM KJIMHUYECKUX HPH3HAKOB MOPAKEHUS
MOYEK y TAIMEHTOB CO CMENTAHHOI KPUOTIOOYIMHEMUE MOTYT
OTMeYaThCs KPAaTKOBPEMEHHbIEe TIePHO/BI aHypuHL. Tpurrepamu B
TAKUX CJIy4asiX SIBJSIOTCST 00E3BOKMBAHUE, BO3/IEHCTBUE XOJIO/A,
TIpUEM JIEKapCTB 1 11P. Y GOJIBIIMHCTBA MAIIEHTOB 3a00JIEBAHIIE TI0-
YeK MeJUICHHO IIPOTPECCUPYET, a MoYeyHasl HeJIOCTaTOYHOCTD, TPe-
Gyronast XpOHUYECKOTo naim3a, Berpedaercst peiiko (<10%) [1].
Tedenrie KPHOTTOOYIMHEMIIECKOTO HepUTa MOKET HOCUTD BOJI-
HOOGpasHbiil xapakrep. [leprosr obocTpenst (YCHIeHHe MOYEBOTO
CHH/IPOMA, PEIUINB OCTPOHE(DPUTUUECKOTO NN He(hPOTUUECKOTO
CHUHIPOMOB) 0OOBIYHO COBITAIAIOT ¢ 000CTPEHNEM BACKYIIHTA.

[Tpu noo3pennu Ha nopaskeHue novYex, HaIpuMep, OTKJIOHe-
HUSI B aHAJIN3€ MOYU C YMEHBIIEHIEM UJIN CHIKEHUEeM CKOPOCTH
ky6OUKOBOH (hustbTparu, Tpedyercst mposejieHe HedpoOHor-
cun [14]. TUIUYHBIM TUCTOJOTUYECKUM IIPOSIBJICHUEM SIBJISETCS
madysupiii MembpanonposdepaTUBHbIN  TIIOMepyIoHehpuT
C Me3aHTHaJIbHON nposmdepanueil, KOTopas MOXET UMeTh y3-
gosoil Bux [14]. Mimmynodayopecrenius 1no3poJseT Bepudu-
[MPOBATh CyOIHAOTENNATBHBIE U BHYTPUTIPOCBETHDIE /IETIO3UTDI
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UMMYHOIJIOOYJINHOB, OPraHU30BaHHbIE B MUKPOTPYOOUKH [iia-
MetpoMm oT 10 10 25 HM, HIEHTHYHBIE T€M, KOTOPbIE TPUCYTCTBY-
101 B kpromnpermmuTate; C3 06HapyKIMBAETCS TOTBLKO B Cy6IHI0-
TeJTMAIbHBIX Jlerto3uTax [8].

Hopasicenue nepsnoii cucmemol

[lepucdepudeckass HepBHAS CHCTeMa SIBISACTCS OJHON U3 OC-
HOBHBIX opraHos-mutiieneit ipu KB. /luctanbhas cencopuast niau
CEHCOMOTOPHAST MOJMHEBPOIATHSI, TPe0bIaIaioNas Ha HIPKHIX
KOHEUYHOCTSX, BCTpevaeTcs y 2/3 MaluenToB, & MHOKECTBEHHbBII
MoHOHeBpUT — y 1/3. HauasbHble CUMIITOMBI BKJIOYAIOT Hapy-
MIEHNS TIOBEPXHOCTHON UyBCTBUTEILHOCTH, C HEBPOTIATUIECKOIT
60JIBIO U TIapecTe3nel, KOTOpast YCUJIMBAETCS B HOYHOE BPEMSI.
JlBuraresbHble HApPYIIEHUs BCTPEUAIOTCS PeXKe M IOSIBIISAIOTCS
T037Ke: OT HECKOJBKIX MecsIeB JI0 HeCKOIbKUX JIeT, OfIHaKO He-
YKJIOHHO IIPOTrpeccupyior [9].

Pedkue knunuueckue nposigienus

K penxum xkimnndeckuM npossienusaM KB otHocaT Bosite-
YeHHe JKeJIyJOUHO-KHIIEYHOTO TPaKTa, OPTAHOB JIBIXAHUS, I[eH-
TPaJbHON HEPBHOH CHCTEMBI 1 CEP/ICYHO-COCYIUCTON CHCTEMBI
(<5%). Ilpu nopaskeHnn KeJyZ0IHO-KUIIEYHOTO TPAKTa Hali-
€HTBI MOTYT UCIBITBIBATH OB B JKHBOTE, CHMYJIHPYIOILYIO KJIU-
HIKY OCTPOTO JKHMBOTA, TaKXKe MOTYT BO3HMKATh KPOBOTCUCHI
nian 1epopalys MOJbIX OPraHOB. DTU JKEJIY/[0UHO-KUIIIeYHbIe
TIPOSIBJIEHNsT 0OYCIOBIEHBI UCTATBHBIM BACKYJINTOM, TTOpasKa-
101MM OpbIKEeYHbIE apTEPUOIBI U KamLisipbl. Kpome Toro, y
narueHToB ¢ xpouundeckoit BIC-undexiyeii 1 kpuorsnodyiiHe-
MUel 9acTOTa Pa3BUTHS [IMPPO3a 1 MoKaszaTesan Grubposa meveHn
BBILIIE, YeM Y TAlMeHToB 6e3 kpuornobyauremun [3].
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W HeKumMoHHan cmelwaHHas
KpriornobynuHemus

(

{

STnonoruyeckunia

dakTop

[ Bupyc renatuta C I

)

HeTtsxenble maHndpectaummn
(cm. puc. 6)

Taxenble MaHnbecTayun
(cm. puc. 6)

l |

[ He-Bupyc renatura C ]

l

JNeyeHne NHEKLMOHHBIX
areHToB, COOTBETCTBYIOLLEl
STUOTPONHON Tepanuei

|

AHTVBMPYCHasA Tepanus CornacHo
pekomeHAauuam

WCT (PTK - npenapart Bbibopa) C
nocneayioulen nHMymauven
NPOTUBOBMPYCHOI Tepanin

W3onnposaHHoe ncnonbsosaHue UCT He

PeKOMeHAYeTCs, Tak Kak MOXeT Bbi3blBaTb

obocTpeHmne NHPEKLMOHHOTO npoLecca u
Pe3NCTEHTHON KpUornobynmHemun

l

Y naymneHToB ¢
KU3HEYrpoxatowumm/

6bICTPONPOrpeccupyoLLMI
3a60N1eBaHNAMIMCTIONbB30BATD

|

Mpu pedpaKkTepHbIX K aHTH
VHPEKLMOHHBIM areHTam 3ab6oneBaHnAX
pekomeHayetcs gobasutb UCT

NMMYHOCYNPEeCCBHbIE areHTbl +

K + PTK + nnasmoobmeH

Puc. 8. JleueHue nHtheKUNOHHON CMELIAHHOI KPUOrNo6yNMHEMUMN B 3aBUCUMOCTM OT CTENEHN TAXKECTU NOPa)KeHNA OpraHoB-
muwenei. UCGT — ummyHnocynpeccusHas tepanus, N'K — rniokokoptukongbl, PTK — putykcumaé.

BackysuT roJI0BHOTO M0O3ra — pejikoe KJIMHUYECKOe IIPOsiB-
aenne KB, Britiovaioniee B cebst OCTPBIN MM OAOCTPBII HEBPO-
JIOTHYECKUI eUIUT, TOMOBHYI 60JIb, CYIOPOTH, MOPAsKEHMsT
YeperHbiX HEPBOB U, B HEKOTOPBIX CJIydasix, OCTpbie 1epeGpoBa-
CKyJIsIpHbIE coObITHS [28].

BoBieyenne cepedHo-COCYANCTON CHCTEMBI BCTPEYAETCS
JOCTATOYHO PEJIKO, OJ[HAKO ACCOLMUPYETCS C BBICOKON CMEPTHO-
CTh10. Pa3BUBAIOTCSI MUKPOCOCYAUCTbIE TOPAIKEHNUST, BBI3BIBAIO-
TIIH€ TSKEIYIO CEPIIEYHYI0 HE0CTATOUHOCTD, KOTOPASI SIBJISIETCS
BeJlyIell PUYMHON CMepTH y MAalMeHTOB ¢ KPHOrJIOOyInHe-
mueil [40]. TIpu npoBeieHrH TTOCMEPTHOTO 00CITIeI0BAHNS BbI-
SIBJISIIOT HEKPOTH3UPYIOMINN BACKYJIUT KOPOHAPHBIX apTePHOL.
Takske Bo3MOKeH MH(DAPKT MUOKAP/A BCJIEACTBHE TOPASKEHIMSI
KPYTHBIX KOPOHAPHBIX apTepuit. OCTPbIil MEPUKAP/HT SBJISIET-
cs1 6oJiee pacIipOCTPAHEHHBIM MPOSIBJIEHUEM U PEJIKO BbI3bIBAET
OCJIOKHEHMSI.

[MopaskeHue JIETKUX TaKkKe BeTpedaeTcst Kpaifne peako. O6-
JIUTEPUPYIOMUN GPOHXUOJINUT, HHTEPCTUIUATBHAST THEBMOHUST
U CHUHIPOMBI QJIbBEOJSIPHOTO KPOBOTEYEHUsI, BEPOSITHO, 00y-
CJIOBJICHBI BACKYJIUTOM M JTUMQOIUTAPHBIM aTbBeOTUTOM [41].

AuddepeHumanbHaa AnarHocTuka

Acconuuposantbie ¢ BTC u He-BI'C kpuorioby/imHeMu
YaCTO JIEMOHCTPHPYIOT KIMHHUKO-TIATOJOTHIECKNE OCOOEHHO-
CTH, KOTOPble MUMHKPUPYIOT PSII APYTUX ayTOMMMYHHBIX 1/
WM HEOIJTACTUYECKUX PACCTPOHCTB, B YACTHOCTU HEPBUYHBII
CIII, PA, memGpaHonpoandeparuBHblii TiaoMepyIoHedhpur,
ayTOUMMYHHBIN TUpeouauT U B-kierounsie aumdomsr [12].
Wcxozst U3 9TOr0, HEOOXOANMA TIHIATEIbHAS KIMHIKO-CEPOJIO-
rYecKast OlleHKa MaIMeHTOB /i1 TPABUJIBHON BepuduKanmum u
JIUATHOCTUKU OTAEIbHBIX KINHUYECKUX IposBIeHuil (puc. 6).

B vactroctu, KB, nepsuunsiii CIII u PA nemoncTpupyior
CXO/IHBIE KJIMHUKO-TIATOJIOTHYECKUE IIPU3HAKN HE3aBUCUMO OT
conyrersyloniero BI'C. Boasee Toro, teuenue BI'C-undexnun
MOJKeT aCCOITMIPOBATHCS C «CYXUM CHHIPOMOM» U/UJIN apTpu-
toM. g nepsuynoro CII xapakTepeH TUNNYHBII IICTONATO-
JIOTHYECKUIT HATTEPH MPU OMOTICHH CJIOHHBIX JKeJIe3 U HaJnune
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crienuduyeckux ayroanturesn (antu-Ro/SSA u/unum antu-La/
SSB), xoropsie penko Berpevatotes y namuentos ¢ KB. 11 Ha-
000pOT, KOKHBIN JICHKOIMTOKIACTUYECKUN BACKYJUT C IOpa-
JKEHNEeM BHYTPEHHUX OPraHoB (ryioMepyJsioHedpUT /UM Te-
TIATHT) XapaKTepU3yoMniics HU3KIM YPOBHEM CBIBOPOTOUYHOTO
xommneMenta C4 u nammunem BI'C-undexnnn yxmaabiBaeTcs
B muarHo3 KB [12]. 9po3uBHO-CUMMETPUYHBIN TTOJIUAPTPUT U
CBIBOPOTOYHBIE AHTUTENA K IIUKJINUECKOMY IIUTPYIJIHPOBAHHO-
My nentuny (autu-CCP) kmaccuueckoro PA otcyTeTByIOT 11pH
BI'C-accorunpoBanHoil KPHOTJIOOYIHHEMHIH, KOTOPast 00bIY-
HO XapaKkTepusyeTcs HedPO3UBHBIM apTPUTOM U OTCYTCTBHEM
antu-CCP [12]. CriBopoTounstit peBmarou/nblii paxrop (PD),
obuapyskuBaembiil y BI'C-M03UTHBHBIX TAIIMEHTOB U MPH [PY-
I'UX ayTOMMMYHHBIX 3a00JIeBaHVSIX, SIBJISIETCS MEHee JIMarHo-
CTUYECKU 3HaYNMbIM MapkepoM. Hakomner, B-kieroumbie HoBo-
06pa3oBaHuI SIBJSAIOTCS YaCTHIM OCHOBHBIM 32060JI€BAHUEM TIPH
KB, tem He Menee, B-kijeTounHas HeXOMKKHMHCKas JuMdboma
(BKHJI) Taxxe moxer 1nposasiatbes KB.

Jleuenue

Jlevenne KB sBisgercss caoxHOM 3ajaueil m3-3a cepbes-
HBIX cHenu(UUecKuX HOPaskeHUil opraHoB-MulleHeil u nHorzAa
YTPOKAOIMNX JJIs KU3HU rnposiBienuii [28]. Wccnenosanus,
B KOTOPBIX COOOIIAIOCH O BJIUSHUM JIEYEHUS], TIOKA3aJIH, YTO
cmeptHocTh B ucxoge KB cocrasnsier 8—15% [42]. Haubosee
pacrpocTpaHeHHbIMU npuunHamMu cMeptu ipu KB sBisiores
nHOEKIMOHHbBIE 0CJIOKHEHH (Yallle Cercuc), 3a00IeBatus TIe-
yenu, accoruuposanubie ¢ BI'C, cepueuno-cocyaucroie cooObi-
TH, peske auMboMa 1/ uia HoBoobpasosanue [15].

Crpaterus JjiedeHus y HAIMEHTOB € KPUOIJIOOYJIMHEMU-
eil 3aBUCUT OT ITUOJOTHYECKON MPUUYUHBI U CTETIEHU TSIKECTH
(puc. 7, puc. 8). lleaun tepanun ans KB BriovaoT cHUKeHNE
YPOBHsI UMMYHOIJIOOY/IMHA U yaajieHre anTurena. Ilepsast meb
MOKeT ObITh JIOCTUTHYTA C IIOMOIIbI0 UMMYHOCYIIPECCAHTOB,
JOCTYKEHUE BTOPOH 11EJTH 3aBUCUT OT BepU(UKAIINH aHTUTEHA.
[Ipu BTOPHYHOIT KPUOTTIOOYIMHEM I JIedeH e OCHOBHOTO 3260~
JIEBaHUSI UMeeT pelaioliee 3HavyeHne. Beem manmeHTam peko-
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MeH/LyeTcs IIPOoBeieHre STHOTPOIHON Tepaliy, HallPaBJIeHHON
Ha 9THOJOTUUECKUI (GaKTOP CMEIIaHHOI KPHOTI00yInHEMIH.
[TanmenTst ¢ xponnydeckoii BI'C-undeximeii 10KHbBI TOJTyYaTh
IIPOTUBOBUPYCHYIO Tepaluio, HalleHTbl ¢ OCHOBHBIM JUMQO-
nposrdepaTUBHBIM UM ayTOUMMYHHBIM 3a00JI€BaHHEM — CO-
OTBETCTBYIONIYIO TEPAINIO, CIEINMUUECKYIO /71T KOHKPETHOTO
3ab0J1eBaHusI.

[Ipu KB, accomuuposannom c¢ BI'C, mporuBoBupychHas
Tepanns CyIeCTBEHHO YMEHBINAET KOJMYECTBO aHTUTEHOB M,
COOTBETCTBEHHO, yJyumiaeT ucxoxnl Jgeuenus KB. IIponomku-
TeJTBHOCTDh MPOTUBOBUPYCHOI Tepamiyl 3aBUCUT OT T€HOTHIIA
BI'C, crenenu ¢hubposa u hyHKIMN EYEHH, TPEAIIECTBYIOIIETO
OTBeTa Ha JieueHue, BUPYCHON HArpy3Ku (B HEKOTOPBIX CJIyda-
4X) U TlepeHocuMocTH jedenns [ 18].

[TpoTrBOBHUPYCHYIO TEPANNIO CIIEYET OTIOXKUTD Ha 1—-4 Mec
y HAIlMEeHTOB C TSKEJO TTOYeYHOIl He0CTaTOUHOCTHIO, KOTO-
pbiM  TpebyeTcsi HauajlbHas MMMYHOCYIPECCHBHAS Teparnusi.
Tem ne menee y nanuentoB ¢ KB, acconnuposanusim ¢ BUY
nnu BI'B-undexiumeii, anTuBupycHast Teparust Berja JoJKHa
HAYMHATBCS [0 WJIM OJHOBPEMEHHO C MMMYHOCYIPECCHBHOM
Tepamnuell, IOCKOJIbKY Y 9TUX MAI[UeHTOB CYIIECTBYET BLICOKUI
PUCK YCUJIEHHOII PerJIMKaluu BUpyca B pe3yJibTare IpuMeHe-
Hust putykenmaba uin nukaodocdamuzaa [35].

[Tpu nanmuyuy sKCTpapeHaNbHBIX IPOSIBJICHUI Tepamus 3a-
BHICUT HE TOJIBKO OT 3THOJIOIMYECKOro (haKTopa, HO U OT CTerle-
HU TsKeetn U BeipaskeHHOCTH KB [31]. [lammentam ¢ jgerknm
teyenuem BT C-accouuupoBaHHOrO BacKyJiuTa HEOOXOAUMO
Ha3HAYaTh TOJBKO HOBBIE TTPOTUBOBUPYCHBIE MPEMNAPAThI, TOT-
Jla KaK MallleHTaM C BacKYJUTOM OT YMEPEHHOMH 10 TSKeTOon
CTENeHU MOXKeT 0TPeOOBAThCSI KPATKOBPEMEHHBINH KypPC TJII0-
KOKOPTHKOU/I0B, UMMYHOCYTIPECCUBHOIT Teparii, st GbICTPO-
ro MHrHOUPOBAHUS MOBPEKAEHNUSI, BBI3BAHHOTO BACKYJIUTOM,
«MOCT-Tepalus» K IPOTUBOBUPYCHOMY Jedenuto (puc. 8) [27].

BHyTpUBEHHYIO ITyJIbC-TEPANNI0 METUJIIPEJHN30JIOHOM 1
NMMYHOCYTIPECCAaHTaMH B COYeTaHUHU ¢ Iasmadepe3oM cie-
NYeT MPUMEHSITh TTPU HAJINYUK YTPOKAIOIIUX JIJIsT JKIU3HU TIPO-
SIBJICHUIT, BKJTFOUAsi MHOKECTBEHHBIE 1,/ OOIIMPHBIE KOKHBIE
S3BBI, TSKEJYIO HEHPOIaTUIo, MOpakeHne IIeHTPAJIbHON HepB-
HOIl CHCTEMBI, aJIbBEOJIIPHOE KPOBOTEUEHUE WJIU JKEJTYJ0UHO-
KHUIIeYHYTo uiemuio [27].

Hawbosee muorooGemmaronuii moaxox k Jedernio BIC-
aCCOIMUPOBAHHOM KPUOJIOOYIMHEMIM, UCKIOYAMUNA NpU-
MEHCHME TJIOKOKOPTHUKOW/IOB, OCHOBAaH Ha MCIIOJIb30BAHUN
B-kserounnix arentos [26]. Ilpemapatsl, BbIbiBaiomue je-
wienuio B-kierok (purykcumMab), JeMOHCTPUPYIOT TOPasiio
6outblite 0Ka3aTeqbeTB 3G GhEKTUBHOCTH TI0 CPABHEHUTO C JIPY-
TUMY BapUAHTAMU JIEYEHUsI, TPUYEM He TOJHKO B OTHONIEHUU
KOJIMYECTBA TIPOJICYEHHBIX TTAIMEHTOB, HO TAKKE B OTHOIIEHUN
MPEBOCXO/SIINX PE3YJIbTATOB HeGOJIBIINX KOHTPOJUPYEMbIX
WCCTIEIOBAHUN, la)ke Y MAIMEHTOB ¢ TAKUMH OCJIOXKHEHUSIMH,
Kak nuppos nevenu [29]. B nesom apdextuBHOCTD pUTYKCIIMA-
6a MPOJIEMOHCTPUPOBAHA 1 MOATBEPsKAeHA Y 85% MAaIUEHTOB ¢
KOKHBIMU s13BaMu, y 79% IAIlMeHTOB ¢ apTpajiruei, y 77% ma-
IUEHTOB €O cIabOCThIO Uy 67% HAIMEeHTOB ¢ neprudepudeckoii
neipornarueii [32].

He-BI'C KB saBisercsi I0BOJBHO PEAKUM KIMHUYECKUM
COCTOSIHHEM, O KOTOPOM COOOIIANOCh B HECKOJIBKIX MEKIyHA-
poanbix uccaegpoanuax |13, 20]. [lanuentam HazHAYAIOT HAM-
6oJiee MOAXOMSILYIO CIENU(DUIECKYI0 TPOTUBOMHMEKITMOHHYIO
Teparnnio B KadyecTBe MEePBOI JIMHUK B COUCTAHUN C KPATKOBPE-
MEHHBIMH KypcaM# TJIIOKOKOPTUKOM/IOB, IasMadepesa 1/l
putykcumaba B caydae Tskeabx npossieHuil KB. OcHoBHO
undekimonnoi arnosorueit He-BI'C KB saBisercs BI'B [42].
TepaneBruyeckoil 1eJbl0 B JAHHOW KJIMHUYECKOH CUTYyaIuu
apasiercs apaaukaius [JHK BI'B (mapkepa akTuBHO#T Xpo-
HIYeCKOH MHGEKINN) C WCHOJb30BaHHEM IMTPOTHBOBUPYCHBIX
arentoB [20]. Takke coobmanocs 06 yCrnemHoM mpuMeHeHIH
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putykcruMaba B TaKHX CJAydYasix B COYETAHUM C IPOTHBOBUPYC-
wpiMu nipenaparamu [42]. Tem He Menee peruansbl KB oTme-
YAI0T [[OCTATOYHO YACTO, & 3apPErMCTPUPOBAHHAS CMEPTHOCTH
JOCTUTAET 25% y MalueHToB ¢ xponudeckoit BI'B undeknueit
n KB [20].

KpwuorimobyinHemust, KOTopasi He CBSI3aHa ¢ reMaTOJIOTH-
4eCKMMM MM NHQEKIMOHHBIMY IIPOIlecCaMy, J0JIKHA pac-
CMaTPUBAThCS KaK HE3aBUCUMBINH MePBUUHBIH (MANOTATIUE-
CKHUIT) BACKYJIHUT MJIN KaK aCCOLUANNSA C [PYTUMU CHCTEMHBI-
MU AyTOUMMYHHBIMU 3a00J€BAHUSAMU, TJIABHBIM 06PasoM ¢
nepsuuHbiM CII [30]. TepaneBruueckuii mMoaAxo B TaHHOM
ciaydae GazupyeTcs Ha HMCIOJb30BAHUK OOBIYHON MMMYHO-
CYTIPeCCUH U/NJIN UCTOIeHNsT B-KIeTok Kak MOonbITKa Mo/a-
BUTH 3KCITAHCUIO KJIOHAJBHBIX B-KJIE€TOK, OTBETCTBEHHBIX 3a
cUHTE3 KPUorao0yanHoB. TpaguiinoHHble TTOAX0/bl K HHYK-
LMY KJIMHUYECKON PeMICCUM OCHOBBIBAIOTCSI HA BBICOKO/I031-
POBAHHOII Tepanuu rMOKOKOPTUKOMAAMH U IIKI0dochamu-
JIOM, CXO/IsI 3 TepPaIeBTHUYeCKUX CTPATErHii, NIPUMeHsIeMbIX
MPU APYTUX CHUCTEMHBIX BACKyJHUTaX. A3aTHONPUH M MHUKO-
dernosar ModeTnsI B OCHOBHOM HCIIOJIB3YIOT B KA4eCTBE MO -
JepsKuBalomuX pemuccuio arenTos [32]. Oxgnako, coriacHo
MOCJIEIHUM JIaHHBIM, HCIHOJIb30BAHNE TIIOKOKOPTUKOUOB U
purykcumaba (BMecto mukIohochaMnia) MoKeT CUNTATHCS
HaunboJsiee 060CHOBAHHOI U PAIMOHAJIBHOI TePAleBTHYECKON
TaKTHKOH y TAllMeHTOB C TsUKeJabIM HemHpeknnoHHeIM KB
(cMm. puc. 7) [42].

YactoTa KIMHITIECKOro U JaGOpaTOPHOrO MOHUTOPUHTA I1a-
enToB ¢ KB 3aBHCHT OT akTHBHOCTH 3a601€BaHNs, CBSI3AHHO-
TO ¢ KPHOTJIOOyINHEMUElT, peXKUMa JIeYeHHs], COMYTCTBYIONIHIX
3a60JIeBaHUil U TIePEHOCHMOCTH Tepanuu. KoHTposb mokasa-
Tesieil 00IIero aHaIn3a KPOBH, HJIEKTPOJINUTOB, CHIBOPOTOUHOTO
KpeaTnHUHA, TeCTHpoBaHie GYHKINU [eYeHn ¥ YPOBEHb IJII0-
KO3bI B KDOBHU JIOJUKHBI IIPOBOJIUTHCS €KEHEEIbHO B TeUeHUE
TIePBLIX 2 HeJl TPOTUBOBUPYCHOH Teparnn 1 exkeMecsIHO Tocie
nee. O/IHAKO MAIMEHTaM C IIMPPO30OM TI€UeHH U TOPTAIBHOI T~
nepreHsueil uiM HapymeHHOH GyHKIpell modek norpedyercs
6osee gacToe HabofeHIe M3-32 60JIee BBICOKOTO PUCKA IO-
6ounbix aderros. Bee nanmentsr ¢ KB, KOTOpbIM POBOANT-
cs1 IMMYHOCYTIPECCUBHAST TEPAINsl, ZOJIKHBI TakKe MOJY4aTh
MPpOdUITAKTUKY OMITOPTYHUCTUYECKUX MHMEKINH, TaKnuX, KaK
[THEBMOIIMCTHASI THEBMOHUSI, & TAK)Ke COOTBETCTBYIONIYIO BO3-
pacTHBIM HOPMaM NMMYHM3AIlMIO IPUBUBKAMH, B H/Iease 3a He-
CKOJIBKO He/IeJIb JI0 HaYasla UMMYHOCYTIPECCUBHOI Teparmn.

BbiBOAbl

Teuenne KB nenpenckasyeMo 1 BO MHOTOM OIIpeJeJIsSIeTCs
acCOIMUPOBAHHBIMU 3a00JIEBAHUSAMME, TUIIOM KPHOTJIOOYIHHe-
MUU, Pa3BUBIINMUCS OCJIOKHEHHSMU U OTBETOM Ha TEPAIUIoO.
Nmmynocyripeccust TpajiMIIMOHHO PACCMATPUBAELTCS KaK Iep-
Basi JINHUS JiedeHust npu TsixkesoM KB, 0co6eHHO NpU HaJuunu
nopakeHust movyek. Purykcumab siBisiercst HanGoJiee MHPOKO
UCIIOJIb3YeMbIM OMOJIOTMYECKUM areHToM juist Jiedenust KB.
AreHT, BBI3BIBAIONIMI fetiennio B-kieTok, nmeer Gosee Ges-
OTIaCHbI TIPO(UIIb, YeM 00BbIYHbIE UMMYHO/EIIPECCAHTBI, 1 €ro
MpUMeHeHNe CYNeCTBEHHO W3MEHUJIO KJIMHUYECKOe TedeHue
accoruupoBanHoro ¢ BI'C KB, BbI3bIBasi IJINTEIbHYIO pEMIC-
cuto. Ilommmo mmmyHOMOmyupyioniero addexra, pUTYKCH-
Mab TakkKe Urpaet BaKHYIO posib, ucromas CD19-nosurusubie
B-xsieTkn, KoTOpBIE, KaK M3BECTHO, SABISIOTCS Pe3epByapamMu
BI'C. /loarocpounblii pe3ysbTaT 3aBUCUT OT BO3HUKHOBEHWS
TeX WU MHBIX ocjokHeHnH Teyenust KB. 9Tu nanuenTsr mosu-
BEPKEHBI XPOHUYECKUM WH(DEKIIMOHHBIM 3a00JI€BAHUSAM TTeve-
nu, BoizBanubiM BI'C, nanpumep, ¢hpubposy nedenu, upposy u
renaronesoasgpuoi kapuuHoMe. Ianuenter ¢ KB, He acconu-
npoBaHHbIM ¢ BI'C, mMeIOT TOBBINIIEHHBIH PUCK CMEPTH, B OC-
HOBHOM M3-3a CEIICUCA, U YeThIPEXKPATHBIH TTOBBIIIEHHbBIN PUCK
pasBuTHs B-K/IeTOYHO HEXOMKKUHCKOM JTUMMOMBI,
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