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OBULIAS XAPAKTEPUCTHUKA PABOTBI
AKTYaJIbHOCTb IIPO0JIEMbI

Kpunopubpunorenemuss (K®) — wanousyueHHBbIH (EHOMEH, XapaKTEepHU3YIOLIMHCS
NPEHUIUTAIMEH Ha XOJOAy O0CO00i TepMONaOMIbHON (pakiuu OETKOB, TJIABHBIM 00pa3om,
¢bubpuHOreHa, B IIa3Me KpoBU (Ipu 0o0Jiee HM3YYCHHOW KPHUOTIOOYIMHEMHH MPEIUTTATALINS
NPOMCXOIUT Kak B ChIBOPOTKe, Tak M B mia3me) [Donald R. Korst 1955, Saadoun 2009, Kolopp-
Sarda 2012]. JIo cux mop OAHO3HAYHO HE OMpeACICHbI KInHHUecKoe 3HaueHue Kd, ee BiusHue Ha
Pa3BUTHH OCJIOKHEHHMH M B IIEJIOM Ha MPOrHO3 OCHOBHOTO 3a00JI€BaHUs, accoluupoBanHoro ¢ K@
[H. Blain 2000, Michaud 2013].

B mnocnemHee Bpemst Bce Ooiblliee BHHUMAHWE YACTSIOT HM3YYCHHUIO OTICIBHBIX 3BCHBCB
naTtoreHe3a M noaxoJoB K yieueHnto K®, 0coOeHHO yuuTHIBas YCTAHOBJICHHYIO Y OOJBHBIX C ATHM
(eHOMEHOM [OCTaTOYHO BBICOKYIO YacTOTY pPa3BUTHS TPOMOO30B MHKPOCOCYAHMCTOTO pycia, a
TaKXe KPYIHBIX COCYIOB (Yalle — BEH), MPUBOAAIIMX K TPOPUUICCKUM HAPYIICHHUSIM U Pa3IMYHBIM
HOpaKEHUAM KOXXKHM BIUIOTH 10 Si3BeHHO-HekpoTmuyeckux [Saadoun 2009, Terrier 2011, Michaud
2015].

Beigenstor nepBuuHyro (MauomaTthyeckyro) U BropuuHyro K@, pasBuBaroulyrocs Ipu
UHQEKIHMIX, PEBMAaTOJOTHUECKUX 3a00JIEBAaHUAX, 37I0KAYECTBEHHBIX OIYXOJISIX U HEKOTOPBIX JIPYTHX
NATOJIOTUYECKUX COCTOSTHUX. OTNHCaHbl OT/ACIbHBIC CIydyad WIM HEOOJbIIUE CEPUU HAOIIIOICHHIA
nepBuyHOi, mauonatuueckor Kd [Belizna 2008, Lindsey R. Baden 2013], koropasi MoXet
NPOTEKATh MPAKTHYECKH OECCUMITTOMHO, HO TaK)Ke MPUBOUTD K TSHKEJBIM ITOCIIEACTBUAM, BKIFOYAs
aMITyTallud KOHEYHOCTEH W TOpaXCHHWE BHYTPCHHUX OPTaHOB, HANPHMEp, MOYEK C pPa3BHTHEM
NOYEeYHOH HemocTaTo4HOCTH. HecmoTpst Ha TO, uTo BrOopmuHas K® Heckonpko Ooiee M3BeCTHa,
OJTHAKO €€ BIIMSHWE Ha TEYECHUE PA3IMYHBIX HO30JOTHYECKUX (POPM MPaKTUYECKH HE M3y4allOoCh.
OnyOnuKoBaHbl TOJBKO €AMHUYHBIE PAOOTHI, B KOTOPBIX OTMEUEHO Oojee TAKEIOoe TeYeHHE
KPHOTJIOO Y TMHEMUYECKOTO BAaCKyJIUTAa TIPU HAIWYMH comyTcTBYytomied K@ u oTaenbHbIE ONMCcCaHUS
HeOmaronpusitoro 3ddekra KO mpu apyrux 3aboneBanusx [Michaud M, 2015, Bonaci-Nikolic
2013, Ken Yoshida 2007].

CymecTByronme B HacTOsIIee BpeMs MeToAbl BbIsiBIeHHS K® He craHmapTU3HpOBaHBI,
OOJIBIIIMHCTBO W3 HHUX IMO3BOJSIOT TOJBKO Ka4eCTBEHHO OMPEICNIATh HAJIMYUE WA OTCYTCTBHE
KpHO(QUOPUHOTCHA, KOJMYCCTBEHHBIH aHAIM3 KpUOOCaaKa (KPUOINPEHUIUTAaTa) B KIMHHUECKOU
NPaKTUKE IPOBOTUTCS PEIKO.

Mexay TeM MOXHO I0JIaraTh, YTO COBEPIICHCTBOBAaHHE METOMOB nuarHoctuku KO Oyner

CIIOCOOCTBOBATh YIYUHICHUIO TIOHUMAHUS MEXAaHU3MOB pa3BUTUA JAHHOT'O (bCHOMeHa, €ro BKjaaJa B



dbopMuUpOBaHUE PA3TUYHBIX MOPAKEHUH OPraHOB M TKAHEW NMPU CHUCTEMHBIX PEBMATOJIOTHYECKHX

3a0oneBaHusAX U pu nepBuaHor K.

ean uccaengoBanus
Omnpenenuth 4acToTy U KIMHUYecKoe 3HaueHue rnepsuyHoi KO u K® y 60bHBIX CHCTEMHBIMU

BOCHAJIMTCIbHBIMUA PEBMATOJIOTMYCCKUMHA 3a00JICBaHUSIMH.

3agaun

* VYcranoButrs uyactory nepBuyHoii K® u Bropmunoii K® y OONpHBIX € CHCTEMHBIMHU
peBmarosornueckumu  3aboneBanusivu  —  AHI[A-accounnpoBaHHBIMH ~ BAaCKYJIUTaMH,
CHCTEMHOHN KPAacHOM BOIYAHKON M JPYTUMH HO30JIOTHUECKUMH (popMamMu

*  OueHUTh OCOOEHHOCTH KJIMHUYECKON KapTuHbl y OoibHbIX AHIIA-accounnpoBaHHBIMU
BaCKYJIMTaMU U CUCTEMHOM KPacHOM BOJYAaHKOW B 3aBUCUMOCTH OT Hanuuus K®

*  M3yuuTh B3auMOCBA3b AKTUBHOCTH/TsKecTH TeueHuss AHLIA-acconnnpoBaHHBIX BaCKYJIUTOB
U CUCTEMHOM KpPacHOM BOJYAHKU C KOJMYECTBEHHOM XapakTepucTukoi KP

*  OmnpenenuTh MNPOTHOCTUYECKYIO 3HAUYUMOCTh BbisABIeHHS K® vy Oonpubix AHIIA-

ACCOLUMHUPOBAHHBIMU BaCKYJIMTAMHU U CUCTEMHOW KPACHOM BOJTYAHKOM

Hay4ynasi HoBM3HA

BriepBble Ha 0oiblION BBIOOPKE OOJBHBIX C pa3IMYHBIMH  PEBMATOJOTHYECKUMHU
3a00J€BaHUAMU H3y4Y€Ha 4YacTOTa BbIABIECHUS KpHO(UOPUHOIEHEMHUH. Y COBEPILIEHCTBOBAaHA
METO/IMKa KOJIMYecTBEHHOro aHaim3za K@ Ha ocHOBe CIEKTpO(OTOMETPUYECKOIro ONpeaeaeHus
¢ubpunorena. IlpoBeneHa oneHka Kpuonpeuunurata y 72 O0JbHBIX C CUCTEMHBIMH BOCHAJIUTENb-
HBIMH PEBMATOJIOTHYECKUMH 3a00JI€BaHUSIMHU.

BriepBble ycTaHOBJIEHa BBICOKAs 4acTOTa KPHOMUOPUHOIEHEMHUH Y OOJBHBIX CHUCTEMHBIMHU
3a00JeBaHUAMU: TOYTH Yy ueTBepTd OonbHBIX ¢ AHI[A-acconMMpOBaHHBIMHU BacKyJIUTaMU H
CHCTEMHOM KPAaCHOM BOJYAHKOM.

Oneneno BnusHue Hannuusi KO Ha TeyeHue Ooe3HH, B TOM UHCIIE TPOJEMOHCTPUPOBAHO
yBEJIMYEHUE pUCKA Pa3BUTHUA Y O0nbHBIX ¢ K@ 3p03uBHO-S3BEHHBIX MOPAXEHUH KOXKH, a TaKxKe
TPOMOOTHUYECKUX OCJIOXKHEHUH. YcTaHOBJEHa CBs3b oOpa3oBaHuss K@ y OGOJNBHBIX CHCTEMHBIMH
PEBMaTOJIOTUYECKUMU 3a00JIEBaHUSIMU C HApYyLIEHUSIMU B cucTteMe pubOpuHoiusa (y 6oabHbIX AAB
u CKB).

BriepBble Ha pOCCHIICKON MOMYJISILMUA ONMUCAHBI KIMHUYECKHE U JIAOOpaTOpHBIE TPOSIBICHUS

HNEePBUYHON KpUOPHOPUHOTEHEMHUH.



IIpakTH4eckoe 3HaYeHHE

[Tonmy4yeHHble B JTaHHOM HCCII€I0BaHUM PE3YyJbTaThl OOOCHOBBIBAIOT HEOOXOIUMOCTh HCCIe-
noBanusi KO mpu pasnuuHBIX CHCTEMHBIX PEBMATOJIOTHYECKUX 3a0osieBaHUSAX. ANpoOMpPOBaHHBIH
HAMHM METOJ] KOJHMYeCTBEHHOro ompexaeneHus K® B coOCTBeHHOW MOAU(HUKAIMKA TPOCT B
BBIIOJIHEHUM W MOXKET OBbITh PEKOMEHJIOBaH HpU OOCIEAO0BaHMM OOJNBHBIX C CHUCTEMHBIMHU
3a00J1€BaHUSAMHU OCOOCHHO IMPOTEKAIOIUX C YIOPHBIM KOXHBIM CUHIApOMOM. [lokazanus k nposene-
HUIO KQYeCTBEHHOTO M KOJIMYECTBEHHOTrO aHanu3a Ha kpuodubpunoren y 6onpHbix ¢ AAB u CKB
BBITEKAIOT M3 IOJIYYCHHBIX B XOJi¢ pabOThl pe3yibTaTOB, CBHIETEIBCTBYIOUIMX O IOBBIIICHUU
WHJIEKCOB HEOOPATUMBIX TIOBPEKICHUN MTPH HATMYUHU cOnyTcTBYromIe K®.

BeusiBienne kpuoduOpHHOreHa IO3BOJSET CBOEBPEMEHHO IPOBOAUTH OOCIIEAOBaHHE
00JIBHOrO Ui YTOYHEHHUS BO3MOXKHBIX HpuuuH paszsutud K® u Ha 3TOM OCHOBaHMHM

NepCOHN(UITUPOBATH TEPATTHIO.

HOJ'[O)KeHI/Iﬂ, BbBIHOCUMbIC HA 3allIUTY

* K® yacro BeIsBIsieTcss y OOJBHBIX C PA3IUYHBIMUA BOCTIAIUTEIBHBIMH PEBMATHUECKUMH
3aboneBanusiMu, B ToM uymcie AHI[A-accomumpoBaHHBIMH BacKyJIUTaMH M CHCTEMHOMN
KpacHOM BOJTYAHKOM.

* Ormeuaercs CBsI3b MEXKIy 00Jiee BBICOKHM KOJUYECTBOM BBISBICHHOTO KPpHO(DUOPUHOTEHA C
YBEJIMYEHUEM pHUCKA PA3BUTUA TPOMOOTHUYECKUMX OCIIOKHEHHMH M TIeMOpparndeckoro
anbBeosuTa npu AAB, 3po3uBHO-A3BEeHHBIX NopakeHui koxxu npu AAB u CKB.

*  VYpoBeHb KpHOHUOPUHOTEHA KOPPEIUPYET C YPOBHEM O-TJIO0YIMHOB y nManueHToB ¢ AAB u
CKB, uto cornacyercs ¢ TMpeJICTaBIEHUSIMM O TIaTOTEHETHYECKOH pOJIM OCHOBHBIX
KOMITOHCHTOB 00mero myia o 1- m o 2-rio0ynuHOB - o l-anTuTtpurcuHa w o 2-
Makporio0ynuHa B oopasoBanuu K® nocpeactsoM uHruOupoBanus GpudprHoIN3a.

*  OCHOBHBIMH KJIMHHYECKHMH TPOSBICHUAMU TepBUUHOM K@ sABISIOTCS pa3invHbIe
MOpaXeHUsI KOXKH (IypIiypa, JUBEJO0, SPO3UBHO-SI3BEHHBIMU MOpakeHUsIM Koxku) —y 100%
OonbHBIX, pexxe nmonunaenponatus (33,3%), aprpanruu (40%) u muanruu (13,3%).

Anpodanusi padoTbl

Amnpobanust pabotsl nposezeHa 05 utons 2018 1. Ha COBMECTHOM 3acelaHUM COTPYIHUKOB Kadeapsl
BHYTpeHHUX Oose3Heil dakynprera pynnamentanbHoil Meaunuasl ®I'BOY BO «MI'Y umenu M.B.
JlomonocoBa» u kadenpsl BHyTpEHHUX, TPO(EeCCHOHATBHBIX 00JIe3HEH U MYJIbMOHOJIOTHH MEIUKO-
npodmiakruueckoro pakynsrera PI'AOY BO «llepBoiit MI'MY um. I.M. CeuenoBa» MuHn3apasa

Poccun (CeueHoBckuii yHUBepcuTeT). MaTepualibl JUCCEpTALMK MPEICTaBICHbBl Ha KOH(pEpEeHIIUN



“ANCA and Vasculitis Workshop” (Toxuno, 2017), koarpecce EULAR (Pum, 2015), XIV HayuHno-

npakTuueckor koHdpepenunn «IIpobiaembr coBpeMeHHoOM peBMatonorun» (Mockga, 2017).
JIM4YHBIA BKJIaJ AaBTOPa

ABTOpPOM CaMOCTOSITENIFHO pa3pabOTaHbl IJIaH W JAW3aliH HMCCIEIOBAHUSA, ONpPEICNCHBl eI U
3aJauM, a TaK)Ke BBIOJHEHbI OCHOBHBIE 3Tallbl JUCCEPTAMOHHON paboThl (OuOIuorpaduueckuit
MouCK, cOop, aHanu3 M 0000IIeHHe KIMHUYECKOro MaTepuana). ABTOp MpUHUMAI
HETOCPEACTBEHHOE yJacTHE B BEJACHUH, ONPEICTICHIH TAKTUKU 00CIEI0OBAaHMS U JICYCHHUS OOJIBHBIX C
KpHo(uOpUHOTeHEMHUEH. ABTOPOM JIMYHO CHAETaHbl BBIBOABI M pa3padOTaHbl NPAKTUYECKHE

PEKOMEHOAINH.

BHeapeHnue B npakTuKy

PesynbTatsl ucnonb3yrores B padote peBmarosiorudyeckoro u apyrux oraeneHuii YKb Ne3 Ilepsoro
MI'MY um. 1. M. CedenoBa, B yaeOHOM mporiecce Ha kadeape BHyTpeHHUX Oosiesneit ®I'bOY BO
«MoCKOBCKHI TOCyIapcTBeHHbIN yHuUBepcuteT uMeHu M.B.JlomonocoBa», a Takxke Ha Kadenpe
BHYTPEHHUX, NpodecCHOHaIbHBIX Oonesneil u myiabMmoHonoruu Ilepporo MI'MY um. U. M.

CeueHoga.
IMyonukanuu

IIo Teme AUCCCpTaliin OHY6J'II/IKOBaHO 6 TIIeYaTHBIX pa60T, 3 — B KypHaJIaX, BKIIIOYCHHBIX B

MEPCUCHb Bricmiei aTTeCTaHHOHHOﬁ KOMHCCHU, 3—B 3ap}I6e)KHBIX HU3JaHUuAgX.

O0beM U CTPYKTYpPA AUCCEPTANNHT

Huccepranus usznoxena Ha 111 cTpaHunax Me4aTHOrO TEKCTa M COCTOUT M3 BBeAEHMs, 0030pa
JUTEepaTyphl, OMHCAHUA MaTEepPUaTOB M METOJOB HCCIEIOBaHHS, pE3YyJIbTaTOB COOCTBEHHOTO
UCCJICTIOBAHMUSI, UX OOCYXKJACHHUSI, BBIBOJIOB U MPAKTUUECKUX PEKOMEHAANNN, coaepKuT 17 tabmum, 15

pucyHkoB. CIIHCOK JIUTEPATYPBhI COJEPKUT 126 HCTOUHUKOB, U3 HUX 16 OTCUECTBEHHBIX.

ba3a npoBenenus

Pabora Bemonssnack ¢ 2014 mo 2017 rox Ha Ga3e xadenpsl BHYTpeHHUX Oose3Hel (akyibTera
GyHAaMEHTalIbHOW MEIUIIMHBI MOCKOBCKOTO TOCYAApCTBEHHOIO YyHUBepcuTeTa uMeHu M.B.
JlomoHocoBa (3aBenytournii kadenpoir axagemuk PAH, n.m.H., npodeccop H.A. Myxun).
CnextpodoroMerpudeckuii aHanmu3 oOpasnoB Owi1 mpoBeaeH B MDAB PAH Yepnoronoska

(;1Tabopatopust OMOMOJIEKYISIPHOTO CKPUHUHTA)



COJAEPKAHUE JTUCCEPTALIUN

Matepuan u MeToAbI HCCJIeI0BAHUS

B wuccnenoBanue BKIIOYAJIM MAUEHTOB C Pa3IMUHBIMH CHCTEMHBIMH BOCHAIUTEIbHBIMU
3200JIeBaHUSIMH, TOCIIUTATM3UPOBAHHBIX B peBMatoiorudeckoe otaencHue YKb Ne3, moamucapmmx
UH(POPMHUPOBAHHOE COTJIACHE O BKIIOYEHMHM B HccienoBanue. M3 ucciaenoBaHus HCKITIOYAIN
NAlMEHTOB C BBIABICHHON paHee WM B TMpOLECCe MCCIEAOBAHUS KPUOTIOOyIMHEMHEH,
MH(GEKIMOHHBIMU 3a00JIEBaHUSMU HAa MOMEHT INPOBEJICHUSI UCCIIEOBaHMs (B TOM YHCIIE T€aTUThI,
BUY u ).

Ha nepBom stane uccrnenoBanus onpenessaau yactory K® cpenu nanueHToB ¢ pa3audyHbIMU
pPEeBMATHUYECKUMH BOCIHAJIUTEIbHBIMU 3a00J€BaHUSIMU, TOCHUTAIM3UPOBAHHBIX B KIWHUKY HM.
E.M.TapeeBa Ilepporo MI'MVY um. MU.M. CeuenoBa. Ha BTOpoM 3Tane u3yyainu KIMHUYECKHE
IPOSIBJICHUS] MEPBUYHON KpuopuOpuHOreHemuu, a Takxke ocodeHHoctu teueHue AAB u CKB c
Bropu4Hor K.

Huarno3 AHIIA-accolMMpoBaHHBIX BAacKyJIUTOB (TpaHylieMaTo3a C IMOJIMAHTHHUTOM,
MUKPOCKOIIUYECKOTO  TMOJIMAHTUUTA W J03UHO(PWIBHOTO TOJMAHTUUTA) yCTaHABIUBAIM B
COOTBETCTBUH C KPUTEPHAMHU AMEPUKAaHCKON KoJuteruu pesmaroioroB u Yanen-Xwmwn (ACR, 2012).
Jlnarno3 cucTteMHON KpacHOW BOJYAaHKHM YCTaHABJIMBAJIU HAa OCHOBAHUU KPUTEPHUEB AMEPHKAHCKOMN
koiterun pesmatosnioroB (ACR, 1997). Jluarno3 BTopruHOro aHTH(GOCHOIUIUIHOTO CHHIPOMA
(ADC) ycraHaBnuBajdM HAa OCHOBAHMU MEPECMOTPEHHBIX KpUTEpUEB aHTU(HOCHOTUTHIHOTO
cuHapoMa, (ABcTpanuiickue wim cuganernckue kpurepun, 2006).

[Iporokon uccnenoBanus ObLI 0A00PEH ITUUECKUM KOMHUTETOM (akyiabTeTa (pyHAaMeHTalb-

HOM MeIUIIMHBEI MOCKOBCKOI'O rocyaapCTBEHHOTO YHUBCPCUTETA UMCHU M.B. JloMmoHOCOBa

Ouenka aktuBHocTH AHIIA-acconunpoBannoro Backyjaura 1 CKB u crenenn HeodpaTumoro

TKAHECBOI'0 MOBPECKIACHUS

Hna ouenku axtuBHOCTH AAB wucnonb3oBanu unaekc BVAS (Birmingham Vasculitis
Activity Score), a 1t OIleHKH HeOOpaTHMOTO MOPaKEHHUsT BHYTPEHHUX OPTaHOB M TKaHEH — WHIIEKC
VDI (Vasculitis Damage Index). Kpurepuem pemuccun AAB cunranu 3Hauenne uHaexca BVAS (-1
Oayn JInst OTIeNbHON OIEHKH aKTHBHOCTH TMOYEYHOTO WIIH JISTOYHOTO MOPAKCHHS HCIIOH30BAIN
cymmy 6amioB BVAS B cootBercTBytomiem pasnene - BVAS renal wiu lung.

s onenku obmieit aktuBHocTd CKB, a He aKTUBHOCTH MU BBIPAYKEHHOCTH OOOCTPEHHUS B
KKJOM OTJICJTbHOM OpraHe HJIM CHUCTEME, a TaK)Ke OICHKH IMEePCUCTHPYIOIICH aKTHBHOCTH 3a00JIe-
Banus, Obu1 BeIOpaH uHIeke SELENA-SLEDAI-2K. IMoseimenne SLEDAI > 8 cuuranu kputepuem

HaJIM4YMsl aKTHBHOT'O 3a00JICBAHMSI. I[J'Iﬂ OICHKHU TCUCHHA N UCXOOA0B 3a6OJIeBaHI/I$I, OIIPEACIICHUSA CTC-



MIEHW HEOOPaTUMBIX MOBpEXAeHUH ucnosb3oBainu uHAeke noBpexaeHus SLICC/ACR Damage Index

(SDI).
2.1.2 O0muii ni1aH o0cJiefoBaAHUA 00JILHBIX

VY Bcex OOJNBHBIX MPOBOIWIOCH CTaHAAPTHOE 00CieI0BaHUE, BKIIOYAIOIIEE AIEKTPOKapAUO-
rpaduio, peHTreHOTPaPHIO W/WIN KOMITBIOTEPHYIO TOMOTpa(Hi0 OpraHoB IPyIHON KIETKH, YIbTpa-
3BYKOBOE€ HCCIICIOBAaHHE OPraHOB OPIOIIHOM IOJIOCTH, PEHTI€HOJOTHYECKOE WCCIICAOBAHUE W/WIH
KOMIIBIOTEPHYIO TOMOTrpaduio mpuIaTOYHBIX na3zyx Hoca (y 6onbHbIX ¢ AAB), 330¢daroractpoayo-
JIEHOCKOIIMIO U KOJOHOCKOMHUIO (110 MOKa3aHMsIM), U3MEepeHNe (PYHKIIMHM BHEIIHETO AbIXaHUs, Ja0o-
paTopHBIE UCCIIeTOBaHUS (OOIIEKIMHUYSCKUI aHAIN3 KPOBH, AIIEKTPOQope3 OEIKOB, OCHOBHBIE OHO-
xumuueckue nokazarenu - AJIT, ACT, I'TT, kpeatunun, C-peakTUBHBINA OEJIOK U TJ), KOAryJIOMeT-
pudeckoe uccienaoBanue ((puOPUHOTeH, aKTUBUPOBAHHOE YACTHMYHOE TPOMOOILIACTHHOBOE BpPEMS
(AUTB), mporpoMOuHOBBIi nHAEKC 10 KBHKY). Y 60mpHBIX ¢ AAB xonTponuposanu tutp AHILIA, y
o6ompHbIX ¢ CKB — AT x JIHK, AH® na Hep-2 kieTkax, KOMIIOHEHTOB KOMILJIEMEHTA, aHTUTENA K
kapauomununy (19G, 1IgM) u dochomununam (19G, IgM). V GonpabIX ¢ nepBuynoii KO B pamkax
muddepeHIMATBFHON JTHATHOCTUKA TIPOBOJMIM B TOM YHCIE HWMMYHOJOTHYCCKUE HCCIICOBAHMS

KpOBH, COOTBCTCTBYIOIINC KJIMHUYECKOU KapTHUHC.

2.2 Metoauka onpeaejeHuss KpuopuopuHorena

Jlnis aHanu3a Hauu4dus KpUOTJIOOYJIMHOB M Kpuo(uOpHHOreHa y KaXkJoro manueHTa Opaiu
IBa oOpaslia KpOBHM B IpeIBAapHUTEIbHO HarpeTbie MpoOupku. B mpobupku 06e3 aHTUKOAryssHTa
Habupanu 10 MJI KpOBH ISl OTZIETICHUSI CHIBOPOTKM U OOHAPY>KEHUS B HEM KpUOTIIOOYIUHOB. [list
OTJIEJIeHUs TUIa3Mbl U OIpesieieHHs B Hell kpruoduOprHorena Habupanu 10 M KpoBH B IpoOUpPKH ¢
S/ITA. Ob6a obpazua uentpudyruposanu npu 2000 g B reuenue 30 mun npu 37°C. B nansHelinem
CBIBOPOTKY U IUIa3My OXJIQXKJIAJIM U OCTaBJISUTM Ha 7 AHel npu 4°C M aHaIM3UPOBAIM B HUX HAJIM4ME
ocajka WM obpazoBanus rens. HarpeBanueMm KOHTpOJIbHBIX 00pa3ioB a0 37°C nposepsiiu oOpaTH-
MBI XapakTep ocajka kpuopudpuHoreHa. CUuTaiu, 9YTo B OCAJKE UMEETCS TOJBKO KPHOPHUOPUHO-
T'eH, €CIM He Halo/1anochk 00pa30BaHUs OCaJKa B CHIBOPOTKE, a OCAJOK B IUIa3Me€ B KOHTPOJbHOU
npoOupKe MOJHOCTBIO pacTBOpsiics npu HarpeBanuu a0 37°C. [Ipu oOHapyXeHUH OcasKa WU reis
B CBIBOPOTKE OOJIBHOT0 MCKIIOYATIN U3 UCCIIECA0BAaHUS (M3-32 HAIMYUS KPHOTTIOOYIHMHOB).

KonnuecTBeHHO copepkanne KpuopuOpHUHOTEHa B CHIBOPOTKE OMPEACTISIIN, U3MEPSsl ONTH-
YEeCKYI0 TUIOTHOCTH MpHu 290 HM pacTBOpEHHOTO B 1IenouHoi cpene npu pH=13 ocanka kpuodudpu-
HoreHa. [[is aToro ocanok otaensuin nentpudyruposanueM (2000g B Teuenue 30 MUH MpH TeMIle-
parype 4°C) u mpomMbIBaid B MHHUMaJIbHOM o0beMme 3a0ydepenHoro pactsopa 0,15 M NaCl

(pH=7.4). IlpomsIThiil ocagox K® pactBopsiu B 0,1 M NaOH u cHUManu criekTp CBETOMOIIIOMIEHHUS



B auamnazoHne ot 230 mo 400 HM ¢ UCIIOJIB30BAHUEM ONTUYECKH MPO3PAYHBIX 96-TyHOUHBIX TJIAHIIET
Ha rmanmeTHoMm puaepe EnVision (PerkinElmer, CIIIA) ¢ MOHOXpPOMAaTOpPOM M PAacCUUTHIBAIU CO-
nepxkanue (puOpuHoreHa (0enKoBOW (ppakium), UCHOIB3Ys 3HAUEHHS ONTHYECKOHN IUIOTHOCTU pac-
TBOpa npHu 290 HM U K03 (PULIMEHTa IKCTUHIINY, ONPEACTAEHHOTO 110 METOly JTUHEHHOU perpeccuu

W3 JIaHHBIX KaTHOPOBOYHON KpuBOH (pHc. 1).

35 A290
1,8 y=1,7486X

3 . R? = 0,9935

/_,ﬁ +
25 / 1,4
1,2

. o5 |

1
/ 0,6
05 0,4 Cor 2 npase = Paso/ 1, 7486

L 2

1,6

0,2 4

Crbr & npobe — Au50*0,5719

0 1 2 3 4 5 6 7 0

Cop, MF/MN

0 0,5 1 1,5
Cor, Mr/mn

A b
Puc 1. Kanubposounas kpusas 011 pacuéma Kodpguyuenma skcmunkyuu. A — 3a8ucumocms cge-
monoenowenust npu A=290 um om xonyenmpayuu ubpunocena 6 npode; b — onpeodenenue kor¢h-

Guyuenma SKCMUHKYUU MemoOOM JTUHEUHOU pecpeccul.

Jlnist mocTpoeHusI KamuOpOBOYHON KPUBOM HCIIONB30BAIM KOMMEPYECKH mpemnapar Jnodu-
nau3oBaHHOro (udbpuHoreHa uenoseka (OO0 "Texnonorus-Crannapt). OnpenenéHuplii HaMu Ko3¢-

burmeHT skcTuHIUU coctaBuia 0,57.

CraTucTHYEeCKHH aHAJIN3

Jia cratuctudyeckoil oOpaOOTKM TMOJTYYEHHBIX pE3YyJIbTaTOB HCIOJIb30BAIM IPOrPaMMBI
GraphPad Prism 7 (GraphPad Software, Inc. La Jolla, USA), SPSS for Windows, 22.0. (SPSS Inc.,
Chicago, IL, USA), MedCalc 17.4 (MedCalc Software, Acacialaan 22 B-8400 Ostend Belgium).
[Ipu He0OX0IMMOCTH HCTIONB30BAHHS HEMapaMeTPHUECKUX METO/IO0B CTATUCTHKHU JIaHHBIE TIPECTaB-
JSIM B BUJIE MEUaHbl KBapTuiel pacnpeneneHus. KonnuecTBeHHbIE NMEPEMEHHbBIE CPABHUBAIIU C
nomotnbio kputepus t CThio/IeHTa U KpuTepusi ManHa-YUTHH, Kau€CTBEHHBIE — C TIOMOIIBIO TOYHO-
ro meroga ®dumiepa wim kpurepus y2 [lupcona. /s u3ydeHus B3auMOCBSI3H IEPEMEHHBIX MPOBOIU-
JM KOPPEJSIIIUOHHBIN aHanu3 (kodddunreHt koppemsinun CriupMeHa, Tak Kak BO BCEX CIydasiX pac-
npeielieHne X0Ts Obl OJJTHOTO MOKa3aTels OTINYaloch OT HopMainbHOro). OTHOIIeHue maHcos (OLLD)
OTIpENIEeTISUT TP HEOOXOJAMMOCTH OILICHWTHh BIUSHHE KAa4eCTBEHHOTO mMpu3Haka Ha ucxon. Ol u
npeacrasmsuim B Bune O u ero 95% JIM. C nenpio OneHKH YyBCTBUTEIBHOCTH U CHEIU(DUIHOCTH

ONpCACIICHUA KpI/IO(I)I/I6pI/IHOI"CHa B IIJJa3M€ B 3aBHCHMOCTH OT KJIWHHYECKOI KapTUHBI TPOBOAWIIA
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noctpoeHne xapaktepucruueckod ROC-kpuBoi. {751 OlIEHKH OJHOBPEMEHHOTO BIIMSIHUS HAJTWYHS
K®, akTuBHOCTM OCHOBHOTO 3a00JIeBaHUS, a TaKXKE BO3JCHCTBHS KIMHHUUYECKO-AEeMOrpaduyecKux
(haKTOPOB HA TEUEHUE CHCTEMHBIX 3a00JIEBaHHI MPUMEHSIM MHOTO(QAKTOPHBIH aHAINU3 METOJIOM JIO-

ructudeckoit perpeccuu 1 ROC-ananus. Paznuily cunranu cratuctudecku 3HadnmMoit npu p<0,05.

PE3YJIbTATBI UCCJIEJOBAHUSA

K® Obuia BoisiBneHa y 162 (28,5%) u3 568 O0JIbHBIX € pa3TUYHBIMU PEBMATHUYECKUMHU BOCIIATUTENb-
HBIMU 3200JI€BaHUSIMU, TOCIUTAJIM3UPOBAHHBIX B peBMarosiorndeckoe oraenenue B 2014-2017 ro-
nax. Pacripenenenue nanyeHToB 1Mo JMarto3am MpecTaBiIeHo Ha pUc. 2. Y OONBIIMHCTBA MAlMEHTOB

(90,6%) 6buTa TUarHoCTHpPOBaHA BTOPUYHAS KpUOPUOPUHOTEHEMUSI.

[Opyrie peemaTonommyeckue sabonesanns; AHLA-
21,40% accoLMUPOBaHHBIe
BaCKy/UTHI

26,40%

MpomonaTuyeckan
KpuodubpUHOoreHeMuUa;
9,40% \
CMCTEMH& PesmaTougHbii
CKNepogepMuS; apTpuT

10,10% 18,20%

CuctemHas KpacHasa Bon4aHka; 14,50%

Puc 2. CnexTp peBMaTOIOrHYecKux 3a00IeBaHuil, TPU KOTOPBIX OBLT BRISABICH KpHO(PUOPHUHOTEH.

HpI/I 9TOM 4YacToTa BhIsABICHUSI KD IpH Pa3IMYHBIX BOCHAIUTCIBHBIX PEBMATOJIOT'MYCCKUX 3a0o0i1e-

BaHMSIX HE TMpeBbIIana TpeTu ciy4dae (Puc. 3)

BackynuTbl KpynHbIX COCYAOR (apTEpUUTLI
Takascy, XopToHa) (n=14) _

Cuctemnasn cknepogepmusn (n=65) [[INNENENEGGGEE
CuctemHasn kpacHas sonyaHka (n=87) _
Peematougreii aptput (n=83) [[IINIGIGIGIGIGEGEGEGEGE
AHUA-sackynute (n=129) [N

0,0% 10,0% 20,0% 30,0% 40,0%

Puc 3. CnexTp peBMaTONOrMYecKux 3a001eBaHui, pU KOTOPHIX ObUT BBIABIECH KpUOPUOPHUHOTEH.

Kimandeckue mposiBiieHNs y MalueHToB ¢o BTOpuuHOH K® Obutn BapnaOenbHBIMHA U B 3HAYHTEIb-

HOH YacTu coy4yaeB MOTJIM OBITh CBSI3aHBI C OCHOBHBIM 3aboseBanueM (Tadin. 1). Tem He MeHee, ciie-



IyeT OTMETHUTh BBICOKYIO YacTOTY TOPaKEHHs KOXHU (B TOM YHCIE MypITypa, JIMBEAO, SPO3HBHO-
SI3BCHHBIE TIOPAKCHHS KOXKH), KOTOpoe Habmomanock y 71 6onbHoro (48,3%), 4To0 COOTBETCTBYET

JAHHBIM Opyrux ucciaepoBanuii [Saadoun 2009, Grada 2016, Michaud 2013].

Ta6muma 1. Knuauko-gemorpaduyeckas xapakrepuctuka 147 manueHToB co BropuuHoi K.

ITokazarenu 3HaueHus
Bospacr, et 47,5 (36,2; 59,1)
JKeHIMHBI/ MY>KUHUHBI 98/49
Aptpanruu u aptput, N (%) 33 (22,5)
[Typnypa, n (%) 58 (39,5)
Jluseno, N (%) 28 (19,1)
Cunapowm Peiino, n (%) 22 (14,9)
IMopaxxenue ITHC, n (%) 14 (9,5)
IMopaskenue nepudepuueckoii HepBHOM cucteMsl, N (%) 21 (14,3)
[Mopaxenus koxu (J1r00b1e) N (%) 71 (48,3)
Tpom6036I (Ha MOMEHT obOcenoBanust), N (%) 5(3,4)
IMopakenue mouexk, N (%) 49 (33,3)
IMopaskenue nerkux, N (%) 42 (28,6)
Hannure undeximonnoro 3abosesanus, N (%) 18 (12,3)
Hanuure onkosoruyeckoro 3abosesanus, , N (%) 3(2,0)

KonunuectBennsiit ananu3 K® 6wt nposenen y 72 6onbHbix ¢ KO. Cpenu HUX ObUI0 25 MYXYUH U
47 xenmuH. Menuana Bo3pacta coctaBmia 49,5 net (42,3; 56,8). Pacnipenenenue no quar{osam B

3TOW BBIOOPKE MPEJCTABIEHO HA PUCYHKE 4.

MepewnyHan
KpHodHBpUHOreHemuAa; 9

AyTOBOCNANMUTENbHBIN
cuHgpom; 1

AHLA-

acCOUMMPOBaHHbIE
BaCKyNuTbI; 20
Y3enKOoBbIN
NoANapTeEPHKT; 3
CepoHeraTMBHbIe
CNOHAWNOAPTPONaTun; 5
CKNEPOAEPMUA;

CucTemHan
CUCTEMHaA KpacHana 10
BOMYaHKa; 14

MALT-numdoma; 1

IghA-sackynmT; 1

PeBMaTOMAHLIRA
apTpuT; 8

Puc. 4. Pacnipenenenue no quaruozaM 0osbHbIX ¢ K@, y KOTOpBIX OBLI MPOBEIEH KOJNYECTBEHHBIN

aHaJIN3 KpUuomnpeuumnuruTara.

[Ipu cpaBHeHuU MenuaH KOHUEHTpauuil KpruohuOpruHOoreHa y OOJIbHBIX C Pa3IMYHBIMUA peBMaTHye-

CKHMHU 3a00JIEBAaHUSIMH JJOCTOBEPHBIX PA3IUUMil TIOTydeHo He ObL10 (puc. 5)
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400
350 |
300
250 1
200

150 - é i
100 |-
50 - @ E

0 C 1 1 1 1 1 1 1
1 2 3 4 5 6 7
JUarHo3

Puc 5. Menuanbl KOHLIEHTpauu KpruohuOpUHOTreHa MPHU Pa3IUYHbIX PEBMATOJIOTHYECKUX 3a001eBa-
Husx. 1- AHI[A-accoyuuposarnnwlii 8ackyiumsl, 2-CUCMeMHAs CKIepooepmus, 3- peeMamouoHblil
apmpum, 4 — ceponecamusHvle CHOHOULOAPMPONAMUY (AHKUIO3UPYIOWULI CHOHOUIUM, NCOPUAMU-
yeckas apmponamusi), 5- y3eaKoevlil noauepmepuum, 6 — CUCIMEMHAs. KpACHAs 8014YAHKA, 7 — nep-

BUYHASL KPUODUOpUHOSEHEMUSL

[Ipu M3yyeHNN KIMHUYECKUX TPOSIBICHUH, CUUTAIONMNXCA HAN0O0JIee XapaKTePHBIMH TPOSBICHUSIMH
Kpuonatuu (pa3jinyHble MOPaKEHUS KOXKHU - MypIypa, dSpUTEMa, JHUBENO, SI3BEHHO-HEKPOTUYECKHE
HOPAXKEHUS, CHHAPOM PeliHO), 5pO3UBHO-SI3BEHHBIC H3MEHEHHS KOYKH U CJIM3MCTBIX OKA3aJloCh CIUH-
CTBEHHBIM KJIMHUYECKUM MPOSIBICHUEM, HAJTMYKE KOTOPOrO JOCTOBEPHO KOPPEIUPOBATIO C KOHIICH-
tpamueir KO, omHako cuna cBsi3u ciabas (rs=0,278, p=0,0316). s onpenenenus creuGuIHOCTH 1
YYBCTBUTEIHHOCTH CBsI3U Mexay HanmnmureM K@ u koxHbIX npossieHuii mposenun ROC-ananus, co-
TJIACHO pe3yJbTaTaM KOTOPOTO MPHEMJIEMOTO YPOBHS YyBCTBUTEIBHOCTH KOHCTATUPOBATh HE yla-
70¢h (puc. 6)

K®, mr/on
100}

80
60
40 [
I | Sensitivity: 33,3

20 | | Specificity: 100,0
Criterion : >178,204

oR~ i i i i i
0 20 40 60 80 100
100-Specificity

Puc. 6 IToporoBoe 3HaueHHE KOHIIEHTPALUU KPUOPHOPHUHOTEHA NPH HAJTHMYUH PA3IMYHBIX SPO3UBHO-
SA3BEHHBIX MOPAXKEHUN KOXKU U CIIU3UCTBIX 0007I0YEK.
bbut poBeieH aHANN3 BO3MOXKHBIX KOPPESALMOHHBIX CBsI3ed copepkaHus KpuohuOpruHOTeHa ¢ psi-

J0M KIIMHUKO-OMOXUMHUECKUX napaMeTpoB BOCHAJICHUSA, COCTOSAHHUA CHCTCMbI CBépTBIBaHI/IH-
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bubpuHOIM3a B 001IeH BRIOOPKE OONBHBIX C PEBMATOJIOTHYECKUMH 3a001eBaHusIMHA. CHIIBHBIX KOP-
PEISIIIMOHHBIX CBsI3ei HE ObLIO BBISIBICHO HU C OJIHUM IOKazateneM (Tabdi. 2). JloctoBepHO 3HAUM-
MbIMHU ObuTH cBsi3U KoHIeHTpauuu CPb, COD u ¢pubpunorena, a Takxxe UMMyHOTII00yimMHa A 1 M ¢

ypoBHEM KpHODUOPHUHOTEHA, OJTHAKO CHJIA ITHX CBSI3CH OKa3alach MHHHUMAIbHOM.

Tabmuna 2. Koppensiuu Mexay ypoBHEM TpaIuIIMOHHBIX IOKa3aTesiel BocmajeHus, ¢pubdpuHore-
HOM, UMMYHOTJIOOY/IMHAMH, OE€TIKaMH TUIa3Mbl 10 JAHHBIM UMMYHOJIEKTpo(dope3a 1 KOHIIEHTpaIH-

eit kpuodubpunoreHa (N=72).

KoaddunmenT koppensnuu, Is 3HAYUMOCTb, ]
CPb* 0,302 0,0200
COD* 0,293 0,0243
DuOPUHOTEH TTa3MbI* 0,284 0,0411
IgA* 0,492 0,0146
IgM* 0,499 0,0131

C LOCJIBIO BBIABJICHUSA BO3MOXXHBIX CHeIII/I(i)I/I‘ICCKI/IX B3aHMOCBSI3¢CH BBIPAXXCHHOCTU K® ¢ knuange-
CKUMHU IIPOABICHUAMH, TAKCCTBIO 3a00/1eBaHUs IpHu OTACIbHBIX HO30JIOTHYCCKUX Q)OpMaX, IIPOTHO-
CTUYECKOM 3HAYMMOCTH 3TOTO mapamMeTpa OBLI IMPOBCACH aHAJIMW3 TCUCHUS PA3JINYHBIX 3a00J1eBaHUI

B paMKax OTJEJIbHBIX HO30JIOTHYECKUX (POpM Ipu HAIMYHMU U OTCYTCTBUU KO,

AHIIA-accounnpoBaHHbIe BACKYJINTHI.

B uccnenoBanue 6b111 BKItOUEHB! 129 60IBHBIX ¢ pa3inyHbIMU BUJaMu AAB, y KOTOpBIX ObLT Ipo-
BEJICH aHaJiu3 KpOoBU Ha KpuopuOpuHOreH U KpuoraoOymuHbl. (OCHOBHBIE KJIMHUKO-
neMorpaduueckue JaHHbIe MpeJICTaBIeHb! B TabuuLe 3.

Tabnuua 3. OcHOBHBIC KIMHHUKO-JeMorpaduueckre qanHbie nanueHToB ¢ AAB (n=129)

[Tokazarenu 3HaueHus
Cpennuii BO3pacr, JIeT 49,8+11,9
JKeHHBI/MY>KIHHBI 81/48
Juaruos, n (%)
['paHyneMaTo3 ¢ MOJUaHTHUTOM 85 (65,9)
MHUKPOCKONYECKHHA TTOTHAHTHUAT 33 (25,6)
303MHOMWIBHBINA TPaHyJIEMaTO3 C TIOJTHAHTHATOM 11 (8,5)
AHIIA, n (%)
K MpoTenHase-3 63 (48,8)
K MHEJIOTIEPOKCHIa3e 32 (24,8)
HE BBISIBJICHBI 26 (20,2)
HE MCCIIEIOBATMCH/HET TAHHBIX 8 (6,2)
Knuanueckue nposisienus, N (%)
BEPXHHUE JbIXaTeNbHbIC TyTH 80 (62,0)
Jlerkue 80 (62,0)
[Touku 69 (53,5)
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Kosxa 49 (38,0)
opras ciyxa 40 (31,0)
opraH 3peHus 38 (29,5)
nepudepryccKas HEpBHas CHCTEMA 21 (16,3)
rpaHysieMa OpOuTHI 9 (7,0

Kpuodubpunoren onpenensii B cpenneM depe3 33 mecsna (4; 67) mocie yCTaHOBICHUS TUarHo3a
AAB. Menuana 1MTebHOCTH TeYeHHS BacKynuTa coctaBuiia 40 mecsues (18; 102). 3a Bce Bpems
UCCIIEIOBaHMS HU Y OJHOTO nanuenta ¢ AAB He ObuH BBISBIEHBI KpUOTnoOynuHel, Kpuodubpuno-
reH onpexaessuics y 42 (32,6%) u3z 129 6onbHbIX, B ToM uncie y 29 (34,1%) u3 85 G0onbHBIX ¢ TpaHy-
JIEeMaTOo30M C MOJUAHTHUTOM, V 7 (21,2%) n3 33 mauueHToB ¢ MUKPOCKOMMYECKUM MOJTHAHTHUTOM U
y 6 (54,5%) u3 11 nanueHToB ¢ 203MHOGUIBHBIM IPaHyJIEMaTO30M C TIOJTUAHTUUTOM. B 1eiaoMm, ren-
JIEPHOE paclipesiesieHue, BO3pacTHhIE MOKA3aTelu HE pa3IMyaroTcs MEXIy rpymmnamu ¢ u 6e3 KO.
Yacrora KO y nmanueHToB ¢ pa3iMuHbIMU CEPOJIOTMUYECKMMU BapuaHTaMu AAB Takke 10CTOBEpHO
He otnuyanachk (y 20 (31,7%) u3z 64 narmentoB ¢ AHIIA k nportennaze-3, 7 (21,9%) u3 32 601bHBIX
¢ AHIA x muenonepokcunaze u 13 (50%) u3 26 namuentoB ¢ AHI[A-HeraTuBHBIM BapuUaHTOM
AAB). Cpennuii Bo3pacT NallMeHTOB, Y KOTOPbIX Obula BbIsBIEHA U oTcyTcTBOBaia K®, Obu1 como-
craBuM. B 00eux rpymmax, Kak ¥ BO BCEi BBIOOPKE, MPeo0diiagany KeHIIUHBL. [Ipo1eHT nanueHToB ¢
pa3nuuHbIMH BapuanTaMu AAB Takke ObUT CXOIHBIM B JIBYX Tpymnmnax (OOJBIIMHCTBO U3 HUX CO-
CTaBJISUTU MAlMEHTHI C TPAaHyJIEMaTO30M C MOJIHAHTUUTOM). YacToTa Mopa)KeHUsI BEPXHUX JbIXaTelb-
HBIX MyTEH, JIETKUX, MOYEK U JAPYrUX OPraHOB JOCTOBEPHO HE OTiIMYanach y nmanuueHtoB ¢ KO u 6e3
K®. Onnako y nanuentoB ¢ KO Ob110 BBISIBICHO JOCTOBEPHOE YBEIMUYEHUE YACTOThHI TeMOopparuye-
ckoro anpBeonuta (B rpymme 6e3 KO — 6/87 (6,9%), a B rpynne ¢ KO — 11/42 (26,2%) (p<0,05)) u
9PO3UBHO-3BEHHOTO MOopakeHus kKoxu (y 6/42 (14,3%) 6oxpHbIX U3 rpymnmbl ¢ KO u HU ogHOTO B
rpynme 6e3 K®). ¥V 8 GonbHBIX BBISBIEHO HAJIMYUE SPO3UBHO-A3BEHHBIX MOPAKEHUH KEITylI04HO-

KHUIIIEYHOTO TPaKTa, B TOM YHCIIE U JIEKAPCTBEHHOTO TeHe3a. Y 7 U3 HUX BBISBICH KPUOPUOPHUHOTEH

(Tabm. 4).

Tabmuua 4. OCHOBHBIE pa3IMyusl KIMHUYECKUX MposiBiIeHui y 0onbHBIX AAB ¢ 1 6e3 KO

[Toka3zaTenun K®+ (n=42) | Kd- (n=87)
Cpennuii BO3pacrT, JIeT 49,5+11,3 50,3+13,8
JKeHHBI/ MY>KIHHBI 25/17 56/31
Juaruos, n (%)
['panynemaTo3 ¢ MOJIMaHTUUTOM 29 (69,1) 56 (64,4)
MUKpPOCKOTMYECKUN MTOJTUAHTUAT 7 (16,7) 26 (29,9)
D03UHOMUIIBHBIN TPaHyJIEMAaTO3 C TOJTHAHTHATOM 6 (14,3) 5 (5,8)
Knunnueckue nposisienus, N (%)
Jlerkue 28 (66,7) 52 (59,7)
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I'eMopparuveckuii aJbBeOJUT 11 (26,2)* 6 (6,9)
ITouku 21 (50,0) 48 (55,2)
Opras cityxa 13 (30,9) 27 (31.0)
Opran 3peHwust 16 (38,1) 22 (25,3)
I'panynema opOUTHI 5(11,9) 4 (4,6)
Bepxuue apixaresabHbIe TyTH 29 (69,1) 61 (70,1)

CTeHO3 ropTaHy, 4 (9,5) 8(9,2)
Koska 18 (42,9) 31 (35,6)

Jpo3UBHO-A3BEHHOE MOPAKEHH e 6 (14,3)* 0
Ilepudepuyeckasi HepBHas CUCTEMA 10 (23,8) 11 (12,6)
Jpo3uBHO-si3BeHHOEe nopa:xkeHue KKT 7 (16,7)* 1(1,2)
Tpom0603bI BeH 4 (9,5)* 1(1,2)

BVAS, Me (IQR) 7,4 (4;18) | 5,1(1;15)
BVAS 0-1 (%), n (%) 8 (19,0) 22 (25,3)
VDI, Me (IQR) 6,1 (4; 8)* 3,5(2;5)

[Ipu cpaBHennn nuaekcoB aktuBHOCTH (BVAS, nerounsiit u moueunsnii BVAS) mocroBepHBIX pas-
anauid Mexay rpynnamu ¢ u 6e3 KO ne nomyueno. [ons nanuentos ¢ HeaktuBHbiM AAB (BVAS 0-
1) Takke Obla CXOAHOHM B ABYX Ipymnmnax. B To jxe BpeMms mpu olieHKe TSHKeCTH HeoOpaTuMoro mo-
pakeHUs] BHYTPEHHUX OpraHoB y manueHToB ¢ AAB 3Hauenme VDI ObuUtO0 AOCTOBEpHO BHIIIE Y

601bHBIX ¢ KO — 6,1 (4;8) y 6onbHbIX ¢ KD 1 3,5 (2;5) y 601bHBIX 0€3 KO.

Pa3Butue TpoM6030B INIyOOKMX M MOBEPXHOCTHBIX BEH HMKHMX KOHEYHOCTEH ObLIO OTMeueHo y 4
(9,5%) marmenTtoB ¢ K® u 1 (1,2%) nmauuenta 6e3 KO (no kpurteputo Gumiepa p<0,05). Yactora Be-
HO3HBIX TPOMOOTHUYECKUX OCJIO)KHEHUH B rpynnax nanueHtoB ¢ K® u 6e3 KO cocrasuna 6,35 u
0,77 na 100 manueHTO-1ET, COOTBETCTBEHHO (OTHOIICHHE I1aHCOB 9,053; 95 moBepUTENbHBIA HHTEP-
Ban [[AM] 0,979, 86,715). V Bcex 5 mauneHtoB ¢ AAB, OCIOXHUBIIMMCS BEHO3HBIM TPOMOO30M,
ofpeieNnsiach yMepeHHasi WK BbICOKasi aKTUBHOCTh BackynuTa (MHaekc BVAS >3). V 2 u3 4 6oinb-
HbIX ¢ KO BeHO3HBIN TpoMOO3 pa3BuUiICs B TEUEHHUE NMEPBLIX 12 MecsleB MOCIe yCTaHOBICHUS Ua-
rHO3a, a 'y 2 — 6onee uem uepe3 10 ner.

Bo Bpems nepuozga nHabmonenust ymepiau 4 (9,5%) u3 42 namuentoB ¢ KO u ronsko 1 (1,2%) u3 87
6ompHBIX 0e3 Kd. CmepTtHOCT cocTaBuna 6,35 u 0,77 va 100 nmanueHTo-1eT, COOTBETCTBEHHO (OT-
Homenue mancoB 9,053; 95% (AU 0,979, 86,715). Cpeau manuertoB ¢ K® oaun 60abHON ymMep OT
uH(papKTa MUOKap/Aa, a TPH OOJIBHBIX — OT MH()EKIMOHHBIX OCIOXHEHHUH, IPUYEM Y OJHOTO U3 HUX
OTMEYaJINCh MHOXECTBEHHbIE TPOMOO3bI BEH HIDKHUX KOHeYHOCcTel. B rpynme 6e3 K® oxgna nmamm-
€HTKa yMepJla OT HHCYJIbTA.

VYV 20 u3 42 GonbHbix AAB c BbIsiBIeHHOW KpuoduOpuHoreHemueil y 20 ObLI MpoBeeH KoJnye-

CTBEHHBIN aHanu3 KpuopuodpuHoreHa. CpenHsst KoHLEHTpanus coctaBuia 60,9 mr/an (41,9; 79,3).
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MuHrManbHas BBISIBICHHAsS KOHIEHTpAus KpuohuOpuHOTEeHa cocTaBmiia 22,7 MI/mjil, MakCUMalb-
Hast 369,4 mr/m.

[Ipu oueHKe KOPPETSAMUA MEXKIY KOTUIECTBOM KpHO(DUOPUHOTEHA M TPAIUIIMOHHBIMH MOKa3aTes-
MU CHCTEMHOTO BOCIAJICHHS U aKTUBHOCTH AAB (KOJHMYECTBOM JICMKOIMTOB, MOBBIIICHUEM CKOPO-
ctu ocenanus >purporuToB (COD), chiBOpoTOYHBIM ypoBHeM «Cx-peaktuBHOro Oenka (CPB) u
¢ubpunorenom, u yposueM AHI[A), Oblia BbISBI€HA JOCTOBEPHAS IMOJOKUTENIbHAS KOPPEISLuUs
Mex 1y HapactanueM ypoBHs COD u yBennueHHEM KOHIICHTpaluu KpuopudbpuHoreHa (puc. 5), oa-
Hako 3aBucuMocTH ¢ ypoBHeM CPb, AHIIA u xoarynoMeTpuueckMMH MOKa3aTeassMu (aKTUBUPOBaH-
HBIM YaCTUYHBIM TPOMOOTIIACTUHOBBIM BpeMEHEM, TPOTPOMOMHOBBIM UHJEKCOM, U C YPOBHEM IIPO-

IyKTOB aerpafanuu ¢pudpuHa — [[-a1umMepoB) He HAHEHO.

Tabmuna 5. Koppensiuu Mexy YpOBHEM TPaIUIMOHHBIX MMOKa3aTeleil BOCHANCHHUsI U KOHIICHTpa-

el kpuoduodprHorena y 6omsHbix AAB (n=20).

Koaddunument xoppensunu Criupmena, s 3HA4YUMOCTB, P
CO5 0,8137 0,0004
CPb 0,4250 0,1479
Tutp AHIIA 0,0237 0,0921
OubpuHOreH 0,3030 0,3149

BrrsiBiieHa npsiMasi KOppesnus MeX1y KOHIIEHTpaue KpuopuOpruHoreHa 1 KoIm4ecTBoM ol -, a2-

rio0yuHOB (puc 7)

Al %

10 100 1000 80-
CO3,mmivac

60
14

12

104 204

‘ .. K@, mrinn

0 T L B | T T rrrrr

10 100 1000 10 100 1000

K@, mrign
8 —————

Puc.7 KoppensiMoHHbIe CBA3M MEXIYy KOHLEeHTpauuend kpuopuOpuHoreHa u COD, conepkaHueM

al- 1 a2- roOyIHHOB.



17

J171s BBISIBIIEHUS CBSI3U MEXAY CO/epKaHHEeM KpHOo(QUOpHHOTreHa B IU1a3Me OOJIbHBIX U KIMHUYECKOU
KapTUHOM, OLEHUBAIN HAJIMYMe KOPPEJSAIUOHHBIX CBsizel Mexy 3HadyeHueM BVAS V.3, nérounsim
u noueunsiM BVAS v.3, kpearunnnom u CK®, nHanuurem TpOMOOTHYECKUX OCIOKHEHUH Ha MO-
MEHT TPOBEJCHHS aHajJN3a W KOHIEHTpanuend kpuodubdpunoreHa. OHAKO JOCTOBEPHO 3HAYMMBIX
KOPPEJSALHHA ¢ KIIMHUYECKUMU TIposiBiIeHUIMUA AAB HaiiieHo He ObLI0.

B 10 ke Bpemsi, oTMeueH BhICOKUH ypoBeHb K@ y maiieHToB ¢ BHOBb BBISBICHHBIMU JINOO pa3BHUB-
IIMMUCS B TEYCHHE 8 MECSIEB MOCie MPOBEICHUS aHaM3a TPOMOOTHYECKUMH COOBITUSIMH. Meaua-
Ha KOHLEHTpAIMK Kpuo(huOpruHOreHa y MaueHToB ¢ TpoMOo3aMu coctaBmiia 128,7 mr/am, a y 60ib-
HBIX 0e3 TpoM0030B — 60,3 MI/nj, 0HaKO pa3HHIIAa ObUIa CTATUCTUYECKU HEIOCTOBEpHA (BEPOSATHO,
BBU/Iy MaJIOTO KOJIMYECTBA HAOIIOICHUH).

Ocoboe BHHUMaHHUE YAETSUIOCH OICHKE B3aMMOCBS3M KIACCHYECKUX IMPH3HAKOB KPUOIATHH, TaKUX
KaK pa3jIMyHble TOPAKEHHUS KOXH M CIM3HCTHIX W Hamuuus W BblpakeHHocTH K®. OOHapyxeHa
JIOCTOBEPHAsT KOPPENSIMOHHAS CBSI3b MEXIY YBEIWYEHHEM cojepKaHus KpuoQuOpHHOreHa u
YacTOTOW BBISIBICHUS 3PO3UBHO-SI3BEHHBIX MOPAKEHUN KOXKH, CIM3UCTBHIX (AKTUBHBIA S3BEHHO-
HEKPOTHUYECKUI PHHHUT, IPO3UBHO-I3BEHHOE MOPaKEHHE KETyKa U KulieyHunka). [lpu mpoenennn
Roc-anammsa (p=0,0436) Oblna BBIBICHA TOPOroOBasl KOHIGHTpamus kKpuopuOpuHorena — 78,81
MT/AJ, TpU KOTOPOW UYYBCTBUTENBHOCTh M CHEHU(UYHOCTH JAHHOTO TMOKa3aTells MpU HaIU4uu

3PO3MBHO-S3BEHHBIX TOpaxkeHuit coctaBuimn 80,0% u 85,7% coorBeTcTBeHHO (pHC. 8).

100 |-

80
o Sensitivity: 80,0

Specificity: 85,7

Criterion : >78,8078

60|

40k

20

) Y I I I |
0 20 40 60 80 100

Puc 8. IloporoBoe 3HaueHHE KOHLEHTpAaUUU KpUOPUOPUHOTeHa NPU HAJIUYUU 3PO3UBHO-A3BEHHBIX

MIOPAKEHUH.
CucreMHasi KpacHasi BOJTYaHKA
Bcero o6cnenoBanm 87 6ompHBIX ¢ CKB. O0mas xapakTeprcTHKa TPYIIIBI yKa3aHa B Ta0auIe 6.

Tabmuia 6. O6mas xapakrepuctuka 60ipHBIX ¢ CKB

n=87

Bospact, Me (IQR) 41,5 (32; 50,75)
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ITon (OKen/myx) 79/8
SELENA-SLEDAI, Me (IQR) 5 (2; 10)
(SLICC/ACR) SDI 1(1;3)

Bropuunsiii ADOC, n (%) 29 (33,3%)

[Mopaxenue koxwu, N (%) 48 (55,2%)

IMopaskenwue jgerkux, N (%) 9 (10,4%)

[Tpu3Haku nmopaxkenus mouexk, N (%) 18 (20,8%)

IMopaskenue nepudepuyeckoil HepBHOM crucTeMbl, N (%) 16 (18,4%)

IMopaxxenue ITHC, n (%) 12 (13,8%)

[TopaxxeHue cycTaBoB (apTpHThI) 3a Bce BpeMsi 0ouie3nu, N (%) 31 (35,6%)

VY 23 6onbHbIX (26,4%) Obuta BoisiBieHa K®. Bo3pacTHble mokazaTenu, TeHIepHOE pacipeeieHne
HE OTIMYAJIOCh MEXAy Tpymmamu (Tabn. 7). Meauansl u kBapTuiu 3HadeHui uHIekcoB SELENA-
SLEDAI B rpynnax He pasnuyanuck. OpHako wHAeKC TkaneBoro mnoBpexnaenus - SLICC/ACR
(SDI), ananoruuno VDI B ciaydae ¢ AHI[A-accormupoBaHHBIMH BacKyJIMTaMH, Y OOJIbHBIX C BTO-

puuHoit K®, ObUT TOCTOBEPHO BHIIIIE.

Tabmuua 7. OCHOBHBIE KIIMHUKO-/IEMOTrpadudecKre TaHHbIe O0IBHBIX

Kd+ (n=23) K®- (n=64) 3HAaYMMOCTb
Cpennuii Bo3pact (Me/raHa) 45,5 (31,75; 50,5) 40 (32;49) P>0,05
Pacnipenenenue mo moy (M:x) 3:20 (1:6,7) 5:59 (1:11,8) P>0,05
Menuana 3HaYEHU N 6 (2,75; 12) 4,5 (2; 10) P =0,2098
SELENA-SLEDAI
Mennana 3Ha4YeHAI 2(1;4) 1(0; 2) P =0,0261
SLICC/ACR (SDI)*

VY 29 u3 87 OonpHBIX ObUI JUATHOCTUPOBAH BTOPUYHBIN aHTHU(OChoaunuaHbil cuapom. Yacrora
MOpaXEHUsI TOYEK, JIETKUX, HEHTPaIbHONU W/WIH MepupepuyecKoil HEpBHOM CHCTEMBI MEXAY TpYI-
namu ¢ u 6e3 KO He paznuyanoch, BpoueM, Kak U MPU CPaBHEHUU MEXTy 00JbHbIMU ¢ U 6e3 ADC

(Tabm. 8).

Tabmuua 8. KnuHuveckue nposiBIEHUs] CUCTEMHOM KpacHOM BOJYAHKU C U 0€3 COMYTCTBYIOIIETO

A®C B rpynmax ¢ u 6e3 KO.

ADC- ADC+

K®+ (n=13) | K®- (n=45) | K&+ (n=10) | Kd- (n=19)
[Mpu3Haku aktuBHOTO Mopakenust | 4 (30,8%) 5 (11,1%) 2 (20%) 7 (36,8%)
NOYEK HAa MOMEHT aHaJIH3a
[TopaxkeHue NErkux Ha MOMEHT 2 (15,4%) 2 (4,44%) 2 (20%) 3(21,1%)
aHaJM3a
[Mopaxenue nepudepuueckoit 2 (15,4%) 7 (15,6%) 2 (20%) 5 (26,3%)
HEPBHOM CUCTEMBI
[Mopaxenue [THC 1(7,7%) 3 (6,7%) 1 (10%) 5 (26,3%)
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Cpenu 29 60nbHbIX ¢ BropudHbIM ADC Ha MoMmeHT obOcienoBanus 17 (58,6%) nmomyyanu aHTUKOA-
TYJSHTHYIO T€panuio, KoTopas BKItoyaia B ce0si HU3KOMOJICKYSPHbIE TeapuHbl UM HOBBIEC Opaiib-
ueie anTukoaryisiaTel (HOAK), Takue kak maOurarpan wiv puBapoKcaOaH, MU aHTAarOHUCT BUTa-
muHa K (Bapdapun). ¥V ocranbubix 60mpHbIX ¢ ADC npoBoauiack b0 nepBruuHas TpoMoonpodu-
JAKTUKa (HU3KUE JTO3bl aCIUPUHA U TUJIPOKCUXJIOPOXHH), 1100 Obu1 BhisiBIIeH ADC HU3KOrO pHcKa,
an00 aHTHKOAryJsiHTHAs Teparus Obljla OTMEHEHA B CBSA3HM C YBEIMYEHHBIM PUCKOM KPOBOTECUCHUS
(cormacHo pexomennanusiM Amepukanckori Komerun topakansHbix Bpadei (American College of
Chest Phisicians (ACCP). Cpenu 00JBHBIX, TPUHUMAIOIINX aHTUKOATYJISIHTBI, YaCTOTA BBISBICHUS
K® Briuie cpenu tex, kro npunuMai HOAK (y 6 (75%) u3 8 601bHBIX), B TO BpeMs KaK cpeu 00Jb-
HBIX, IPUHUMABIIUX BapdapuH, Tonbko y 1(11,1%) GonbHoit u3 9 Obu1 BeisiBeH KO (mpu sToM oHa
Hauayia rnoiydath BapdapuH 3a 1 Hememo 10 mpoBeneHus aHanu3a W 3Hadenne MHO Ha MOoMeHT
aHayin3a ObulO HUXKe 1eneBoro). Cpeau OOJIbHBIX, MOMYYAKOUIMX JICYEHWE HU3KOMOJIEKYISIPHBIMU
renapuHamu (4 denoBeka), KpuopudbpuHoreHemus BoisiBieHa y 1 (25%) 60mbHOI.

OcHoBHbBIE BHUJIbI TOPAKEHUN KOXKH, BBISIBJICHHBIX Y OOJBHBIX HA MOMEHT MPOBEACHUS aHATU3a Ha

K®, npencrasnens! B Tabnuiie 9.

Tabnuna 9. Buasl nopakeHuii KO Y OOJNBHBIX ¢ CUCTEMHON KPACHOM BOTYAHKOM.

ADC+ ADC-

K®+ (n=10) K®- (n=19) Kd+ (n=13) K®- (n=45)
[TopaskeHue KOXu 8 (80%) 11 (57,9%) 7 (53,8%) 21 (46,7%)
[Typmypa 3 (30%) 5 (26,3%) 6 (46,2%) 9 (20%)
Dpurema 3 (30%) 7 (36,8%) 4 (30,8%) 10 (22,2%)
JIusemo 4 (40%) 3 (15,8%) 2 (15,4%) 4 (8,9%)
Cunapowm PeitHo 3 (30%) 3 (15,8%) 4 (30,8%) 6 (13,3%)
SA3BbI * 3 (30%0) 0 2 (15,4%) 0

*- paznuuus meswcoy epynnamu K@+ u KO- oocmogeprul (p<0,05)

YacTtoTa OCHOBHBIX BUOB MOPAKEHUH KOKU B 00€UMX Ipylnax CTaTUCTUYECKH HE pazu4yaliuCh U
COOTBETCTBYIOT JaHHBIM O PacHpOCTPAHEHHOCTHU MOAOOHBIX MOPAKEHUI KOXKH B O0IIEH MOMyIsaLun
6onbHBIX CKB ¢ 1 6e3 BropuuHoro A®C. OHako si3BeHHbIE TOPAKEHHSI KOKU BBISBIEHBI TOJIBKO Y
001bHBIX ¢ KpuodudpuHOreHeMueil, mpuyem kak B rpymnme ¢ ADPC, tak u 'y 6onbHbIX 6e3 ADC.

Mpg1 o6Hapyxwm 60see BhICOKHE YpoBHH anbda-1 rmodymuHos (U-kputepuii 62,5, Z-xputepuii 3,8,
P=0,0002) u ansda-2 rnodymunoB (U-kputepuit 108,0, Z-kputepuii 2,688, P=0,0072) y G0IbHBIX C
K® (puc. 9). Hukakoii cBsi3u ¢ mokazaTensiMu koaryiorpammsl (AUYTB, nporpomOuHOBOE Bpems,

npoTpoMOuH 1o KBHKY) BBISIBIEHO HE OBLIO.
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Puc. 9. Menuanbl 3HaueHuid KOHIEHTpanuu anbda-1 u anbpa-2 riao0ynuHOB y OOJBHBIX ¢ U 0€3

Kpuo(huOpHUHOTEHEMHUCH.

Y 14 OonpHBIX C BBISBICHHBIM KpHO(DHUOPUHOTEHOM OBLT BBIMOJHEH KOJMYECTBEHHBIM aHAJIN3a
Kpuonperunurata. Meauana coctasuia 90,21 mr/mn (52,88; 111,98).

[Ipu aHanmm3e KOPPEIAIMOHHBIX CBS3EH KOJUYECTBECHHON XapaKTEPUCTHKH KpuopuOpHUHOTeHa ¢ aK-
TUBHOCTBIO CUCTEMHOM KPaCHOW BOJYaHKH U MPU3HAKAMH BOCIIAJIMTEILHON aKTHBHOCTH (MHICKCOM
SELENA-SLEDAI-2K, yposaem CPB, ¢hubpuHOrena) 10cTOBEpHBIX pa3inyuii MOTy4eHO HE ObLIO,

oaHako koppessius ¢ ypoaem COD Obuia craructudecku 3Haunma (P=0,0167) (puc 10).
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Puc. 10. Koppensuus koHenTpanuu kpuopuodprunorena c COD.

VY 8 u3 14 60npHbIx CKB ¢ npoBeIeHHBIM KOJIMYECTBEHHBIM aHAIM30M KPUOTNPEIUITUTaTa ObLIIN pa3-
JMYHBIE TTOPAXKEHUS KOXKH, B TOM 4HCie y 3 ObUIH A3BEHHO-HEKPOTHUECKUE J1e(eKThI (2 OOJIBHBIX C
ADC, 1 6e3 ADC). YV 1 6oabHON ¢ ADC 1 HezaxuBarolIel S3BoM Ha royieHn OoJiee IBYX JIET, ypo-
BEHb KpHOPUOPHUHOTEHA OB HUXKE, YeM y O0JIbHOM C BHOBb BOSHUKIIIUMH SI3BEHHBIMU JIe(DeKTaMU U

6e3 mpuznakoB ADC (88,9 u 160,9 mr/am). Kpome Toro, y OGOJIBHBIX C HaJIMYHEM 3PO3UBHO-
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SA3BEHHBIX MOpaXeHUI KOXKu Oblia Bhie KoHIeHTparus K®, onHako BBHAY HEOOJBIIOTO KOJIUYeE-
CTBa HAOJIIOJCHHUM CTATUCTUUECKU 3HAYUMOM Pa3HUIbl TOOUTHCS HE YAaIO0Ch.

Takum obpazom, KO y 6ompHBIX CKB acconmmupoBana ¢ 6oyiee BHICOKUM YPOBHEM TKaHEBOTO IO-
Bpexaenus (SLICC/ACR (SDI), Ho He ¢ aKTHBHOCTBIO 3a00jeBanus. YacToTa pa3BUTHS 3PO3UBHO-

SI3BEHHBIX MOPAKEHUIN KOXKU BhIlIe npu Hanuuuu K.

IlepBuunasi Kpuo(puOpPMHOreHeMUst

br110 BEIsIBIIEHO 15 GOJIBHBIX ¢ TIEPBUYHON KpuopuOpuHOreHeMue. Mearana Bo3pacta marueHToOB
cocraBmia 46,5 ner (38; 52,75), 73,3% (11/15) U3 HUX COCTABIISIIN KEHITUHBI. PazmuyHbie BUABI 11O-
pakeHHs KOKH ObUTM HanOoJiee YacThIMH KIMHUYECKUMHU MPOSIBICHUSIMHA KPHO(DUOPHHOTCHEMUU - Y
100% OGoNBbHBIX HA MOMEHT TPOBEACHUS HCCICIOBAHUS OTMECUAINCH Pa3IMIHbIC KOXKHBIC TIPOSBIIC-
HUS KPUOMATUU: OT MEJIKOTOYEUHBIX EIUHUYHBIX T[E€TeXHAbHBIX BBICHIIAHUNA 1O 3PO3UBHO-
A3BEHHBIX TopaxeHuil koxu. [lypmypa Obuia BeisiBaeHa y 10 mamuentoB (66,7%), si3BEHHO-
HEKPOTUYECKUE TMOPAKEHUSI KOKU, B TOM YHUCIIEe AUTUTANbHbIE 3Bl y 5 manuentoB (33,3%), dbeno-
meH Peiino y 5 manmentoB (33,3%). Takxke y 5 6ombHBIX (33,3%) mpuUCyTCTBOBAIM MIPU3HAKHU ITOPaA-
JKeHUs nepudepruueckoil HEPBHOW CHUCTEMbI, MHAIITUU Yy 2 narueHToB (13,3%), apTpanruun y 6 601b-
HBIX (40%). Ha MOMeHT aHau3a BBISBIECHA TOJIBKO METEXHAJIbHAS CBINb HA TOJEHSX, paHee Ha ITUX
e Mectax (Oonbiie 1,5 netr Hazam) ObUIM SI3BBI, MOJHOCTHIO PErpeccUpoBaBIIne Ha (QoHE mpuema
Bap(dapuHa, BocineacTBUU (32 5 MecsleB 10 aHalN3a) 3aMEHEHHOTO Ha aHTHArperaHTsl (TpoMOo-

acc). OO01as xapakTepUCTHKA STOW TPYIIIbI OOJBHBIX MpECTaBlieHa B Tadumie 12.

Tabmuua 12. OcHOBHBIE KJIMHUKO-AeMOorpaduyeckue XapaKTepUCTUKN NallUEHTOB

XapakTepucTUKu N=15
Bospact, Me (IQR) 46,5 (38; 52,75),
[Ton (xeH/Myx) 11/4
[Typmypa 10 (66,7%)
JluBeno 5 (33,3%)
Cunnpom PeitHo 5 (33,3%)
[Mepudeprueckas HeliponaTus 5 (33,3%)
DPpO3UBHO-SI3BCHHBIC MTOPAKEHHS KOKHU 5 (33,3%)
Tpom603 Ha MOMEHT TIPOBEJICHUS aHATTN3a 1 (6,7%)
[Topaxenue mouex 2 (13,3%)
Aptpanruu 6 (40%)
Muanrun 2 (13,3%)
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Ha mMomeHT npoBeneHHs 00cie10oBaHUsS HUKTO U3 OOJBbHBIX HE IOJydall aHTHKOAryJISHTHYIO Tepa-
IH10, Bo€ OOJIBHBIX MPUHUMAIKM BapdapuH Oosiee moayroja Ha3ajl, OAUH — OOJIbLIE ro/la Ha3aJ| He-
IPOJIOJDKUTEIBHO MPUHUMANl JaHA30] C HEMOJHBIM IOJOXUTENbHBIM 3 dekTom (OOIBIIMHCTBO
KOXKHBIX J€(DEKTOB MOJTHOCTBIO PErpecCHpOBalIN), KOTOPBIH B IMOCIEACTBUU OTMEHHII 32 Oojee yeM §
MecsILEeB 10 IpoBeaeHus aHann3a. 10 OOJbHBIX HA MOMEHT 0OC/IeI0BAaHUs OIYYaIl TEPAIHIO [IIH0-
xokoptukoctepounamu (I'KC): omHa — snu3oanyecku B\M AUNPOCIIAaH, OCTAIBHBIC 9 OOJBHBIX MEpPO-
panbHbIe (opMBbI OT 5 10 40 Mr/cyT, cymmapHas anutensHocTh npuema ['KC He npeBbimana 4 mecs-
neB. Tpoe 60ipHBIX mpuHUMaH azatuonpud (100-150 Mr/cyT): ogHa malMEeHTKa HAa NPOTHKECHUN 8
MECSILIEB ¢ MUHUMAJIbHBIM 3()(PEKTOM B BH/I€ HEKOTOPOTO0 YMEHbBILIEHHUS IUIOIIAN JIUBE10-BaCKyIMHA
Ha KOHEYHOCTSX, OCTalIbHbIE 2 0OJIBbHBIX HE OoJiee MoIyroja.

VY Bcex OONMBHBIX TpoBOAMIACH AU depeHnranbHas JUarHoCTUKA ¢ PA3IMYHBIMUA BHIIAMH CHCTEM-
HBIX 3a00J€BaHUI, CIIOCOOHBIX MPUBOAUTH K CXOXKEH KIMHUYECKON KapTUHE (pa3IudHble BUABI CH-
CTEMHBIX BaCKYyJIMTOB, aHTU(POCHOIUIUIHBIA CHHAPOM U Ap). OAHAKO HU B OJTHOM U3 ONUCAHHBIX 15
CJlyyaeB HE YAAJOCh MOATBEPAUTh HU OJHO U3 BbILIETIEPEUUCICHHBIX 3a00eBaHuil. Y 5 OONbHBIX €
APO3UBHO-S3BEHHBIMH NOPAXKEHUAMHU Obli1a IPOBEIEHA OMOIICHS KOKHO-MBIIIEYHOTO JIOCKYTA. Y Of-
HOTO OOJILHOTO BBISBJICHBI MPH3HAKH HECTEIHU(PHUECKOTO MUO3UTA, Y TPEX — JICHKOIMUTOKIACTHYE-
CKUH BacKyJIHT, €lle y OJHOM - Mop(osornuecKas KapTHHa M010CTPOro Hecneuuduyeckoro (¢ yye-
TOM KJIMHUYECKHX JaHHBIX) "JTMBE10-BACKYINUTA" C MUHUMAJIbHOW aKTUBHOCTBIO.

TpomOoTHyeckue MpOSIBICHUSI HA MOMEHT aHalin3a ObLIN BBISIBICHBI Y 1 OOJIBHON — (IIOTHPYIOIIHIA
TpoMOO3 MpaBoil BHYTPEHHEN MO/B3AO0UIHON BEHBI, emie y 1 00iapHON crycTsd 5 MecsleB Moclie uc-
CJIeZIOBaHUs pa3BUics TpoMOO03 TITyOOKHX BEH HIKHUX KOHEYHOCTEH.

[TopasxeHne moyek OBLIO BBIABICHO y ABYX MAI[MEHTOB M MPEJCTABISIO M3 ce0s MUHMMAIbHO-
BbIpaXEHHBI MOUEBOM cuHApoM. Ellle y 1BoUX ecTh aHAaMHECTUYECKUE JaHHbIE O €IMHUYHBIX KpaT-
KOBPEMEHHBIX 3MU30/1aX TeMaTrypuu. [[Boe OOJIbHBIX CTpaJaroT OPOHXUATBLHON acTMOM, y OJTHOTO Ha
MOMEHT aHaJIN3a BBISABIICHBI IPU3HAKA NHTEPCTULUAIBHOIO IOPAKEHUS JIETKHX.

[Tpu naboparopHoM 00CI€I0BaHUY Y TOYTH NOJIOBUHBI (7 6011bHBIX) ypoBeHb CPB B paMkax HOpMBHI.
Cpennee 3nauenue CPb cocrasnsino 1,2 r/nn, menuana — 0 (0; 1,83). [Tokazarens COD ObuT B paM-
kax Hopwmbl (0-20) y 11, y octanbHbix He npesbiman 30 mm B yac (o Becreprpeny). Hu y ognoro
0O0JIBHOTO HE BBISBIEHO CHIKeHUs komiuiemenTa C3 unu C4. PeBmaTtouanslii hakTop, aHTUSTIEpHBIE
aHTuTeNna, aHTU(OCHONUIUAHBIE U AHTUKAPAUOTUIMHOBBIE aHTUTeNna, AHLIA, anTuTena k HaTUBHOU
u aenarypupoBanHoit JIHK taxke y Bcex OoJbHBIX OBLIM B paMKax HOpMbL. MeanaHa KOHLEHTpa-
uu pubpuHorena cocransia 4,19 (3,64; 4,67) r/n, ansda 1-rmodyaunos — 4,8 (4,35; 6) r/n (N: 2,1-
4,6 r/n), anbda 2-rmodbymunoB — 10,9 (10,3;12,05) r/n (N: 7,1-11,8 1/n), 6era-rmodynunoB — 12,1
(10,1; 13,6) (N: 7,9,1-13,7 r/n), ramma-rio0ymuuoB 15,8 r/m (11,9; 17,5) (N: 11,1-18,6 /7).
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[Tpu mpoBeneHUU KOJUYECTBEHHOTO aHaun3a y 9 GOJMbHBIX MelnaHa KOHIEHTpaluu KpuohudpuHo-

reHa cocraBuia 69,5 mr/mi (62,4;110,2). [Ipu cpaBHeHHH 3Ha4YCHU KpUODUOPUHOTEHEMUH Y OOJTb-

HBIX C 1 0€3 SPO3HUBHO-A3BCHHBIX HOpa)KeHI/If/'I KOXHu, C 1 0e3 aKTMBHOCTHU (HOKa3aTeJII/I BOCHIAJICHUSA —

CPB, COD) noctoBepHO 3HAUUMBIX PA3TUYU MOTYYEHO HE ObLIO, YTO, OJHAKO, MOXKET OBITh CBSI3a-

HO C MaJjIoii BeIOOpKOI (puc 11).

KoHLieHTpaLms Kd, mr/pn

140F
130 =
120
110-
100 -
90
sof-
70|

sol
s0L -

0es3 A3B ¢ sI3BaMH

Puc 11. Menuana u KBapTWJIM 3HAUEHUN KOHIIEHTpalMK KpuopuOpuHOreHa y OOJNBHBIX ¢ U 0e3 f3-

BCHHBIX ,Z[e(l)CKTOB

Taxxe He OBLIO BBISIBJICHO CBSI3M KOHIICHTPAIIMU KpHOpUOpHUHOTeHa ¢ ypoBHEM (prOpuHOreHa TU1a3-

MBI, anbdal-, anbda2-rinodynauHam.

BriBoabI

cpeau OOJIbHBIX, TOCIIMTAIN3UPYEMBIX B PEBMATOJIOTUYECKOE OT/ENIEHHE, BBIABISETCS Kpuopuo-
punoreHemus (K®) ¢ gacroroii 28,5%, u3 Hux y 9,9% nepsuunas K®; cnexktp peBMaTonoruye-
ckux 3aboneBanuii, coueratomuxcs ¢ KO, pxmrouaer - AAB (KO BoeuBnsiercs y 32,6%), CKB (y
26,4%), peBmarouaHbeM apTpuToM (y 34%), cucteMHo#t ckieponepmueii (y 28%)

Knuanueckast kaptuHa y 60onbHbIX AAB u CKB npu Hanuuun u orcyrctBur K@ B 1enom He
pasnnyaercs; oqHako Hanuure K® accoruupyercs ¢ 0ojiee BBICOKMM PUCKOM Pa3BUTHS reMoppa-
rudeckoro anbBeoiuTa (mpu AAB), spo3uBHO-sA3BeHHOTrO nopaxenust koxu (nmpu AAB u CKB),
YBEJIMUEHUEM PUCKA TPOMOOTHYECKUX OCiokHEeHuH (ipu AAB)

BrisBrisiercst ipsimast koppensitius kKoHientpauu KO ¢ ypoBaem anbdal- anbda2-rio0ynnHoOB
CBIBOPOTKH KpoBU M yBennueHueM COD; nocroBepHas cBA3b Mexay ypoBHeM K® u nnHnekcamu
aktuBHOCTH BVAS u SELENA-SLEDAI-2K otcyrcTByeT

Bricokuit ypoBenb K® y 601pHb1X AAB 1 CKB npsiMmo koppenupyeT ¢ MOBBIIIEHUEM HHJEKCOB
tkaneBoro nospexaeHus (VDI npu AAB, SLICC npu CKB), cBuaerenscTByst 0 HeOIaronpusr-

HOM B II€JIOM IPOTHOCTUYECKOM 3HaueHun KD
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IIpakTHYeckHe peKoMeHAAlUH
AHanu3 KpoBH Ha Hajguuue KpUOPUOPUHOTEHEMHH HEOOXOAMMO BKIIOYUTH B 00CIEIOBaHUE
MAIMEHTOB, UMEIOLIUX:
J YIOPHBIA KOXKHBIM Ipouecc (Iyprypa, JUBEAO, 3PO3UBHO-SI3BEHHBIE IOPAKEHUS
KOXH), TOPIUAHBIN K CTaHIapTHOM Tepamuy,
. ObICTpOE HapacTaHue UHEKca TkaHeBoro nospexacHus mpu AAB u CKB,
[Ipn HanMuUUM KIMHUYECKUX MPU3HAKOB, XapaKTEPHBIX JUIsl KpuonpoTrenHeMuil (B ToM uucie Kd),
BXHO MHCKIIIOYaTh BCE BO3MOXKHbBIE 3a00JieBaHUS, IpPU KOTOPHIX BO3MOXKHO 00Opa3oBaHUE
KpuouOpUHOTEHa,  OCOOCHHO  MPOTHOCTUYECKH  HeOJarompusTHble (B TOM  YHCIE
muMdonponrpepaTuBHbIC) U1 CBOEBPEMEHHOM UX TUArHOCTHKH.
Hannune xpuoduOpHHOTEHEMHUH PEKOMEHIYETCS YYWUTBHIBaTh NMpPU BHIOOpE AaHTHKOATYISIHTOB Y
OOJBHBIX BOCHATUTEIBHBIMA PEBMATOJIOTMYECKUMH 3a00JIEBAHUAMHU, MPEANOYTUTECHUE ITydlle

OTJaBaTb aHTarOoHMCTaM BUTaMHHa K.

CIIMCOK COKPAIIIEHUH
e AAB — AHI[A-accouunpoBaHHbIE BACKYJIUTHI
e AH® - AuTuHyKII€apHbIH (akTop
e AHIIA — aHTHHEUTPODUIBLHBIC AHTHTEIIA
e AUTB — akTUBHPOBaHHOE YaCTMYHOE TPOMOOIIJIACTHHOBOE BpeMs
e ['KC — rimokoKopTUKOCTEPOUIbI
e KO — kpuopubpuHoreHemus
e (KB - cucremHas KpacHas BOJTYaHKa
e (COD — ckopoCTh OCEeIaHUs IPUTPOLIUTOB
e CPb — C-peakTuBHBIH Oenok
e BVAS - Birmingham Vasculitis Activity Score
e SELENA-SLEDAI-2K - Systemic Lupus Erythematosus Disease activity score 2000

e VDI - Vasculitis Damage Index
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CIIMCOK PABOT, OIIYBJIMKOBAHHBIX 110 TEME JTUCCEPTALIUU

D¢ hekTHBHOCTE HMMMYHOCYIIPECCUBHOM W AHTHUKOATYJISHTHOM Tepamuu Yy OOJbHOM
rpaHyJeMaTo30M C TMOoJMAaHTUUTOM U KpuoduOpunorenemueit / T. II. IlleBumoma, II. U.
Hosukog, 1. O. Cmutuenko u ap. // @apmarexa. — 2015. — Ne 19. — C. 43-47.

Cryofibrinogenaemia - a neglected disease / S. Moiseev, R. Lugmani, P. Novikov, T.
Shevtsova // Rheumatology (Oxford, England). — 2017 — T. 56 Ne9 — C. 1445-1451.

Bropuunas kpropudbpuHorenemus y nauneHToB ¢ AHI[A-acconurpoBaHHBIMU BaCKyJIUTaMH
/ T. II. eBuosa, I1. 1. HoBukos, E. A. Makapos u ap. // Knuauueckas GpapMaxojIorus u
tepanus. — 2017. — T. 26, Ne 4, — C. 55-60.

Benosnsie TpomboaMOonuueckue ocnoxxHenus npu AHL[A-acconnnpoBaHHBIX BaCKyIUTax /
E. A. Makapos, II. 1. HoBukos, T. II. IlleBiioBa u np. // Knuaudeckas dhapmakojgorus u
tepamust. — 2017. — T. 26, Ne 3. — C. 37-42.

Clinical manifestations and features of cryofibrinogenemia: Russian experience. / T.
Shevtsova, I. Smitienko, S. Moiseev, P. Novikov. // Annals of the Rheumatic Diseases. 2015.
—T. 74, Ne2. — C. 857-858

Secondary Cryofibrinogenaemia in Patients with ANCA-associated Vasculitides / Shevtsova
T., Moiseev S., Smitienko I., Novikov P // Rheumatology. 2017. — T. 56, Ne3. — C. 148-149
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KpuopuOpunorenemusi: JAHATHOCTHKA M KJIMHMYECKOe 3HaYeHHE TPH CHCTEMHBIX
3a00J1eBaHMSIX.

Kpuodubpunoren 6bu1 onucan 6osxee 60 ner Has3ax, OAHAKO MATOTEHHAs POJIb €0 MO-TIPEKHEMY
OCTaeTCsl CIIOPHOM, a 4YacToTa M KIMHHMYECKOE 3HadyeHHe BTOpuYHOM K@ mnpu ayrOMMMYHHBIX
3360J’IeBaHI/I${X, a TaKXKC IICpBUYHAA KpI/IO(bI/I6pI/IHOl"CHeMI/I${ MaJI0O U3Y4YCHBI. MeTOI[I/IKa OIpeCACIICHUA
K® B mrazme IIpocCTa, HO A0 HACTOALIECIrO MOMCHTA HE CTaHAApPTU3HUPOBaHa. B mamem HCCIICAOBaHUHU
BropuyHas K® Owwuia BeisiBieHa y 162 (28,5%) u3 568 mnanueHTOB C PEeBMATOJIOTHYCCKHMHU
3aboneBanusaMu; U3 HUX y 42 u3 129 (32,6%) nauuentoB ¢ AAB u y 23 u3 87 (26,4%) GosibHBIX
CKB, mnonyyaBmmX HWMMYyHOCyHpeccuBHyr Tepanuto. Hamuume KO He koppenupoBaio c
AKTUBHOCTBKO OCHOBHOI'O 3360J16BaHI/I${, HO acCouupoBajlaCh C IIOBBIIICHHBIM PHUCKOM SA3BCHHO-
HEKpPOTHYECKOro nopaxeHust koxu (kak npu AAB, tak u npu CKB), BEHO3HBIX TPOMOOTHYECKHUX
ocinoxuenuit (mpu AAB), a Takke ¢ Oosiee BBICOKUMH HHACKCaMu TkaHeBoro nospexacaus (VDI,
SLICC), cBuzeTenbCcTBYs O BO3MOXHO 00JjIee TSDKEJIOM TEUYCHHH OCHOBHOTO 3a0osieBanus. BoisBicHa
KOppeirsinusa KOJIMYCCTBA KpI/IO(l)I/I6pI/IHOFeHa " YpOBH:A aHL(ba FJ'IO6yJ'II/IHOB, 9TO MOXKET yKa3bIBaTb Ha
NaTOT€HETHYECKYI0 pOJIb HapylleHWil cucrembl (pubpuHonmm3a npu (opmupoBanmu K. Cpenn
nanueHToB ¢ nepBuuHoil K@ B 100% ciayyasx BbISBIEHBI Pa3jIMyYHbIE TUIIbI MOPAKEHUS KOXKH, Y 2
INalueHTOB - TpOM6OTI/I‘leCKI/Ie OCJIOKHCHUA. O,Z[HaKO HHUKAaKUX KOPPCIALINOHHBIX CBsI3el C
na6opaT OPHBIMH IMOKA3aTCIIAMH HE BBISIBJICHO.

Cryofibrinogenemia: Diagnosis and Clinical Significance in Systemic Diseases.

Cryofibrinogen was described more than 60 years ago, but the pathogenic role is still controversial,
and the frequency and clinical significance of secondary CF in autoimmune diseases, as well as
primary cryofibrinogenemia, have been insufficiently studied. The method for determining CF in
plasma is simple, but has not been standardized to date. In our study, secondary CF was detected in
162 (28.5%) of 568 patients with rheumatologic diseases; of these, 42 out of 129 (32.6%) patients
with AAV and 23 out of 87 (26.4%) patients with SLE who received immunosuppressive therapy.
The presence of CF did not correlate with the activity of the underlying disease, but was associated
with an increased risk of ulcerative-necrotic skin lesions (both with AAV and SLE), venous
thrombotic complications (with AAV), as well as with higher tissue damage indexes (VDI, SLICC ),
indicating a possibly more severe course of the underlying disease. Correlation between the amount
of cryofibrinogen and the level of alpha globulins was found, which may indicate the pathogenetic
role of disorders of the fibrinolysis system during the formation of CF. Among patients with primary
CF in 100% of cases, various types of skin lesions were detected, in 2 patients - thrombotic

complications. However, no correlation with laboratory parameters was found.



