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PE3IOME

YCcTaHOBMIEHO, UTO BbIABIEHME LIECTN BUAOB ayTOAHTUTEN OAHOMO CEMENCTBA, MepeKpecTHO CBA3aHHbIX

mMex gy coboln, conposoxaanacb peLuguBupyowmnm TeyeHmem 3a60neBaHna 1 yXyaLeHNeM KIMHNYECKON
W SHAOCKOMNUYECKOW akTMBHOCTM AK 1 NoBbILeHNeM NokKasaTtenen octpon ¢pasbl BocnaneHua (CPB, uincno
nenkouutos 1 CO3). Y 601bHOIo Ha poHe TPaHCMNaHTaLUy Me3eHX1MasbHbIX CTPOMAJIbHbIX KNETOK KOCT-
Horo mo3ra (MCK KM), HecMOTpsA Ha BblAABIEHME WECTN BUAOB ayTOAHTUTEN K aHTUreHaM HETPOOUIOB,
OoTMeuanacb ymepeHHasa akTUBHOCTb A3BeHHOro Konuta (AK) n H13Kkaa KOHUeHTpaLuua ayToaHTMTes No
CpaBHeHWIo ¢ 60MIbHON, NoNyYaBLLEN UMMYHOCYNPECCUBHYIO Tepanuto 6e3 TpaHcnnaHTauun MCK KocTHo-

ro mo3sra. O6Hapy»XeHHbI HaMU NPOTUBOBOCNANUTENbHBIN 3bdeKT TpaHcnnaHTauun MCK KM Ha TeueHna
AK MOXXHO 06BACHUTD CUCTEMHBIM UMMYHOCYNPECCUBHBIM AiecTBUeM: n3BecTHO, uto MCK KC nHrmbnpyet
OeHApUTHble KneTkn, T- u B-numdouunTbl, yyacTByoLme B UMMYHHOM OTBETE, U aKTUBUPYET T- perynaTopHble
KJ1eTKW, KOTOpble MPOoAyLMpyeT NPOTMBOBOCMANNTENbHbIE UMTOKUHBI: J1-10 n TOP-11(3, nogasnstowmin Boc-
nanuTenbHbIN npouecc.

KntoueBble cnoBa: ayToaHTUTeNa K aHTUreHam HeMTpoduoB (MpoTenHasa-3, MrenonepoKkcnaasa, fakrode-
pWH, 3nacTa3a, 6enoK NoBbILWaoLWMA MPOHULLAEMOCTb COCYO0B, KaTencuH G 1 IM30UUM); ME3EHXMMalbHble
CTPOMasbHble KNeTKN KOCTHOrO MO3ra; UMMYHOCYNpPeCCMBHanA Tepanusa, A3BEHHbIN KONUT

SUMMARY:

The 6 types of cross-linked autobodies of one family where identified during relapsing course of Ulcerative
Colities (UC) acompanied with deterioration of clinical and endoscopic activity and increasing rate of acute
inflammatory phase (CRP, number of leukocytes and erythrocyte sedimentation rate) of the disease.

On the background of transplantation of mesenchymal bone marrow stromal cells (BM MSC), and despite
the identification of six types of autoantibodies to antigens of neutrophils, was observed moderate activity
of UC and low concentration of autoantibodies than in immunosuppressive therapy without BM MSC
transplantation. Discovered anti-inflammatory effect of BM MSCs transplantation in UC may be explained
by the systemic influence of immunosuppressive effect: it is known that the BM MSCs inhibit dendritic cells,
T-and B-lymphocytes participating in the immune response, activate regulatory T-cells, which produce
antinflammatory cytokines, IL-10 and TGF-11p, which suppress the inflammatory process.

Keywords: autoantibodies to neutrophil antigens (proteinase-3, myeloperoxidase, lactoferrin, elastase
protein increases vascular permeability, cathepsin G, lysozyme), bone marrow mesenchymal stromal cells,
immunosuppressive drugs, ulcerative colitis



BocnanMTeanmﬂ IPOLIECC B TOJCTON KMILUKE IIPU
si3seHHOM KoyuTe (SIK) compoBoxmaercst BTopud-
HBIMY M3MEHEHMSIMI IKCIPECCUN TKAHEBBIX aMOpH-
OHAJIBHBIX aHTUTEHOB ([P-MeKOHMAJIbHBIN aHTUTEH,
tpodobnactuaeckuit fl-rmobynun u gp.) IlokasaHo,
YTO HapyIIeHe IOKa/IN3alyy 3TUX aHTUT€HOB B KPUII-
Tax, AMUTENNaTbHBIX KJIeTKaX U CTPOMe COOCTBEHHOI
IUTACTUHKY CTIM3UCTON 000IOYKM OTpakaeT CTeleHb
aKTVMBHOCTY BOCIIQJICHV S, IIPOTSAKEHHOCTDb IOPa>kKeHN A
U TSKeCTh TeueHus 3aboneBanus [1].

B nocnennee pecatunerue y 6onpHbx K o6Hapy-
JKeHbI IV PKY/INPYIOIIVe AaHTHTe/IA B IIEPUHYK/IeapHON
30He HellTpo¢dunos, uto oTinyaeT K or Backynuros,
IpY KOTOPBIX aHTUTENA PearnpyoT C NUTOIIA3MO
HeriTpodunos. Ilpu uccnegoBanuy MMMYHOQIIOO-
PeCLeHTHBIM U MMMYHO(GEpMEHTHBIM MeTOJaMMU
nepuHykieapuble auTutena (pANCA — perinuclear
anti-neutrophil cytoplasmic antibody) BeaBnAIOTCH,
IO JAHHBIM pasHBIX aBTOPOB, Y 50-90% 6onpHbIxX K
1 5-20% 60onbubIx BK (F. Seibold 1 coaBT., 1992, 7. Lee
U COaBT., 1995).

Kak nsBecTHO, B T071b3y ayTOMMMYHHOT O reHesa K
CBUJIETETIbCTBYET HPUCYTCTBUE aHTUHENTPOPUIBHBIX
yuromnasmarudeckux antuten (ANCA). Mapkepom
SK ABNA0OTCA epUHYK/IeapHble aHTUHEHTPOUIbHBIE
yurortasmarndeckne antutena (pANCA) — 6ornee
yeM y 70% nauuentos K u nmumb y 6-15% 60/1bHBIX
6onesnpio Kpona (BK) [2-4].

B xauectBe anTureHoB ANCA BrIcTynaeT pAx dep-
MEHTOB, COflep>KallXCs B a3ypOQIIbHBIX IPaHy/Iax
HeitTpodunos. OcHOBHBIM MeTOfaM BbisiBieHuss ANCA
SABJISICTCS METOR IPsAMOJI MUMMYHO(]II0OOpecieHIINN
C UCIIONIb30BaHMeM HeNTpoduIoB JoHOpa, GUKCUPO-
BaHHBIX 9TAHOJIOM, YTO T03BOIsIeT AU depeHI[npOBaTh
OCHOBHBbIE TUITbI CBEUEHN ST ayTOAHTHUTEL. BpifenaioT Ba
ocHOBHBIX TuMna cBedeHuss ANCA — nuronnasmaruye-
CKMI1 ¥ IepUHYK/eapHbIiL. [lnTonnasmaTdeckmit Tun
ANCA (cANCA) nonyunn HasBaHMe 6rarogaps ¢mmoo-
pecLeHIINN IPaHyJI, IOKaIN3YOIMXCA B UTOI/Ia3Me
KJIETKM MeXJy JONAMM sAfpa nerikouuTa. [Ipy BoIAB-
JIeHUU NepUHYKIIeapHOro tuma cBedeHusa (pANCA)
CBeuyeHe KaK Obl OUepYMBaEeT OIU SApa JeMKOLUTa,
OCTaBJIAA HeOKpallleHHbIM Afipo kieTku. O6HapyxeHne
PANCA npezcrasnsiet co60ii mociencTBue puxcannm
HeTpodUIOB 3TAaHOIOM, KOTOpasi BeeT K IIepepacIpe-
[e/IeHNIO TPAHY/I B IUTOIUIa3Me K/I€TKI, B pe3y/IbTare
Yero IOJIOKMUTENIbHO 3apsKeHHble aHTUTEHBI I'PAHYII
HIPUTATYBAIOTCS OTpUIaTeNbHO 3apsKeHHoI JTHK Axpa.
KpoMe IBYX OCHOBHBIX TUIIOB CBEYECHU MOXET ObITH
OTMeYeH pAJ aTUINYHBIX BapMaHTOB OKpPAIIMBaHUI
KJIETKM, KoTopble 06061iaet kak XANCA. BoisiBnenus
aTUNNMYHBIX BapuaHTOB cBedyeHr s ANCA ucnonbsyerca
B IMAarHOCTVKe BOCIIA/TNTENIbHBIX 3a00/IeBaHNIT KM IIIeY-
Huka (B3K). Atunuunsie Bapuantsl ANCA ommcaHs
npu AK (70%), BK (10%), ayToMMMyHHOM TeIaTuTe
(50%), mepBMYHOM CKJIepo3upyIolieM XonaHrute (40%),
HepBUYHOM OmmapHOM nuppose (5%) U BacKyIUTax
npu peBMaTougHoM aprpute (5-10%) [5].

KwnssectHbiM anTUTeHHBIM MUIIeHAM ANCA oTHO-
csitcst mporennasa-3 (PR3), muenonepoxcnpgasa (MPO),

nmaxTodepyuH, s/macTasa, 6eJT0K MOBBILMIAIONINIL IPO-
HuIaeMocTb cocynoB (BPI), karencuu G 1 mu3onuM.

MeseHxXMManbHBIE CTPOMaJIbHbIE KJIETKM KOCTHOTO
Mosra (MCK KM) uenoBexa sBIAIOTCS IMIOMMMYHO-
reHHBIMIL. V] XapaKTepu3yIoTCsA OTCYTCTBMEM aHTUT€Ha
rucrocopMmectumoctu Il xacca, HU3KMM ypOBHEM
9KCIIpeccuy aHTUTeHa I'IcTocoBMecTuMocTH [ kmacca
[6]. BbUTO MMOKAa3aHO, YTO KY/IBTUBUPOBATh KJIETKU
MOXXHO B KCEHOOKPY>KeHMM 6e3 BIVAHUSA Ha UX POCT
n noteHyuan guddepennuposku [7]. Itn KneTkn
IIpefoTBpaNaloT T-KIeTOYHBI OTBET KaK HeIIPAMBIM
IIyTeM depe3 MOAY/IALMIO IeHATPUTHBIX KIeTOK, TaK
U HeTIOCPe[iCTBEHHO, Hapylasa ¢pyHkunio NK-kaeTok,
aTakxe CD8" u CD4* T-ketok [8-12]. CnegoBarenbHo,
MCK MoryT paccMaTpuBaTbhCA KaK KaHIUJAThI He TONb-
KO JI/11 ay TOJIOT M YHOIA, HO 1 JIJI1 a/I/IOT€HHOM K/IETOYHOM
Tepanuu, YTo MOXeT ObITh 60ree MpefIoITUTETHHO
VIMEHHO IIpU ayTOMMMYHHBIX 3a00/IeBaHMAX, TaK KaK
MCK KM co6cTBeHHOTO OpraHu3Ma He BCerfia Crioco6-
HBI KYIIMPOBATb Ay TOMMMYHOIIATOTOTMTYECK NI IIPOoIecc.

VIMeroTCA MHOTOYYIC/IEHHBIE lAHHBIE 00 UMM YHOMO-
mynupylomux coiictBax MCK KM [13, 14]. MexaHu3sm
VX IMMYHOPETY/IATOPHOTO IEICTBA CBA3BIBAIOT C Ce-
Kpelyell UMMYHOCYIIPeCCHBHBIX (PaKTOPOB 1 B3aMO-
HeJICTBYIEM IIOBEPXHOCTHBIX MOJIEKY /1. B sxcnieprmMeHTax
II0 COBMECTHOMY KY/IbTUBMPOBAHNUIO PA3HBIX K/IE€TOK
nokasaHo, yto MCK, Murpupys B 061acTh BOCIIaIeHU A
[15, 16], 10 XeMOTaKCUYECKOMY IPajieHTY, BBIEIAIOT
BellleCTBa, MHIMONPYoOLYe NPORYKIUIO IPOBOCIIA-
JINTENBHBIX IUTOKMHOB, MOJABIISIOT Iponudeparno
T-xnerox [17, 18], uTo TakXe MPUBOAUT K BOCCTAHOB-
JIEHUIO UMMYHHOTO PaBHOBECH .

MCK MHAYIMPYIOT CyIPECCUBHOE MECTHOE MIKPO-
OKpY>KeHIe Ty TeM IPOAYKIVY IPOCTAITIAHAHOB V1 H-
TeprelikuHa-10 [19, 20], koTopble ¥ CO3AIOT UMMYHOCY-
IIPECCUBHYIO Cpefly B TKaHN, IIOf{BEPrIeViCs MMMYHHOM
arpeccun [21, 22]. MCK MoryT Takxe MHIMOMPOBATH
HekoTopble yHKIuYU B-xterok [23], NK-xnetok [24]
u penpputHbIX Knetok ([JK) [25]. B wactHOCTH, 6BLTO
nokazaHo, 4To MCK cnoco6HBI MHIMOMPOBATb aKTU-
BaL[MI0 U Ipondepannio B-K1eTok, a Tak>Ke CEeKpernio
IgG. ITomumo sToro MCK KM oka3bIBaroT MHIMOUPY-
tomuit addekr Ha saxcpeccuto CD40L Ha B-xnerkax
[22]. HemaBHo 6bl10 moKa3ano, yTo MCK KM moryT
cTuMynupoBarh npomudepanyio CD4*CD25Foxp3*
T-perynupytomux xnerok. Tak, Ipy COKY/IbTUBALIUA
MCK KM 1 MOHOHYKJIeapHBIX K/IETOK IepyiepIIecKoit
KpOBU IIOKa3aHO yBenndeHne npomeHta CD4*CD25*
Treg-keToK B Ky/IbType [26]. XOTS TOYHbIE MEXaHU3MBI
VIMMYHOPETYIATOPHOTO [IeVICTBIA Ay TOIOTMYHBIX U a7I-
norennbrx MCK 10 KOHI[a He M3BECTHBI, OOJIBIIMHCTBO
MCC/IeNOBaHMI IOKA3bIBAIOT, YTO OHM OCYIECTBIAI0TCA
C HOMOIIBIO PacTBOPUMBIX (pakTOpoB. K atum aktopam
orHocaT TGF-P1 (rpancdopmupyromuii pakrop pocta
B1), paxrop pocra remarounros (HGF), npocrarmangny
E2 (PGE2) n uanonaMuH 2,3-gu0KCHUreHasy [27].

ITpn AK ayToarpeccus cBsizaHa C MOSABTIEHNEM ayTO-
aHTUTeJI BCIEACTBYUE OaKTepyaTbHOTI0, BUPYCHOTO VTN
MHOTO MOBPEX/eHNS KOMIIOHEHTOB C/IM3UCTON 000-
JIOYKY Ha OHe CHMIKEHU A CYIPECCOPHOI aKTYBHOCTY
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MMMYHHOII cucteMsl [4]. B marorenese SIK pokasana
Ba)xHasA porib ANCA, 4TO CBUIETENBCTBYET O Pa3BUTUN
ayTOMMMYHHOTO Ipornecca. OTHAKO B INTEpaType OT-
CYTCTBYIOT JaHHBIE O BBIABICHNY PAa3/lINIHBIX BULOB
ayTOAHTUTEI K aHTUTeHaM HeMTPOPUIIOB, IEPEKPECTHO
CBAI3aHHBIX MEXJY c000Ii, M KIMHUIECKOM Te4eHUN
maHHBIX 60mbHBIX K B 3aBMCMMOCTM OT BUIA MM-
MYHOCYIIPECCUBHOJ Tepaluy, YTO ¥ ABUIOCDH LIE/IbI0
HACTOSIIEro UCCIeTOBaHM S

Lenv uccnedosanusi: ONMPeNETUTb CUCTEMHBII VM-
MYHOCYyTIpeccuBHBI 9 ekt TpaHcmmanTanuu MCK
KOCTHOTO MO3I'a y OO/IBbHBIX A3BEHHBIM KOJIUTOM, IIPO-
TEKAIOIVM C 6 BU/IaMV ay TOAHTITETI OFHOTO CEMETICTBa,
IIepeKPeCcTHO pearupyIouUX MexKay coOoit.

MATEPUAN U METOAbI NCCNEAOBAHUA

C 2010 o 2011 rox B LIHUWT o6cnemoano 37 601b-
HbIX K, 13 Hux 24 My>x4unHbl, 13 xeHmyuHbL. Bospacr
60mbHBIX cocTaBIsAN 19-70 neT, CpegHUI BO3pacT —
40,6 + 2,4 rona (M * 0). InarHo3 BepuduiipoBaH JaH-
HBIMI KIMHUYECKHX, 1a00PaTOPHBIX, UMMYHOJIOT M Ye-
CKVIX, TMCTOTIOTMYeCKMX Y MHCTPYMEHTa/IbHBIX METOJIOB
uccnepgoBanus. V13 37 6onbubix K y 27 Habmopanocs AK
TOTaJIbHOE ITopakeHne, y 7— K neBoctoponHee mopa-
xeHne,y 3 — K gucranpHoe nmopa>kenue. I mMTenbHOCTD
3ab07eBaHMs COCTABIAIO OT 2 7i0 30 71eT, B CpeHeM
6,7t1,0ropa (M + 0). ITo xapakTepy Tedenns y 21 (56,7 %)
60JIBHOr0 HabJIIOANTOCh XPOHNYEeCKOe HEellpephIBHO
peunpuBupyomee 1 y 13 (35,1%) — XxpoHUdeckoe pe-
nupusupyoee Tedenne JK. Cpenu 37 6ompubix JAK
TOPMOHOPE3UCTEHTHOCTD 6b11a y 5 (13,5%) 1 rOpMOHO-
3aBucumMas popma — y 19 (51,3%). Cpenu 37 601bHBIX
AKy 13 (35,1%) BBIABIIEHO OCTIOXKHEHHOE TedeHMe 3a60-
neBaHuA: y 3 (8,1%) 0OHapy>keHbI CTEHO3 CUTMOBY/JHOI
KUIIKH, Y OGHOTO (2,7%) — KMIIIeYHOe KPOBOTEYCHIE
u nepdopaiiys ToACTOro KuiedHnka. V13 37 60mpHbIX
AK y 13 (35,1%) BBIAB/ICHBI BHEKUIIEYHbIE IIPOsIBIe-
Hus: y 8 (21,6%) obHapys>xeH HonmuapTpur, y 2 (5,4%) —
MIePBUYHBIN CKICPO3UPYIOUINII XONIAHTUT U ayTOUM-
MYHHBIIT TelIaTUT, Y OXHOTO (2,7%) — TaHTpeHO3Had
nmopepmus. V3 37 6onbubix AK 16 monyyanu repanuio
nHpmukcumadom, 10 — MCK xoctroro mosra + 5-ACK,
11 — cranpaptable Tepanmuu: 5-ACK + TKCumm K. [Tna
OIIpefie/leHN A BBIPaXKEHHOCTI 2y TOMMMYHHOTO IIpOoLiec-
cay 6onpHBIX JK onpenensany aHTUTeNa K aHTUTEHAM
HeliTpoduoB (ANCA) B CBIBOPOTKe KpOBY OOTBHBIX
UMMYHO(QEepMEHTHBIM METOJIOM C IPYIMEHEHUEM TeCT-
cucreMm Orgentec (Tepmanns).

PE3YJIbTATbl UCCNIEAOBAHUA
N NX OBCYXAEHUE

Beino ycraHOBIEHO, 4To cpepy 37 6onbHbIX AK mpu
obocTpeHNN 3a060/IeBaHMII TIOBBIIICHNE COflePIKaHM
ANCA BpiaBneHO y 30 yenosek, 4To cocTaBumo 81,1%.

V3 30 ANCA-1103UTHBHBIX 60JIBHBIX Y IBYX (6,6%)
06Hapy)XeHO 6 BIJOB Ay TOAHTUTEI OfHOTO CEMETICTBa,
IepeKpPeCcTHO CBA3aHHBIX MeXAy coboit (puc. I Ha
usemHoil 8xnetixe).

K msBectHbpiM aHTUTeHHBIM MuiieHAM ANCA ort-
HocsTcs: mpotenHasa-3 (PR3), muenonepokcuaasa
(MPO), makTodeppuH, amacrasa, 6emoK, IOBbIIIAOIIT
IpOHMUIIaeMoCTb cocynoB (BPI), karencuu G u nusonyum.

Y nByx (6,6%) 60nbHBIX K BBIABIEHO ClIeAyIomIye
6 BI/IOB ay TOQHTUTEN OFHOTO CEMEIICTBA, IEPEKPECTHO
pearupymomux Mexay coboit: anturena x PR3, BPI,
KaTelcuHy G, TM301UMY, 371acTase, TakTodeppuHy.

Hamu nmpoBopmiach CpaBHUTEIbHAS XapaKTepu-
cTuKa tedeHns K B 3aBUCMMOCTY OT BuIa MMMYHO-
cynpeccuBHOI Tepanuu. IlepBoit 60/IbHOI IPOBOLU-
JIach CTaHlApTHaA Tepanus: cynbdacanasuH 3 r/cyT +
npeRHN30m0H 60 MI. Bropomy 601pHOMY B KauecTBe
MMMYHOCYIIPeCCHBHOI Tepanuy MpOBOAN/IACH TPAHC-
mranTanuyu MCK kocTtHOro Mo3ra B go3e 1,5 MIH/Kr
Maccel Tena + canoganbk 2,0 T.

[TpuBOAMM 9TO HAOMIOEH M.

KIMHUYECKNIA CNYYAN 1:

Knunuueckoe meuenue AK y 6onvHoii, ¢ 8via671eHHbI-
MU 6 8UOAMU AYMOAHMUMEN K AHMUZeHAM HelmpoPu-
7108 Ha Pore cmandapmuoii mepanuu: 5-ACK + I'KC

ITanuenTka K., 23 net, cuuraer ceb6s 60IBHO C CEH-
TA6ps 2009 ropa, Korza BIepBble OTMETI/IA IPUMeCh
KPOBU B CTYJI€, B Ja/IbHEIEM MOABUICA KUK CTYII
o 3 pas/cyT. AMOynatopHo BbinonHanach PKC — xap-
THUHA A3BEHHOTO KOJIUTA, IPOKTHUT. Jleunnaceh cynbda-
casasyHOM 3 1/cyT (Ha pOoHe Yero OTMeTH/Ia IIOSIB/ICHUE
JMXOPaJKM, a TaK>XKe VI3MEHEeHMs B KapTuHe Oenoi
KPOBM — JIEVIKOIICHN ), laJiee Ha3HaYeHbI MUKPOKIIN3-
MBI ¥ CBe4U cano(aIbK C IOIOXUTENbHBIM 9 pexToM.
OpHaxo B anpere 2010 r. 60/1bHa s OTMeETVIAa BO3OOHOB-
JIeHVIe CYMIITOMOB — KallMIleOOpasHBIil CTYN C IIPU-
MeCbhI0 KpOBU U C/u3y, 1o fanHbiM PPC, coxpansanach
aKTMBHOCTD AI3B€HHOTO KO/NNTa B NMpAMOI Kumke. K
JledeHNIo ObLIN 06AB/IEHBI CBeYM € CamoganbKoM. bbin
OTMeueH He3HAUMTeIbHBIN ITOJIOKUTENbHBII 3P eKT.
B utone 2010 r. rocnuranusuposana B HTHUUT pna
pellleHns BOIIpoca O Ja/bHellleM Ie9eH NN, TOTA XKe
ob6cnepoBana: ®KC — K, gucranpHoe mopaxkeHue.
ITpoBoagmIOCH NeYeHMe MeCaKonIoM 2,4 MI/c, peKTalb-
Hble KalleJIbHUIIBI C ITPEJHM30I0HOM, CBEUN C CaNlo-
¢danpkoM. JJOCTUTHYT IONMOXUTENbHBI 9QdekT. [Ipu
BBINMCKE HAXOAM/IACh Ha TIOAI€P>)KMBAIOIIEN Tepanny
MecakoyoM 1 Tabi. x 3 pasa/meHb.

Yxypmenne camodyBcTBMA ¢ MapTa 2011 1., Korga
TOABWICS XXUAKMIL cTyn fo 10 pas/cyT, co crycTkaMm
KPOBU, B3[IyTHE i yPYaHUE B )KMBOTE, TIOBBIIIEHIE TEM-
nepaTypsl Tena 1o 39 °C, pe3n B aHyce BO BpeMS CTyJIa.
IIpokoHCYTbTHPOBaHa IPOKTONIOTOM — OCTPBIN TPOM-
6UpOBaHHBII HAPY>KHBII reMoppoit, IK — obocTpenue,
IIpY AHOCKOIMM — CIM3UCTAsA KUIIKU OTeYHasd, TUIIe-
peMupoBaHa ¢ HeOONBIIMMY KPOBOTOYAIIVIMY 3PO3U-
AMU, B IIPOCBeTE CNIN3b ¢ THoeM. IIpoBopmmach Tepanus
meTpanekcoM 2 Tab./neHp, Maspio remaTpoMouH I.

B anpene 2011 r. BHOBb yXy/JIINIOCh COCTOSIHUE,
MOABMJICA YACThIN XXUAKUI Tyl o 10 pas B cyTKy,
C IPUMECHIO KPOBY U CIU3M, YpYaHUeE U B3LYTHeE B KU-
BOTe, 60NM B 0OMacTy aHyca BO BpeMs jedekanuu,
nogbeM TemnepaTypsl 1o 38,0 °C. locniuranusupoBaHa



B ITHUMMUT pna obcnenoBanus u nevenus. Ilpy nocry-
IUTeHVM, 60/IBHON IIPOBOAMINCH MMMYHOJIOTMYeCKIe
UCCTIeOBAHMS JIJIsI OIpe/ie/IeHsT CTETIeHN aKTUBHO-
ctyt SIK 1 BBIpa>keHHOCTM Ay TOMMMYHHBIX IIPOLIECCOB
(puc. 2 na yeemnoti exneiixe).

Kax BUJHO U3 puc. 2, IpU MMMYHOIOITYECKOM MC-
CIefloBaHUY Y 60/IbHOYI BBIABIEHO 6 BUIOB @y TOAHTUTEN
OIHOTO CeMeVICTBA, IePEKPECTHO PearnpyoIux MeXIy
co60i1 (ANCA): antu-PR3 — 5,4; antu-BPI — 1,5; AT
K Karernicuny G — 1,12; AT x musonumy — 1,13; AT
K anmacrasze — 1,63; AT x makroppepuny — 5,5 (Hopma
Mmenblte 1,0) (puc. 4).

JIns BBIACHEHMS B3aMMOCBA3M ayTOAHTUTEN U TH-
JKeCTY TeYEeHV A MBI COTIOCTABIIA/IV KIIMHUYECKYIO U 9H-
pockommyeckylo akTuBHOocTU SIK v maHHOI 60MBHON
B 3aBVICMMOCTM OT CIEKTPa ayTOAHTUTEJ OHOTO Ce-
MelicTBa (mabn. 1).

Kak BugHO 13 mab6zn. 1, mpu o6cnegoBaHnu B OT/e-
JIEHUM TIATOIOTUM KUIIEeYHMKa MHIEeKC PaxmueBnya
cocraBui 17 6amnos, magexkc Meito — 12 6an1oB, IOBbI-
menye ypoBHA CPb — po 132,26 MM/71, TelIKONTO3 —
mo 18,5 ThIC., 1/ — 15%, CHVKeHMe reMOTTI0OMHA — [0
98 r/n, yckoperne CO3 — fo 61 mm/4. ITpn Y 3U knmred-
HIKa — CTEHKU C/TENOI KUK, BOCXOMAIIEr0 I HUCXO-
AIIETO OTHeNa 0600T0YHOI, CUTMOBY/JHOJ KUK YTON-
IIeHBI 10 7 MM, C BBIPa)KeHHBIMMU MHPUIBTPATUBHBIMHU
M3MEeHEeHUAMI, a TAKOKe JIOKaIbHBIMU IeCTPYKTUBHBIMY
M3MEHEHUAMM C BOBJIEYEHVEM MBIIIEYHOTO CIOS (13-
BeHHBIe Jie(heKThI), FayCTpaLusA CIaXKeHa. 3aKTodeHe:
Y3 — npusnakn konuta. PKC — cocyaucThIi prCYHOK
OTCYTCTBYeT, BbIpa)KeHHas] KOHTaKTHasA KPOBOTOYU-
BOCTb, Ha CTEHKAX CIM3MCTONM 000TOUKY TOICTOM KIUIII-
k1 (COTK) onpepensioTcsi MHOXXeCTBEHHBIE SI3BEHHbBIE
HedeKTbl, IOKPHITbIe (pUOPMHOM U THOEM.

ITpoBopwiioch nedeHue cynbdacanasuHoM 3 I/cyT,
MPeRHM30I0HOM 60 MT ¥ MUKPOK/IM3MBI C IIPeJHU307I0-
HoM 30 mr. Ha doHe mpoBopnMOit Tepanum coOCTOsTHME
OO/IbHOI YTy YIINIOCE: CTYN 4-5 pa3 B ieHb, 6e3 IpuMecy
KpoBY, 601 B 00/IaCTY aHyca He OeCIIOKOAT, B3AYTIe
JKMBOTA 3HAYMTETBHO YMEHBIININCD, TeMIIepaTypa Teja
HOpManusoBanachk. VIHgekc PaxMuneBnya cHU3MIICA
1o 5 6anos, nugekc Meito — go 3 6amnos, CPb — no
64,64 mr/m, neitkonuros — no 11,2 Teic., /g go 8%,
CO3 — o 14 MmMm/4, reMOT7I06MH ITOBBIIIAICA 0 111 1/71.

TakyuM obpa3oM, y 60TbHOI BBISBIEHNE 6 BUIOB
ayTOAHTUTEN K aHTUTEeHaM HelTpO(NIOB COMpPOBO-
XKJAIOCh TSAXeNbIM TedeHueM SK: yBenudennem xiu-
HIYECKOI ¥ 9HIOCKOIIMYIECKON aKTUBHOCTH, O6OIAMM
B KMBOTe, IMXOPAJKOIL, y4allieHeM CTYJIa C IPYMEeChI0
KPOBU U TIOBBILIEHNEM ITOKa3aTeneit ocTpoil ¢assl
Bocnanenus (CPB, yucio neiikonuTos), 4T0 TpeboBa-
JIO IIPOBeJieHM sl UMMYHOCYIIPeCCUBHON TepaIuy s
CHVDKEHM S BBIPa)KEHHOI'O ayTOMMMYHHOT'O BOCHAJIN-
Te/IBHOTO IIpoIjecca.

KIUHUYECKUA CNYYAIA 2:

Knunuueckoe meuenue AK y 6onvHozo ¢ 6vis6/eH-
HoMu 6 6UdaMu aymoanmumesn K aHmueeHam Heii-
mpogunos Ha pone mparcnaanmayuu MCK kocmmozo
mo32 + 5-ACK

Tabnuyal

KJIMHWYECKON 1 9HTOCKOIIMYECKON
AKTUBHOCTMU AK, YACTOTA CTVYIJIA,

CPB, YJICJIO JIEMKOILIMTOB, CO9 M ANCA
Y BOJIBHOM K., 23 TOTA

IToxasarenn Pesynbrarn i
UCCTIeOBAHMIT
Mupexc Paxmunesnya (6anaoB) 17
Mupexc Meito (6annos) 12
JIuxopapxa, °C 38
Yacrora cryna (B/cyT) 10
CPB (mr/m) 132,26
CO3 (Mm/4) 61
Yucmo neKouToB 18,5
AuTtu-PR3 5,4
AuTu-BPI 1,5
AT x xarencuny G 1,12
AT x musouumy 1,1
AT k snacrase 1,2
AT x nakropdepuny 5,5

IMamyent B., 20 net, cunraer ceds 601bHBIM ¢ 2006 T.,
KOT/ja BIIEpBble IOABMIICA XXUSKUIL CTYII, C IPUMECHIO
kposu. O6cnenosan ambynaropHo B Kb Ne 51, mpu
®KC — K ¢ gucTanbHBIM IIOpakeHNEM YMEPEHHON
aKTUBHOCTM; OMOIICY A — BBIPa)KEHHBIN XPOHUYECKUI
Konmut, oboctpenue. Jleunnca canodanbkoM 2 r/cyT,
cBeun canodaabkoM 1,0 CyT ¢ IOMOKUTENIbHBIM 3-
¢dexToM, obocTpenne kynuposaHo. C aBrycra 2007 r.
Habmogaerca B LTHUMNI, monmyyan cynbdacanasnus,
cBeun ¢ canodanbKoM, yuuTeiBag y 6omprHoro K
XPOHMYECKOE PelMNBIUPYIOLLee TeYeHNE, K Tepannm
mobasneH OypeHodanbk. B manpHeiimeM 1o Mapra
2008 r. yyBCcTBOBAJ Cebs YOBIETBOPUTENBHO, IPU-
HuMajn canoganpk. C aprycra 2008 r. yXygmmmioch
obl11ee cOCTOsAHMUE, TOABUIC XUAKNUI CTY fo 15 pas,
kpoBb B Kaxgoit nmopuunu. ®KC — cybroranbHOe
Iopa’keHle, yMepeHHasA aKTUBHOCTD. [IpoBognnock
JledeHNe IPeJHN30/I0HOM B/B 125 Mmr, 3aTeM 60 Mr
BHYTPb, MUKPOKIN3MBbI C IPEJHU30I0HOM, CBEYN
¢ canodanbkom.

YuurbiBas y 60IbHOTO BBICOKYIO aKTUBHOCTD K,
B OKTAOpe 2008 r. eMy ObUIM BIIepBBle TPAaCIUIAHTH-
pOBaHBbI a/JJIOTEHHbIE Me3€HXMMalbHble CTBOIOBbIE
KJIETKV KOCTHOTO MO3Ta 1,5 MJIH/KT Macchl Tena, C I0-
JIOXXUTE/IbHBIM Pe3y/IbTaTOM: CTYII CTal 0pOPM/ICHHBIM,
6e3 MaTOMOrMYeCKMX IpUMeCell.

IloBTOopHas rocnutanusanus B uoHe 2009 r., xor-
Ja BHOBb IIOABMJICA KalIMIeOOpa3HBIL CTYI 1o 7 pas
B CYTKM C IPUMeChI0o cu3n U Kposu. IIpoBesieHo 00-
cneposanue: PPC — cimmsncTas 060mouka Ha BceM IIpo-
TA)KEHUM TUIIEPEMMPOBaHa, OT€YHAa, MHOXKECTBEHHBIE
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reMopparum, e HNYHbIE 5PO3UN, KOHTAKTHas KPOBO-
TOYMBOCTb yMepeHHas. buorncua — XpoHudeckuii Bbl-
Ppa’XeHHbIIT 5pO3UBHbII KOMUT: [IpoBOAMIOCE TeYeHme:
cynbdacanasyu 3 I/cyT, IpefHN30/I0H B MUKPOK/IU3MAX,
6onpHOMY nmoTopHO BBefeHbl MCK KM 1,5 MiH/KT
Macchl Terna. ITocte BBIIMCKY CaMOYyBCTBYE OOTIBHOTO
xopoluee, CTyI 0 2 pa3 B ieHb 0e3 IaTONIOTMYeCKUX
npuMeceit. IIpogomxan npuHUMarh cynabgacaaasuy
1 r B/cyT. B Mae 2010 r. BoIIO/IHEHA TPeThsA UHPY3UA
MCK xocTHOro MO3ra B fo3e 1,5 M/TH/KT MacChl Tefa
¢ ToNoXXuTenbHbIM 3ppexTom. B fanpHeriem ormeya-
nack pemuccys SIK o dpespans 2011 r. yyBcTBOBA cebs
YIOB/IETBOPUTEIBHO, IIPUHUMAJI TOIBKO Cao(abk 2 T.

B despae 2011 r. HACTynIMIO yXY/AILIEHNE COCTOSHUE,
TOABUJICA XUAKUI CTYJI 10 5 pa3 B IeHb C IIPUMECHIO
KpPOBM M C/IM3M, YMEepeHHBIe 6071 B )kuBoTe. bonmpHOI
rociuranusuposan B THUUI gns obcnemoBanms
u nedenus. [Ipy nocrynneHnu 601bHOMY IPOBORMIVCH
VIMMYHOJIOTMYECKIE VICCIeIOBAaHNA 11 ONIpefieNIeH A
creneny akTBHOCTH SIK 11 BpIpa)KeHHOCTHM ay TOMMMYH-
HBIX IIPOLIeccoB (puc. 3 Ha yeemHoli 6KeliKe).

Kak BupHO U3 puc. 3, B pesynbraTe NOTy4Ye€HHBIX
MIMMYHOJIOTM9eCKVIX MICCTIEIOBAHMIT Y 6OIBHOTO BBIAB-
JICHBI 6 BUJIOB @y TOAHTUTE K aHTUT€HaM HeITpo(IIOB
(ANCA): autu-PR3 — 2,2; AT k xarencuny G — 2,4;
aHTN-BPI — 1,3; AT x musounmy — 1,9; AT k makTode-
puny — 1,1; AT k anmacraze — 2,7 (HopMa MeHblte 1,0).

Taxoxe 17141 BBISICHEHN A B3aIMOCBA3Y Y TOAHTHUTET
Y TAXKECTY TE€YEHMA MBI COIIOCTABIIANY KIVMHNYIECKYIO
U 9HJOCKONNYeckyo akTuBHOCTHU K y taHHOTO 6071B-
HOTO B 3aBYCUMOCTY OT CIIEKTPa ayTOAHTUTEN OFfHOTO
cemericTBa (mabn. 2).

Kak BugHO u3 mabzn. 2, npu o6CnefoBaHUN B OT-
Jie/ieHyie TaTO/IOTUM KMIIeYHMKA MHeKc PaxMunesnya

Tabnuya 2

KJIMHUYECKOW 1 SHITOCKOIIMYECKO
AKTUBHOCTHU 4K, YACTOTA CTVJIA, CPB,

YUCIIO TEMKOIIMTOB 1 ANCA Y BOJIbHOT'O
B., 20 JIET, HA ®OHE TPAHCIVTAHTALIIV MCK

KOCTHOT'O MO3rTrA
IToxasarenn Pesynbrars )
MCCTIeOBAHMIT
Mupexc Paxmunesuya (6annos) 7
Mupexc Meiio (6anios) 5
Yacrora cryna (B/cyT) 5plcyr
CPB (mr/m) 22,99
Ynco neiKoumuToB 12,4
AnTn-PR3 2,2
Antu-BPI 1,3
AT k xarencuny G 2,4
At K tu3onuMy 1,9
AT K amacTase 2,7
AT x makropdepuny 1,1

cocTaBu 7 6asnnos, MHAeKC Meito — 5 6a7oB, ypoBeHb
CPBb — 22,99 mm/n, nenkonuros — 12,4 teic. PPC —
CIIM3NUCTasA OT€YHA, TUIIePEMUPOBAHA, C MHOXXECTBEH-
HBIMM ME/IKOTOYE€YHBIMY TeMOPParusAMY U 9PO3UAMI,
He3Ha4YMTeTbHasA KOHTAKTHAs pAHMMOCTD, COCYAMICTBIN
PUCYHOK HECKOIBKO CMa3aH. 3aK/II0ueHNe: A3BEeHHbIN
KOUT B (pa3e MIHMMAJIbHOM aKTUBHOCTH. buoncns —
COOCTBeHHas IIACTUHKA C YMEPEHHO TMMQOIIa3Mo-
LUTapHON MHOWIbTpaLMell, ¢ IPUMEeChI0 303MHOPU-
JIOB, MH(UIBTPAT PaCIpOCTPaHACTCA Ha COOCTBEHHYIO
MBIIIEYHYIO MIACTUHKY. 3aK/II049eHNe: XPOHNYECKNI
YMEPEHHO BBIPa>K€HHBII KOMUT, 3a>KMBIIVE 3PO3UMN.
YuuTtbiBast y 60/IbHOTO ay TOMMMYHHBII TeIaTUT, TAKOKe
MpOBOAIWIACH HENpsIMasA yAbTpa3ByKoOBas 37acTOMe-
TpUs — 97TacTUYHOCTD IedeHu 4,2 kPa, uro coor-
BerctByeT FO mo METAVIR, otcyrcTBue ¢pubposa.
AMA-M2 — 2 Ep/mn (Hopma 0-20 En/m), ANA — 0,2
(nopma menbute 1,0). Buoxummyeckue ananuss: AJIT —
112,3 En/n (Hopma 5-45 Exn/m), ACT — 86,9 En/n (Hopma
5-35 En/m).

B panpHelimeM [y JOCTVMIKEHMA CTOMKOIO Ipo-
TUBOBOCIAJIUTENBHOTO 9(peKTa TPIUK/bI BLINIOTTHEHA
nHdysua MCK xocTHOro Mosra 1,5 MTH/KT MacCHl Tea.
B xavecTBa 631 CHOI Tepanyy IPUHUMAJ Calo(anbK
2,0 T u, KaK Ipyu UMMYHOCYIIPECCMHON Tepaluu, Ha-
3HaueH 6ypeHodanbk 9 Mr B cyTku. ITocne mpoBoau-
MOJI Tepanuy y O0JIbHOTO JOCTUTHYTa KIVHIYECKas
pemMuccus: ctyn 1-2 pasa B ieHb, HET IIPUMECU KPOBU
W CIU3U B KaJie, MHAeKCc PaxMuneBmya CHU3MIICA IO 3
6ar1oB, Meito — mo 2 6aja. BeinucaH ¢ uarHosom:
SI3BEHHBIII KONNT, CYyOTOTa/IbHOE IIOpaXkKeHUe, XPOHU-
YecKoe pelyIuBUpYyIollee TeYeHue, IONM0KNTeNbHaA
AVHaMUKa Ha GOHe BBeJIeHN I Me3eHXVIMaJIbHbIX CTPO-
MaJIbHBIX KJI€TOK KOCTHOTO MO3ra. AyTOMMMYHHBIN
TeraTUT YyMEPEHHON aKTUBHOCTI.

TakyuMm o6pa3oM, y 601bHOTO Ha oHe TpaHCIIIaH-
tanyy MCK koctHOTro Mo3sra + 5-ACK, HecMoTps Ha
BBIABJIEHME 6 BUJOB ayTOAHTUTEN K aHTUTE€HaM Heli-
TpodNIOB, OTMeYaTach yMepeHHas aKTUBHOCTD K
U MeHbIas KOHIIEHTpalMsA ayTOaHTUTEN IO CpaBHe-
HUIO ¢ 0JIBHOIL, IOy YaBIINMIT MMM YHOCYIIPECCUBHYIO
tepanuio 6e3 MCK kxocTHOro Mosra.

ITpu aHanM3e MONMy4EHHBIX Pe3y/IbTaTOB MMMYHO-
JIOTMYeCKMX UCCTIeOBAHNI OBIIO YCTaHOBJIEHO, YTO
BBIABJIEHME CIIEKTPa ayTOAHTUTEN K aHTUTE€HaM Heli-
TpoUIOB COMPOBOXKAANACH TSIXKeMbIM TeueHneM SIK:
yBenudeHneM MHAeKca Paxmmnesuda u Meiio, y4a-
I[eHJeM CTyJIa C IPUMeChIO KPOBY, 60/IAMIU B XXUBOTE
U IIOBBIIIEHJeM IT0Ka3aTesIell OCTpoli (asbl BOCHIATIEHN
(CPB, uncno neiikorutos u CO3J). Takum o6pasom, uem
BBIIIIE BBIAABNIAEMOCTb ayTOAHTUTEI OJJHOTO CEMEICTBA,
IepeKPeCcTHO CBA3aHHBIX MEXJy c000il, TeM BbIIIe
KIMHNYECKasA U SHIOCKONMYecKasda akTMBHOCTD AK
" 6071bIIe PUCK PAa3BUTHS BHEKUIIIEYHBIX IIPOSIBIEHNIT
7 OCJIO)KHEHMUIL.

3AKJIIOMEHUE

IIpoBemeHHbIE KTMHUKO-MMMYHOOTHYECKIE VCCTIe-
moBaHMA nokasany, 4To cpeny 30 ANCA-osuTHBHBIX



6onbHbIX K y 6,6% BBIABICHO 6 BUIOB ayTOAHTU-
TeJI OJ{HOTO CeMeJICTBa, IIePeKPEeCTHO pearupyoumx
MeX[y co6011. Y 60TIbHBIX C BHIABICHHBIMU 6 BUAMU
ayTOAHTUTEI OHOTO CeMeilCTBa OTMeYasloCh IIPO-
rpeccupylomiee TedeHue K, 4To compoBoxanoch
yBeIu4YeHNeM KIMHUYECKON UM 9HJOCKOIMYECKON
aKTUBHOCTU 3a00/IeBaHMA, a TaK)Ke BHEKMIIEIHBI-
MU DpOABICHUAMN (IIOIMAPTPUT U 2y TOMMMYHHBII
rematut). Y 60onpHOro Ha ¢oHe TpaHCIIAHTALUU
MCK KOCTHOTO MO3ra, HeCMOTPS Ha BbIsIBIEeHUE 6
BUJIOB ayTOQHTUTEJI K aHTUTeHaM HelITpopUIOB, OT-
Meuaiach yMepeHHas akTMBHOCTD SIK 1o cpaBHeHMIO
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TepanesTu4eckKkasn racCtpoaHTepoAorus




WIJTIOCTPALUN K CTATDBE,

MMMYHOCYNPECCUBHbIUN DOOEKT TPAHCIJTIAHTALLMA MCK KOCTHOIO MO3rA

Y bOJIbHbIX A3SBEHHbIM KOJIUTOM, NPOTEKAIOLWWWM C LUECTbIO BUOAMU .
AYTOAHTUTEN OAHOIO CEMEUCTBA, NEPEKPECTHO PEATUPYIOLWLUX MEXAY COBOU

Y 2-x 60/bHbIX BbIABAEHO

ANCA - no3uTUBHbIE 68up0B ayroanTuTen

GonbHble AK (I‘I =30) OAHOro cemeucTea

Puc. 1. YacToTa BcTpeyaeMoCTy 6 BUJIOB ayTOAHTUTEN OJJHOTO CeMeNCTBa
cpenu ANCA-niosutuBHbIX 6071bHbIX SIK (1 = 30)

AT K KaTencuHy G-1,12 AT K KaTencuHy G-2,4
y RKTOdeppuHy-5,5 T nakTodeppuHy -1,1
AHTU-PR3-5,4

\
AT Kk anacrase-1,63 AHTH-BPI-1,5 AT K anacraze-2,7 - AHTU-BPI-1,3

Puc. 2. BoiABneHye 6 BUOB ayTOAHTITEN OJHOTO CeMeliCTBa Puc. 3. BorsaBieH1s 6 BUJOB ayTOAHTHUTEN U3 offHOrO cemericTBa (ANCA)
(ANCA) y 6onbHoit K., 23 et y 6onbnoro B., 20 et
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