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Pesrome

YcTaHOB/IEHO, 4TO ¥ 6ONIbHBIX € A3BeHHBIM KonuToM (K) npyu Hanmumm gBYX TUIIOB ayTOAHTUTEN K aHTUTEHAM Heil-
TpO(UIOB OTMeYaeTCsI MEHee BbIpakeHHas! aKTUBHOCTD TeYEHNs 9TOrO 3a60/IeBaHMsI II0 CPABHEHMIO C TEMU 6OTIb-
HBIMM, Y KOTOPBIX CIIEKTP ayTOAHTUTEN OFHOTO ceMeiicTBa 6onee mupok. Hammdane y 601bHBIX Tpex 1 60/1ee TUIIOB
ayTOAHTUTEI OFHOTO CEMENICTBA, IEPEKPECTHO CBA3aHHBIX MEXXAY CO60I1, COPOBOX/AANOCDH yBeNMYeHNEM KINHMYe-
CKOIJ1 ¥ 9H/IOCKOTIMYECKOIT aKTUBHOCTH 3aboneBaHusA. [TokasaHo, YTo GONMBIINII CTIEKTP Ay TOAHTUTE/T OTHOTO CeMeliCTBa
oIpefieNIsieT He TONIbKO CTeleHb akTMBHOCTH K, HO U XapaKTep M MHTEHCUBHOCTD €r0 BHEKMIIEYHBIX NPOSABICHMIA.
BoisiB/IeHMe pa3HBIX CIIEKTPOB @y TOAHTUTEII OHOTO CeMeICTBa K aHTUTeHaM HeITPO(I/IOB, IePeKPeCTHO CBA3aHHBIX
MeXAy co60it, I03BOJIsIET IPOTHO3MPOBATh XapaKTep TedeHMsI 3a60/IeBaHMsI Y Ka>K0T0 KOHKPETHOTO GOIBHOTO.

KnioueBble cmoBa: ayTOaHTUTEA K aHTUTeHAM HeliTpouIoB (IpoTenHasa-3, MIe/IONepOKCHa3a, TaKTodepuH,
3/1acTa3a, 6e/I0K MOBBIIIAOLINIT IIPOHUIIAEMOCTb COCY/I0B, KaTencuH G u nusonum), a3seHHbiit komut (1K), cnexrp
ayTOaHTUTEI OGHOTO CEeMeNICTBA, IeEPEKPEeCTHO pearupyooIlInX MeXAy cOO0IL.

IKcIeprMeHTaNbHAS U KIMHIYECKast racTposHTeponorusa 2014; 112 (12):37-41
Summary

There were found that patients with ulcerative colitis (UC) in the presence of two types of autoantibodies to antigens
of neutrophils is observed in less pronounced activity in the course of the disease compared with those patients with a
spectrum of autoantibodies one of the wider family. The patients with three or more types of antibodies from the same
family, cross-linked, ware accompanied by an increase in clinical and endoscopic disease activity. It is shown that a
greater range of autoantibodies one family determines not only the degree of activity of the YAK, but the nature and
intensity of its extraintestinal manifestations. Identify different spectra of autoantibodies one family to antigens of
neutrophils, cross-linked, allows us to predict the nature of the disease in each particular patient.

Keywords: autoantibodies to antigens of neutrophils (proteinase-3, myeloperoxidase, lactoferrin, elastase, a
protein which increases vascular permeability, cathepsin G and lysozyme), ulcerative colitis (UC), the spectrum of
autoantibodies one family, cross-reacting with each other.

Eksperimental’naya i Klinicheskaya Gastroenterologiya 2014; 112 (12):37-41
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Kak nsBecTHO, B II0/1b3y ayTOMMMYyHHOTo0 renesa AK
CBUIETEIbCTBYET IPUCY TCTBYE aHTUHETPOPUIBHBIX
yurorasMaTndecknx aHtuten (ANCA). Mapkepom
ssBerHoro konura (SIK) asnaorca pANCA (nepuny-
KJ/IeapHble aHTUHENTPOGUIbHbIE HUTOIIa3MaTHye-
ckMe aHTHUTeNa) — Gosee yeM y 70% nanmenros JK
u muib y 6-15% 6onpHbIX 60me3ub Kpona (BK) [1,2].

Cepbe3HbIM JOCTMKEHMEM IIOC/IETHETO JieCATUIe-
TUA ABJIAETCA 0OHApY)KeHNUe Y OONbHBIX A3BEHHBIM
kormuToM (SIK) uMpKyIMpyoLuux aHTUTeN K IepUHY-
K/IeapHOJI 30He HellTpoduios, uto otnndaer JK ot
BACKY/IMTOB, TPV KOTOPBIX AHTUTENIA PEarupyIoT C I[1-
TOIIZTa3Moit HeliTpodunos. IIpu uccnenoBaHuM NMMY-
HOQTI00PECIIEHTHBIM I IMMYHO(EPMEHTHbIM METOfa-
M epuHyKneapHbie aHTuTena (PANCA — perinuclear
anti-neutrophil cytoplasmic antibody) BbraBnAIOTCA
10 JAHHBIM Pa3HBIX aBTOPOB ¥ 50-90% 6onbHbIX K
n 5-20% 60npubIx 601e3uu Kpona (BK) [3] .

B kauectBe anTurenos ANCA BpICTymaeT pAf
(dbepMeHTOB, cofep)KalUXCA B a3yPOPUIbHBIX I'pa-
Hynax HelTpodunoB. OCHOBHBIM METOJaM BbIAB-
nenna ANCA ABnAeTcsa MeTO[ IPAMOI MMMYHO-
(dIr0opeceHI NN C UCIIONb30BaHMEeM HENTPO(UIOB
HOHOPa, GUKCUPOBAHHBIX ITAHOIOM, YTO IO3BOJIAET
nuddepeHINPOBATh OCHOBHbIE TUIBI CBEUEHN
ayToOaHTUTEN. BbllenA0T 1Ba OCHOBHBIX THUIIA CBe-
yeHus ANCA: nuTonnasMaTuyecKuii ¥ mepuHyKie-
apuslit. urommasmarugeckuit turt ANCA (cANCA)
IO/IYy4M/ Ha3BaHMe Onarogapsa GaoopeceHIun
I'PaHYJ, TOKAIN3YOINXCA B UTOIIa3Me KIeTKN
MEXJy BONAMU Afpa neiikouuTa. IIpyu BeIABIEHUN
nepuHykneapHoro tuna csedeHns (pANCA) cse-
YeHMe Kak Obl ouepunBaeT JOMM AfPa JIEHKOLNUTA,
OCTaB/IAA HEOKpAIIeHHBIM AApo KaeTkyu. O6Hapy-
xenne pANCA npepacrasnsgeT coboit mocaecTBUe
¢bukcanuy HeTPOPIUIOB ITAHOIOM, KOTOPAsI BeIeT
K IlepepacIpe/ie/leHNIo TPaHy/I B IUTOIIa3Me KIIeT-
K, B pe3y/IbTaTe 4ero MOI0XUTENbHO 3apsKeHHbIe

Marepuasn 1 MeTO bl MCCTIEJOBAHUA

C 2010 o 2011 rr. B OT[Ie/IeHUY TTATOIOT UM KUIIIEYHU-
ka ITHUMMNT o6cnenosano 38 6onbubix AK, s Hux 24
MY>K4JMHBI, 14 )KeHIMHBL BospacT 60/IbHBIX COCTABILAN
19-70 ner, cpegHuit Bospact — 40,6+2,4 (M+o0). [Tu-
arHo3 BepupUUMPOBAH TaHHBIMM KINHIYECKUX, JTa-
60paTOPHBIX, UMMYHOJIOTMYECKIX, TYICTOTOTMNYEeCKUX
U MHCTPYMEHTAJIbHBIX METOJOB MCCenoBanmus. Vs 38
6onpHbIx K y 28 Hab/TI00a10Ch TOTAIbHOE IOPa>KeHE,
y 7- 1eBOCTOpOHHEE IOpaXkeHN!e, Y 3 — MUCTanbHOe
nopakenue. [IIMTeTBHOCTD 3a60/IeBaAHUA COCTABIANA
ot 2 mo 30 ner, B cpefHeM-6,7+1,0 net (M+o0). Io xa-
pakTepy TedeHu y 21 (55,2%) 60/1bHBIX HAOTIOHAIOCH
XPOHMYECKOE HEIIPEPhIBHO- peuAuBUpyoLiee ny 13
(34,2%) xpoHMYeCcKOe peluauBUpYyOllee TeYeHNe
SIK. Cpenu 38 60mpHbIX SIK rOpMOHOPE3UCTEHTHOCTD
6b1a y 5 (13,1%) u ropmoHo3aBucumas ¢popma 'y 19
(50%). Cpenu 38 60onbubIx K y 4 yen (10,5%) BbIAB-
JIEHO OCTIO>KHEHHOe TedeHue 3aboneBanus: y 3 (7,9%)
06HAPY>KEHBI CTEHO3 CUTMOBUAHOI KMIIKM, ¥ OFHOTO
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aHTUTEHBI IPAHY/ HPUTATUBAIOTCA K OTPUIIATE/IBHO
sapsxenHolt JHK sappa. Kpome 1ByX 0CHOBHBIX
TUIIOB CBEYEHM S, MOXKET OBITh OTMEYEH PAJ aTh-
NMYHBIX BAPMAHTOB OKPAMIMBaHMA KJIETKM, KOTO-
pble 0606marT kak XANCA. BoiAB/IeHus aTUIINY-
HBIX BapnaHTOB cBeyeHuss ANCA ucnonbsyercs
B AMATHOCTMKe BOCIIANTUTENbHBIX 3a60/IeBaHMIL
kumevHuka (B3K). Arunnynsie Bapmantol ANCA
onucansl npu AK-70%, BK-10%, ayTouMMyHHOM
renarurte-50%, IepBUYHOM CKIE€PO3UPYIOIEM XO-
naHrute-40%, mepBUIHOM OUNIMAPHOM LUPPO3e-5%
U BaCKyIMUTAaX IPU PeBMAaTOUAHOM apTpure-5-10%
[4]. ANCA gacro BcTpevaertcs npu SK, mostomy nx
UCIONIb3YIOT B IUATHOCTUKE, XOTA nosAsnenne ANCA
npu K paccMaTpuBaloT KaK BTOPMYHBI peHOMEH
[4]. Kpome Toro, ypoBenb pANCA yBenu4eH npu
Pe3MCTEeHTHOM K CTePOU/HOI TepaNNy IEBOCTOPOH-
HeM konuTe. [lokasano Takke, uro Hanmuunme pANCA
ABIAETCA NPOTHOCTUYECKMM IIPU3HAKOM Pa3BUTUA
BOCHA/NIMTENTbHOrO Npollecca B TOHKOKNIIEYHOM pe-
3epByape (IoyumuTa) y 607bHBIX ITOCTIE HATOXKEH U
MIe0aHaTbHOrO aHacToMoO3a [5] .

ITpu AK ayToarpeccus cBsi3aHa C TOSABIEHNIEM Ay TO-
aHTHUTe]I BCIeACTBIE 6aKTepuaIbHOTO, BUPYCHOTO MIIN
MHOTO HOBPEX/eHNs KOMIOHEHTOB C/IU3NUCTOI 000-
JI0YKM Ha HOHE CHVKEHUSA CYIPeCCOPHON aKTMBHOCTH
MMMYHHOI cucteMsl [6]. B matorenese SIK foxasana
BakHasA ponb ANCA, 4TO CBUJIeTeNbCTBYET O Pa3Bu-
THUM ayTOMMMYHHOTO Tporiecca. OfHAKO B INTepaTy-
pe OTCYTCTBYIOT JaHHBIE O BbIABIECHMM PA3TMUHbIX
BIUJIOB ayTOAHTUTE] K aHTUT€HaM HellTpodUIoB, Ie-
PEKPeCTHO CBA3aHHBIX MEXAY CO0OI1, 1 0COOEHHOCTI
KIMHUYECKOTO Te4eHM A y JaHHBIX 60mbHbIX K, uTo
U ABUJIOCH IIe/TbI0 HACTOSIIETO MICCIeIOBAHMA.

Ienp MccnenoBaHUA: U3YYUTb OCOOCHHOCTH KIIN-
HIYECKOTO TeYeHMsI Y GONbHBIX SI3BEHHBIM KOIIUTOM
C pas3NIMYHBIMYU BUJJAMM ayTOAHTUTEN OJHOTO CeMeli-
CTBA, IEPEKPECTHO CBA3aHHBIX MEXY COOOIL.

(2,6%) — xnureyHoe KpoBoTedeHye U nepdopanms
TO/ICTOrO Kuuteunnka. VI3 38 6onpubix K y 13 (34,2%)
60/IbHBIX BBIABICHBI BHEKNILIECUHBIE IIPOSABICHNUA: ¥ 8
(21,0%) obHapy>KeHBI TOMUAPTPUT, ¥ 2 (5,2%) mepBuY-
HBIIl CKJIEPO3VPYIOLINIT XOMAHTUT U 2y TOMMMYHHBII
TeIaTUT, Y OFHOTO (2,6%) raHrpeHO3HasA MUOMePMIUA.
W3 38 6onpubix JK 16 momyyanu tepannio nHGINK-
cnMaboM, 10- MeseHXMMa/IbHbIE CTPOMATIbHbIE KIETKY
KocTHOTrO Mo3ra+5-ACK, 12 —-cTaniapTHble Tepanuu:
5-ACK+ I'KCwnm K. [lns onpepenenns Bblpa>keHHO-
CTM ayTOMMMYHHOTO IIpotecca y 6onpHbIx K onpepe-
JISUIM aHTUTeJIA K aHTUTeHaM Heittpogunos (ANCA)
B CBIBOPOTKE KPOBM OO/IbHBIX MMMYHOGEPMEHTHBIM
METOJIOM C IIpMMeHeHNneM TecT-cucreM «Orgentec»
(Tepmanus). Cratuctudeckas o6paboTka JaHHBIX
IPOBOAMIACDH C TOMOIbIO KOMIIBIOTEPHOII ITpOrpam-
Mbl «STATISTICA 6.0», BOCTOBEpHOCTD IONMydYeH-
HBIX BeJIMYNH OIIPeJe/ /N P HOMOIIY t-KpUTepus
CThIofIeHTa.

Pe3ynbraTsl nccnenoBaHmA 1 MX 00CyXK/IeHe

ITpy aHanM3e MONyYeHHBIX PE3Y/IbTATOB OBINIO yCTa-
HOBJIEHO, 4TO cpenu 38 6onbHbIX IK pu o6ocTpernn

3aboseBaHuii noBbIIeHNe cofiepxannst ANCA BbIsB-
neHo y 30 4es, uTo cocTaBuno 79% (puc.l).
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AK(38 uen)

N

ANCA

4 60nbHBIX
ATK naktoeppuny
2,25+0,5

7 6onbHbIX
ATk anacrase
1,54+0,2

oanhIX
ATk xkatencuny G

2,3+0,6

3 6onbHbIX
ATk MPO

11 60nbHbIX
ATk PR3
2,93+0,5

3 60NbHBIX
AT K nusoumumy
1,4+0,2

6 60NbHBIX
ATk BPI
2,160,5

K nsBectupiM aHTUTeHHBIM MuineHaMm ANCA ot-
HOCATCA cefytouue: nporennasa-3 (PR3), muerno-
nepokcupasa (MPO), nakrodeppuH, anacrasa, 6€nok,
IOBBIIIAIOIINIT IPOHUI[AeMOCTb cocyRoB (BPI), ka-
tercud G 1 TU30LUM.

ITournu Bce 6ompuble SIK BeMOHCTPUPYIOT pasnny-
HBIN CIIEKTP ayTOAHTUTE/Ia OJHOTO CeMeCTBA B CBI-
BOPOTKe KpOBH (puc. 2).

W3 pannbix puc.2. cpegu 30 ANCA -03UTUBHBIX
6onpubix AK, yamie BoiaBnanuch antu-PR3-26,7%
6onbHbIX, AT k makrodeppuny —20%, AT k anacrase
-16,7%, antu-BPI -16,6%, Hanmenbure AT kK KaTenicuHy
G — 10% un peako AT x musonumy u anT-MPO 6,7%
u 3,3% COOTBETCTBEHHO.

TaxuMm 06pa3oM, pe3yabTaThl HOMyIeHHBIX IMMY-
Honoruyeckux uccnenopannit y ANCA-no3suTuBHbIX
60nbHbIX K CBNU/IETENBCTBYIOT, YTO CPEAY ayTOAH-
TUTEN K aHTUTeHAaM HeTpO(M/IOB Yalie BbIABISAINCD:
auTu-PR3, AT k HaKTO(i)eppMHyM K 9macrase, anTu-BPI
y 6ompubIx SK: 26,7%, 20%, 16,7% 1 16,6% cooTBeT-
CTBEHHO.

IMonyyeHHbIe TaHHBIE UMMYHOIOTMYECKUX UCCIIe-
TOBaHUII TO3BOMMIN HaM BeigenuTh npu K 7 Bupos
ayTOAHTUTEJ OJJHOTO CeMeiiCTBa, HepeKpecTHO pe-
arupyoImx Mexay coboit: antu-PR3+antu-MPO,
antn-PR3+anTtu-BPI, antu-PR3+AT k karencuny G,
anTu-PR3+AT x nusonumy, antu-PR3+AT k anmacrase,
anTu-PR3+AT k maktodeppuny (puc.3).

I[Tpu aHaM3e MOy YeHHBIX Pe3y/IbTAaTOB, ObIIO yCTa-
HOBJIEHO, 4yT0 cpenyt 30 ANCA-II03UTUBHBIX 60/IbHBIX
SIKy 14 gen. (46,6%) BBIABIANNUCH 6ONIbIIE 2-X Ay TOAH-
TUTEN OJJHOTO CeMeNICTBA, IePeKPeCTHO PearnpyomNX

AT K nusouumy

AT k MPO ATk PR3

AT Kk KaTencuHy G

AT K anacTase AT K naktodpeppuHy

¥ 2-X 60bHbIX BbIABNEHO
6BUAOB ayToaHTUTEN
0fIHOrO CemeiicTBa

¥ 6 -X 60nbHbIX BbIABNEHO
2BUpAa ayToaHTUTEN
OJIHOTO CeMeiicTBa

Y3 GonbHbIX BbIABNEHO
4 Bupa ayToanTuTen
ofiHOro cemeiicTBa

Y3 6onbHbIX BbiABNEHO
3 BUAa ayToaHTuTen
OIHOTO CeMeiiCTBa

MEeXJy co60it: M3 HuX y 6 (20%) — BBIABIEHO 2 BUJA
ayTOAHTHUTE OFHOTO CeMecTBa, ¥ 3-x (10%) 60mb-
HBIX 3 ¥ 4 BU/Ia ay TOAHTUTEN OJTHOTO CEMENICTBA, ¥ 2-X
(6,6%) — 6-Tu BUIOB ayTOAHTUTETI OFHOTO CeMeliCTBa
(puc.4).

Tak>xe HaMM ITPOBOAMIICA aHANTN3 B3aMMOCBA3N
ayTOAHTUTEJI K aHTUT€HaM HeiTpO(U/IOB U CTeIeHN
axTuBHOCTU SIK B 3aBUCHMOCTM OT BBIAIBNIAEMBIX pas3-
JIMYHBIX BUJIOB ayTOAHTUTEN OJJHOTO CeMeNCTBA /A
olpeneneHus TsKecTy 3a6oneBanus (Tabm. 1).

Kak cnenyer us mabn. 1., cpenu 6 6onpHbIx SK,
Y KOTOPBIX BBIAB/IEHDI 2 BUJa ayTOAHTUTEN OLHOTO
ceMelicTBa, MepeKPeCcTHO pearnpynnux Mexay co-
6011, y aByX (6,6%) 60nbHBIX aHTH-PR3 coyerannch
c autu-BPI u AT k anacrase. Y 6onbHbix SK, y koTo-
pbix auTK-PR3 coueranucsy ¢ antu-BPI, Habnogannch
HapacTaHus MHpeKca PaxmueBnya 1o 6 u 7 6aanos
COOTBETCTBEHHO, MHAEKC Meito 1o 5 1 6 6a/10B co-
OTBETCTBEHHO. Y TeX OO/IbHBIX, ¥ KOTOPBIX aHTU-PR3
covetanuch ¢ AT K a/macTa3oi, 0OTMEYaoCh MOBBIIIIE-
Hue uHpgeKkca PaxmuneBuya no 6 u 7 6a/JIoB COOTBET-
CTBEHHO, MHIeKca Meito 1o 8 u 5 6ana0B COOTBET-
cTBeHHO. VI3 6 601bHBIX SK, y KOTOPBIX BBISBIEHBI 2
BUJIa QY TOAHTUTE OFHOTO CeMeICTBa, Y OZHOro (3,3%)
60/IbHOTO BBIABIEHBI AHTUTENA K 3/1aCTa3e+IaKTO-
¢dheppuHy, KOTOpPbIE COIPOBOXKAATICH YBETNYEHNEM
nHpeKca PaxmmieBuda o 6 6annos, nHpekca Meiio
mo 5 6annoB. JInip y OGHOTO 60/IBHOTO, HECMOTPS
Ha BBIABJIEHMA aHTUTeEN K KaTencuHy G + anacTase,
Ha6/TI0fja/1ach KIMHUKO-3HIOCKOMYeCcKa s peMUCCHUA:
nHpekc Paxmunesnya cocraBun 5 6a110B, MHAEKC
Meiio 3 6amna. CrieyeT OTMETUTD, y JaHHOI 60/IbHOI

Pucynox 1.

YacroTa BCTpeyaeMOCTH
ANCA cpenu 60ompubIx K
(n=38) .

Pucynox 2.

YacToTa BCTpEYaeMOCTH CIIeK-
TPa ayTOAHTUTEN K AHTUT€HAM
Heitrpodunos (ANCA) cpean

6onpubIX IK (n=38).

Pucynox 3.

CrieKTp ayTOaHTUTEN OJJHOTO
ceMelCcTBa U X COOTHOILIEHU S
cpenyt ANCA- O3UTUBHBIX
6onpubix K (n=30).

Pucynox 4.

BbisiBlIeHVE Pa3TMYHBIX
BUJIOB Ay TOAHTUTEI OJHOTO
ceMelCTBa, IepPeKPeCTHO CBs-
3aHHBIX MeXJy c000i1 cpenu
ANCA-1103UTUBHBIX 6OTIBHBIX
AK (n=30).
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Ta6bnumna 1.

Knununueckas u sHZOCKOIN-
yeckas akTUBHOCTb Y ANCA-
no3suTuBHBIX 60nbHBIX K, ¢
PasIMYHBIMU CIIEKTPaMMU ay-
TOAHTUTENl OJHOTI'O CeMeNCTBa,
TIepeKPeCTHO pearnpyommx
MexJy co6oit (n=30).
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KonunuecteBo Nnpekc WUHpekce Meito
Ne ANCA Paxmunesuya
n % (6annbi) (6annbi)

2 Bupja ayToaHTMTeJ1 OJHOrO CeMeNcTBa:
1 AnTu-PR3+ anTtu-BPI 2 6,6 6/7 5/6
2 AnTtu-PR3+AT x anacrase 2 6,6 6/7 8/5
3 AT x karencuny G +AT k amacTase 1 3,3 5 3
4 AT x anmactase+AT k makTodeppuny 1 3,3 6 5

3 Bupa ayToaHTUTEN OJHOr0 CemMencTBa:
1 AnTtu-PR3+antu-MPO+AT x nusonumy 1 3,3 10 10
2 Antn-PR3+ antu-BPI+AT k makTodeppuny 1 3,3 9 7
3 AnTtu-PR3+ antu- MPO +AT k anacrase 1 3,3 9 8

4 Bupa ayToaHTMTEJ1 OHOTO CeMeNncTBa:
1 Antn-PR3+antu-MPO+antu-BPI+ AT k amacTase 1 3,3 10 8
5 Antn-PR3+ AT k karencuny G+ AT k anmacrase +AT x 1 33 17 10

nakrodeppuHy
3 AT k xatenicuny G+ AT x musonumy+AT x amactase +AT 1 33 9 3
K TaKTOQeppuHy ?
6-TV BUAOB ayTOaHTUTEN OAHOro cemencrBa:

1 AnTtu-PR3+antn-BPI+AT k katencuny G+AT k musonn- ) 6.6 1777 12/5

My+AT k anacraze+AT k makTodeppuny

npoBoxunachk TpancmnanTanua MCK kocTHOTO MO3Ta
IUISL BOCTM KeHU s cToiikoit pemuccuu K.

Cpenu 3 601bHbIX SK, Y KOTOPBIX BBISIBTIEHBI 3 BUfA
ayTOAHTUTEN OJJHOTO CeMeNICTBa, IepeKPeCcTHO pea-
TUPYIOLINX MEXJY co60it: y ogHoro (3,3%) 60/1bHOTO
BbIABeHO aHTUTeNna K PR3+MPO-+nusouumy, y BTO-
poro (3,3%) — antutena k PR3+ BPI+nakrodeppuny,
ayrperbero (3,3%) — anturena k PR3+MPO+ anacrase.
Y maunbix 60nbHbIX JK BblsBIeHME 3-X BUJOB Ay TOAH-
THUTEJI OHOT'O CEMENICTBA COIPOBOX/Ia/IOCh 3HAYNTEb-
HBIM yBe/IMueHMeM uHpekca Paxmunesnya o 10,9 n 9
6aJI/10B COOTBETCTBEHHO, MHJeKca Meiio 10,7 u 8 6annos
COOTBETCTBEHHO 110 CpaBHeHMIO ¢ 6onbHbIMU K, BbI-
SABJIEHHBIMU 2 BU/IJaMJ Ay TOAHTUTEJ OfHOTO CEMeNICTBa.

Cpenn 3 60mbHBbIX SK, y KOTOPBIX BBISIBIIEHBI 4 BULA
ayTOAHTHUTEJI OHOTO CeMeIICTBA, IEPEKPECTHO CBA3aH-
HBIX MeX]Ty c06011: y 0fHOTO (3,3%) 60/IbHOTO BBIABIIE-
Ho aHTKTena K PR3+MPO+ BPI+ anacTase, y BToporo
(3,3%) — anTuTena x PR3+karencuny G+anacra-
3e+makTodeppuny, a y Tperbero (3,3%) — aHTHUTeNnA
K KaTencuHyG-+H11M3011MYy+3/1acTase+1aKTopeppuHy.
Y nanHbIX 601bHBIX AK BhIABIeHME 4-X BUJOB ayTO-
AHTUTEJI OJJHOTO CEMEeCTBA COIPOBOXK/ANIOCh TaKXKe
3HAYMTE/bHBIM YBeIMYeHreM NHAeKca PaxMunesnya
10 10, 17 1 9 6an10B COOTBETCTBEHHO, MHAEKC Meiio 8,
8 11 8 6aJ/IOB COOTBETCTBEHHO, 10 CPaBHEHNIO € OJIb-
HbIMu K, BBIABIEHHBIMU 2-X BUJJaMI Ay TOAHTUTET
OffHOTO ceMeifcTBa. Y faHHbIX 601bHbIX SIK BbIsAB/ICHME
CIEeKTPa ayTOAHTUTE/ COIIPOBOXK/aIOCh BHEKMIIEY-
HBIMU NPOABNIEHUAMU: Y ABYX BbIAB/IEH IIO/IMAPTPUT,
Y OHOTO 0OHAPY>KEHO OCTIOXXHEHHOE TeYEeH M CTEHO3
CUTMOBMJHON KVIIKY U KMIIeYHbIe KPOBOTEUEH

Y nByx (6,6%) 60NbHDBIX BBISIBIIEHO 6 BUJIOB ayTO-
AHTUTEN OJHOTO CEMEJICTBA, IEPEKPECTHO pearupyro-
LIUX MEXY coboit: antutena Kk PR3+ BPI+ KaTelncuHy
G+nusonnmy+anacrase+nakrodeppury. ¥ mepBoro
60/1IbHOTO OTMEYaoCh yBenu4eHne nHpekca Paxmu-
neBuda mo 17 6annos, mmekca Meiio go 10 6anos,
TaHHBII 60TBHOI NMOTyYasl CTAHAAPTHYIO TePAINIO:
cynbdacamasyH 3r/cyT + npefHU3010H 60 Mr. Bropomy
6onbHOMY Ha poHe Tpancmrantaunu MCK koctHoro
Mo3Ta B fo3e 1,5 MJIH/KT MacChl Tela+ canmbanbk 2,0
rp. MHAeKca PaxMuieBnya coctaBui 7 6anoB, MHAEKC
Meiio o 5 6annoB. Y ganHbIX 601bHbIX SIK BbIABIEHME
CIEKTPa ayTOAHTUTE/I COIIPOBOXK/a/I0Ch BHEKMIIEYHBI-
MM MPOABIEHUAMN: ¥ OFHOTO BBIAB/IEH IIOMNAPTPUT,
y BTOPOTO ayTOMMMYHHBIN IeaTHT.

Takum 06pa3oM, 4eM 60blle Ay TOAHTUTEN OFHOTO
CeMeNICTBa, TeM BbIIe KIMHMYECKON U 9HIOCKOIMYe-
ckoit akTuBHOCTH fIK 1M BbICOKOTO pUCKa pasBuUTKA
OC/IO)KHEHMIL. Y 6O/bHBIX, Y KOTOPBIX BBIAB/ICHO 2 BUfIA
ayTOAHTUTE/I K aHTUTEHAM HeMTpOdUIOB, 0TMEYAIOCh
yMmepenHoe Tedenue K no cpaBHeHMI0 ¢ 60/IbHBIMU
C IIMPOKMMU CIIeKTpaMM ayTOAHTUTEN OFHOTO ceMeit-
cTBa. Y 6O/BHBIX, Y KOTOPBIX BBISAB/IEHBI 60/bIIe 3-X
ayTOAHTUTEN OJJHOTO CeMeliCTBa, 0TMeYa0Ch Npo-
rpeccupyiomee Tederue AK, aro compoBoxxmanocnh
yBeIM4YeHMEeM KAMHUIECKON ¥ 9HFOCKONMYECKOI
aKTUBHOCTHU 3a6onmeBanusa. Y gaHHbIX 60nbHBIX K
BbIAB/IEHNE CIIEKTPA ayTOAHTUTENT COMPOBOXIANIOCh
BHEKUIIEYHBIMY IPOABIEHMUAMMU: Y TPeX BbIABJIEH IIO-
JMApPTPUT, Y OTHOTO ayTOMMMYHHBIN TelaTuT, y Lpy-
roro o6Hapy>XeHO OC/IO)KHEHHOE TeUYeHMUs: CTEHO3
CUTMOBUJHOV KMIIKY U KAIIEYHbIe KPOBOTEYEHMA.
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BeiBogbI

. Or[pe,ueneHMe CbIBOPOTOYHbBIX ayTOAHTUTEI K aH-

TUTeHaM HeHTpOQUIOB MO3BOAAET YIYyYIINTD
BBISIB/IEH)E PA3HOBUIHBIX ayTOAHTNUTEN Of[HOTO
ceMeliCTBa, HepeKPeCcTHO CBA3aHHBIX MEXY CO00i1
cpenu 6onpHbIX K 1 UX paHHIOO AMAaTrHOCTUKY,
YTO MMeeT Ba)KHOe KIVHMKO — JIMaTHOCTMYeCKOe
Y IPOTHOCTMYECKOE 3HaYeHMe.

. Cpenu ANCA-nosutuBHbIX 60n1bHBIX K y 20%

BBISAIBJIEHO 2 BUJa ayTOAHTUTE OJJHOTO ceMelCTBa,
HepeKPeCTHO pearnpyomnux Mexxay coboit, y 10% 3
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