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Bonpocbl, paccmaTpuBaemble B NEKLUHU:

1. Dmupemuonorust 6one3nu bexuera.

2. lemorpacduyeckue moka3aTesu.

3. [eneruka.

4. KitaccnpukamoHHbIe KPUTEpUH 3a00-
JIeBaHusl.

Bonesnn bexuera (BB) — cucremubrit Bac-
KYJIUT HEU3BECTHOU 3TUOJIOTUU C MYJIBTUOPTAH-
HbIM MOPAXEHUEM.

Psn aBropoB nosarator, uto ripu bb nmeer
MECTO CHUCTEMHOE BOCHaJeHMUE, MPU KOTOPOM
MopaxeHue KOXHU, CIU3UCThIX 000J0YeK, KPYIl-
HbBIX COCYIIOB, YBEUT, HEBPOJOTUYECKUE U KeJTy-
JNIOYHO-KMIIIEYHbIC HapyLIeHUs HaOI0aai0TCs
y OOJIBHBIX B Pa3HBIX coYeTaHUsIX [1].

3aboJieBaHNE U3BECTHO C IPEBHUX BPEMEH.
[TepBoe ero onucaHnue cBI3aHO ¢ UMeHeM [urro-
kpata [2]. Ho ToJbKO CITyCTSI MHOTHE TOABI XYITy-
cu bexuer, mpodeccop nepmMaTOBEHEPOJIOTUHN
CtaMOyJIbCKOTO YHUBEpPCUTeTa, HaOIonast B Te-
yeHue 17 neT Tpoux MmauueHToB, 0ObeAMHUT af-
TO3HBII CTOMATUT, I13Bbl TEHUTATIUIA U YBEUT C T~
MOTMTMOHOM B TPEXCUMITTOMHBIN KoMILIeKC [3].

dnupemuonorus

Bb uMeeT yHUKanbHYIO0 reorpaduyeckyio
pacmpocTpaHeHHOCTh. Yaile Bcero 3abojeBaHue
NMMAarHOCTUPYETCSl B PETrMOHax, Yepe3 KOTOphIe
npoxoaua Benukuii LllenkoBelii myTh: B cTpaHax
CpenuzemHomopbsi, LlentpansHoit u Boctounotii
Asuu [4].

B TabGn. 1 mpencraBieHa pacnpocTpaHeH-
HocTb bb B pa3HbIx peruoHax Mupa. MoxxHO BU-
IieTh, uTo yaile Bcero bb peructpupyercs B Typ-

5. duarHoctuka u nuddepeHInantbHas
JIUATHOCTHUKA.

6. Jleuenne. PexkomeHmanmu
W KOMMEHTapUu K HAM.

EULAR

u, penko B CILIA 1 coBceM He BCTpevaeTcs Ha
laBaiisix.

HekoTopast koppeKiusi JaHHBIX O 4YacTOTe
bb na 100 Teic. HaceneHus: mpuBeaeHa B Oojee
no3auux nyosukauusix: B CLLIA stot nokasarenb
cocraBun 0,38, B Anonun — 0,58, B Typuum —
20—421 [5, 6]. Bo3aMoXHO, Ha 3TH TMOKa3aTejan
MOTJIY TOBJUSTH MUTPALIMOHHBIEC MPOLIECCHI, KO-
TOpPbIE TTPOUCXOST BO BCEM MMpE.

B mocnenHee BpeMsi TOSIBUWIMCH JTaHHBIC
B IMOJIB3y Toro, uro Benukwii LllenkoBbIi TyTh
MOT TIpOJIeTaTh Yepe3 HEKOTOpble pernoHbl Kas-

Ta6nuua 1 PacnpocTpaHenHocTb bb
Ha 100 Tbic. HaceneHms
B Pa3HbIX CTpaHax
Ctpana Yacrora bb Ha 100 Tbic. HaceneHus
Typuus 80-370
Npan 16,67
Kutai 14,0
SinoHus 13,50
Ervner 7,6
[epmaHus 0,55
Benukobputanus 0,50
CLUA 0,12
[aBaiun 0
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Kasza, B yactHocTU [lpukacnuiickyro HU3MeHHOCTb. [loaTsep-
JKIEHUEM 2TOMY, XOTSI 1 KOCBEHHBIM, SIBJISTIOTCST HAIIT HAOJTIO-
JIEHUsI, COIVIACHO KOTOPhIM 13 338 GobHbIX ¢ BB 37% okasa-
nick xutensimu CeBepHoro KaBkasza.

Ha puc. 1. npuBonuM Kapty, Ha KOTOPOI MpeacTaBieH
Benukuii [llenkoBeblit myTh, orudarommii Kacnuiickoe Mope.

Nemorpathuyeckue nokasatenu bb

M3BecTHO, YTO y MOJIOABIX MAllMEHTOB MYXCKOIO MoJjia
Bbb nporekaer 6osee Tskesno. B 6obiiom 0030pe o aeMorpa-
¢uu Bb [4] mokaszaHo, uTO 3a00JieBaHME IMATHOCTUPYETCS
OOBIYHO Ha TPETbeU NeKane >KU3HM, He3aBUCUMO OT 3THMYE-
CKOI TPUHAUIeXKHOCTY TaneHTa. CpeTHUit BO3pacT OOJBHBIX
B nebiote bb konebaercs or 25,6—26,5 roma B apabCKuX cTpa-
Hax, EBpomne, Typuuu o 31,7 roga B BoctouHoit Azun.

YacToTra 10BeHWIbHbIX (opM Bb B pazHbIX MOMYISALUSX
CYIIECTBEHHO pasnuyaetcsd U cocrtaBiseTr 22% B Kopee,
14,1% — B Upane, 7,6% — B Utanuu, 1,5% — B Anonun.

OnucaHbl eMMHUIHBIC CTydyand KaK BO3HMKHOBeHUsI BB
B MepBbIe MECSIIbI KU3HU JeTell, TaK W ee MO3IHero Havaja
(B 72 rona).

Pacnipeneneuue bb B 3aBucuMocTH OT 1oja OOJIbHBIX
KoJiebsieTcsl B pa3HbIX cTpaHax mupa. [1peobiagaHue ee cpenu
MalMEHTOB MYXXCKOTO MoJia HabJ1o1aeTcsl B apabCKuX CTpaHax.
Tak, B Erune cooTHoIIeHME MY>XXUYMH U KEHIIWH (M:X) cOCTa-
BisieT 5,37:1, B Upake — 3:1. B Typuum u fAAnoHun mojoBbie
pazmmuus MeHee 3HauMMbl: 1,03:1 u 1,07:1 cOOTBETCTBEHHO.
[To HamMM JaHHBIM, 3TOT TTOKA3aTe/Ib 3aBUCUT OT STHUUECKOM
MpUHAIIEXKHOCTU: Y XuTejeil JlarecraHa oH paBeH 2,8:1,
B pycckoii koropte ¢ bb — 1:1. IlocienHee 3HaueHue okasza-
JIOCh OJIM3KUM K TakoBoMY B [TopTyranuu, Tie OTHOIIIEHHE MK
pasHo 1,01:1. B Kopee, Haniporus, bb yaiie nuarHoctupyercs
y 3KeHIIWH, 9eM Yy My>xanH (M:x = 0,63:1) [7].

CylecTByeT MHEHME, UTO Y XKEHIIMH 3a00ieBaHue MPO-
TEeKaeT MeHee TSKEJI0, YeM Y IallMeHTOB MYXKCKOro IIoJja.
ITpu aTom yuyenbie u3 TypLnu Mmokasaau, YTO YacThIe PELUIM-
BbI a)TO3HOTO CTOMATHUTA B Havyasie 00JIE3HU MOTYT OBITH Ipe-
MHUKTOPAMU TSKEJIOro TeueHMs y MykunH ¢ bb [8].

lfenetuka

[IpobGiema reHeTHUYECKON MpeapacnosoXeHHoCT K bb
MHTEHCUBHO M3y4aeTcsl Ha MPOTsSKeHuW mocienHux 30 Jer.
AnoHckumu yueHbIMU B 1982 1. Ob1a 0OHapykeHa TecHasl ac-
colManuys Mexay JieiikouutapabsiM antureHom HLA-B51 u bb
[9]. ITo3xe 3TOT (haKT Hallles MOATBEPKAEHUE B MHOTOUMCIICH -
HBIX MCCIENOBAaHUAX B APYIMX CTPaHax, IMO3TOMY CErOIHS
HLA-B51 paccMarpuBaloT Kak YHUBEpPCaJIbHbIM Mapkep 3a00-
neBanus. Ero yacrora npu BB kone6ercs or 50 no 80% B pas-
HBIX 3THUYeCKUX rpynmax. OHa MakcMMaJlbHa B CTpaHax, 4yepe3
KoTophbIe poxoawt Benukuii 111eTKOBBIi Ty Th.

YcranosieHo, uto HLA-B5101 (kak 6osee yacTast cyo-
aJutesIb) ornpenaensercs y 6onbHbIX bb B AAnonun, Ipeunu, Uc-
manuu, Utammu, apadbeckux crpanax. EcTh maHHBIe, yKa3bIBatO-
1ue Ha To, yto yacrora cyorunos HLA-B5101 u HLA-B5108,
npeapacnoararonmx Kk bb reHoB, y maluneHToB ¢ 3TUM 3a00-

Puc. 1. Kapta Benukoro LLienkoBoro nytu (MCTOMHUK: Hayka 1 Xn3Hb
1999; No9 — CTpaHbl 1 HapoAbl)

seBanureM B [epmanum, Typiuu v B APYTUX STHIYECKUX TTOTTY-
JIsiusIx Oblia cxoaHoi [10].

Hamu pesynasratel 1o usydenuio HLA-BS u -BS1
y 6onbHbIX BB mpeacrasiaeHsl B Ta01. 2. OHU MOATBEPKAAIOT
cyuiecTBoBaHue pasznnuuii mo yacrore HLA-BS u -B51 mexny
o6osbHBIMU BB 1 KOHTpONBbHOI BEIOOPKOIA [11].

B nmanbHeimmx wmcciemoBaHMSIX TEHETUYECKOTO MOJH-
Mopdusma ycraHosieHa accoumauus HLA-A26 ¢ BB cpenu
0oJIbHBIX, oTpunaTeabHblx o HLA-B5101 [12]. DtoT (akt
MPOJIEMOHCTPUPOBAH Y MalneHToB B Amonnu, [pernu, TaiiBa-
He, HO He B Mpnannuu, Typumm, rae yactota 3TOTO aHTUTeHa
0Ka3ayiach BBIIIE CPEIU JIUIL KOHTPOJIBHOM IpymIibl. MBI Take
He CMOTIJIM TTOATBEpANTh Hamune acconmanni HLA-A26 ¢ bb
npu o6caenoBaHUU OOJIbHBIX, MPOXUBAIOILINAX HA TEPPUTOPUU
Poccum [11].

WccnenoBanust 1Mo MAeHTU(MUKALIMU FeHa, OTBETCTBEH-
Horo 3a skcrnpeccuio bb, mpomomxkaiorcs u cerognsi. OHu
KpaifHe 3HaYMMBbI He TOJIbKO C HAyYHBIX MO3ULIMIA TOATBEPXKIE-
HUSI WU OTPULIAHMSI TeHeTnueckoil mpuponsl bb, Ho 1 moTo-
My, UTO OTIPEIEJICHHBIN TeHOTUIT MOXET BIUITH Ha XapakTep
KIMHUYECKUX TIPOSIBIICHNH, TsKecTh U ucxon bb.

B monb3y reHetuyeckoi mpeapacnoyioxkeHHocT K bb,
kpome HLA-B51, npuBoasT ciyyau cemeiiHoii arperauuu | 13].
ITpolieHT MOBTOPHBIX ceMeitHbIX ciiyyaeB bb B apabckux crpa-
Hax, U3pawune u Typuuu konebsaetcs ot 2,0 go 18,2, 4To Bbille,
yeM B eBpomneiickux ctpaHax (0—4,5%).

YacToTa MOBTOPHBIX ClTyyaeB 3a00JIeBaHMsI B 1areCTaHCKUX
ceMbsix coctaBmia 20%, B pycckux — 3%. [ocienHee 3HaueHue
0Ka3aJI0Ch COMOCTABUMBIM C 9TUM I0Ka3aTesaeM B AnoHuu.

B 2012 r. Bbimien o630p, rae CyMMHMpPOBaHbI (HaKThl
B IMOJIb3Y TEHETUYECKOM MpeapacnooXeHHOCTH K bb [14]:

1. Teorpaduueckas pacnpocTpaHEeHHOCTb 3a001eBaHUSI OT
Snonun o CpenHero Bocroka u B ctpanax Cpeam3eMHOMOPDSI.

2. DTHUYeCKOoe TPOUCXOXIeHNEe MalneHToB (B bepiune
yactota bb BbIcOKast cpenu IMBaHIIEB U TYPOK M HU3KAsI CPeIu
HEMIIEB).

3. Accommanusi 3aboneBaHus ¢ HLA-B51 (ocobeHHO
¢ cyorunom -B5101).

Ta6nuuya 2 HacToTa pacnpegneneHus aHtureHos HLA-B5 u -B51

cpeau 60nbHbIX BB 1 B KOHTpONE
AHTUrEH bonbHble, n=127 (%) KouTponb, n=513 (%) o p
HLA-B5+B51 82 (64) 105 (20,5) 6,53 <0,0001

Mpumeyanne. OLLl — OTHOLLEHME LUAHCOB.
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4. Accouuanusa bb ¢ apyrumu reHeTMuecKUMM (HakTo-
pamu, BKirouast peruoHbl He-HLA (outside HLA):

» unartepnetikun 10 (UJ110);

» mexxay MJI23R u MJ112RB2;

* XpoMocoMbI 6q25—26, 12p12—13.

5. CewmeiiHas arperauusi.

6. WccnenoBanust Ha OIM3HENAX — BBICOKAs KOHKOP-
JMAHTHOCTb CUMITTOMOB Y MOHO3UTOTHBIX OJIN3HELIOB.

KnaccutukaumoHHole kputepuum bb

ITocraHoBka auarHo3a bb Ha paHHUX cTaausIX TOBOJBHO
CJI0XHA, TIOCKOJbKY CUMIITOMBI 3a00JIeBaHMS, KaK IMPaBUIIO,
pa3BUBaIOTCS Y O0JIBHOTO He omHOBpeMeHHo. K mpumepy, Ta-
KOI BaXKHBII TTPU3HAK, Kak a(pTO3HBIN CTOMATUT, MOXKET B Te-
YeHUe psiaa JIeT OBITh eAMHCTBEHHBIM MposiBIeHneM bb.

JnarHo3 3aboJieBaHUs TOJIKeH YCTaHABIMBATHCS Ha OC-
HOBaHUM AuarHoctudeckux kpurepueB bb. Yaiie Bcero wmc-
TTOJTB3YIOTCSI MeXIyHaponHble kputepun bb, pazpaGoraHHbie
MexayHapoIHOM TpyIoi 1o u3ydyeHuio Oojie3Hu bexuera
(ISBD) [15], u smoHcKue kputepuu nepecmotpa 1987 . [16].

Kputepun ISBD (1990)

PeunauBupytoiiiye s3Bbl B POTOBOI MOJOCTU — MaJlble
uiy 6osbiKe adThl — WIKM TepreTU(MOpMHBIC SI3BOUKHU, PELIU-
IUBUPYIOIIE He MeHee 3 pa3 B TeueHue rona (0OHapyKeHHbIe
BpayoOM WJIM MO CBEJACHMSIM OOJILHOTO; pUC. 2) IUIIOC IBa U3
CJIeYIOIINX MTPU3HAKOB:

* PEIUIUBUPYIOIINE SI3BBI TEHUTATNI — adThI WU pyO-

YUKY (TIPENMYIIECTBEHHO Y MYXIWH; puc. 3);

* TOpaxxeHue Ias:

— TMepenHUiA, 3aHUN YBEUT U KJIETKU B CTEKJIOBUIHOM
Tesie (MPYU UCCIIEI0BAHUY LIEJIeBOM JIAMTION ),

Puc. 2. AdpTa cpefHel BENUYMHBI HA CIU3UCTON
0607104Ke BepXHen ryool y 60nbHon bb

— BaCKYJIUT ceTYaTKH (TTOATBEPXKICHHBIN O TaIbMO-
JIOTOM);

* MopaXkeHUe KOXU:

— y3noBaTasi spuTeMa (OOHApy:KeHHas BpayoM WJIH
B aHaMHe3e; puc. 4),

— TICeBIOGMOUTUKYJIUT W MAMyJIOMyCTYIe3HbIe BbICHI-
naHus (puc. 5),

— aKkHernoaoOHasl Chilb (y IMaluMeHTa B IOCTIyOep-
TaTHOM TEpPUOJIe, HE MOJIyyalollero rioKOKOPTHU -
KOW/IbI);

* MOJIOXXUTEIbHBIN TECT MaTePruu.

Kak BuIHO U3 MpUBEAESHHBIX BhIIIC KPUTEPUEB, B KJac-
cu(UKAIIMNA OTCYTCTBYIOT MPU3HAKU TSKEJIBIX OPTaHHBIX MPO-
SIBJICHWI, HEPEIKO OTPEIeIISIIOIINX IMporHo3 bb.

B sTOoM oTHomeHWM smoHckas kiaccudukauuss bb
MpeACTaBiIsieTcs 0oJjiee TTOJTHOM, TOCKOJBKY B HEil Hapsmy
¢ OOTBITMMU KPUTEPUSIMU TTPOTTMCAHBI MaJIble KPUTEPUU U BBI-
JIeJIeHbI BApUAHTBI 320016 BAaHMSI.

finonckue kputepun bb (1987)

Boabmme npusnaku:

PeunnuBupytonine ahTo3Hble U3bSI3BICHUS HA CU3U-
CTOI1 00010YKe POTOBOIA MOJOCTH.

[MopaxxeHue koxu: y3noBaTtasi 9puTemMa, MOAKOXHBIN
TPOMOOGICOUT, MCeBIOPOTUKYINUT, aKHEITOA00HAas
CBITTb, TUTIEPUYBCTBUTEEHOCTD KOXKMU.

[MopaxkeHue T1a3: UPUNOIUKIIUT, XOPUOPETUHUT, pe-
TUHOYBEUT, 3MU30[ JOCTOBEPHOTO XOPHOPETUHUTA
WY PeTUHOYBEUTA.

* S3BbI FeHUTAJIUIA.

MaJble npU3HAKK:

* ApTput 0e3 nedopMalrii 1 aHKHUJI030B.

Puc. 4. Y3nosaras aputeMa Ha roneHsx y 601bHo-
ro bb

54

Puc. 5. [ManynonyctynesHas cbirnb Ha crnnHe 60Jb-
Horo bb
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* [TopaxxeHnue xenymouHo-kuiiedHoro tpakrta (KKT):
SI3Bbl B WJICOLIEKAJIbHOM OTHEJIE.

* DNMUIUINMUT.

» CocynucTbie HapyIIeHUs.

* [TopaxeHue neHTpasibHOI HepBHOU cucteMbl (LLHC).

Bapuanmu 3a60aesanus

Tloanbiil — yeTbipe OONbIINX KPUTEPUS

Henoanwuii:

— Tpu OOJBILIUX KPUTEPUST, WU

— n1Ba 60JbIIKX + ABA MaJbIX KPUTEPUSI, WIK

— TUTMIMYHOE MOpaXKeHUe a3 + oArH OOJbIION WK 1Ba

MaJIbIX KPUTEPHS.

Beposmmuulii:

— J1Ba OOJIbLIMX KPUTEPUS WU

— OJMH OOJIBIIION + ABa MaJIbIX KPUTEPUSI.

Brinenenue BapuaHToB, Wi TUNOB, bb HallenuBaet Bpa-
Yya Ha HEOOXOIMMOCTb JUIUTEJbHOTO Hab0AeHUS 32 OOJbHBIM
U KOPPEKIMIO JIEYEHUS MPU TTOJTyYEHUU TMOATBEPKACHUS 10C-
TOBEpPHOTo nuarHosa. Kaxmayo u3 atux kiaaccudukauuit cie-
JlyeT paccMaTpuBaTh KaK BaKHbI MHCTPYMEHT, C MOMOILbIO
KOTOPOTO Bpay MOXeT 3anoo3putb bb 1 obecnieynTs nauneH-
Ty 6oJiee clIoXXHOe 0OCeloBaHKe C yYaCTUEeM Pa3IMYHbIX CIie-
LIMAJIUCTOB.

Iuardoctuka v audpepeHumanbHas AMarHocTuka

Cpenu npusHakoB bb mopaxeHue 171a3 — ofiH 13 cCaMbIX
Cephe3HBIX CUMIITOMOB. [JT1a3Hast maToorus Jaiie pa3BuBaeTCst
Ha 2—4-M roy 60JIe3HU, HO MOXKET OBITh U TTEPBBIM €€ TIPOSTB-
JIEHUEM.

B flnoHuu y Kaxmoro TpeTbero 60JbHOTO C YBEUTOM I~
arHoctupyercsd bb. Bricokas yacTora natosiornu ria3 HabJo-
JaeTcs y MalMeHTOB B TypelKoi mnomyssiuuu. CorjaacHo Ha-
LM JTaHHBIM, MopaxkeHue ria3 uMean 54% 6oabHbIX. K 3-My
roay 6osie3Hu y 11% malueHTOB OCTPOTa 3pEHUST CHU3WIAC 10
0,1, y 3% HacTynuia ojHasi oTepsi 3pUTEIbHBIX (DYHKIIMIA.
Psi1 aBTOpOB MOAUEpPKUBAIOT, YTO Yepe3 3 rofa OT MOMEHTA T10-
SIBJICHUSI TIEPBBIX CUMIITOMOB BB y 60bHBIX 0€3 JIeueHusT MO-
JKeT HACTYIUTh CJIeTIOTA.

Cpenu TAllMEHTOB C YBEUTOM YETKO IPOCIIEKUBACTCS
npeobIagaHue UL MYXCKOro rmona (M:x = 4,6:1).

Jlnxopagka 39 °C
Bonu B MblwLax u cycrasax

AdbT03HbI cTOMATUT (60n€ee 3 pa3 B rofg)

$13Bbl reHuTanmin

Tpom603 BEH HMXKHUX KOHEYHOCTEN
OTeKM HKHUX KOHEYHOCTEN

Tpom603 HUXHEI MOS0 BEHbI
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[l olieHKM T71a3Horo rnopaxeHus npu bb B muteparype
HepenKO WCTONIb3yeTcs pa3nuuHas TepMuHoiorus. [Ipemmo-
JKeHa cremyroas Kiaccudukamus [17]:

* [Ipu mepegHeM yBeuTe BOBJIEKAIOTCS paTykKKa 1 LT -
apHoe TeJo.

» [Ipu 3amHeM yBeUTe OTMEYAlOTCSI OYaroBbie HEKPO3bI
CeTYATKM, MAMWITUT U OTEK MaKYyJIbl.

» CoueTaHue TEpeTHEro 1 3aQHero yBeura IUTIoC Mopaxe-
HUE CTEKJIOBUTHOTO TeJla paCCMaTPUBAETCs KaK MaHYBEUT.

OpHOIi U3 TJIaBHBIX MPUYUH CJIETIOTHl IPU aHTUUTE CET-
yaTKM y 001bHbIX BB sBisieTcst mopaxkeHue qucka 3pUTeIbHO-
ro HepBa, ero oTeK wiu arpodus [18].

OpraHHbie nposneHus bb

Tsxensie opranHble mposisieHust bb onpenernsor mpo-
THO3 3a00JIeBaHMUSI.

Cocyducmas namoaozus

Tak Ha3bIBaeMbIil BacKyJio-bexueT accoumupyercst ¢ Ts-
JKEeJIBIM TeYeHUeM 3a00JIeBaHUS U TTOBBIIIEHHBIM PUCKOM Jie-
TaJbHBIX McxomoB. YacTtora «Backyno-bexdera» Bapbupyer
B 3aBUCHMOCTH OT 3THUYECKOIN MPUHAIIEXKHOCTU MAaLMEHTOB,
COCTaBJIsIsl B pa3HbIX cTpaHax ot 6,3% B Anonun (13 Hux 2% —
apTepuanbHble, 5% — BeHo3HbIe) 10 39,4% B Typuuu (aprepu-
anbHble — 11%), BeHosHbie — 38%) [19, 20].

TMopaxaeTcst MpeuMyILECTBEHHO BeHO3HOe pycio (88%),
aprepuaibHOe BoBiekaercs pexe (12%) [21]. Yate Bcero auar-
HOCTUpyeTcst TPOMOO03 IIyOOKUX BeH. BmecTte ¢ TeM TpoMObI 00-
Ppa3yroTcs U B COCYIaX IPYTUX JOKATU3ALWIA: BEPXHEW Y HUXKHET
TTOJTBIX BeHAX, MIEYEHOYHBIX BeHaX ¢ (hOPMUPOBAHUEM CUHIPOMA
Banna—Kwuapu, B BEHO3HBIX CHYCaX TOJIOBHOTO MO3Ta U JIp.

TIpuBoguM ucTopHio 3a00JIeBaHMS TAIlUEHTAa C «BaCKy-
no-bexuyeTom».

Boavnoii 0., 45 nem, scumensv Jlacecmana (asapey). Cxema
ucmopuu 6oaesnu npusedena na puc. 6. Cocyoucmole nposieaenus
3abonesanus nokazauvl Ha puc. 7. Lleemosoe dynaexcroe ckanu-
POBAHUE 8eH HUJICHUX KOHeuHocmell npogedero 22.02.2012 e., no-
JAYUeHO 3aKAloueHue: mpomoo3 NoOKOAeHHOI, NOBePXHOCMHOIL, 00-
weil 6e0peHHOll, HapYICHOU U 00uell N00B300UHbIX 6eH 6 CMadul
Henoarotll pexananuzayuu (D, S). Tpom603 HudicHell noaoii eervl
6 cmaouu o4eHb cAadoll peKaHaru3ayul.
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Puc. 7. CocyaucTble nposiBneHns «Backyno-bexyera» y 6onbHoro 0.
a — BapMKO3HOE PacLUMpeHne BeH GPHOLLHON CTEHKM; 6 — Tpodhuye-

CKNe HapyLUeHUs KOXW roNeHelt; B — LIBETOBOE AYMNIEKCHOE CKaHN-

POBaHME BEH HIDKHUX KOHEYHOCTEN

Jluaenos: BB — peyudusupyrowuii agpmosmwiii cmomamum,
3661 2eHUMAAULL, cocyducmas namonoeus (Mmpomoo3 6eH HUICHUX
KOHeuHOCmell U CUCmeMbl HUJICHel NOA0I 8eHbl 6 cmadu Henoa-
HOUl peKaHaAUu3ayuu, XpoHU1eckas 6eHO3HAsI HeOOCMAMO4YHOCHY),
apmpaneuu, HLA-B51 (+).

JlaHHBII TpUMep WUTIOCTPUPYET Pa3BUTHE TSIKEION CO-
CYIMCTOM MaToJIoruy Ha (poHe HealeKBaTHOM TepaIliH.

ApTepualibHble TPOMOO3bI — elile 00Jiee TSIKEI0e MPOosiB-
nenne BB, ux yacrora kose6nercs or 1 1o 34%. AHeBpu3Mbl
yaiire (GOpMUPYIOTCS B JIETOYHBIX apTePUsIX U aOIOMUHAIbLHOMI
YaCTU aOpThI, HEPEIKO BEIYT K CMepTeIbHOMY ucxonmy [22].

3ameueHo, uto TpomMboaMbouu ipu bb kpaitHe penku.
VYuactre TpombodumIeckux hakTopoB B IIpoiieccax TpoMOo-
obpasoBaHus y 601bHbIX BB He Halo MOATBEPXIEHUS, TTO-
3TOMY I'eHe3 MOCJeIHEr0 OCTaeTCsl HEYTOUYHEHHBIM [23].

MNopaxeHue XeNnyAa0YHO-KUIIEYHOTO TPaKTa

Taxkue otnensl 2KKT, Kak KeaymnoK U ABeHAALATUIIEPCT-
Has kulika, mpu bb nopaxatorcs peaxo. [Ipu si3BeHHOM Mpo-
1iecce B MUIIEBOAE BCJIEACTBUE 330(haruTa MOTYT C(HOPMUPO-
BaThCsI CTEHO3bI U CTPUKTYPbI, YaCTO TPEOYIOLIME ONepaTUBHO-

BHOr0 NOCNEAMNNOMHOr0 o6pa3oBaHus Bpaueil

ro BMelIllaTeIbCTBa. M31100eHHOI TOKaIU3alneil si3B sIBJIsIeT-
Csl TEPMHUHAJIBHBIA OTIEI TOHKOM KMIIKU. YacToTa TakKMx m3-
MeHeHui koneoercst ot 5% B Typiuu 1o 60% B Anonuu [24].
Yare Bcero nopaxkeHue KMIIEYHUKA TTPUXOIUTCS T depeH-
upoBaTh ¢ 60Je3HbI0 KpoHa, HecrenmnduIeckKnM I3BEHHBIM
KOJIUTOM U TJTIOTEHOBOM CEHCUTUBHOM SHTEPOTIaTUEHA.

B Ta6n. 3 npuBoasitcst nuddepeHmaaIbHO-AMarHoCTH -
yeckue npusHaku bb u 6one3nu KpoHa.

Tsxenoe si3BeHHOE MOpaXkeHUe KulleyHuka npu bb Mo-
JKET OCJIOKHUTBCS nepdopaliueil, IepUuTOHUTOM BILIOTb 10 Jie-
TaJbHOTO UCXO/A.

lopaxeHne UEHTPaNbHOW HEPBHOW CUCTEMbI

(«neitpo-bexyer»)

«Heitpo-Bbexuer» — Tsoxenoe mposinenue bb. Cmeprt-
HOCTb TIPY HEBPOJIOTUUECKUX HAPYIIEHUSIX B TeUEHHE TIePBBIX
5 et 6ose3uu gocturaet 11—-20% [25]. baarogapsi coBpeMeH-
HBIM MeTOJaM BU3yaJlu3allii, TaKUM KaK MarHUTHO-Pe30-
HaHcHas ToMorpadust (MPT) rooBHoro mosra ¢ aHruorpapu-
e, yJy4lIuIach TMarHocTuKa «Helpo-bexueTar.

Broinenstior aBe hopMbl HEBPOJOTUUYECKOTO MOPaXKEHUS:

— cocyaucroe BocraseHue LIHC c¢ doxkanbHbIM M

MYJIBTU(OKAJIbHBIM MMapEeHXUMATO3HBIM MOPAXEHUEM,

— M30JIMPOBAaHHBIN TPOMOO3 1epeOpaTbHBIX BEHO3HBIX

CHHYCOB C BHYTPUYEPEITHOM rurepreHsuei [25].

CremyeT IMOAYEPKHYTh PEAKOCTD TTOpakeHUS Tiepudepu-
yecKol HepBHOI cuctemsl ipu BB n oOpatuth BHUMaHMe Ha
HEBPOJIOTUIECKUE OCJIOXHEHUSI, O0YCIOBIIEHHBIE HEWPOTOK-
CUYHOCTBIO IIUKJIOCTIOPUHOB, KOJIXUIIMHA, TATUIOMUIIA.

ApTput

ApTpUT OTHOCUTCSI K MasibiM Tipu3HakamM bb. Yacrora
ero koneonetrcs ot 14% B WUrtamuu no 70% B HOxHoit Kopee.
Ilo HamMM JaHHBIM, YACTOTA CYCTABHBIX MPOSIBACHUI TOCTH-
raet 76%. ITpuBonMM XapakTepuCcTUKy aptputa rpu bb:

* peuuaMBUpYIOIICe TeUCHNUE,
OTCYTCTBHE IeopMaluii,
MOHO- WM OJIUTOAPTUKYIISIPHOE TIOpaXkeHUeE,
CUMMETPUYHBIN I aCUMMETPUIHBIIA,
SPO3UBHBIN aPTPUT BCTPEUYAETCsT PeIKO (KaK OMUCaHKe
cllyyaeB),
HocuteabctBo HLA-BS1,

Ta6nuua 3 OcHoBHble npu3Hakn bb n 6one3Hn KpoHa
MpusHak bb bonesHb Kpona
$13Bbl B POTOBOW M00CTH + +
$13BbI reHUTaNMi + +
lMopaXKeHne KoXu (raHrpeHo3Has nuoaepmuns) + -
MopaxeHue rnas YBeut Nput
HLA-B51 + -
[TopaxeHue CycTaBoB (apTPUT HEIPO3NBHbIIA) + +
CocyamucTas natonorus:
aHeBPU3Mbl + -
OKKJTHO3UI apTepun + -
TPOM603bI + + (peaxo)
MopaxeHue XKT:
— 06L1e CMMNTOMbI (aHOPeKcHs, aucnencus, + +

avapes, 6011 B X1BOTE, B3AYTHE)
KonoHockonusa [24]

nokanu3auus 138

— matorucronorus
MaKpOCKOMNYecKm B

13BbI OKpYrIible, (hoKanbHble (<5)
TepMuUHanbHbIA 0TAEN TOHKOIA KILWIKK
Backynut menkux cocyaos

f13Bbl NIPOJONrOBaTbIE, CErMEHTapHbIE/ AN DY3HbIE
[NofB3a0LHas/ToNCTas KMLLKa
AnNuTENMOUAHAs rpaHynema
«bynbbkHas MocToBas»

56
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* HM3Kasl 4aCcToTa cakpouiuuTa — oT 1,6 mo 5,2% (4aiie
I-II cTenenn),

* PEIKOe COUYeTaHWE C AHKWJIO3MPYIOLIUM CIOHIUIIN-
TOM.

Jlevyenne

OcHoBHas 11eJib (hapMaKoTepamuu — IOCTIKEHUE pe-
MHCCHM WJM YMEHBIICHUE YUClia PEelMIMBOB 3a00JIeBaHMSI.
JleyeHue ocyliecTBsIeTCs peBMATOJOTaMM C MPUBJICYEHUEM
py HEOOXOAUMOCTHU O(TAIbMOJIOTOB, HEBPOJIOTOB, TACTPOIH -
TEPOJIOrOB U APYrUX CIELMaINCTOB.

Pexomennaimu EULAR 1o nedeHuto 601bHbIX BB 06111
onyonrkoBaHbl B 2008 . [26], MO3TOMY HAMU JaHbI KOMMEHTA-
PUM K HEKOTOPHIM M3 HUX C YY€TOM OoJiee MO3THUX MyOIrKa-
A,

1. JIro6oit 60npHOI BB ¢ BocnanuTeIbHBIM MPOLIECCOM
B 3aHUX CEerMeHTax Ila3a JOJDKeH TI0JydaTh: a3aTHUOTIPUH,
rmokokoptukonnsl (I'K) cuctemHo (yposens doxasamenvho-
cmu A/D).

2. [1pu Ts2Kes10M MopakeHUM IJ1a3 CO CHUXKEHUEM OCTPO-
ThI 3peHus 6ojee yeM Ha 2 o mkazie 10/10, win nopaxkeHuem
ceTyaTKM (BacKyJIUT CETYaTKW), WM BOBJICUEHMEM MaKYJIbI:
mukiocrnopuH A (LIcA) nau nHdaMKcuMad B COUETaHUM C a3a-
tuonpuHoM u 'K (yposens dokazameavnocmu C, D). AnbrepHa-
ThBa — UHTepdepoH B couetanum ¢ 'K wim 6e3 Hux. MHTEp-
(depoH 20. He UCMOIb3YeTCS B COYETAHUM C a3aTUOTIPUHOM M3-
3a pYCKa pa3BUTUS MUEIOCYTIPECCHN.

Kommenmapuu. Undnukcumad paccMaTpuBaroT Kak
Tpernapar BeI0opa Mpy peliuauBUpyIoNieM pedpakTepHOM yBe-
uTe U Backyiaute cetyatku. Ha doHe 3TOi Tepamuu GbICTPO
YMEHBIIIAeTCSl BOCIIAJICHWE TJIa3 W TTOBBIIIAETCS OCTPOTa 3pe-
Hus [27]. B ABOIiHOM cJiernoM ucclieqoBaHUM Moka3aHa 3¢ de-
KTUBHOCTb pUTyKcUMaba y 00JbHBIX BB ¢ TskeabiM mopake-
HUEM TJIa3, TOPIMUIHBIM K Tepanuu nHukiaodgochaHoOM, METO-
tpekcatoMm u I'K. ITocie 6 Mec jedyeHUsT JOCTOBEPHO YMEHD-
MIMJICS OTEK CETYATKU M MaKYJIbl, TOBBICWJIACH OCTPOTA 3PEHUS
[28] (yposerv dokazameavhocmu B).

3. I[1pu TpoMOO3e BepXHeii MoJ10it BeHbl, cuHapome bam-
na—Kuapy ncnonb3yrorcest HuKiIoGochaMum 1 myabCc-Tepamnus
K.

* [Ipu BeHO3HOM TPOMOO3€e BeH KOHEYHOCTEI IPUMEHSI-

10T a3aTHOIIPUH.

+ [Ipu aHeBpM3Max JETOYHBIX U MeprudepruIecKux apTe-

puii mokaszaHbl: myiabc-Tepanus 'K, mnukiaodpocdan,
I'K BHYTpb B BLICOKMX J103aX B TeUeHUE 2 JIET ¢ MocJie-
NIYIOIMM TIEPEX0I0OM Ha a3aTHOIPHUH.

Kommenmapuu. [lepBuuHOIl matonoruei, MpUBOASILEH
K BEHO3HOMY TpomM06o3y nipu bb, siBisieTcs BocmajieHue cocy-
IUCTOI cTeHKU. Mcronb3oBaHMe CUCTEMHO MMMYHOCYTIPEC-
CHU yMEHBIIAET BOCITAJICHUE U CHUKACT PUCK ITOBTOPHBIX Be-
HO3HBIX TPOMOO30B U Pa3BUTUS TTOCTTPOMOOMPICOUTUUECKOTO
CUHIIpOMA.

4. oka3arenbcTB 3(PHEKTUBHOCTU aHTUKOATYJISTHTOB,
Jie3arperaHToB U (GUOPUHOIMTUIESCKUX ITPeTriapaToB IMPH IITy00-
KOM BEHO3HOM TpoM003e HET (yposersb dokazamenvrocmu C).

Kommenmapuu. Vicnionb3oBaHMe CUCTEMHON HUMMYHOCY-
MPEeCCUBHOI Tepanuu yMEHbIAeT BOCIaJEeHUE U CHUXKAET
PMCK TIOBTOPHBIX BEHO3HBIX TPOMOO30B, (HOPMUPYIOIIUX
nocTTpoMobodaeouTrueckuii cuHapoM. KoHTponnpyemble uc-
cienoBaHus 1Mo 3G (GEKTUBHOCTA aHTUKOATY/ISTHTOB, Je3arpe-
TaHTOB Y (PUOPUHOIUTUIECCKMX ITPEITapaToB MPH IITyOOKOM Be-
HO3HOM U apTepHaJbHOM TPOMO03ax OTCYTCTBYIOT [29] (ypo-
6eHb dokazamenvHocmu D).
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CrerneHb pUCKa U ycriexa aHTUKOAryJsSIHTHOW Tepanuu
IIMPOKO MUCKYTUPYyeTCs B MuTepatype. CunMraeTcs, 4TO aHTU-
KOATyJISTHTHasl Tepamnusi TOBBIIIAeT PUCK (PaTaTbHOTO TeMO-
dru3za [30].

5. OTCyTCTBYIOT AokasareibcTBa 3(G(MEKTUBHOCTU Ka-
KUX-JTNOO0 METOIOB JICYEHUS JKEeTyJOUHO-KUIIIEUHBIX ITPOSIBIIe-
Huit ipu bb. Jlo xupypruyeckoro BMelaTeJIbcTBa Ha3HAYaloT-
ca: 'K, cynbdacana3ut, a3aTMONpPUH, MHTHOUTOPHLI (haKTopa
Hekpo3sa onyxoiu o (DHO«w) (yposens doxazameavrocmu C).

Kommenmapuu. B pabotax mocjieqHuxX JIET Ha OOJbIINX
Koroprax 6oyibHbIX BB ¢ mopaxeHnuem kuieuHuka 3¢hGeKTUB-
HOCTb MH(MIIMKCMMaba MOATBEPXKACHA KaK KIMHUYECKUMU, TaK
U DHIOCKOTTMYECKUMU TaHHBIMU.

6. Ilpu aprpure Ha3HavaeTCs KOJIXULUH (1—2 Mr/cyr).
KomxuinH B peKOMeHIAIMSIX paccMaTpuBaeTcs Kak 0a3MCHBIM
npenapat. OqHaKo Hepeako 6onbHbIe BB HyXmaloTcst B Ha3Ha-
YEHUSX HECTEPOUTHBIX TIPOTUBOBOCITATTUTEILHBIX TIPEIIapaToB
u 'K BHyTpuUCYyCTaBHO (yposers dokazamenvHocmu A).

7. Ilpu nopaxenuu LIHC (HeT KOHTpOJIUPYEeMBIX UCCIe-
JIOBaHMIA):

— IIpU NApeHXMMATO3HOM TMopaxeHun HaszHavaioT 'K,

uHTEep(EPOH o]

— Ipu aypajibHOM Tpombo3e cuHyca — 'K, azatuomnpuH,
mukinopochamun, nHruoutoper ®HOo (yposensv do-
xkasamenvrocmu C/D).

8. LIcA He mpumeHsieTcsl y 60abHBIX BB Tipy mopaxkeHnu
LHHC, 3a uckimoueHreM TeX CiIydaeB, KOTrJa 3TOro TpeOyeT BHY-
TPUTIa3HOE BOCTIaIeHUe (ypogeHs dokazamenvrocmu C).

9. JleueHre KOXHBIX W CIIM3UCTBIX MTPOSIBJIEHUI 3aBUCUT
OT WX TSIKECTH:

— TPY M30JIMPOBAHHBIX SI3BaX BO PTY WJIM Ha TEHUTATM-

SIX — JloKalibHOe TipuMeHeHune 'K,

— MPH y370BaTOI pUTEME — KOJIXULIMH,

— MPU aKHEMOAOOHBIX BBICHIIAHUIX — KOCMETUYECKUE
CpeacTBa,

— NP PE3UCTEHTHBIX CIyYassx — a3aTUONPUH, NHTepde-
poH o, uaruouropsl PHO« (yposens dokazamenvro-
cmu A/C).

Kommenmapuu. JloxkaibHOE TNpPUMEHEHUE, HANPUMED,

'K paccmarpuBaeTcs Kak JieueHre TIepBO JIMHUY TIPUA U30JTH-
POBaHHBIX sI3BaX BO PTY WM Ha TeHuTanusax. [1py akHemono6-
HBIX BBICBITTAHUSIX MCIIOJB3YIOTCSI KOCMETHYECKHME CpEeICTBa.
KonmxutinHy oTmaercst mpeAarnoYTeHne B CIydasix, Koraa JOMU-
HUPYET y3J0BaTast apuTeMa.

IIporuos

30 ner Hazan H. Yazici, u3BeCTHBIN peBMaTOJIOT, BLICTYIIAsI
Ha eXeroJIHOM 3aceJaHuy bpuTtaHckoro odiecTBa peBMaToJIO-
rOB, COOOLIIII, YTO 32 5-JIeTHUI CPOK HaOMoaeHNsI y 62 mareH-
ToB ¢ BB He ObUIO 3aperucTprpoBaHO HU OJHOTO JIETAJTLHOTO
cayyas [31]. Ha ato P. Wood, BeImarommiicst aHTIMACKII 31U Ie-
MUOJIOT, KOPOTKO 3aMeTHT «Xopoliiast paboTa, HO s 9TOMY He Be-
pto. [1pu 11060M 3ab0J1€BaHNU, €C/T 32 HUM J0JITO HAa0JII01a1o0T,
CMEpPTHOCTh HapacTaeT y JOCTATOYHOTO YHMCIa TTAlUeHTOB». DTH
cJI0Ba okazanuchk npopoueckumu. Crycts 20 JeT B TpOCeKTUB-
HoM HabmoneHuu H. Yazici mokazan, uyto u3 387 6onbHbIX ¢ BB
ymep:io 42 (39 My>KuuH U 3 KeHIIMHBI). [IprnyrmHaMu JieTaabHbIX
HCXOIOB CTaJIM: MOpaxkeHue KPymHbIX cocynoB y 41%, IIHC —
y 12%, cepoua — 12%, noyexk — 10%, neoruasuu —y 10%.

B 3akitoueHue cieayer MONYEPKHYTb, YTO JieueHUeE
OOJIBHBIX — KpaifHe cJIoXKHas 3aada M3-3a MyJIBTHOPTAaHHOTO
nopaxeHus npu bb, ogHako coBpemeHHas Tepamusi T€HHO-
WHXEHEPHBIMU OMOJOTUYECKUMU TperapaTaMy TO3BOJISIET
HaJesIThcs Ha yiydiieHue ucxonos bb.
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Bonpochl ANs CAMOKOHTPONA (BO3MOXHbI HECKONbKO NPaBUiIbHbIX OTBETOB):

pueB bb no cpaBHeHut0 ¢ kputepusimu ISBD (1990)?

A. BoIgesieHbl Majibie KPUTEPUUT
B. Ommcansl Tumel bb
B. O6a oTBeTa BepHbI

2. Kakoii uz HLA-anturenos I kiacca accouuupyercsi ¢ bb?

A. HLA-B27
B. HLA-B26
B. HLA-B51

3. Kakoii oTpe3ok ria3a yaiie Bcero ctpanaet npu bb?
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A. Tepennauit
B. CrexiioBugHOE TENIO
B. 3agnnii

4.

Kaxkue ¢akropbl CriocoOCTBYIOT TPOMOOTUYECKHUM OCJIOX-
HeHusm 1ipu BB?

A. BocrianeHue cocyamcToi CTeHKI

Bb. Hapyuienus B cuctemMe cBEpTbIBAHUS

. [Toka3zaHsl 1 Ipu «Backyso-bexuere» aHTUKOATYJISTHTbI?

A. Jla
Bb. Het
B. MHeHus pacxonsiTcst

. Kakoit otnen XKKT vare BoBiekaercs B mporecc?

A. XKenynoxk
B. [Mumeson
B. Kumeunuk

. Kakwue u3 npemnapaTtoB 00J1a/1a10T HeﬁpOTOKCHQHOCTLIO?

A. Llutocratukn
Bb. LHukinocropuHbl
B. UHTepdepoHbl
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