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CIIMCoOK CoKpalleHun

APP - Accoumanus PesmartosioroB Poccun

bb - 605e3Hb bexueTa

BIIBII - 6a3ucHbie MPOTUBOBOCIIAIMTE/IbHbBIE TTperapaThl
I'BII - reHHO-MHXXeHepHbIe OMOJIOrMuecKye ImpernapaTsl
I'K - NIIOKOKOPTUKOUIBI

IOHK - me30KcHMpUOOHYKIEMHOBAs KMCIOTa

JKKT - kenyIoYHO-KUILIEYHBIA TPAKT

n-®HO-a - uHrMbuTOophl hakTOpa HEKpOo3a ONmyXoan-anbda
NJI - HTepnenkuH

KT - KomnbioTepHast ToMmorpadus

MPT - MarHUTHO-pe30HaHCHasI ToMoTrpadus

MPB - MarHuTHO-pe30HaHCHasi BeHorpadus

MKB 10 — mexxmyHapoaHas knaccudurauys 6onesHeit 10 mepecmorpa
COO3 - cKOpOCTb OCemaHMsI SPUTPOLIUTOB

CMJXX - cIMHHOMO3TOBasI >KUJKOCTb

CPB - C-peakTuBHBII1 6€JIOK

IIHC - nmeHTpanbHast HepBHas cUCTeMa

BDCAF (Behcet’s Disease Current Activity Form) - wuHAeKc
akTUBHOCTU bb

EULAR (European League Against Rheumatism) - EBpomneiickas
aHTUpeBMaTUUYeCKast JTura

ISBD (International Society for Behcet’s Disease) - MexayHapogHoe
Coob61ectBo 110 bb

ISGBD (International Study Group for Behget’s Disease) -
MexxgyHapoaHas rpyrira rno n3ydyeHuio bb



HLA - Human Leukocyte Antigens



TepMMUHBI U oIIpeae/IeHUs

I'mokokopTuronasl (I'K) - cuHTeTHMUYeckne CTepougHble TOPMOHDI,
obsazaroliye eCTeCTBeHHO MTPOTUMBOBOCIIA/IUTEIbHOM aKTMBHOCTBIO.

basucHble npoTuMBOBOCHA/IUTENbHbIe TIpenaparsl (BIIBII) -
MMMYHOCYTIpeCCUMBHbIE JIeKapCTBEHHbIe CpeACTBa, 0Ojamalolye
IIPOTUBOBOCHAIUTEIbHBIM " 60J1e3Hb-MOAVI(PUIIMPYIOIIIM
IeicTBMeM, TOAPAa3OesitloTCsI Ha  cuHTeTuuyeckue  (c-BIIBII),
TapreTHbie cuHTeT4Yeckue (Tc-BIIBIT) u 6uonornyeckue (6-BITBI)

T'eHHO-UMIDKeHepHBbIe Ouosiormueckue mnpenaparsl (TUBII) -
NPUHATBIE B Poccum cuHOHMM Oumosormuecknux BIIBII. I'pymma
JIEKAPCTBEHHBIX  CPEeNCTB, XapaKTepU3YIOIWIUXCS  CeJeKTUBHBIM
IeViCTBMeM Ha OIlpele/ieHHble MeXaHU3Mbl Pa3BUTUS XPOHUYECKOTO
BOCITAJIEHUST U TIPEICTaBIISIIONIAas C060i MOHOK/IOHA/IbHbIE aHTUTENA K
MMMYHOKOMIIETEHTHBIM  KJIETKaM WU  IIPOBOCIIAJIUTEIbHBIM
IUTOKMHAM, TUOpUIHbIe OeJIKOBble MOJIEKY/Ibl, MHIMOMUPYIOIIVe
aKTUBHOCTb LIUTOKMHOB M B3aMMOJEINCTBUE MMMYHOKOMIIETEHTHbBIX
KJIeTOK

Nuaruouropsr ¢dakropa HeKposa omyxoau-aabda (n-OHO-a) -
MCKYCCTBEHHO CHMHTE3MpPOBAaHHbIe MOHOK/JIOHA/IbHbIE aHTUTENA U
rubpuaHbie 6eyiky, 6JOKMPYIOIIe aKTUBHOCTb ITPOBOCIIA/IUTE/IBHOTO
uutokuHa OHO [1].



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenue

bonesur bexyera (bb) - cucTemMHBIM BACKYJIUT HEU3BECTHOM
3TUOJIOTUY, XapPaKTEePUSYIOUUIACS peluaBaMi SI3BEHHOTrO Ipoliecca
B POTOBOV MOJIOCTU U HA TeHUTANUSX, [IOpaKeHUeM IJia3, CyCTaBOB,
kenygoyHo-kuieyHoro Tpakrta (OKKT), meHTpanbHO HepBHOMU
cuctemsbl (IIHC) m gpyrux opraHoB. MiMeeT XpOHUUYECKOe TeueHue C
HelpeacKasyeMbIMu 0boCTpeHMsSIMM U pemuccusvmu  [2].  Tlpwu
OTCYTCTBUM Tepariuu, MOXKeT NMPUBOAUTL K UHBAIUAU3ALUU U YyIPO3e
KU3HU TaliMeHTa. 3abojeBaHue HOCUT MMS TYpPeIKOro JepmaTosiora
Huluci Behget, o6beguuuBiiero B 1937 rogy Tpu cummnroMa (SI3Bbl
pPOTOBOI1 IIOJIOCTM, TE€HUTAJIMMA U TIaTOJOTUI0 IJ1a3) B eOuHOoe
3aboJieBaHMe.

1.2 OTHosmorus U rmaToreHes

TouHast mpuunHa Bb HeM3BecTHA, OHAKO [J1s1 pa3BUTHS 3a00/IeBaHMS
BaXXHO COYETaHMe TeHeTUUYeCKOM Mpenpacrioio)KeHHOCTU U BIUSHUS
dakTopoB OKpyKarouieit cpenbl. Takue ¢dakTOpbl Kak MH@EKLS,
CTpeccoBbIlt (haKTOp, 3arpsi3HeHMe OKpysKaloleir cpeabl MOTYT
BBICTYIIATb TPUITEPAMM ayTOBOCIIAJIUTEIbLHON U ayTOMMMYHHOM
peaxkiyu B OpraHu3Me JIKoJei, HOCUTeeil TeHOB, aCCOLUMUPYIOLIUXCS
¢ bb. BoigengioT dyeTbipe KpUTepus, OOKa3biBawolye TeHeTUYEeCKYI0
rpeapacrnoyioxkeHHOCcTh  BB:  ompeneneHHoe — reorpaduueckoe
pacripocTpaHeHue 60e3HM, CeMeiHYI0 arperaunuio, MoJ0XKUTeIbHYIO
Koppensuuio ¢ I kmaccom cucrembl HLA, a mmenno HLA B5101,
noaumopdu3M TeHOB, KOHTPOJMPYIOIIMX WMMMYHHBII OTBeT. B
HaCTOsIIlee BpeMs BBISIBJIEHO MHOXECTBO TakK Ha3biBaeMbiX He HLA -
reHoB, accouuupyrommuxcas ¢ bb. K HMM OTHOCATCS TeHBbI,
KOAMPYIOIMie CUHTe3 psifga IUTOKUMHOB, (PAKTOPOB POCTa, MOJIEKYI
anresumn. [ns 6onbHbIXx BB xapakTepHbl ABe He3aBUCMMbIE T'PYIIIIbI
MyTallUi B Te€HaX, KOAMPYIOUIMX CUHTE3 IPOTUBOBOCIIAJIUTEILHOTO
UUTOKMHA - uHTepneikuHa-10 (MJI1-10). HegaBHee snureHeTuyeckoe
MccienoBaHMe BbISIBUIIO abeppaHTHOe MeTuiaupoBaHue [THK reHos,
perympymnoIiImnux OUHAMMKY LUTOCKe/eTa, YTO IOATBEpXKAaeT pOJib



anureHeTuku B mnaroreHe3e bBbb. ComiacHO MOCAEOHUM HAYYHbIM
npencraBjieHusIsM bb  gaBisgerca  ayTOaHTUTeH-OIIOCpeLOBAHHBIM
ayTOBOCMAJIUTEIbHbIM 3a00/ieBaHMueM [3, 4].

1.3 nuaemMmuoaorus

3aboneBaHne Haubojee pacIpoCTPaHEHO B CTPaHAX, KOTOpbIE
pacrioyiaraloTcsl BAOAb McTOpuuyeckoro Bemukoro IlenkoBoro myrtu,
rnpoctuparuierocss or Bocrounoit Asun no CpenyzeMHOMOpbS. boree
penko bb BcTtpeuaetrcs B CeBepHoit u KOkHOII AMepuKke, a Takke B
CeBepHoIt EBporie. ITUAeMUOIOrUdecKue MCCIeq0BaHus
IeMOHCTPUPYIOT HaMOOMBIIYI0 paclpOCTPAaHEHHOCTb 00/iIe3HU B
Typunnm (80-370 Ha 100 TbIC.), Mpane u Mpake (70 Ha 100 TbIC.), KnuTae
(14 ua 100 TbIC.), drioHun (11,9 yenosek Ha 100 ThiC. HaceneHus). B
EBporie cpenHsisi BCTpeuaeMOCTb 3aboneBaHusi 2,5 Ha 100 Thicsiu
HaceJIeHus [2, 5]. OMUIEMUOIOT MY CKUX JaHHBIX 0
pacrnpocrpaHeHHoct BB B Poccuyu Het. M3BecTHO, UTO Hambosiee
yacto bbb Bcrpeuvaercs B Poccum cpenu yposkeHiieB CeBepHOTro
KaBkasa.

bb B 2-3 pasa uvaille BCTpeyaeTcs Cpeau MYXUMH B Typuum u
Apabckux cTpaHax, OOHAKO B SMOHMUM M HEKOTOPBIX CTpaHax EBpoOIIbI
KeHIIMHBI 0OJIel0T dallle, yeM MYyXunMHbl. Hamubosmee uyacto BB
neboTUpyeT B Bo3pacte mexxay 20 1 39 romamu, Kak cpeay MYs>KUMH,
TaK U Cpeau >KeHIIVH.

[IporHo3 npu BB uyalile Bcero 6/7aromnpusiTHbINA, OMHAKO OKOMIO 25%
MallMeHTOB C TIOpPaKeHMEM IJIa3 IIPUM  OTCYTCTBUM aJdeKBaTHOI
Tepanuy MMeIOT 3HAaUMTe/IbHOEe CHIKEHME OCTPOThI 3peHMUS.

CmepTtHOCTh pu BB cocraBnsier 9% u, Kak MmpaBuiio, o0ycIOBJIeHa
BoBjieueHneM ITHC m KpymHbIX cocymoB. dakTopaMyu pucka 6ojee
TSDKEJIOTO TeueHMs 3a0ojeBaHMs SIBsSETCS BO3pacT pa3BuTust bb mo
25 net ¥ My3KcKo¥i o [1, 2].

1.4 KonupoBanue 1mo MKb 10

M35.2 - Bone3ub bexuera

1.5 Knaccuduranus




B psime cTpaH BbigensoT BapuaHTsl BB [2]:
I. ITonuwili mun: mpy HAAUUNK 4-X OGOIBIINUX IIPU3HAKOB Y O0JIbHOTO
II. HemmonmHbINM TUIL:

e o 3 60aplINX MPMU3HAKA
o 2 60JbIIMX M 2 MaJIbIX ITPMU3HaKa
O TUIIMYHBIE IVIa3HbIE€ CUMIITOMbBI B cOUeTaHUM C 1 OOJMBIIMUM MU 2
MaJIBIMU TIpU3HAKaMM

I11. BeposiTHBI:

e O TOJBKO 2 OOJBIINX ITPM3HAKA
o 1 6O/IbION 1 2 MaJIbIX MpU3HaAKa

Knaccuduxauyonusie npusHaku BB mpencraBneHbl B IIpuioskeHUn
I'2.

YunuTeiBasg 3HAYMMOCTb HEBPOJIOTMYECKUX PACCTPOMCTB mpu bb
mexayHapogHbiM KoHceHcycom (ICR) B 2014 r. mnpenjoxkeHa
cylenymolas ux kinaccubukamms:

Tabnuya 1. Knaccugukayus Hesposnoeuueckux paccmpoticme npu
oone3nu bexuema [8, 9]

Mopa)xeHue ueHTpasibHOW HEPBHOW CUCTEMbI
MapeHxumaTo3Hoe

e MynbTudokanbHoe/ anddysHoe

e [lopaxeHue cTBOMa Mo3ra

e [lopaxeHne CNWMHHOIO Mo3ra

e [lopaxeHune Mo3xeuka

¢ AcuMMnTOMaTM4yeckoe (HeMoe) nopaxkeHue

e HeBponaTtus 3puUTeNnbHOro Hepea
HenapeHxuMaTo3Hoe
e TpomM603 BEHO3HbIX CUHYCOB FO/IOBHOIO MO3ra: BHyTpMyepenHas rmnepTeH3ns

o AHEBpM3Mbl apTepuit Mo3ra
e AHEBpM3Mbl/ pacC/oeHMe 3KCTpaKpaHUasbHbIX apTepuii

e OCTpbIi MEHUHIEANbHbIN CUHAPOM

MopaxeHune nepudepnyeckon HepBHon cuctemol (cBs3b ¢ BB He onpeaeneHHas)
o [Mepudepnyeckast HeBponaTUs UM MHOXECTBEHHbIE MOHOHOHEBPUTHI

e Mwuonatus uam MMO3UT

CMellaHHOe NapeHXMMaTO3HOoEe N HernapeHXmMMaTo3Hoe rnopaxeHue

e JIlna OLEHKM oOmeii akTuBHOCTM BB pekoMeHI0BaHO
ucrionb3oBaTh MHAEKC BDCAF (Behcet Disease Current Activity
Form), mpemyioskeHHbIii MeskgyHapomgHbiM CoO0OIIeCTBOM  II0



Bonesnu bexuera (International Society for Behcet Disease (ISBD))
[5, 10] (cm. mpunokenue I'l)

VYpoBeHb [IOCTOBEPHOCTM [OKa3aTeJIbCTB - A, YpOBeHb
yoeauTeIbHOCTY peKoMeHaauum — 1

e Jlna ompepeneHusa TsoKecTu bb pekoMeHOOBAaHO MCII0/b30BaTh
KiIaccudukalmio, peajioskeHHyio B pabore Ch.Zouboulis et al. [11]

YpoBeHb JOCTOBEPHOCTM [J0Ka3aTelabCTB - A, ypOBeHb
yoeauTeIbHOCTU pekoMmennun — 1

Hu3skas cmeneHb msxcecmul, TIoApasyMeBaeT HaJinuye y O0JIbHBIX:

e adThl CIU3UCTOIN pTa

® 3BbI TEHUTAIUN

* TUIIMYHbIE KOXXHbIe TIOBpexxaeHusi  (y3joBaTas  3puUTEMa,
T1aIyJIoIyCTyJ/Ie3HbIe BBICBIIIAHMSI, DONTUKYINT,
JIEVIKOLIUTOK/IACTUYECKMUI BaCKYJINUT)

e apTpaIrumn

* peUMIVBUPYIOIIME TOJIOBHbIE 00U

® SIUAUOUMUT

® He3HauuTelbHble CUMIITOMBI CO CTOpPOHBI JKKT (XpoHuueckas
ouapesi, peuauBUpPYIoLINe 60/ B SKUBOTE)

e 00/ B IPYIHOJ KJIETKe IJIEBPaJIbHOTO XapaKkTepa

* TIOBEPXHOCTHbIE BeHO3HbI€ TPOMOO3HI.

CpedHnsaa cmeneHb msxycecmu OIpeIeNseTcss y TexX OOJIbHBIX, B
KJIMHUYECKYIO KaPTUHY KOTOPBIX BXOMIST:

® apTpUT

* TpOMOO3 ITTyOOKMX BEH HMKHMX KOHEUHOCTEM
* TIepedHUII YBEUT

®  KeJTyIOYHO-KUIIIeUHble KPOBOTEYEHMSI.

Taxcenas ¢popma BB BKIIOUaeT:

* 3aHUIT YBEUT, TAHYBEUT, BACKYJIUT CETUATKA

e TpomM0OO03 apTepuit WiV aHEBPU3MbI

e TPOMOO3 KPYITHBIX BeH (HVKHSIS [10JIasl BEHA, TeYeHOUYHAsT BEeHA)

* HEBPOJIOTUYECKME TIPOSIBJIEHUASI (remurmapes,
TICMX09MOIIMOHAIbHbIE PACCTPONCTBA U JIP)

e mnepdopalyio KUIIeYHNKA.



2. IuarHocTuka

1. /luazno3 BB ycmaHasnueaemcsi Ha O0CHO8€ KAACCUDUKAYUOHHBIX
Kpumepueg 3a00/e8aHus, paspabomamHvix  MexdyHapooHOli
epynnoti (ISGBD, 1990) no usyueruio bb [6].

2.1. )KaimoOsl M aHaAaMHe3

u HpI/I C60pe aHaMHe3a /i1 OMarHocTuku bb PEKOMEHO0BaHO
YUNUTBIBATDb CJIEAYIOIIee:

o Hamuume MOBTOPHBIX C/IyyaeB 3a00/e€BaHUS B CEMbSX
O0JIbHBIX (CeMeliHas arperaums);

o Omm3ombl a¢TO3HOrO CcTOMAaTUTa (4acTO C JEeTCKOTO
BO3pacTa);

© DMNM304bl BHE3AMHOI0 YXYAIIEHUS 3PEeHMS, WIU «TyMaH»
riepep, rjaia3zamMu;

o QO6pallleHMs K YPOJIOTY I10 TTIOBOY OTeKa MOILIOHKM;

o PaccrporicTBa cTyna (ouapesi ¢ KpOBbIO);

o Omu3ombl Tpom60dedbuTa B aHaMHe3e, TPerMYyIleCTBEHHO
BeH HIKHUX KOHEYHOCTe (Yalle y UL, MY>KCKOTO I10J1a);

o Hammume B aHaMHe3e KaKUX-JIMOO  I1lepeOpabHbIX
CMMIITOMOB, HaIpUMep, SIMIeNTUOOPMHbBIX ITPUCTYTIOB.

YpoBeHb JOOCTOBEPHOCTM J0Ka3aTelabCTB - A, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanmin — 1

Kommenrapun: Haubonee uacmeie x*anobsl U CUMNIMOMBL,
8blsi8JIeHHble Npu (uukanvHom obcnedosanuu nayueHmos ¢ bb
npuesederul 8 maobnuye 2.

Tabnuya 2. KnuHuueckas xapakmepucmuka 0CHOBHbIX CUMNIMOMO8
oone3nu bexuema [2, 12, 13]

lpu3Hak Xapakrepucrtuka




AgTbI B pOTOBO# M0/10CTH

BctpeyawTtcsi y 97% naumeHToB ¢ bb. Yacro nepsoe wu
yHuBepcasibHoe rnposissieHne bb, peuyuansupyroujee, rno
KpaiHer mepe 3 pa3a B roa.

A@Tbl MOryT 6bITb OAMHOYHBLIMU WM MHOXECTBEHHbIMMU,
60/1€3HEHHbIE, UMEIOT 3aKpyr/1€HHbIE WM 3a0CTPEHHbIE
3pUTEMATO3HbIE  Kpasi MM HaroOMUHAKOT  OTBEPCTUS,
«Bbl/]JaB/IEHHbIE AbIPOKOIOM». A@Tbl MOKPLITbI Cepo-6esbiM
WIn XKenToBaTbiM QubpUHOM (HEKpOTUYECKAs TKaHb). 513Bbl
yaije JIoKaam3yloTcsi B fepeaHux  oTgesax — pOTOBOM
nosocru: cam3ucras ek, ry6, AecHbl, S$3biK. 3aAHSS
JslI0Kanm3aunsi apt MeHee 4actasi — 3T0 MUHAAINHBI, MArkoe
n TBEpaoe Hebo, sI3bIYOK, 3aAHSIS1 CTEHKA IJ10TKH.

Menkne agtel - HabnwgaroTcs 4Yawe or 1 Ao 5 wryk,
pasmepom A0 1cm, r10BEPXHOCTHbIE, cpeaHeu
60/1€3HEHHOCTY, 3axunBarT 6e3 pyb4ynkos B TeueHue 4-14
AHe.

bonbwmne agptel - HabnwAarTCcs pexe, KpyrHble, 6osee
1cM, rnybokmne u o4veHb 60/Ie3HEHHbIE, MOryT B/USATb Ha
MoBCEAHEBHYIO aKTUBHOCTb 60JIbHOro, 3axuBatT 3a 2-6
Hejesb, 0CTaBsAs pyobusbl.

lepnetngopmMHbie agTbl — camble peakue, peunanBupyroT B
BuAE MEeJIKMX MHOIMOYNC/IEHHbLIX <«3epeH», O60/Ie3HEHHbIE,
pasmepom 2-3MM.

S3Bbl reHuTanni

Bctpewawtcs y 60-89% 60sbHbix Bbb. Jlokanu3sywtcs y
MY)XXYMH Ha MOLUOHKE MU [10/I0BOM UJieHe. Y XXEHLUH Ha
60/1blIMX M MasbiX 0/10BbIX rybax, ByJ/ibBe, Bjaraavlle,
wesike MaTtku. O60CTpeHUss 4HacTo BO3HUKAKT repes
MeHCTpyaumen.

S3Bbl CpaBHUMbI C agtamm, HO pas3BuBarTCs pexe - 2-3
pasa B rog. Yawe 6051€3HEHHbIE, pexe - acuMITOMHbIEe. B
60/1bLUNHCTBE c/y4aes oCTaB/ISIoT 6esnbie wn
NMUrMeHTUpoBaHHble  pybunkn. lNepuaHanbHble  53Bbl
BCTpeyawTcsd y 60/bHbIx 060€ero rona, KpyrnHble u
riy6okue.

Y MyXuuH OAHOBpPEMEHHO C $3BaMu [EHUTA/INKI MOXET
pasBUTLCA SNUANAUMUT U KaK C/IeACTBuE ero - becriiogne. B
cusly paszHoobpasnsi KJIMHUYECKMX [1posiB/ieHNi 60/1bHbIE
MOryT A/IMTE/IbHOE BpeMsi HabnoaaTbCs BpadYamu Apyrux
crieunaabHoOCTel (He peBMaTosioramm), YTO HEPEAKO BEAET K
riosaHesn anarHoctuke bb.

KosHble rnoBpexaeHus

Y3noBatas sputema y xeHwmH (6onee yem y 2/3 60/1bHbIX)
JIOKann3yeTcss o  rnepeaHeldi  rnoBepxXHOCTM  HOr, Ha
s04bKKax, Ha Juue, pykax, sroguuax. Wmeetr Buag
BO3BbILIAIOLMXCS  KPACHbIX  Y3€/IKOB  C  [104KOXHOM
uHAypaunen. Y3bl MOryT u3bsI3BJISITbCS, pPa3peLuarTcsl Ha
10-14 A€Hb 6e3 pybueBaHwusi, HO oCTaBJISIlOT
runeprnnrMeHTauUmnIo Mnoce 3axuBJeHUS.

Apyrosi npusHak - peuuanBupyoLmni rnceBao@dONINKYIINT,
nycTynesHble M akHeriogobHasi cbinb (4Yawje Ha CrvHe Yy
MY)X4uH, B oTcyTcTBne [K-Tepanuu), TpomMb6ogdnebur,
6ynnesHbli wnmn HEKPOTU3NPYHOLLMNIA BacKy/nT,
nanbnupyemas nyprypa, raHrpeHo30rnog06Has nmoaepmus.

lNopa>keHne rnas

BbICOKMIT pUCK MMEIOT MOJIOAbIE MY>XUYNHbI U 60/1€€ HU3KNI —
MOXXUIIbIE XKEHLUMHBI.

O6bIYHO MOpaKeHne - ABYCTOPOHHEE, TUMUYEH MaHyBeUT C
peunansamm 060CTPEHUI BOCNaINTE/IbHbIX aTak.

3aaHni  yBeUT WUMEET [1/I0X0N [POrHO3 A5 3PEHUS —
nepnapTepumnt v NepuaebuT C OKK/HO3NBHbLIM BacCKy/INTOM
ceTyaTkyl, PDETUHUT U [OPaXKeHUe CTEeKI0BUAHOro Tena C
remopparvsiMm B HEM, HEBPUT 3PUTE/IbHOrO HepBa,
nepunanuinsipHbiéi ~ OTEK M peako  xopuouaut. 3ITa
CcUMriToMaTrka MOXKET [puBeCcTu K [110Tepe 3peHUda Trpu
HeaaeKkBaTHOM 3ario34a0M JIEYEHUN.

lMepeaHwii yBeuT wuMeeT Aydlnii rporHo3 AJis 3peHus,
BK/IIOYGET  UPUT,  UPUAOUMKINUT,  TUIMNOMUOH,  CKIEPUT,
SMUCKIEPUT, KeparTur, peako KOHBIOHKTUBUT.
lposiBneHusiMn  yBeuta SBASIOTCS  OLYYLUEHMS] <TyMaHa
nepeg rnasamm», 6076 B nepunopbutasnbHoNW obnactu,
@poToobus, cne3oTedeHne, nepuKopHeasibHas rmnepeMms.

BTopun4HblE  OC/IOKHEHMS
rnopaxxkeHus riias

OC/IOXKHEHUSI  yBeuTa: OTEK W JereHepauvs MakyJibl,
Katapakta, 3aAgHue CUHExXuM, rnepupepuyeckue nepesHmne
CUHEexuW, BTOPUYHAS r/1aykoma, AegopMmaums pasyxku u/
uan eé atpogusi, aTpopus CETYaTKU WM 3PUTESIbHOMO
HepBa, 4YaCTUYHasi OKKJ/IO3UsS BEH CETYaTKU, WPUT WU
HeoBackynspulaumss W OTC/IOMKa CeTyaTku, rnapanmy
SKCTPAOKY/ISIPHBIX MbILLL.

Tect nareprim

Metoauka 3akiwoyaeTrcs B creayroweMm: B obaactu
rnpeanaeybs B 4x To4YKax A€NaeTcs YKo CTEPUIbHOM UIJIO0N.
Hepes 24-48 yacoB Ha MecTe yKoJsa BO3HMKAaET rnarysia uau
nycrysaa 4o 2 MM B AnameTpe, ncyesarlyas yepes 3-4 AHS.
3toTr ¢peHomeH - pe3ynbTart Hecrieungpunyeckon
rmneppeaxkTMBHOCTU. EC/iM TeCT MO0XNTEbHbIM, TO OH
UMEET ANArHOCTUYECKOE 3Ha4YeHne, HO ero OTCYyTCTBUE He
ornposepraeTt gnarHo3a bb.




lNopa>keHne cocy0B Backynut natorHoMoHn4eH 418 bb. MoryT nopaxartbcs Kak
BEHO3Hble, TaK W aprepuasibHble COCYAbl. XapaKTepHbl
BEHO3HbIE U apTepuasibHble TPOMb603bl /060K /I0KaAn3aLnu,
4acTo peuuansupyrolmne 6e3 sieyeHus B repBbiv ros rocse
rnosissieHns. BoO3MOXHO  ¢opmupoBaHne  aptepuasibHbiX
aHeBpU3M, KOTOpbl€ YacTto acuMITOMHblI, HO SBJISIOTCS
PpUYNHON S1Ie€TaIbHbIX MCXOAO0B B C/ly4ae pa3pbiBa.

lMopaxeHne XXKT Bctpeyaerca ¢ yacroroit ot 2,8% (B Typummn) Ao 32% (Ha
TauBaHn) n 60% (B SnoHun), accoummpyeTcsi C BbICOKOH
CMepPTHOCTbIO. Hanbosiee yacTble KIMHUYECKNE CUMMTOMbI -
60/1b B XMBOTe, TOLIHOTa, pBOTa, AMaApPes W XXeayAOYHO-
Kule4yHoe KpOBOTEYEHME., Tunu4yHo BOBJIeYEHME
njeoueKkasbHoOro  oTgesie  KULIEeYHUKaE,  XOTS  MOXeT
rnopaxartbcs /10604 y4yacTOK MuLeBapUTE/IbHOro TPakTa.
Bbigensawotr aBa Tuna nopaxeHus XKT npu bb: 1)
HEeUTpOUAbHbLIN  Gnebut, nNpuBoAALUMIA K BOCMaIEHUIO
cmsuctont XKKT v ¢opmupoBaHuio 538 M 2) ropaxeHue
Me3eHTepuasibHbIX apTepusi, B pe3ysibTaTeé KOoTOporo
pa3BMBaETC ULIEMUS N MHPAPKT KULLEYHMKA.

lMopaxxeHne BcTpevaercs 6osee, 4eMm y 0/10BUHbLI nNauneHToB C bb.
cycTaBoB lMposiBnsieTcsa HEe3pO3UBHbIM, HeaepopMupy oM
0/IMroapTPUTOM. Yawe BOBJ/IEKAIOTCS KOJIeHHbIE,
ro/1IeHOCTOrMHbIE, J1y4e3anscTHble CyCTaBbl. Peako

BCTpe4daeTcsa Cakpoujinnt nin 3pO3MBHbIV7 apTpur.

Hesponornyeckne Knaccngpukayms 1 ANarHocTuKa HEBPOJIOrn4eckmnx

rnposiBeHns paccTpovicTs ripu bb rnpeacraB/ieHbl HUXe.

lcuxunyeckmne XpOHuYeckme  pacCTpoyicTBa  TPEBOXHO-AENPECCUBHOIMO

rposiB/IEHNS] crnekTpa (XpoHuyeckasi aenpeccusi (ancrumus),
peKyppeHTHoe AernpeccmsHoe paccTpoiicTso,

reHepasan3oBaHHOE TPEBOXHOE PacCTPOCTBO), CTPECccoBbie
pPaccTpoyicTBa W KOrHUTUBHbIE HapylueHnss (HapyLleHus
namsitTm, BHUMaHus) xapaktepHbl A4/715 30-88% 60/1bHbIx bb.
bunosnsipHoe agpeKTMBHOE pacCTpoyiCTBO, LUN3OPPEHUS U
OCTPbIV MICUX03 A/151 NaUneHToB ¢ bb HexapaKTepHsbl.

MopaxeHue cepaua Bcrpevaetcs peako. MOXET MposBasaTbCS [€PUKapAnTOM,
TPOM6030M MPEACEPANI WM XKENYAOHYKOB, HapyLIEHUSMU
pUTMa, MHGPaPKTOM MUOKaPAA.

lMopaxkeHne nerkux Peankoe nposiBneHne. Yawe cBSI3aHO C  10paxXeHuem
cocysnoB. OCHOBHOE rposiB/IEHUE - reMopTn3, MOXET 6bITb
¢atasibHbIM.

2.2. dDusukajbHOe 00c/IienoBaHue

= PeKOMEeHJOBaHa AMarHoCTUKa HeBpPOJIOIrmyeCKux HaI)YH_IEHI/II‘/JI.

VYpoBeHb [JOCTOBEPHOCTM [OOKa3aTeldbCTB - B, ypoBeHb
yoenuTeTbHOCTY peKoMeHaanuin — 1

KommenTapumn: [Ipu duazHocmuke HE8poOs02U4ecKUx nposieeHull
BB pekomeH008aHO NOMHUMb, YMO:

o cyulecmeyem 08a OCHOBHbIX MUNA NOPAXEHUS HEPBHOI
cucmemsl npu bBB: napeHXumamo3Hslli B80CNANUMENbHBITI
MEHUH203HUepanum u HenapeHXumMamo3Haslili, Ces13aHHblll ¢
gosJieueHuemM C€ocy008, pasauuajuecs no KJAUHUYECKUM,

J1a60pamopHbsIM, Helipo-paouoio2uuecKum,
namogu3uonozuleckum u NpoZHOCMUYECKUM
Xapaxkmepucmukam

o napequmamos’anj mun nopax)eHust xapakmepu3yemcs
noaocmpbuvz passumuem CUMnmomo8 nopaxeHus cmeoJjid



Mo32a ¢/ 6e3 Opyzux nposigneHull, CUHOPOMOM NOPAMHEHUS
noJiywaputi 20106H020 M032d WIU CNUHHO20 M032d, d MAKice
MAaxkumu nposi8eHUSIMU KaK NUPAMUOHAs HeA0CMamouHoCMv,
HapyweHusi nogedeHusl, 20/108Has 060/b, opmanvmonnezust u
HapyuieHue pabomol cipuHkmepos. HenapeHxumamo3Hslii mun
nopaxceHust 00bIUHO NPOABISIEMCS  20/108HOU  00/BI0 U
HApYWeHUsIMU 3peHusl, CBS3aHHbIMU C BHympuuepenHou
2unepmen3ueli Ha GoHe mpombOO3a BEHO3HbIX CUHYCO8
207106H020 Mo032a. OH makxe Moxem nposieasimoecsi Kak
ocmpoe HapyuieHue Mo03208020 Kpo8ooOpawjeHus Ha (oHe
apmepuanpHozo mpombo3a, paspviéa UAU  PAccloeHus
aHespu3Mbl apmeputi, xoms OaHHble U3MEHeHUsl
gcmpeuaiomcsi pedko

o napeHxumamo3Hoe nopaxeHue LIHC npu Bb moxem umems
peuudusupymouiee unu nepeuuHo/ 8MOPUUHO
npozpeccupyioujee meuenue. Henapenxumamo3sHoe
nopayeexue 00blY4HO MOHO(pA3HO, HO MOMEM HOCUMD
peuyudusupyrwuti xapakmep. Bcmpeuaemcsi 00HO8peMEHHOe
NapeHxuMamo3Hoe U HenapeHxXuMamo3Hoe NopaxeHue.

= PeKOMeH[I0BaHO BLINIOJIHEHME TecTa natepruu [8, 9]

YpoBeHb JOCTOBEPHOCTM JoKas3aTelabCTB - D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmii — 1

KommenTapum: Omo npocmoii, Ho HadexcHvlli mapkep Bb. Omom
mecm peKoMeHO08aH npu Nnodo3peHuu Ha HespoJlozuuecKue
paccmpoticmeéa 6 pamkax bbb, nockoivbKy nooxumenbHbsli
pe3yiemam, 0C00eHHO 8 couemaHuu ¢ Opy2umMu CUCMeMHbIMU
nposieneHusmu bb, sHocum cyuiecmeeHHwblll 8Kki1ad 8 JudazHOCMUuKy
Hegposozuueckux nposieneHutl bb. HezamueHwlll mecm namepzuu,
00HAKO, He UCKIouaem HegpoJio2uieckux nposieeHuti bb.

e Hejipodusmonornueckue TeCcTbl He PEKOMEHIYIOTCS K
IIPUMEHEeHUIO TIPU HeBPOJIOTUUYeCKuX nposiBiaeHusx bb. [8, 9]

YpoBeHb JOOCTOBEPHOCTM JoOKas3aTelabCTB - D, ypoBeHb
yoeauTeTIbHOCTU PEKOMEeHAAIMIA — 2

KommenTapum: OHuU Mozym Obimb UCNONB308AHbI MOJILKO NPU
nodo3peHuU HA nopaxceHue nepugepuueckux Hepeos U
3pumenibHo20 Heped. bBeccumnmomHbie Helipogu3suonozuuecKue
pe3yibmamsl UMeom COMHUMENbHYI0 KAUHUYECKYI0 3HAYUMOCMb.



Heobxodumo usbezamo JduazHocmuku He8pPOoJI02UUECKUX
paccmpolicmé 8 pamkax BB moabko Ha O0CHOB8aHUU OaHHbBIX
beccuMnmoMHbIX Helipou3uoiozuuecKux mecmos.

2.3.JlabopaTopHas AMarHoCTUKa

e PekoMeHII0BaHO YUUTBIBATD, 4yTo crienpuyecKux
nabopaTOpHBIX MapKepoB [js AuarHoctuku BB He
cylecTByeT. Y yacTu 60/JIbHBIX HAOMIOgaeTCss aHeMUsI CpegHel
TSDKECTU U HeNTpPODUIbHBIN JeiiKouuTo3. B akTuBHYIO (daszy
607e3HM TIOBBIIIAIOTCS YPOBHM OCTpodasoBbix 6OenkoB (C-
peakTuBHbII 0enoK, HeonTepuH), CO3, peBMaTOUIHbIN
daxrtop, al-aHTUTPUTICUH, 0.2-MaKPOIJIOOYIMH U 1p. [2].

VYpoBeHb [JOCTOBEPHOCTM [JOKa3aTelbCTB - D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmit — 1

= PexomenpmoBaHo ompenenenue HLA B5(51) anTureHa Bcem
naiyeHTaM C Tomo3peHMeM Ha BB, Tak kKak oTMeuaeTcs
acconaiust BB ¢ nmosutuBHocThio o HLA B5(51) anTureny B
HEKOTOPBIX 3THUYECKUX rpyrmnax. He ormMeueHo accouyamnmu
no3utuBHOCTY 1o HLA B5(51) 1 KakKMMM-TMO0 KIMHUUECKUMU
MIPOSIBJIEHUSIMU U TsiKecTbio BB. [To3utuBHOCTH 110 HLA B5(51)
He SBJISIeTCSI IMarHoCTuyeckum kpurepuem bb [1, 2].

VYpoBeHb [OCTOBEPHOCTM [JOKa3aTelbCTB - D, ypoBeHb
yoeauTeTIbHOCTU peKoMeHaanmii — 1

e PexomeHIOBaHO oOlpene/ieHKe HecrnenudUIeckKux MapKepoB
BocriasieHus - CO3, CPb, mpoBocCnaamuTeNbHbIX ILIMTOKUHOB,
KOTOpble MOTYT OBITb IIOBBIIIEHbI IPY HEBPOJIOTUUECKOM
nopaxkeuuu pu bb. [laHHbIe MapKepbl HE MMEKT 3HaYeHUs
npu audbdepeHIManbHOX AMATHOCTUKE HEBPOIOTUYECKUX
nposiBineHum bb[8§, 9]

YpoBeHb [OJOCTOBEPHOCTM [AoOKasaTeabCTB - (C, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmii — 1

e PekoMeHII0BaHO MucCCaedOBaHMe CIMHOMO3IOBOM >XUIKOCTU
(CM)X) npum BB ¢ mnomo3peHnMeM Ha HeBpOJIOrnMYecKue
paccrpoiictsa. [8, 9]

YpoBeHb [JOCTOBEPHOCTM [JoKa3aTeldbCcTB - C, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmin — 1



KoMmmeHnTapum: Omo uccnedogaHue HOCUM BCNOMO2AMEsIbHbll
xapaxkmep, 0CO0E€HHO 0J11 UCKIOUEHUS! UH(pEKUUOHHO020 NOPaMHeHUs
LIHC. IlapeHxumamo3Hoe HespoJjio2uueckoe nopayceHue npu bb
00bluHO  accoyuupyemcs ¢ naeoyumodom  CMPK  (nubo
Helimpo@uibHbIM, 1UO0 NUMPOUUMAPHBIM, HO pedko doxodum 00
KapmuHol, XapakmepHoli 07151 6akmepuanbHo20 MeHUHauma,) u/ uiu
nossiuieHuem Oenka. ONU2OKNOHANbHAS CEeKpeyus, Kak npasuo,
omcymcmaeyem. IlonHocmsio HopmanvHas CMJK He uckawuaem
HespoJlo2uuecKue paccmpoiicmea 8 pamkax bBb.
Henapenxumamo3Hoe hopaxeHue xapakmepusyemcsi moJibkKo
nosviuieruem oaseHusi CMK. ITosviwieHHblll yposeHs UJI-6 8 CMDK
- uHdukamop mekyuwleli —akmueHocmu 3abo/esaHus  npu
HegpoJlozuueckux paccmpoticmeax 6 pamkax bb, 00biuHO 8
couemaHuu ¢ ygeauueHuem yposHeti opyzux cocmasasrowux CM>K. B
mo epems, KAk peKoMeHOyemcsi UCnoJb308amb KOHUEHMpauuro
HJI-6 8 CMJK 0ns MoHumopuHza meueHusi 3a60/1e8aHus, 0COOEHHO
moezda, kozda Opyzue e6ochanumenvHble KomnoHeHmosl CMJK He
U3MEHEHbl, NPUMEHEeHUe 3Mmo20 nokasamens 01 MOHUMOPUH2A
mepanesmuuecko2o omeema mpebyem oanvHeliuux ucciedo8aHutl.
Ponv usmenenuti 6 CMJ)K Ona npozHo3a u MOHUMOPUPOBAHUS
HeepoJlozuueckux paccmpoticme npu BB mpebyem OJanvHetiuiux
uccnedo8aHulti

2.4. UHCTpyMeHTa/IbHAaA JUAarHOCTUKaA

= PeKOMEHJI0BAaHO MpU TMOAO3PEeHUM Ha M[OopakeHue TI1a3 y
naiyeHta ¢ BB obciemoBanme 'y odTambmosiora  C
OMOMMKPOCKOIIMEN (MCCIegoBaHMeM C IIOMOIIBIO IeIeBOi
JIaMIIbl) ¥ 0(pTaIbMOCKOITMEN (MCCIef0BaHMEM IVIa3HOIO THA)

YpoBeHb JOOCTOBEPHOCTM JO0Ka3aTelabCTB - A, ypOBEHb
yoeauTeIbHOCTU peKoMeHaanmin — 1

= peKoMeHJ0BaHO TMpu  T[OAO03peHuMu Ha  TpombO3
nepudepuyeckux CcocymoB y mnamueHTta ¢ BB mpoBemeHue
yJIbTPa3BYKOBOI Aormieporpaduu JaHHbBIX COCYIOB

YpoBeHb [OOCTOBEPHOCTM J0Ka3aTelabCTB - A, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanmin — 1

e PexomeHO0OBaHO IIpoBeeHne KT Win MPT C
KOHTPACTMPOBAHMEM IIPU IOMO3PEHMM HAa TPOMOO3 COCYHOB
JIETKUX WY OPIOIIHOM ITOJIOCTH Y TalyeHTa ¢ bb



VYpoBeHb [OCTOBEPHOCTM [OOKa3aTeJbCTB - A, YpOBeHb
yoeauTeTIbHOCTU peKoMeHaanmit — 1

e PekoMeH0BaHO BbIMO/JIHEHME 330()aroracTpoayoie HOCKOIIMM/
KOJIOHOCKOTIMM Tipu mnopospeHun Ha rnopakeHue XXKT B
pamkax bb

VYpoBeHb [OOCTOBEPHOCTM [0Ka3aTeabCTB - A, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanmii — 1

e bBuoricust HepBHOJ TKAHM MHOTAA MOXET ObITh ITOJIE3HOM [IJIS
IVAarHOCTUKM HEBPOJIOrMUEeCKUX paccTpoiicTs nipu bB, HO oHa
He PeKOMeHIyeTCs KaK YacCTh AUarHoCTUUYeCcKoro rmpoikecca. [8,
9

YpoBeHb JOCTOBEPHOCTM JoKas3aTelabCTB - D, ypoBeHb
yoeauTeIbHOCTU PEKOMEeHAAMin — 2

KommenTapunu: Tak Kkak Ouoncus 671s1emcs UHBA3UBHOI
npouedypoii, pekomeHdo8aHO npubezamv K Heli MOJbKO moz0a,
Kozda Opyzue OudazHoCmuueckue B803MOMCHOCIMU  UCHEPNAHBI,
0C00EHHO NPU 0NYX071€8UOHBIX NPOSIBEHUSIX.

e PexomeHIyeTCsI MarHMTHO-pe3oHaHcHas1 Tomorpadus (MPT)
MUCCIenoBaHMe C KOHTPACTHBIM VYCUJIEHMEM U MarHuUTHO-
pesoHaHcHasi BeHorpadus (MPB) mnpu momospeHuMM Ha
HeBpoJIorMyecKue paccrpoycrsa Iipu bb. I3To mo3Bosser
BBISIBUTb TUIIMYHbIE M3MEHEHUS IMPU OCTPOM/ IOLOCTPOM
MMapeHXMMATO3HOM IIOPAXKeHUM WU IIOATBEPAUTH TPOMOO3
BEHO3HBIX CMHYCOB TrosoBHOro mo3ra. MPT npaHHbie
MMO3BOJISIIOT nuddepeHIIPOBATh HeBPOJIOrMYeCcKye
pacctpoiicTsa nmpu bb OT Apyrux BOCIIaJIUTENIbHBIX TOpasKeHU
LIHC. [8, 9]

YpoBeHb [JOCTOBEPHOCTM [AoOKasaTelbCTB - (C, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmin — 1

2.5. InddepernnmanbHast IMarHOCTUKA

e PexkomeHmoBaHO auddepeHiuposaTb BB co cienyomyumu
3a00/IeBaHUSIMM U COCTOSIHMSIMM: TreprieTuueckas u BUY
MH@eKuM, Iy3bIpuyaTKa, KepaTtomepmusi, Sweet-CMHIPOM,
peakTUBHBIIN apTpuT, 6o0ne3Hb KpoHa, Hecnenudbuueckui
SI3BEHHBIN  KOJIUT, CapKOWMAO3, y3JoBaTasg  3puUTeMa



(acconmmpyemMast C Opyrumu 3a001eBaHUSIMM),
remMaTojioruyyeckie 3abojeBaHMsI, PACCeSTHHBIN  CKJIepo3,
MH@EKIMOHHbI MEHMHTO3HIIeIOMMENT.

YpoBeHb JOOCTOBEPHOCTM [0Ka3aTelabCTB - A, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanmii — 1

e PexoMeHIOBAHO BK/IIOUAThb HEBPOJOTMYECKME PacCTPOiiCTBa
npu BB B muddepeHinaabHyi0 AMArHOCTUKY PacCesSHHOTO
CKJIepo3a, OCTPOTO HapyllleHMsI MO3TOBOT'O KPOBOOOpaIeHus y
MOJIOZIBIX, a TaKkKe Yy TIIallMEeHTOB C BHYTPUUYEPEITHO
TUIlepTEeH3Mel, MEHMHTOSHIeGaaIUTOM U MUETTUTOM.

YpoBeHb [JOCTOBEPHOCTM [JOKasaTeJbCTB - B, ypoBeHb
yoenuTeIbHOCTY peKoMeHaanuin — 1

KommenTapumu: Hegposiozuueckue paccmpoticmea npu bb MoxcHO
Jdugpeperyuposamos om 8vliienpugedeHHbIX COCMOSIHULL C NOMOUIBIO
KOMOUHAUUU KJAUHUYECKUX XApakmepucmuk, napakauHuuecKux
HesposioZuUecKUX OAHHbIX 8 couemdaHuu ¢ Opy2umu CUCMeMHbIMU
NposiéJeHUIMU.



3. Jleuenue

e Jleuenme bbb pekoOMeHIOBAaHO IPOBOAUTH HA IIPOTSKEHUM BCeu
KM3HM TIallM€HTa, OCHOBY €ro COCTaBjseT MeaVKaMeHTO3Has
MMMYHOCYITPECCUMBHAS Teparusl.

e VpoBeHb [JOCTOBEPHOCTU [J0OKasaTeJdbCTB - A, ypOBeHb
yoeauTeIbHOCTU peKoOMeHaanmin — 1

KommenTapumn: [lens eueHust - docmudxeHue cmouKkoll KAUHU4ecKol
pemuccuu uau (arpmepHamueHas ueyiv) KaKk MUHUMYM CMOUKO HU3KOU
akmueHocmu  6o]e3HU, umo  obecneuugaem  CcmMadUAU3AYUIO
(PYHKUYUOHAIbHBIX 803MOXCHOCMEL nayueHma, COXpaHeHue Kauecmea
HCU3HU U MPYyOOCNOCOOHOCMU.

IIpu nopaxceHuu 2nas:

e PekoMeHJIOBaHO Kaxkgomy OonbHOMY BB ¢ BocCHanuTe/lbHbIM
IIPOLIeCCOM B 3aJHMUX CErMEHTax I/la3 Ha3HauaTbh a3aTUOIIPUH™*
u mrokokopturocrepousl (I'KC) cucremuo [14].

VYpoBeHb [OOCTOBEpPHOCTM [OoKasareiabcTBa C, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanumn 1

e PeKOMEHJIOBAHO TIpU W3O0JMPOBAHHOM IIepeJHEM YBeUTe Y
MaleHTOB, MMEWNMX IIJIOXO0J IPOTHO3 (MOJOAble MY>KUMHbI)
TaKKe Ha3HauaTb MMMYHOCYIIPeCCAHThbl CUCTEMHO

YpoBeHb [OOCTOBEpPHOCTM [OoKasareiabcTBa C, ypoBeHb
yoeauTeIbHOCTU PeKOMeHAanmumn 2

e [Ipu TSOKEIOM TOPaskeHUM I71a3 CO CHMKEeHUEM OCTPOThI 3peHUs
oonee, yeM Ha 2 cTpoku mo mKade 10/10 wiM MmopaxkeHUU
ceTyaTKM (BAaCKyJIUT CETYATKU WM BOBJIEUEHME MAaKYJIbI)
PEeKOMEHI0OBAaHO Ha3HAYeHue:

e [IuknocnopmuHa™* (2-5mMr/Kr/cyT.) [14-16]

VpoBeHb [JOCTOBEPHOCTM J[dOKasaTenbcTBa C, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanumn 1

e Uudnukcumabda™* + asatnonpmuaa** v I'KC [14-16]

VpoBeHb [JOCTOBEPHOCTM JoOKasaTelbcTBa C, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanum 1



* Kak ajibTepHaTuBa - uHTephepoH-o™** ¢/ 6e3 I'KC [14-16]

VpoBeHb [dOCTOBEPHOCTM JoOKasarTeabcTBa C, ypOBeHb
yoeauTeIbHOCTU peKOMeHaanmum 2

KommeHTapumu. CoznacHo  pekomeHOayussm — AMEPUKAHCKO020
Obwecmea no Yseumam (American Uveitis Society) u-®HO-a
(ungpnuxkcumabd u adanumymad) OOJNHCHbL UCNONB30BAMbBC NpuU
obocmpenuu yseuma y 0onbHbix BB Kak npenapamsl nepeozo u
8Mopozo  psda, Nno380AKUUE UCNONB308aMb  0Oosiee  HU3KUe
a¢ppexmuenvie do3vl IK [15]

e UurpaButpeanbHoe BBemeHue ['KC Kak [JoroiHeHMe K
CUCTEMHOM  TepanmuyM  pPEeKOMEHAOBAaHO  IMalMeHTaM  C
OLHOCTOPOHHUM YBEUTOM.

VpoBeHb [JOCTOBEPHOCTM JoOKasaTelbcTBa C, ypOBeHb
yoeauTeIbHOCTU PeKOMeHaanmum 2

e [Ilpy octpoMm TpombO3e TIAyOOKMX BeH PeKOMEeHI0BaHbI
MMMyHocynpeccuBHble  mpenapatel  (IKC, asaTuornpuu™*,
1yukaopochamua™ i HuKIoCHopuH A**) [14, 16]

VpoBeHb [OCTOBEPHOCTM [JdOKa3aTejlabcTBa D, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanum 1

e TIpu pedpakTepHbIX BEHO3HBIX TPOMOO3ax pPeKOMEHIO0BAHO
Ha3HayeHue wuHruburopos ®HO-o 6e3 mam B coOYeTaHUM C
AHTUKOATYISIHTAMM (€CIM PUCK KPOBOTEUEHMS Y IallMeHTa
HU3KUIT M UCKIIOUEHbl  COITYTCTBYIOIIME apTepyuaibHbIe
aHEeBPU3MBI)

VpoBeHb [OCTOBEPHOCTM [OKa3aTelbCcTBa D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanum 1

e JIys1 mevyeHus apTepnaJbHbIX aHEBPM3M pPeKOMEHI0BAHDbI:

- BbicOkMe no3bl 'K B codvetanum c umkiaopochammumom™* mpu
aHeBpM3MaxX aopThl, JIETOUHBIX apTepuii u mnepudbepuIecKux
aprTepun

- uHrn6mTOpsl ®HO-0 TPy pedpaKTEPHBIX CITyUasIX

- 9M6OJ'II/138.L[I/IFI apTepMﬁ IIp1 BBICOKOM PpHUCKe KpPOBOTE€UeHMI
npearnouyTuTe/IbHee XMpyprmyeCKoro mcCeuyeHms aHEBPIM3MbI



- TIpU yTpO3e XKU3HU PEKOMEHIO0BAHO XUPYpruuyeckoe JjieyeHue u
CTEHTMPOBAHMeE apTepuin

VpoBeHb [IOCTOBEPHOCTM [dOKa3aTelabcTBa D, ypoBeHb
yoeauTeIbHOCTY PEKOMEeHAAINN 2

e PekoMeHII0BaHO MPMMEHEHEe aHTUKOATY/ISIHTOB, Je3arperaHToB
M GUOPMHOMUTUYECKMX TIpernapaToB MpPU IITYOOKOM BEHO3HOM
TpoMO03e MM apTepuabHbIX MOBPeXAeHUSIX Tpy Bb.

VpoBeHb [IOCTOBEpPHOCTM JiOKa3aTejlbCcTBa D, ypoBeHb
yoeauTeIbHOCTY PEKOMEeHAAINN 2

KommeHTapumn: dokazamenbcme 8 OmMHouwleHuu 3¢pgekmusHocmu
aHmukoazynsHmos,  desazpezaHmo8 U (UOPUHOAUMUUECKUX
npenapamos npu 2s1y60KoM 8eHO3HOM mpom0O03e uiu apmepuanbHbix
nospexcdenusx npu bb He cywecmeayem.

e JlopaxkeHue XenygOYHO-KUIIEUHOr0 TPAaKTa 40 XUPYPruuecKoro
BMellaTelbCTBa (MCKIKUEHUe - SKCTPeHHble XUPypruyeckue
BMellaTelbCTBa npu nepdopanuu, KUILIEYHOMN
HeIIPOXOAMMOCTH,  JKeNyLOUYHO-KUIIEYHOM  KPOBOTEUEHUN)
pekomeHayeTcsa Ha3HavyaTh 'KC B coueTanuu c:

o Cynbacanasuu ** (2-4 r/cyT)

o AzaTuonpuH**

o MwuxodeHonara moderma™*

o Wuruburoper ®HOa (MHDAMKCMMaO**,  amammmymad™*,
3TaHepuent™*)

o Takponmumyc**[13, 14, 16]

VpoBeHb [IOCTOBEPHOCTM JIOKa3aTelbCcTBa D, ypoBeHb
yoeauTeIbHOCTY PEKOMEeHAAINN 2

o IIpu BOB/IeUEHMM B ITATOJIOTUYECKMII ITPOLIECC CYCTABOB:

o VY GonpliMHCTBA 60/bHBIX BB apTpuT KynupyeTcs Ha3zHaueHUeM
KOJIXUIIMHA 1-2 Mr/cyT

o PekoMeHIOBaHbI a3aTUONPUH, MHTePHEPOH-0 UM MHTUOUTOPDI
®HOa y mnamueHTOB C PEeKYPPEeHTHbIM WM XPOHUUYECKUM
apTpPUTOM

VpoBeHb [OCTOBEPHOCTM [JOKa3aTeJIbCTBA A, YpOBeHb
yoeauTeIbHOCTH peKoMeHaanum 1

o [Ipu napenxumato3HoM rnopaxkenuu LIHC:



o Jlns OCTpOTro/ TIOJIOCTPOTO TapeHXMaTO3HOTO
HEeBpPOJIOTUYECKOro IopaxkeHusi npu bb pekomeHpoBaHO
KypCoBoOe JleueHue I'K, IIpeyMyleCTBEeHHO MeTUI-
MpeaHN30JI0HOM BHYTPUBEHHO KalleJIbHO B TedeHue 3-10 gHeli ¢
MOC/IeAYIOIMM TIepexX0q0oM Ha MOAdepsKUBaloIye TepopabHble
no3bl ['K B TeueHne HeCKOIbKUX MecsLeB (Io 6 Mecsies) [10-12;
16].

o PekomMeHOOBaHO HasHaueHue DIIBII 1mpm 3HaUUTEIbHOM
rnapeHxumaTo3Hom nopaxkeHnu LIHC B 3aBUCUMOCTH OT TSI’KeCTU
rnopakeHusi, orera Ha ['K, mnpempiaymiux HEBPOIOTUMYIECKUX
CMMIITOMOB, T€UEHMS U IPYIMX CUCTEMHBIX posiByieHuit bb. [10-
12, 16].

o AsatuonpuH** pexkomeHmoBaH Kak BIIBII mepBoii AMHUM; Kak
aJbTepHaTMBA paccMaTpMBaIOTCI MuKodeHomata ModeTma™™,
MeToTpekcaT™* u uukinodochamma™*. [10-12, 16].

o Hasnauenme TUBII, Bkmouas u-®HO-o (MHPAMKCHMAO™™,
aganuMmymao™™, sTaHepLenT™*), nJI-1 (aHaKMHpA,
KaHakuHymab), WJI-6 (Toumnmsymad™*) wam wuHTepdepoH-a,
pPEeKOMEHI0BAHO, ecin rpernaparbl TepBOit JIMHUU
Hed(pPeKTUBHBI MM He TIepPeHOCSTCS, WM, Koraa 00j1e3Hb 4acTo
obocTpsieTcs 178)0/1 IIpPOTeKaeT C arpecCUBHbIMU
HEBPOJIOTMYECKUMU WU OPYTUMU CUCTEMHBIMU MIPOSIBJIEHUSIMMA.
[10-12, 16].

o HasHayaTb HUKJIOCIIOpUH** mnpu BB pekoMeHOZOBAaHO C
OCTOPOXKHOCTBIO, TaK KaK MOTeHLMaJbHO 3TOT IIpernapar
accouumpyercsi ¢ HEBPOJIOTrMYEeCKUMMU OCJIOKHEHUSIMMU.
HasHaueHMsI IIMKIOCHOPMHA™ ciiemyeT u3beraTh naiyeHTam bb
C HEeBPOJOTrMYEeCKMMM pacCTpoiicTBaMM B aHaMHese. [lpu
TOSIBJIEHMM Y TIaliMeHTOB ¢ Bb HeBpo/sorMueckux CUMIITOMOB,
MPEeITIOI0XKUTETbHO CBSI3aHHBIX C TapeHXMaTO3HbIM
nopaskenuem ITHC, uukiocrnopuH AomkeH ObITh oTMeHeH. [10-
12, 16].

o PexkomeHI0BaHO paHHee Ha3HaueHue BIIBII, korma BbISBISIETCS
OOVH WIM HECKOJbKO ITPOTHOCTMUYECKM HeO6JIarompusiTHbIX
daxkropos. [10-12, 16].

VYpoBeHb [JOCTOBEpHOCTM JOKasaTeilbCcTBa D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanmum 1

KoMMmeHTapum: nioxoe npozHocmuueckoe 3HaueHue npu BB umewom
nopax ceHue CmMeoada mo32a Uau Mueionamus, uacmsie 060CmpeHusl,
paHHee  npozpeccuposaHue u  niaeoyumo3 8 CMXX npu
NAapeHXumMamo3HoM NoparceHull.



o [Ipu HenapeHxumMaTo3HOM nopaxeHuu ITHC:

© TIpM OCTPOM/ TIOAOCTPOM TpoMOO3€e BEHO3HBIX CHUHYCOB
rOJIOBHOT'O MO3ra peKOMeHZOBaHO ucronb3oBaTth 'K [10-12;
16].

o pekoMeHAOBaHO Ha3HaueHue BIIBII, ocobeHHO B Ci1yyae
TTOBTOPHBIX TPOMOO30B BEHO3HBIX CMHYCOB I'OJIOBHOTO MO3Ta,
BbICOKOV  aKTMBHOCTM bBb wiu 1npu couyetaHuu C
rnapeHxmMaTo3HbIM nopaxkeuuem [HTHC. [10-12, 16].

VpoBeHb [OCTOBEPHOCTM [JdOKa3aTejlabcTBa D, ypOBeHb
yoeauTeIbHOCTU peKoMeHaanumn 1

KomMmeHTapum: Hem ybedumenvHulX 00KA3AMENbCME NONb3bl UNU
gpeda  Npu  UCNONB308AHUU  AHMUKOAYNSIHMOB,  KOMOopble
CMAaHoapmHo HA3HAUAmMcs npu MpomoOo3e 8eHO3HbIX CUHYCO8 Opy2oli
amuonozuu. Ecnu anmukoazynssHmol Ha3HA4armcs, Hy#H0 NOMHUMb
0 803MOMCHbIX aHespusmax apmeputi. [10-12, 16].

o JledeHMe KOXHBIX UM CAMU3UCTBIX IPOSBAEHUI 3aBUCUT OT UX
TsKecTu [14, 16]
o Ilpy u30MMPOBAHHBIX $3Bax BO PTY WIM HA TEHUTAIUSIX
peKoMeHA0BaHO JoKaabHOoe TTpuMeHeHMe ['KC
o Ilpu peunauBupyiomem acpTO3HOM CTOMATUTE, OCOOEHHO B
coueTaHMM C VY3JIOBATOM BSPUTEMON U/ WIU SA3BaMU Ha
TeHUTAINSIX peKoMeHg0BaH KoaxuimH
o IIpu Mamy/JomycTy/Je3HbIX U/ WIN aKHeNOJOOHbIX BbICHITAHMUSIX
peKOMeHA0BaHbl MECTHbIE ¥/ UM CUCTEMHbIE KOCMETUYECKIUE
CpenCTBa, UCIOb3YIONIMeCs IIpY JieueHUU acne vulgaris
o [Ipu pe3ucTeHTHbBIX CJIy4assX peKOMeH0BaHbI
o o AsatuonpuH™*
o WHutepdepoH-0**
o Muruburopst ®PHOa
o AmnpemMmiact (mepopaibHbIi MMMYHO/IeITpeCcCcaHT,
OTHOCSIINICSI K  MaJIbIM  MOJeKyJaM, MHIUMOUTOP
dochoamuacrepassbl 4)

o [Ipu g3Bax KOXM rojieHei, CBI3aHHbIX C XPOHMYECKO BeHO3HOM
HEeLOCTaTOYHOCTbIO ¥/ WIM OKKII3UPYIOLIEeM [OpakeHUu
apTepuil HUOKHUX KOHEUYHOCTelN pPeKOMEeHAO0BaHAa KOHCY/IbTAlMs
IlepMaToJiora U COCyAUCTOro Xupypra

VpoBeHb [JOCTOBEPHOCTM [dOKasaTedbcTBa C, YypoBeHb
yoeauTeIbHOCTH peKoMeHaauum 1



4. PeaOunuranms

PeabunuraioHHble Meponpustusi mpu BB He paspaboraHbl 1 He
TIPOBOJSITCSI.



5. IIpodpuaaxkruka

e JlepBuunas mnpodumnaktuka BB He paspaboraHa. Cremyer
peKoMeHJ0BaTh MalyeHTam u3beratb (GakTOpOB, KOTOpble MOTYT
MpOBOLMPOBATh  00OCTpeHMe  60je3HM  (MHTePKYppPEHTHbIE
MHeKIIUM, CTpecc, TpaBMbl U JIp.), OTKA3aThCsI OT KypeHus.

VpoBeHb [OCTOBEPHOCTM [JOKasaTeabcTBa D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanumn 1

e PekOMeHI0BaHbl CKPMHMHIOBbIE MEPONPUATUS B LeAIX paHHeun
IuarHocTuku BB cpemy nui ¢ penuauBUPYIOIIMM adTO3HBIM
CTOMATUTOM, Y KOTOPBIX WMMEETCSI PUCK Pa3BUTUS TaHHOTO
3abosieBaHus (Haauume BB y poncTBeHHMKOB MEpPBOi CTeIleHU
POLCTBA WJIN [IP.).

VpoBeHb [OCTOBEPHOCTM [OKasaTejlbCcTBa D, ypoBeHb
yoeauTeIbHOCTU peKoMeHaanumn 1

e PekoMeHI0BaHO AyiCIIaHCEpHOe HaboaeHNe malueHToB ¢ Bb.

KommeHTapuu. OHO nodpa3ymesaem pezyJsipHble KOHCYJIbmauuu
nayueHmos ¢ YCMAaHO8NeHHbIM OuazHo3om BB pesmamonozom u
opyzumu cneyuanucmamu (opmanvmonozom, HEe8poJI020M,
0epmMamosio2om, 2acmpo3HmMeposozom u 0p.) C Ueavld KOHMpOoss
a¢ppexmusHocmu U nepeHOCUMOCMU HA3HAUEHHLIX Npenapamos u
onpedeneHus Heobxodumocmu 6 Koppekyuu mepanuu. Cpoku
JucChaHcepHvlX 8U3UMO8 YCMAHABIUBAIOMCA UHOUBUOYANbHO, 8
3asucumocmu om Xxapaxkmepa 608J1eUeHHOCMU O0p2aH08, cmeneHu
msiecmu Bb u xapakmepa HasHaueHHoOU mepanuu. Ilepesili nocne
obocmpeHusi BB ambynamopHblii 8u3um K 8pauy 00xMceH cOCMOsiMuCs
uepe3 1-3 mecsaua, npu HU3KOU akmusHocmu 3abonesamus u xopouleti
nepeHocumMocmu JjieueHust nocaedyroujue 8usumost O00JHCHbL OblMb
3anaaHuposaHvl pas 6 6-12 mecsues.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

CBemeHuss o0 BIUSIHUM OepemMeHHOCTM Ha BB ¥ Haobopor
HEeMHOTOYMCIEeHHbl M, BO MHOIOM, MpPOTUBOpPeUYMBLI. CyIIeCcTBYIOT
yKa3aHus, UYTO B OOHMX CJIy4asXx OepeMeHHOCTb IPUBOIUT K
oboctpenuio BB [17], B Apyrux, HAalIpOTUB, MPOCIEKEHO YyaydllleHue
CMMIITOMOB 3a0oseBaHuss BO BpeMsi OepemeHHocTM [17, 18].
OTMeueHO, UTO PUCK Pa3BUTUSI OCIOKHEHMT 6epeMeHHOCTU U POIOB
Bblllle y skeHIIMH ¢ BB 1 Tpom60o3amu B aHaMmHe3e [17]. EcTb gaHHbIe
00 oboctpenunu BB B 3-M TpumecTpe 6epeMeHHOCTU TOJbKO Y TeX
KEHIIMH, KTO MMeJ Oojie3HeHHble sS3Bbl reHuTanuit [19]. B To xke
BpeMsI B psifie paboT He OTMeueHOo HM BiaustHus BB Ha ucxopn recraumn,
HU 6epeMeHHOCTM — Ha TeueHue BB [20].



Kpurepumn orieHKM KayecTBa
MeIUIIVMTHCKOM IOMOIIM

Kputepuun kayecTtsa

YpoBeHb
AOCTOBEPHOCTU
AOKa3aTeNnbCTB

YpoBeHb
ybeantenbHoCcTHN
pekoMeHaaumin

BbIMOSIHEH OCMOTP Bpa4YoOM-peBMATONIONOM He
nosgHee 2 4acoB OT MOMEHTa MOCTYMNeHus B
cTauunoHap

BbinonHeH obwmin (KIMHNYECKMN) aHanms3 KpoBu
pasBepHyTbii He no3aHee 24 4acoB OT
NOCTYNJIEHNS B CTaLMoOHap

BbinonHeH  6uoxuMuyeckui
obueTepaneBTUYECKN
(anaHnHaMuHoTpaHcdepasa,
acnapTataMuHoTpaHcdepasa, ramma-
rnyTamuntTpaHcnentungasa, ounmpybuH, obwumin
6enok, anbbyMuH, AKOKO3a@, KPeaTUHUH,
MOYEBMHA, MOYeBas KMUCOTa) He no3gHee 24
4acoB OT NOCTYMN/IEHUSA B CTauuoHap

aHanus KpoBU

BbinonHeHo
6enka B KpoBu

nccrnegoBaHme C-peakTMBHOIo

BbinonHeH obwunii aHanu3 Mo4n He nosgHee 24
4acoB OT MOCTYMJIEHMSA B CTaLUMOHap

BbimonHeHa ynbTpasBykoBas Aonnneporpadus
COCyAOB MpW MOAO3PEHMM HA TpoMBO3 He
nosgHee 24 4acoB OT MOMEHTa BO3HWMKHOBEHWS
noaospeHus

BbinonHeH OCMOTp BpayoM o0dTanbMOMIOrOM U
npoBeaeHbI odTanbMockonus n/mnm
6UOMMKpPOCKONMS rnasHoro npwm
NnoJ03peHnM Ha NopaxxeHue rnas

AHa

BbINO/IHEH OCMOTP BpPayoOM-HEBPOSIOrOM W/ UK
BPauOM-NCMXMATPOM  MpU  MOLO3PEHMM  Ha
Hepo-ncMxnyeckne NposiBeHns 6onesHu

BbinonHeHa MarHUTHO-pe30oHaHcHas
ToMorpadus nnu MarHWTHO-pe30HaHCHas
BEHOrpausa rosloBHOro 1/ Wan CAMHHOro Mo3ra
npuv NoAO3peHnn Ha nopaxeHue LIHC

10

BbinonHeHa KOMMbloTEpHas TOoMorpadus
rpyaHOn KNeTkn u/ unm 6pLWHOM MNOoA0CTU C
BBeAEHMEM KOHTpacTa npu MOAO3PEHUM Ha
Tpom603 cocyaoB nnu apTepwanbHble
aHeBpU3MbI

11

BbinonHeHa 330daroracrpogyogeHockonus  u/
WAW  KOMOHOCKOMWA  MNpW  NOAO3PEHUM  HA
sA3BeHHoe nopaxeHue XKT

12

MpoBeaeHa Tepanus raoKoKopTMKoMaamMu u/
WA MMMYHOCYMpeccaHTaMu B COOTBETCTBMM C
KIMHUYECKMMU pEKOMEHZAUNSaMU He Mno3gHee 7
AHEell OT MOMEeHTa NOCTaHOBKM AuarHosa/
MOCTYN/IEHUSA B CTaLMOHap

13

DocturHyto 50% cHuMxXeHne oblien akTUBHOCTU
3aboneBaHus n ynydweHune oblero CoOCTosHUSA
3400pOBbS MauMeHTa K MOMEHTY BbINUCKU U3
CTauunoHapa
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PenienszenTtnl: akagemuk PAH, npod. E.JI. HacoHoB, A.M.H., mipod.
Banabanosa P.M.

IIpodeccuoHabHBIE OpraHM3arumn: O6mepoccuiicKast
ob1IecTBeHHAasI OpraHmusains «Accoumalys peBMaTojaoros Poccum»

KoHIUKT MHTEpecoB: aBTOP, 3KCIIEPThI U pPElLieH3eHThl He MMeIn
KOHQIMUKTA VHTEPEeCOB Ipu pas3paboTke KJIMHUYEeCKUX
peKoOMeHaluIiA.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBast aynuTOpus JAaHHBIX KIMHUYECKUX peKOMeHallnii

e Bpaunu-peBMaTojIOTH;

e Bpauy 001Ieli MPaKTUKA;

* BpauM-TepareBThl;

e Bpaun-odTaaIbMOJIOTH;

* BpaulM-HEBPOJIOTH;

* BpauM-IICUXUATPDI;

® BpauyM-CTOMATOJIOTH;

® BpauM-TaCTPOIHTEPOJIOTH;

® BpauM-KOJIOIPOKTOJIOTH;

® BpauM-IepMaTOBEHEPOJIOTH;
* BpauM-aKyllepbl-TMHEKOIOIH;
* BpauM-CepaeuyHO-COCYANCTbIe XUPYPTHU .

MeTonosiorus:

MeToapbl, VICIIOJIb30BaHHbIE IJIst coopa/ ceJIeKIUu
JIOKa3aTe/JIbCTB:

ITIOMCK B 3JIEKTPOHHBbIX 6a3ax OJaHHDbIX.

OmucaHnme MeETOHOB, MCIIOJb30BAaHHBIX [JisI  cOOpa/cenekinn
IOKa3aTeIbCTB:

moKasaTejbHOV 0a30it Ijsg peKoMeHIaluii SIBASIOTCS MyGIMKaluu,
Boienie B KoKpaHOBCKyI0 616/1MOTeKy, 6a3bl maHHbIX EMBASE n
MEDLINE.

METO,Z[I:I, HUCIIO/Ib30OBaHHBIE€ [1JI1 OII€HKM KadeCTBa M CHJIbI
AJO0Ka3aTeJIbCTB:

e KOHCeHCYC 3KCIepToB;
e O1eHKa JOCTOBEPHOCTY B COOTBETCTBUM C YPOBHSIMM (Tabimiia 5).

JloCTOBEPHOCTD YUIOBHO pa3mesisioT Ha YeThipe ypoBHS: A, B, Cu D.

Ta6mmia 5. YpOBHM JOCTOBEPHOCTH JOKa3aTeJIbCTB



YPOBHU AOCTOBEPHOCTH OnucaHue

A Bbicokas
OOCTOBEPHOCTb

OcHoBaHa Ha 3aKNK4YeHnax CNCTEMATUYECKUNX O630pOB.
CucrtemaTnyeckum o630p noay4dyarwT nyTteMm CUCTEMHOro nowucCKa
AaHHbIX W3 BCeX 0ﬂy6ﬂVIKOBaHHbIX KNMUHNYECKNX VICI'IbITaHVIVI,
KpMTM‘-IeCKOﬁ OUEHKM WX KayectBa M 0606weHnn pe3ynbTaToB
MEeTOoAO0M MeTaaHan3a

B YMepeHHas
AOCTOBEPHOCTb

OcHoBaHa Ha pe3ynbTaTax MNo MeHbLUeN
HEe3aBUCUMbIX pPaHAOMU3NPOBAHHbIX
KIIMHUYECKUX UCMNbITaHWUI

Mepe HeCcKOSbKUX
KOHTPOJIMPYEMbIX

C OrpaHnyeHHas
AOCTOBEPHOCTb

OcHoBaHa Ha pe3ynbTaTax MO MeHblen Mepe OAHOro
KIIMHNYECKOr0 WCMbITaHWUS, He YAOBNETBOPAKOLWEro KpUTeEpUsM
KayecTBa, Hanpumep, 6e3 paHaoMU3aLmn

D HeonpeneneHHas
[OCTOBEPHOCTb

YTBEpXAeHME OCHOBaHO Ha MHEHWW 3SKCMNepToB
3KCMNepToB); KIMHUYECKME UCCeA0BaHUS OTCYTCTBYOT

(koHCeHcyc

e OreHKa CUJIbl peKOMeHJalui1 (yKadaHa Kak ypoBeHb 1, 2 U «HeT

rpanaunm») COCTaBJIeHa B COOTBETCTBMM C KIMHMNUYECKMMU
pexomenpauysimu KDIGO (Tabnuiia 6)
Ta6muia 6. OnieHKa CUJIbl peKOMeH A it
YpoBeHb OueHka pekoMeHAaUun
CO CTOPOHbI NALMEHTOB CO CTOPOHbI Bpaya AanbHenwee
HanpasfieHne
MCMOMb30BaHMUs
YpoBeHb 1 [Mopasnaiowee Mopasnsawowemy PekomeHzauus  MOXeT
«2KcnepTol 60NbLWNHCTBO 60nbLWNHCTBY CBOUX 6bITb npuHaTa B
peKoMeHaYyT» nauveHToB, nauveHToB Bpad 6yaer KayecTtse cTaHaapTa
OKa3aBLluMxcs B peKkoMeHAoBaTb Aencremns
noao6Hom cuTyauum, cnepoBaTb UMEHHO MeAMLMHCKOro
npeanoynu 6bl 3TUM NyTeM nepcoHana B
cneposaTb 60nblWNHCTBE
pekoMeHAyeMbIM MyTeM KIIMHUYECKUX CUTyauuni
M nuwb  Hebonblias
4YacTb M3 HUX OTBEpran
6bl 3TOT NyTb
YpoBeHb 2 Bbonblias 4yacTb ansa pasHbIX PekoMeHgauum,
«2KCnepTbl nawuMeHToB, naumeHToB cneapyet BEpPOSATHO, NoTpebytoT
nonarawT» OKa3aBLUNXCS B noabupatb pasnuyHbie obcyxaeHus C
noao6Hom cuTyaumu, BapuWaHThbI yyacTtuem BCEX
BblCKasanucb 6bl 3a TO, pekoMeHaauunmn, 3anHTEpPEeCcoBaHHbIX
4YTOObI cnenosaTb noaxoasiline  MMEHHO CTOPOH A0 MPUHATUSA KX
pekoMeHAYyeMbIM MyTeM, MM, Kaxxaomy B KavecTse
OfHaKO 3HauuTenbHas naumeHTy Heobxoamma KJIMHUYECKOro
yacTtb oTBeprna 6bl 3TOT nomowb B Bbibope u cTaHaapTa
nyTb NPUHATUN  pEeLUEeHMnS,
KOTOpOe 6ynet
COOTBETCTBOBaTb
LeHHOCTSAM "
npeanoYTeHnsSM
[AHHOro nauueHTa
«Het [aHHbIV ypOBEHb MPUMEHSAETCS B TEX C/ly4asix, Koraa B OCHOBY pekoMeHAauum
rpagaumvm>» yKknaablBaeTcs 34paBbli  CMbICT  WMCCneAoBaTens-3KcnepTa WAM, Korga
(Hr) obcyxaaemass TemMa He [OMNyckaeT ajdekBaTHOro MpUMMEHEHUs CUCTeMbl
[0Ka3aTeNbCTB, UCMOJb3YEMbIX B K/IMHUYECKOWN MpaKTuke.
METOILBI, HUCITIOJIB30BAHHBbIC OJIsI aHAIN3a JOKAa3aTeJIbCTB.
e (O0630pbI OITYOJMKOBAHHBIX METa-aHaA/IN30B;
e Cucremarmnueckue 0630pr C Ta6J'II/IL[aMI/I JOKa3aTe/JIbCTB.
MeToppml, HUCIIO/Ib30BaHHbIE OJis dopmynupoBaHusa
peKOMeHalMii:

KoHceHCcyc 3KCriepToB.



MupukaTopsl gobpokavyecTBeHHOM mpakTuky (Good Practice Points —
GPPs):

PekoMmeHayemasi oOOpoKadyecTBEHHAsl IIpakKTMKa 0OasupyeTcs Ha
KJIMHMYECKOM OITbITe UJieHOB paboueit TpyIIbl MO pa3paboTKe
peKoOMeHOaluIiA.

JDKOHOMMYECKUN aHaIN3:

AHanmmM3  CTOMMOCTM He TMPOBOOWICS M  MyOonuMKanmum 110
(hapmMaKO3KOHOMMKE He aHa/IM3UPOBAJINUCh.

MeToa Bajinausaumuy peKOMeHaalmin:

e BHemHsIs 5KCIIepTHAs OIleHKa;
e BHyTpeHHsS SKCIIepTHasI OLIeHKa.

Onmcanne MeToaa BaJIUIAN3AIUM PEKOMEHIAIIIA:

Hacrosmue pekoMeHganun B rpeaBapUTEeIbHOM Bepcun
pelieH3MPOBaHbI HE3aBUCUMbBIMMU 3KCIIEPTAMMU.

KommeHTapuu, mojiyueHHble OT 3KCIIEPTOB, CUCTEeMaTU3MPOBAHLI U
0o0Ccy>kmeHbl ujeHamMu pabodeii Tpymmbl. BHOCKMBIE B pes3yibTaTe
3TOTO M3MEHEeHMUSI B peKOMEeHIAluM PerucTpupoBaiuchb. Eciu ke
M3MEeHeHUs] He ObUIM BHECeHbI, TO 3aperMcTpPMUpPOBaAHbI MHPUUMHBI
OTKa3a OT BHECeHMSI U3MEeHEeHUIA.

KOHCYJIbTaI_U/I}I U IKCIIEPTHAasA OIICHKA.

[IpenBapuTenbHas Bepcusl Obljla BbICTaBJeHA [Jis OOCYXIeHMsI Ha
caite ®I'BHY «HayuyHO-uccieqoBaTe/lbCKUA MHCTUTYT MMeHU B.A.
HacoHoBoVi» AJis1 TOro, 4ToObI JMIla, HE yJacTBYIOIIMe B pa3paboTke
peKoOMeHaluii, WMeau BO3MOXHOCTb IIPUHSTH  yd4yacTue B
00CY>KIIeHMM Y COBEPIIIEHCTBOBAHUM PeKOMEeHIaliA.

Pa6ouas rpymnmna:

JIJIs OKOHYATENIbHOM pemaKuyy M KOHTPOJIS KauecTBa peKOMeHIallun
TTOBTOPHO MpPOaHaaM3MPOBaHbl WieHaMy paboyeii TPyMIibl.

ITopssmoK 0OHOBJIEHMS KIVMHUYECKUX PeKOMEeH Al

O6HOBJ/IEHME KIMHUYECKUX pEKOMeH,ILaI_U/Iﬁ IJIaHUPYETCA IIPOBOAUTD
B 3aBUCMMOCTM OT HaKOIZIEHNMSd HOBBIX [OJdHHBIX O MeTO4aX
OUArHOCTUKM UM JIEUEeHUU BaGOﬂeBaHI/IH, HYTéM COI'IaCOBaHMA



BHOCMMBIX W3MEHEHUI TPYIIIOi SKCOepPTOB U IOCAedyHIero
yTBEPXXIEHMS WieHaMM paboueli IPyIIIibl He peske OMHOTO pa3a B JBa
roga.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

1. ITopsimoKk  OKasaHMS MEOUIIMHCKOM romomu 1o Ilpukasy
MuHucrepcTrBa 3apaBooxpaHeHust Poccuiickoii ®@epepanym ot 12
Host6pst 2012 1. N2 900H «O6 yTBepskmeHuyu Ilopsimka OKasaHMSI
MEeIUILIMHCKOV ITOMOIIM B3pPOCJIOMY HaceJleHUI0 T0 TPOGUIIo
"peBmMaTonorug " »

2. Ctanpgapt MeguuMHCKON momoluu 10 IIpukasy MwuHMUCTEpCcTBa
3apaBooxpaHeHust Poccuiickoii @emepanym ot 9 HossOpst 2012 1. N2
7950 "O6 yTBepKIOEeHUM CTaHgapTa TepPBUYHON  MeOUKO-
CaHMTAPHO! TIOMOIIM TIPU  Y3€JKOBOM IIOMapTEpUNTe U
POLICTBEHHBIX COCTOSIHUSIX, IpyTux HEKPOTU3UPYIOLIUX
BACKYJ/IOIATUSIX " Apyrux CUCTEMHBIX TOpakeHUSIX
coeJUHUTEIbHOM TKaHU"

3. Kputepunu OlLleHKM KadyecTBa MEIMIIMHCKONM IIOMOIIM, COIJIAaCHO
«[Ipukazy Mwun3sgpaBa Poccuu ot 15.07.2016 N 5200 "O6
YTBEPXKOEHUM KpPUTEpPUeB OLeHKM KauecTBa MeOULIVHCKOM
IIoMoIm"



IIpuinoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

[LunHamnyeckoe
HaﬁﬂlﬂAEHHe W |j-HET
obcnefoaque

[OwnarHos

Mogo3peHue Ha
BB

KnaccughurkaLmoHHble
KpuTepun bb

[LononuutensHoe
oficneoBaxve

AnarHos
YCTaHOBNeH?

HaaHnauenue MKC unn
WMMYHOfENpPeccaHToB

OATBEPKAEH?,

HeT

l

Nevenve no
npodmnio

na

[AvcnaHcepHoe
HabnwaeHve

Koppexuus

Tepanimn

Tepanua
BesonacHa?

na




ITpunoskenue B. Undopmanmsa niasa
IanyieHTOB

YuuTbiBasi XpOHMUYECKOe TeueHue bb, jiedeHue maljyeHTOB OOJIKHO
IIPOBOAUTHCS ITOCTOSTHHO, B OOJIBIIMHCTBE CTy4aeB, MOXKM3HEHHO. [IJis
OOCTVDKEeHMSI HauIydlllero pes3yabTaTa JeueHUsI U JOCTVKeHMUS
peMmuccuu Bb He gomyckaeTCs CaMOCTOSITe/IbHAsI, HE COrJTaCOBAHHAS C
JleyalM BpadyoM, KOpPpeKUMs M OTMeHa Ha3HAUYeHHbIX BpPavyoM
IperapaToB. BU3UT K Bpauy AO/KEH COBEPIIATHCS IIPM 000CTpEeHUMU
BB Kak MOXXHO OBICTpee, a TakKke B IVIAHOBOM ITOpSIKe IJISI OLIeHKU
3(pPeKTMBHOCTM ¥ IEePEeHOCHMMOCTM Tepamnuu Kaxkabie 1-3 mecsiia B
TIepBbIi Tof, mocjiie 000CTpeHMsT U Aajee pa3 B 6-12 MecsiieB Iipu
OTCYTCTBUM 000OCTPEHMSI.



IIpunoskenue I.

IIpunoxenue I'l. llIKasia oneHKu

aKTMBHOCTHU 00jie3Hu bexuera -
BDCAF

(BDCAF - Behcet Disease Current Activity Form).

Hara: ®.1.0.:
ITom: M/ K

IleHTp:
Ten.: IlaTa pox.:

CrpaHa:
WccnepoBaTesib: Anpec:

[Ipu mopcyeTe MHAEKCA YUUTHIBAIOTCS CUMMIITOMBI, OTHOCSIIMECS IO
MHEHMIO Bpaua K IposiBieHusIM 60sie3HM bexueTa 1 MpUCYTCTBYIOIIME
y naiueHTa He MeHee 4 HeJleJlb K MOMEHTY OCMOTpa.

IIpencraB/ieHye NanyeHTa 00 aKTUBHOCTU 00JIe3HM
(3apariTe mauMeHTy CJIeOYIOIINIT BOIIPOC:)

"Ilymasi To/JIbKO IIpo Barry 6one3Hb BexueTa BbiOepuTe BbIpaskeHUe
JuIa, KOTOpoe oTpaskaeT Balile caMOUyBCTBME B TeueHMe MOCAeIHUX 4
HeJesnb'

TonmoBHast 00/ib, SAAI3BBI HA CAM3UCTOM PTa, SI3BbI T€HUTAJINIM,
IMMopa’keHue KOXM, CYCTAaBOB M JKe/IYA0YHO-KMIIEeUHOI'0 TpaKTa

CripocuTe malyeHTa M 3all0JIHUTE COOTBETCTBYIOIIME STUEIIKN:
"3a nocaegHue 4 Hepgenu umenu av Bei?"

(TIoskasyicTa, 3aroJIHUTE OOHY SIYelKy Ha CTPOKe)



He 6bin10 lMpucyTtcTByeT B nocnegHue 4
Heaenu

[onoBHasa 6osb

SA3Bbl BO pPTY

A3Bbl reHUTaNumn

Y3nosaTtas sputeMa Koxmu

MycTynbl Ha KoXxe

CycTtaBbl - apTpanrum

CycTaBbl - apTpuT

TowHoTa/ pBoTa/ 60/b B XMBOTE

Ovapes + KpoBb B CTyNne

IlopakeHue rinas
(Cripocute cienywoliee)

"3a nociaegHue 4 Hepeny uMmenu i Boei?"

MpaBbiit rnas JleBbIV rnas
[MokpacHeHue rnas Het da Het da
Bonb B rnasax Het da Het da
"TyMmaH" nepea rnasamm Uan CHUXEHME OCTPOTbl 3peHUS Het Oa HeTt Oa

Ecin uTo-mnb0 13 BbIIECKA3aHHOTO IIPUCYTCTBYeT: "DTO HOBBIA
cuMmIrTom?”

(BbibepuTe TNpaBUJIbHbBIN OTBET)
HeT Jla

IlopaskeHV e HEepBHOW CUCTEMbI
(BKJIIOYaeT BHYTPUMO3TOBbIE COCYAUCThIE HAPYIIIeHNS)

HOBBIMM CHMMIITOMBI IIOpaK€HMSI HEPBHOV CUCTEMbI ¥ COCYIOB
CUMTAIOTCSI B TOM CjIy4ae, ecjii OHM He OTMedajliCh paHee MaleHTOM
MJIV BPavuOM.

(Cripocute cienymwoliee)

"3a nmocienHue 4 Hene/v umenu Jiv Bel ciiegyroniye CMMIITOMBI?"

HeT [a OTMeTUTb, ecnum
"HoBble"

O6MopokH




HapylweHune peun

HapylweHue cnyxa

"TymaH" / nBOoeHMe nepej rnasamm

CnabocTtb/ oHeMeHMe nuua

CnabocTtb/ oHeMeHne pyKu

CnabocTb/ OHEMEHME HOIU

[MoTepsa namaTtn

HapylueHne KoopAMHaUMK ABUXKEHUN

EcTb M poKasaTenbCTBA HOBOTO aKTUMBHOTO IMOPa’KeHUS HEPBHOM
CUCTEMBI?

Het Ia

IlopakeHye KpYIIHBIX COCYLOB (MCK/IIOUasi BHYTPMMO3IOBBIE
COCybI)

(cripocute ciienyroliee)

"3a nmocienHue 4 Hene/ly umenu Jiv Bel ciiegyroniye CMMIITOMBI?"

Het Ha OTMeTUTb, ecnm
"HoBble"

Bonb B rpyaHoit KieTke

OablwKy

KpoBoxapkaHue

Bonb/ oTeK/ U3aMeHeHue LBeTa nuua

Bonb/ oTek/ naMeHeHne LuBeTa pyku

Bonb/ oTek/ n3MeHeHne LuBeTa HOrn

EcTp /M [oOKasaTe/lbCTBa HOBOIO AKTUMBHOIO MOPAKeHMS! KPYITHBIX
COCYyZLOB?

Het Ia
O06mas oreHKa aKTMBHOCTY 00/Ie3HM BpauoOM

BbibepuTe BbIpaskeHMe JiMIlA, KOTOpOoe OTpakaeT Baillle MHeHMe 00
aKTUMBHOCTM 00JIe3HM IalleHTa B TeUeHMe MOoCJIeTHNUX 4 Hellellb



VHaeKc akTMBHOCTH Oone3Hu Bexuera

CymMmmupyiTe BCce MyHKThI OTMedyeHHbIe "[Ia" u "T'anku”

Cuer:

Nupekc aktuBHoct: 0 1 2 3 45 6 78 9 10 11 12

TpaHcdopmanys MHAEKCa aKTUBHOCTY B LKAy uHTepBasioB: 0 3
57 89 1011 12 13 1517 20

IIpunokenmne I'2.
KnaccudukanyoHHbie KpUTepun
bb:

e PenuauBupymolye s13Bbl B POTOBO ITOJIOCTU

Masnibie uau OGonmbiye adThl, WIM TepreTudopMHbIe SI3BOUKH,
obHapy>keHHble ~ BpauoM WMJM II0  CBedeHUsIM  OOJIbHOTO,
3aCTYKMBAIOIIMX JTOBEpUs, UTO BbIlIEe IIepPeuyuCIeHHbIe S3BbI
peLMIaMBUPYIOT II0 KpaitHei Mepe 3 pa3a B TeueHMe roja.

KpOMe BbIllleé HA3BAHHOI'O KpuUTtepus OJis1 IIOATBEP XKAeHMd AMarHO3ad
H€O6XOILI/IMbI elie 2 U3 HIDKe dieayiomux rIpu3HaKOoB:

e PenunuBupymolye s13Bbl FeHUTAINUN

AdThI WM pyouMKM, TIPEUMMYIIECTBEHHO Y MYXKUMH, OOHAPY>KeHHbIE
BpauoM WIM CO CJIOB IallMeHTa, ecau MHGOpMaLus 3acayKMBaeT
IOBepus.

e [lopaxkeHue r1as

- TIepeHui, 3aHUI YBEUT U KJIIeTKM B CTEKJIOBUIHOM Teje (IIpu
MCCIeJOBaHUM 11Ie/IeBOM JIAMIIOiN)

- BACKYJIUT CeTUaTKY (0OHapy>KeHHbI 0(PTaTbMOJIOTOM)

. Hopa>KeHme KOXXWN



- y3JjioBaTasi sputema (OOHapykeHHas BpauoOM WM CO CJIOB
raleHTa)

- HCEB,ILOCI)OJIHI/IKYIII/IT M MaIlyJIOITyCTYyJ/ie3Hbl€ BbICBITIaAHMA

- aKHerojob6Has Ccbillb (OOHApykeHHasl y TaleHTa B
MOCTITyOepTaTHOM IIepuoMe ¥ He IOYYalollero TIOKOKOPTUKOUIGI
I'K)

e [loJIOKUTENIbHBIN TECT TaTeprumn

B 2014 romy skcnepramu u3 27 CTpaH IIpeajioKeHa Clenyrolas
pefakuusl CylmeCcTBYWIIMX KputepueB bb - MeXayHapoaHble
kputepuu bb [7]:

CUMATOMbI Bannbl
ADTO3HbIV cTOMaTUT 2
S13Bbl reHuTannn 2
[MopaxeHune rnas 2
[MopaxeHne Koxu 1
HeBponornyeckne nposiBreHns 1
CocyauncTble NposBAEHUS 1
MoONOXUTENbHbIN TECT NaTeprumn 16

IIpumevanmne: a) cymma 6a/IJI0B >4 MO3BOJISET AMarHOCTUPOBATh BB

0) TeCT maTeprumu SBJSIeTCsI HeoOsI3aTe/IbHBIM M He YUMTBIBAETCS IIPU
IIepBMYHOM TIoAcuyeTe OGaymmoB. OmHakKo TaMm, TIOe STOT TeCT
IIPOBOAMTCSI, OOVH JOIIOJTHUTE/IbHbIN 0a/IJT MOXKET ObITh JOOABJIEH MIJIS
II0JIOKUTEIbHOTO pe3yibraTa [7]

YV 6onbHbIXx BB HabmomaloTcsS M OpyruMe OpraHHbIe ITOPaKeHUS -
«MaJible» KpUuTepum 3a601eBaHMs.

o TlopaxkeHue SKeJTyLOYHO-KUIIEYHOT 0 TpaKTa: SI3BBI B
MUJ1eOLeKaJIbHOM OT[iejie KUIleUHMKa

o CocyaucTble HapylleHUs: aprepuajbHble ¥/ WINM BeHO3HbIE
TpOMOO3bI, apTepyraibHble aHEBPU3MbI

o [lopaxkeHne LIeHTPa/IbHOM HEepPBHOM CUCTEMBI (IIHC):
IIapeHXMMAaTO3HOe U HelapeHXMMaTOo3HOoe (TPOMOO03bl CUHYCOB
TOJIOBHOI'O MO3Ta)

o DNUAUAVMUT

o Aprpur 6e3 gedopmMaluii ¥ aHKMI030B

OTU MPU3HAKU MOTYT BIAUATH Ha IIPOrHO3 U UcXox bb.



IIpunoxeuue I'3. Kpurepun
HEBPOJIOTMYECKUX PACCTPOMCTB IPpU
oosie3Hu bexueTra (peKoMeHIaINn

MEKIYHAapOJHOro KOHCEeHCyca
(ICR)), 2014 r. [8, 9]

[locToBEepHOE HEBPOJSIOrMYECKOe PaCCTPOMCTBO YCTAHAaB/MBAETCS MPU  HaMuuMmM  Tpex
HUXXECeayoWNX KpUTEPUEB:

1. NaumeHT yaoBneTBOpseT MexayHapoaHbiM kputepuam bb (ISGBD*)
2. BbisBNeHHble  HEBPONIOrMYECKMEe  CUHAPOMbI (€ O6BEKTMBHbIMW  HEBPOSIOTMYECKUMMU
NposIB/IEHUAMN) AO/MKHbI 6bITb Bbi3BaHbl BB M A0MXHbI NOATBEPXAATbCS XapaKTepHbIMU

M3MEHEHNAMU OAHOI0 Un 06omx HunXxecneaywouwmm MeTOO0B obcnenoBaHus:

a) HelpoBM3yanu3aumoHHble
6) cnnHHoMo3roBsas xumakoctb (CMX)

3. He ponXHO cylwecTtBoBaTb APYrMX NMPUYUH A9 BbISIBIEHHbIX HEBPONOrMYeCcKux npOﬂBJ’IEHMl‘/ﬁ,

Kpome Bb

BeposiTHOe HeBpoOsiOrM4yeckoe PacCTPOMCTBO YCTaHaBAMBAETCS MPW HaJMuMW OJHOrO W3
HWXXEeCNeaylowWmX KpUTepMeB W MpW  OTCYTCTBMM  APYrMX MpUYMH  ANS  BblISIBAEHHbIX
HEBPOJIOrMYECKMX HAPYLLUEHWNIA:

1. HeBponornyecknin CMHAPOM XapakKTepeH Ans AOCTOBEPHOro HEBPOJIOMMYECKOro MopaXeHus,
coyeTaeTcss C CUCTEMHbIMM nposiBneHnsimu BB, HO nauveHT He yAoBneTBOpsieT
MeXxAyHapoaHbIM kpuTepusam bb (ISGBD)

2. HexapaKTepHblli HEBPOJIOrMYECKUIA CUHAPOM, BCTPEYAIOWMACA B KOHTEKCTE MeXAyHapOoAHbIX

kputepueB bb (ISGBD)

IIpumeuanne: * ISGBD - International Study Group Behcet Disease
Criteria - MexxmyHapoOHble KpuTepuu Ajs auarHoctuku bb 1990 r.
WU JII0ObIe Ipyrue, IPUHSThIE B HACTOSIIEe BpeMs UM KPUTEPUN B
Gyayuiem



