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1. MeToposiorus

MeTopbl, MCIIO/Ib30BaHHbIE [I/Is cOopa/ce/leKIMH /0Ka3aTe/IbCTB:

TIOMCK B 37IeKTPOHHBIX 0a3ax JaHHBIX

OnucaHue MeTO/I0B, HCII0/Ib30BAHHBIX /IS CO0pa/ce/IeKINU A0Ka3aTe/IbCTB:

JlOKa3aTe/lbHOM 0a30il /11 peKOMeHZJALWH SIBSIOTCS — CHCTeMaTHuecKye 0030pbl B TOCTIeAHeiH
poctyriHo Bepcun TheCochraneLibrary, 6a3bi manHbix Medline (cucremarnyeckuie 0630pbl
(MeTa-aHanM3bl), paH/OMH3MPOBaHHble KJIMHWYECKHe UCIbITaHUs, KOTOPTHbIe UCC/Ie0BaHUS WIN
WICCTIeZIOBaHUSI C/Ty4ali-KOHTPOJIb, CTaTbl 0030pHOT0 Xapakrepa. [mybuHa moncka 10 meT.

MeTtoppl, HCII0/Ib30BaHHBIE [I/IS1 OLIeHKH KauecTBa U CHJIbI J0Ka3aTe/1bCTB

° KoH1ieHcyc 3kcriepToB
. OrjeHKa 3HaUMMOCTU B COOTBETCTBUY C PeUTUHIOBOM CXeMOU

YpoBHH f0Ka3aTe/IbHOCTH, IPUHATHIE NP pa3padoTKe JaHHBIX PeKOMeHAAIUN

A | e BBICOKOKaUeCTBEHHbIM MeTa-aHanu3, cucteMatuueckuii 0630p PKU wmu kpynHoe PKU
C OYeHb HU3KOW BEPOSITHOCTBIO CHUCTEMAaTU4YeCKOW OIIMOKH, pe3y/bTaThl KOTOPOTO MOTYT

OBbITb pacrpoCTpaHeHbl HA COOTBETCTBYIOIIYIO0 POCCUMCKYHO TIOMYJISLIUIO.

B | e BhicokokauecTBeHHbIM (++) 0030p WM CUCTEMaTUYeCKUH 0030p KOTOPTHBIX
WCC/IeJIOBAHUN WY UCC/IeI0BaHUM C/Tydan-KOHTPOIb WIN

® BBICOKOKaueCTBeHHOe (++) KOropTHOe WCC/Ie[j0OBaHHMe WIM WCCIe[oBaHue Cjlydan
KOHTDOJIb C OUeHb HU3KUM YPOBHEM CUCTeMaTHyeCKOU OIMOKYU WU

e PKU c HeBbICOKMM (+) PUCKOM CHUCTEMaTUUeCKOU OLIMOKH, pe3y/IbTaTbl KOTOPOrO MOTYT

OBITH pacrpoCTpaHeHbl HA COOTBETCTBYIOIIYI0 POCCHHCKYIO TIOMYJISILHIO.

C | e KoropTHoe MCC/e[OBAHUE WM UCC/IEOBaHUE C/y4ail KOHTPOJIb WM KOHTPOIUPYEMOE
nccieloBaHue 0e3 paH[OMU3alMH C HEBBICOKUM YPOBHEM CHUCTEMAaTHUeCcKOW OIMOKH (+),
pe3y/ibTaThl KOTOPOrO0 MOTYT OBITH paclpOCTpaHeHbI Ha COOTBETCTBYIOLI[YIO POCCHUHCKYIO
TIOTTYJISILIUEO W/

¢ PKU c oueHb HH3KHUM WIH HEBBICOKMM (+) pPHCKOM CHCTeMaTHUeCKOW OIIMOKH,
pe3ysibTaTbl KOTOPOTO He MOTYT OBITh HEOCPeACTBEHHO paclpoCTpaHeHbl Ha

COOTBETCTBYHOLIYI POCCUHCKYHO MONYJISILIUIO.

D | e omucaHue cepuu CydaeB WM

® HEeKOHTPOJMPYeMOe MCC/ieJOBaHUe WU

® MHEeHMEe 3KCIIepTOB

NuaukaTopel Jo0poKauecTBeHHOH npakTHKH (GoodPracticePoints—GPPs)

PekomeHslyeMasi OOpOKaueCTBeHHasi TIPAaKTHKa 0Oa3upyeTcssi Ha KIMHUUYECKOM OITbITe UJIeHOB
paboueii rpymIib Mo pa3paboTKe peKOMeH jaluii

JKOHOMUYECKHUI aHA/IN3:

OKOHOMUYeCKHI aHa/li3 He TIPOBOAWICS U NyOnuKaumd 10  (apMako3KOHOMHKE —He

dHA/IM3UPOBAINCh



Metop Banuau3anuu peKOMeHAaLui:
° BHel1Hsis1 5KCIiepTHasi OLjeHKa

o BHyTpeHHs 3KCriepTHasi OLleHKa



1. Bone3nsb bexuera - ccTeMHbBIN BaCKy/IUT HEU3BECTHOW STUOOTUM.
XapakTepusyeTcs peLMuBaMM SI3B€HHOTO TpoLjecca B POTOBOM MOJIOCTU U HA TeHUTaUsX,
NOpa’keHueM IV1a3, CyCTaBOB, JKeJly[J0YHO-KullleyHoro Tpakra, LIIHC u apyrux opraHos.

VimeeT XpoHHYECKOE TeueHHe C HerpeicKa3yeMbIMU 000CTPEHUSIMHA U PEMUCCHUSIMHU.
3abosieBaHMe HOCUT UMs Typerkoro Aepmarosora Huluci Behcet, o6begunuBIiero B 1937 rogy
TPHU CUMITTOMA (SI3BbI POTOBOM TT0JIOCTH, TEHUTAJTHUM U TTaTOIOTHIO IV1a3) B eIMHOe 3a0o/eBaHue

2. IIpuHLUNbI JUATHOCTUKH
INuarno3 BB ycraHaBmMBaeTcss Ha OCHOBe KIaCCU(UKALIMOHHBIX KpUTEpUeB 3abosieBaHus,
pa3paboTaHHbIX MeXxAyHapogHoU rpymmoi (ISBD, 1990) o usyuenuto Bb.
Kpurtepuu Bb

e PenauBupylolye A3Bbl B DOTOBOW MOJIOCTH

Marible wiu Gonbiiie adThl WK reprieTUdOpMHbBIE I3BOUKH,

oOHapy)kKeHHbIe BpayOM WJIU 10 CBeJileHUsiM OOJIbHOTO, 3aC/Ty>KUBAIOIIMX [JOBEPHs], UTO BbILIe
riepeuyrc/ieHHbIe 513Bbl PELIUJMBHUPYIOT TI0 KpaliHeil Mepe 3 pa3a B TeueHue roja.

Kpome BblIllle HA3BAaHHOTO KPUTEPHS [Jisl TIOATBEP)KAEHUST AMarHo3a HeOOXOAMMBI elrle 2 U3 HIDKe
CJIe[[yHOLUX TIPU3HAKOB:
* PelauBuUpYyIoOllKe S3BbI TeHUTAINAN
AdTbl M pyOUMKH, TIPEUMYIIIECTBEHHO Y MY)KUMH, OOHapy>keHHble BPauoOM WM CO CJIOB
naiueHTa, ecau UHGOpMaLs 3aCay)KUBaeT JJOBepUsl.

e [TopakeHue rnas

- Mepe/IHNM, 3aJHUM YBEUT U K/IETKU B CTEKJIOBUJHOM Tesie (TIpYU MCC/Ie[0BaHUN I1]e/1IeBOMN
JIaMTIOM)
- BaCKy/IUT ceTyaTKy (0OHapy>KeHHbIH 0()TabMOJIOTOM)

e JTopaykeHre KOXKU

- y3710Barast 3puteMa (0OHapy>KeHHasi BpauOM HJTH CO CJIOB MalieHTa)
- TIceB0(O/UTMKY/TAT U MAIy/I0MyCTy/Ie3HbIe BbICHITIAHUS
- akHeriofiobHasi Cbinb (0OOHapy)KeHHast y TIAl[eHTa B TMOCTIyOepTaTHOM Tepuoje U He
TIOJTYYaFOLIIETO TIFOKOKOPTHUKOM/IbI)
* T10/10)KUTE/BHBIN TECT MaTepriuu
Y 6onbHBIX ¢ BB Habmo#ar0TCs M OpraHHbIe TOpayKeHHsI- «MaJble» KpUTepUuu 3abo/ieBaHus.

b H0|ga>KeH1/1e JKeTYJOYHO-KUINIEYHOI'O TPDAKTA: A3BLI B UIE€OLIEKA/ILHOM OTAe/1€ KUIIIEYHWKA

¢ CocynucThble HapyIIeHUs

* [TopakeHue LIeHTpaJbHOU HepBHOU cuctembl (ITHC)

* DOUIUJIUMUT
* Aptput 6e3 gedopMaiinii U aHKMI030B

OTU MPU3HAKK MOT'YT B/IMSTh HA MPOrHO3 U Ucxof bb.

B psize cTpaH BeIJessiFOT BapuaHThl 60se3Hu bexuera:



I. TTonHbIHA TUM: IPY HaMTUUKMU 4-X OOMBIINX TIPU3HAKOB y OOTBHOTO

I1. Hero/iHBIN TUIT:

* 3 OosBIIMX TIPU3HAKA

* 2 OOJMBIIMX W 2 MaJIbIX TPU3HAKa

* TUIMHMYHBLIE I7Ia3HbIe CUMITOMBI B COUETaHUH C 1 OOJIBIINM WU 2 MaTbIMU TMMPpU3HAKAMU

I11. BeposiTHbIN:

* TO/IBLKO 2 OOJBIINX MPpH3HAKa

* 1 Go/bIIION U 2 MaJTbIX TTPU3HAKA

Takot nogxop K Kiaccudukauu BB ripeacraBsieTcs 1jesiecoo0pasHbIM, T.K CIIOCOOCTByeT Oosiee

paHHel [UarHOCTHKe 3a00sieBaHMs.

3. dakTOpHI BIHAKIINE HA Pa3BUTHE 00/1€3HH.

= T'eHeTHUeCKas TIPePacIoNoKeHHOCTh, HOCUTeIbCTBO Mapkepa 3aboseBanusi- HLA B51

= Ilon 6osibHOTO: Yallle pa3BUBAeTCsl Y MY)KUMH Ha 2-3 JieKa/ie KHU3HHU.

= DTHUYeCKas TIPUHA/JIE)KHOCTb M reorpaduueckoe pacrionioykeHue (ualle B CTpaHax, dyepe3

KoTophle rpoxoun Benvikuii [1leKoBbIM My Th)

4. KnuHn4yecKas XxapaKTepucTHKa OCHOBHbIX cuMnToMoB bb

[TpusHak

XapakTepuCTHKa

AQTBI B pOTOBOM
TIOJI0OCTH

YacTto mepBoe M yHUBepca/sbHOe TIiposBieHue bbb, peuuguBupyromee, 10
KpaliHeii Mepe 3 pa3a B roA. AdTbl MOryT OBITb OJWHOYHBIMUA WU
MHO)KECTBeHHbIMU, Oose3HeHHble, VUMEIOT 3aKpyIJIeHHble WA 3a0CTPEHHbIe
JpUTEMAaTO3HbIe Kpasi WM HAllOMMHAIOT OTBEPCTHSI KaK Obl «BbIJaB/IeHHbIE
JBIDOKO/IOM». AQTbI TIOKPBITHI CepO-0efbIM WX JKeNToBaThiM  (prbpruHOM
(HeKpoTHMYecKasi TKaHb). $I3BbI uyallle JIOKAIM3YHOTCS B TIEPeJHUX OTZAeaax
POTOBOM TOJIOCTH: CAM3UCTAs 1IeK, I'y0, AeCHbI, sI3bIK. 3afHss JIOKaIM3aLus
ajT MeHee yacTasi — 3TO MUHJA/IUHBI, MATKOE U TBepAoe He0o, S3bIUOK, 3afHss
CTeHKa ITIOTKH.

Menkue adThl — HabmofgaroTcs yaije oT 1 [0 5 IUTYK, pa3MepoMm o lcwm,
TOBEPXHOCTHBIE, Cpe/iHel 00/Ie3HEHHOCTH, 3aKUBAlOT 0e3 pyOUMKOB B TeUeHHe
4-14 nHeil.

Bosnbive adThl — HabMIOAAIOTCS peske, KPYITHbIe, Oosiee 1cM, IyOOKHe U OUeHb
Oose3HeHHblE, MOTYT B/USTH Ha TIOBCEAHEBHYIO aKTUBHOCTb OOJIBHOTO,
3a)KMBAIOT 3a 2-6 Heflenb, OCTaBIss PyOLbI.

leprieTrdopMHBIE adThl — CaMble pelKHe, PELUJUBHPYIOT B BHE MEIKUX
MHOTOUHC/IEHHBIX «3€pPeH», 00e3HeHHbIe, pa3MepOM 2-3MM.

S3BLI
TeHUTAIUN

JIoka/nu3yroTcsl y MY)KUMH Ha MOLLOHKe Y II0JIOBOM 4WieHe. Y J>KeHIIUH Ha
OO/MBIIMX M MasbIX TIOJIOBBIX Ty0aX, By/bBe, Bjarajuiie, IIeHKe MaTKH.
O6ocTpeHus UaCTO BO3HUKAIOT Mepe/; MeHCTpyaL1ei.

S13BBI CcpaBHHMMBI C aTamMH, HO pa3BMBAalOTCS pexe - 2-3 pasa B rog. Yaie
Oosie3HeHHbIE, peXXe - aCUMITTOMHble. B OOJBIIMHCTBE C/IyyaeB OCTaBJISIOT
Oenble WM MMTMEHTHUPOBaHHbIe pyOunKu. [lepuaHabHbIE SI3BbI BCTPEUAIOTCS Y
6o/bHBIX 060€T0 1M0/1a, KPYITHbIE U TTyOOKUe.

Y My’>KUMH OJHOBPEMEHHO C $13BaMU F€HUTA/IMU MOKET Pa3BUTHCS SMUAUAUMUT
U Kak cieAcTtBhe ero - Oecrinogue. B cuny pasHooOpasust K/IMHUUECKHX
TIPOSIB/IEHUM OOTbHBIE MOTYT JJIUTE/IbHOE BpeMsl Hab/TFojaThCsl BpauaMu JIPYTUX
CrelMasbHOCTeN (He peBMarojoramMu), 4YTO HepeJKOo BeleT K T03[HeH
JuarHoctuke bb.

Y3noBarasi spurema y >keHIIWH (6osiee uem y 2/3 GOMbHBIX) JIOKA/U3YeTCs TI0
riepeJiHeli IOBePXHOCTU HOT, Ha JIOAbDKKAX, Ha Jiulle, pyKax, sroauiiax. ViMeer




Koykubie
TIOBpeXXIeHUs

BU/J] BO3BBIIIAIOIIUXCS KPACHBIX Y3€JKOB C TOJKOXKHOW WHAypalyei. Y3/bl
MOTYT W3bsI3B/SATHCS, paspematorcss Ha 10-14 genbp Ge3 pyOijeBaHus, HO
OCTaBJISIIOT TUTIEPITUTMEHTALUIO TI0C/Ie 3a’KUBIEHMUS.

[pyroil TpU3HaK - pPeLyUBUPYIOIIUM TCeBAOMONIIUKYIUT, MyCTyle3Hble U
akHeriofj00Hasi ChIMb (Uallle Ha CIMHEe y MYKUWH, B oTcyTcTBUe ['K-Teparun),
TpoMbOodebuT, Oy/Ie3HbIN WIM HEeKPOTHU3WUPYIOIIUN BaCKY/IUT, TIa/IbITUpyeMast
Mypnypa, TaHrPeH030M0100Hasi THOIEPMUSI.

[TopakeHue r71a3

BBICOKMII PUCK WIMEIOT MOJIO[ble MY>KUMHBI U 0Oojiee HU3KHHA — TIOXKHJIbIe
JKEeHIIHBI.

OOBIYHO TIOpa)KEHHe - ABYCTOPOHHEE, THUIMUEH MaHyBEeUT C peUAWBaMHU
000CTpeHuii BOCIMa/UTE/bHBIX aTakK.

3amHuUil YBEUT HWMeeT IUIOXOM TMPOrHO3 [yisi 3peHds] — TMephapTepuuT U
nepudieOUT C OKK/TFO3UBHBIM BAaCKY/IUTOM CETUaTKW, PETUHUT W TIOpPaKeHHe
CTEKJIOBUZIHOTO Tejla C TeMOppardsiMd B HeM, HEeBDHUT 3DUTENbHOTO HepRa,
MepUNanwuIPHbIA OT€K W PEAKO XOPHUOUAWUT. OTa CHUMITOMAaTHKA MOXKET
TIPMBECTH K TI0Tepe 3peHusi NPy HeaZileKBaTHOM 3ario37ajioM JiedeHHH.
[lepegHuii yBeUT HMeeT JyYIIM{A TIPOTHO3 /s 3DEHUs], BK/IIOUAeT WPHT,
VUDUJOLMK/INT,  TUTOMNWOH,  CKJIEDPWUT,  SMHUCKJIEPUT,  KepaTuT,  peako
KOHBIOHKTUBHUT. [IpOSIBNIEHUSIMU yBeWTa SIBJISIFOTCS OLIYIIEHHs «TyMaHa Tepef
rma3aMu», 0omb B TiepuopOuTanbHOM o6mactH, (otodobdbus, cre3oTeueHue,
TIepUKOpHeasTbHasi TUTIepeMUsl.

Bropuunsie
OCJIO)KHEeHUsI

OcnokHeHHs1 yBeuTa: OTeK W JiereHepalsi Maky/ibl, KarapakTa, 3aJHue
CUHexud, Tnepudepuueckrde TiepeJHUe CUHEXWH, BTODUYHAs IJIayKoMa,
nedopMaliusi pafiy>Kku W/unu eé atpodusi, aTpousi ceTuaTKu Wik 3pUTeIbHOr0
HepBa, UyaCTUYHasi OKK/IIO3Usl BeH CeTyYaTKd, UPUT WIM HeOBaCKy/sipu3aLusi U
OTCJ/IOMKA CeTYaTKH, NMapajny 3KCTPAOKY/ISIPHbIX MBbILLIL.

TecT nareprun

MeTozMKa 3aK/It0uaeTcsi B CeyroleM: B 00/1acTH rpe/rieubsi B 4X TOUKax
JleslaeTcsl KO CTepUuibHOM umion. Yepes 24-48 yacoB Ha MeCTe yKoJia
BO3HHMKaeT Tarly/ia Wid MycTysa 10 2 MM B iraMeTpe, ucue3atolas uepes 3-4
JTHSL.

ITOT heHOMEH- pe3yabTaT Hecrelu@uueckoi runeppeakTuBHOCTH. Eciu tect
TIOJIOKUTEJIbHBIN, TO OH UMEeT IUarHOCTUYEeCKOe 3HaueHUe, HO ero OTCyTCTBHE
He orpoBepraet AuartHosa bb.

5. AHamMHe3

* Haymmume MoBTOPHBIX CTyuyaeB 3a00/1eBaHus B CeMbsiX OOBHBIX (CeMeliHast arperaiysi)

* Dnu30obl ahTO3HOTO CTOMAaTKUTa (C JeTCKOTo BO3pacTa)

* DNuU30/bl BHE3ATHOIO YXY/LIEHUS 3peHNs], UK «TyMaH» I1epe, [Jla3aMu

OO6palieHHs K ypoJIory TI0 TIOBO/[y OTe€Ka MOIIIOHKH

* PaccrpoticTBa cTyna (fuapesi C KpOBBIO)

* Onm3ozsl TpoMOOGiebuTa B aHaMHe3e, IPerMYI[eCTBeHHO BeH HIDKHHUX KOHEYHOCTeH (Jartle y

JIAL] MY>KCKOTO T1071a)

» Hanuune B aHaMHe3e KaKuX-T100 1jepeOpabHbIX CUMITTOMOB, HallpyUMep SMUIeNTU(OPMHBIX

MIPUCTYIIOB

6. Inddepennuanbabii quardo3 npu BB gpoBoasT co ciieayromymMu 3ab0/1eBaHUAMU U

COCTOSIHUSIMU: reprieTnyeckast 1 BUY uHgekuyy, ny3blpuaTtka, KeparogepMus, Sweet- CUHZIPOM,

pPeakTHBHBIN apTpUT, 0osie3Hb KpoHa, HecrerubHuuecKrii I3BeHHBIM KOJIUT, CAapKOW/[03, Y3/I0BaTast

spuTeMa (accorurpyemasi C ApyruMu 3ab01eBaHUsSIME), TeMaTo/Iornueckrie 3a001eBaHust




7. Jleuenue Bb

OcHoBHast heqb JieueHusa - [OOCTW)KeHHe PpeMUCCHKU WM YMEHBIIeHHe 4YKC/la pelnuarBOB

3abomneBaHusl.
Pekomenpanmu
1. JTro6oii 60npHOM BB ¢ BocmanuTenbHBIM TIPOI[ECCOM 33 JHUX CETMEHTOB I7ia3 A/C
- AzaruonpuH
- 'K (cuctemHO)
2. Tlpu Ts>KesIOM TNOpakeHUH I71a3 CO CHUKeHUEeM OCTPOThI 3peHUst Ha > 2 CTPOKH I10 C
mkane 10/10 uam nopa’keHuM ceTuaTku (BacKy/IUT CEeTUaTKy WM BOB/IeYeHHe
MaKyJibl)

- HuknocrnopuH A (2-5Mr/Kr/cyT.)
- ndmkcumab +azatronpun u 'K
3. YeTKuX Jj0Ka3aTe/bCTB B OTHOLLIEHUU JIeYeHHUs IaTO/IOTMU KPYITHBIX COCYZ0B HeT C
Ipu ocTpom Tpombo3e ry6oKUx BeH
- mmyHocynipeccuBHble nipernapartsl (I'K,
a3aTUOTPUH, LUKI0pochaMug, U1 LUKIOCIIOPUH A)
[1a neyeHUs] aHEBPU3M
- Huxnodochamua u 'K
4. [loka3are/ibCTB B OTHOIIEHUH 3()()eKTUBHOCTH aHTUKOAry/ISTHTOB, [le3arperaHToB U
(UOPUHO-TUTUYECKUX TIPerapaToB MpY ITyOOKOM BeHO3HOM TpoMOo03e Wiiu
aprepuanbHbIX NOBpeXxaeHusX rpy bb He cylecTsyer
5. OTCyTCTBYIOT /l0Ka3aTe/bCTBa I10 JIeUeHUIO JKeTy0UHO-KHUILIeYHbIX [TPOSIBJIEHUN MTPU C
bb.
MoryT Ha3HauaTbCs 10 XMPyPruyeckoro BMellaTe/1bCTBa:
- Cynbacanasvx
-TK
- A3atuornpuvH
- uruburopsr PHOO
6. Ilpu aprpure
- Konxuuwn (1-2 mr/cyT.) A

7 . Tlpu nopaxkennu LIHC (HeT KOHTPOJIMPYeMbIX UCC/IeJOBaHU)
IIpy napeHXWMAaTO3HOM MOPaKEHUUN C
-TK
- nTepdepon — anbda
I[Tpu gypanbHOM Tpomb03e cuHyca
-TK
- A3atuorpurH
- Huknodocdamus
- uruburopst PHOO
8. LluknocropuH A He npuMeHsieTcs1 y 60mbHBIX BB ripu mopaskennu ITHC, 3a
HCKJTIOUEHNEeM TeX C/TydyaeB, KOT/ja 3TOro TpeOyeT BHYTPUITIa3HOe BOCIIAIeHHe C

9. JleueHHe KOXKHBIX U CJIM3UCTBIX MPOSIBJIEHUM 3aBUCUT OT UX TSDKECTHU
I1pyn U30/IMPOBAHHLIX A3Bax BO PTY WM Ha A
TeHUTa/TnAX

- JlokanbHOe tipuMmeHeHue 'K
[Ipu y3/10Baroii spuTemMe

- Konxuiya

ITpy aKHEno10OHBIX BBICHIIAHUIX
- KocmeTtnueckue cpencrsa

IIpu pe3nCTeHTHBIX CAyYasx

- A3aTuOoTpyH

- Muruburopst PHO







