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Cnucok cokpameHui

ANCA - AaTHTena K quToIiazMe HeuTpoPuIoB
anti-MPO ANCA - Aututena k Muenonepokcuaase, p-ANCA
anti-PR3 ANCA - AurtuTtena k nporennase-3, c-ANCA
EULAR — EBponeiickas jiura npoTuB peBMaTU3Ma

19G, M, A — UmmyHornoOynuasl G, M, A

per 0os — Yepes poT, nepopajibHO

PreS — EBponelickoe 0011ecTBO JETCKUX PEBMATOJIOTOB
PRINTO - MexnyHapoaHas neadaTpudeckas peBMaTOJIOTHMYecKast
KJIIMHUYECKUM HUCCIIEI0BAHUAM

AB - ATpUOBEHTPUKYISPHBIN

Al — AprepuanbHasi THIIEPTEH3US

AJl — AprepuasibHOe J1aBjieHUE

AH® — AnTunykieapasiii (hakTop

I'UBII - I'eHHO-UHXEHEPHBIC OMOJIOTMYECKUE TTperapaThl
I'K - I'TIOKOKOPTUKOCTEPOU I

JHK — Jle3oxcuprnOoHYyKIEMHOBAsI KUCTIOTA

KKT — XKenyno4HO-KHMILIEYHBII TPAKT

KT — KomnbrorepHas Tomorpagus

JIOK — JleuebHas pu3KynbTypa

ME — MexxyHapoaHas eIMHUIa

MHO — MexnyHapoaHOe HOpMaJIU30BaHHOE OTHOILIEHUE
MPT — MarauTHo-pe3oHaHCHas ToMorpadus

P® - PeBmarouHblil pakTop

COD — CxopocTb ocelaHusl IPUTPOLIUTOB

CPb — C-peakTuBHbIi1 Oenok

V3U — YapTpa3ByKoBO€ UCCIEAOBAaHUE

YOO - YnbrpaduoneroBoe o0aydeHHE

®OHO — ®akTop HEKpO3a OMYXOJIU

[IMB - [{utomeranoBupyc

OI'JIC - D30daroracTpoayo1eHOCKOTIHS

OKT - Dnexrpokapanorpadus

Ox0KI" — Oxokapauorpadus

OpraHu3alus
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®EJIEPAJBHBIE KIMHUYECKUE PEKOMEHJAIIUU 110 OKA3AHUIO MEJUIIAHCKOM
IHOMOIIA AETAM C T'PAHYJIEMATO30M BEI'EHEPA

JlaHHbIe KJIMHMYECKHEe PEeKOMEHJALMH IOATrOTOBJIEHbI NMPOo(ecCHOHAJBLHOM acconuanuet
nerckux Bpaveil Cor3 nmeamatpoB Poccuu, paccMOTpeHbl M YTBep:KIAeHbI HA 3acelaHUU
Hcnonkoma CIIP na XVIII Konrpecce meguarpoB Poccum «AKTyajibHbIe NPoOJieMbl
nexuarpumw» 14 ¢pespass 2015r.

ABTOpckuil kosuiekTuB: akagemMuk PAH A.A. bapanos, wien-koppecnonaent PAH JI.C.
Hama3zoBa-bapanoBa, npo¢., a.m.H. E.M.AnekceeBa, npog., a.m.H. I'.A.JIbIcKkuHa, 1.M.H.
C.U.BanueBa, k.m.H. T.M.b3apoBa, k.Mm.H. T.B. CirenuoBa, k.m.H. P.B. /leHucoBa, K.M.H.
E.I'. YucrsakoBa, k.M.H K.b. UcaeBa, k.M.H A.M. Homaxua3e.

ABTOpPbI MOATBEP:KAAT OTCYTCTBHE (PMHAHCOBOW MOJAEPKKH/KOH(PIUKTA HHTEPECOB,
KOTOPbIH HEO0OX0AMMO 00HAPOI0BATH.

METOAOJIOT'UA
MeToabl, HCIOJIb3yeMble UIsi cOopa/celeKIMU J0Ka3aTeJIbCTB: TIOUCK B 3JIEKTPOHHBIX 0a3ax
JTAaHHBIX.
Onucanue MeTOA0B, MCIOJB30BAHHBIX /ISl OLEHKH KadyeCcTBa M CHJIbI J0Ka3aTeJbCTB!
J0Ka3aTelbHOM 0a3oif Uil  peKOMeHJAlMi  sBJIAIOTCA  MyONMKalMM, BOIIEAIINE B
KoxpeiiHoBckyro Oubmuoteky, 6asel mganueix EMBASE, MEDLINE u PubMed. I'nyouna
IIOMCKA - 5 JIeT.
Metoabl, HCII0/Ib30BAHHBIE /ISl OEHKH KAaYeCcTBAa U CHJIbI 10Ka3aTeIbCTB:

® KOHCEHCYC 3KCIEpTOB;

® OIICHKA 3HAaYMMOCTH B COOTBETCTBUHU C PEUTUHTOBOM CXEMOM.
Metoabl, MCII0/Ib30BaHHBIE 1JIS1 AHAJIN3A 10KA3aTeJIbCTB!

e 0030pbI OMMYOJIMKOBAHHBIX METa-aHAJIN30B,

® cUCTeMaTHYecKue 0030phI C TAOIMIIAMH JJOKAa3aTeIbCTB.
Onucanue MeTO0B, MCIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJIbCTB
[Tpu oT6ope myOaMKaIMid, KaK MOTEHIUAIBHBIX UCTOYHUKOB JI0Ka3aTeIbCTB, UCIIOJIb30BaHHAS B
KaX/IOM UCCIIEIOBAHUM METOAOJIOTHS U3y4aeTcs UIsl TOTo, YTOOBl YOeTUTHCS B €€ BAIUIAHOCTH.
Pe3ynbrar M3yueHus BIMSET Ha ypOBEHb JJOKA3aTelbCTB, IPUCBAWBAEMBIN MyOJIMKALIMU, YTO B
CBOIO OYEpPE/Ib, BIUSET HA CHITY PEKOMEHIALINM.
JIist MUHMMH3aluu MOTEHIMATIBHBIX OIIUOOK Ka)KJ]0€ HCCIIe0BaHNE OLEHUBAIOCh HE3aBUCHMO.
JIroOble pa3nuuus B OLEHKaX 0OCYKIAaJHCh BCEW TIPYIION aBTOPOB B MOJHOM cocTase. Ilpu
HEBO3MOKHOCTH JJOCTHKEHHUSI KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBII 3KCIEPT.
TadiMubl J0KA3aTEJIbCTB: 3aN0JHAIMCh aBTOPaMU KIIMHUYECKUX PEKOMEHIAIUH.
MeToabl, HCII0JIb30BAHHbIE 111 GOPMYJIMPOBAHUS PEKOMEHAAIMIA: KOHCEHCYC SKCIIEPTOB.

HNuauxaTtops 1o0pokavecTBeHHoil mpakTuku (Good Practice Points — GPPs)



Pexomennyemass moOpokadecTBeHHasl MpaKTUKa 0a3upyeTcss Ha KIMHUYECKOM OMBITE aBTOPOB
pa3paboTaHHBIX PEKOMEH/IAIINN.
IKOHOMHYECKUI aHATU3
AHanu3 CTOMMOCTM HE TMpoBOAWICS M nyonukanuu 1o  (apMakodKOHOMHKE He
AHAJIU3UPOBAIIUCH.
MeToa BaJIuaaAUUHM PEeKOMEHAAUUI

e BaemHsas 3kcriepTHas OLICHKA.

e BHyTpeHHs dKCIIEpTHAs OLEHKA.
Onucanue MeTO01a BAJIMIAIUM PEKOMEHIaAUMI
Hacrosmme pekomenaanuu B mpeaBapUTeNIbHON BepCUU ObLIM pElEH3MPOBAaHbI HE3aBUCUMBIMU
3KCHEPTaMH, KOTOPBIX, MPEKIE BCETO, MONPOCUIN NPOKOMMEHTHPOBATh, HACKOJIBKO JOCTYITHA
JUISL IOHUMaHUs UHTEPIPETals 10Ka3aTelIbCTB, JeKallas B OCHOBE pEKOMEHIAIU .
Ot Bpauell NEPBUYHOTO 3BEHA (JETCKUX PEBMATOJIOTOB) MOJYyYE€Hbl KOMMEHTAPUU B OTHOIIICHUU
JOXOMUUBOCTH M3JI0KEHHMSI JaHHBIX PEKOMEHJAlMW, a TakKkKe UX OLEHKAa BaXXHOCTHU
MpeAJIaraéMbIX PEKOMEHJAlNN, KaK THCTPYMEHTA [TOBCEJHEBHON MTPAKTUKH.
Bce komMmeHTapuu, TOJIYYEHHbIE OT SKCIEPTOB, TIIATEIBHO CHCTEMATU3UPOBAIUCH U
oOCcy X aaiuch uWieHaMu paboueld rpynmbl (aBTopamMu pekoMeHnauuid). Kaxnapiii myHKT
oOcyxaancs B OTACTbHOCTH.
KoncyabTanus n 3xcnepTHas OleHKA
[IpoexT pexkoMeHmanuii ObLT PEIeH3UPOBAH HE3ABUCHUMBIMU JKCIIEPTAMHU, KOTOPBIX, MPEXIE
BCETrO, TMOMNPOCWIM NPOKOMMEHTHUPOBATh JOXOMYMBOCTH M TOYHOCTh HMHTEPIPETALUU
JIOKa3aTeNbHOMN 0a3bl, Jiexalieid B OCHOBE peKOMEHJAITHiA.
Pabouas rpynna
Jns OKOHYATENbHOW peJakiMM W KOHTPOJISI KayecTBa PEKOMEHJAIMH OBLIM IOBTOPHO
MPOAHAIM3UPOBAHBI WICHAMH pa0oueil T'PYIIbI, KOTOPbIE MPUIILIN K 3aKIIOYEHHI0, YTO BCE
3aMeYaHMsi 1 KOMMEHTApHUH DKCIIEPTOB MPUHSATH BO BHUMAaHHUE, PUCK CUCTEMATHYECKUX OIUOOK
npu pa3paboTKe peKOMEHIAIH CBeJIEH K MUHUMYMY.

OcHOBHBIE peKOMEH/ 1Al

Tadauuna 1.

YpoBHHM 10Ka3aTEIBCTB B COOTBETCTBHH € MEKIYHAPOAHBIMH KPUTEPHUSIMH.
Kareropuss | Jloka3arenbcrBa
1A Mera-ananu3 paHAOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX HUCCIIEIOBAHUN
1B ITo kpaiineii mepe, 1 paHIOMH3UPOBAHHOE KOHTPOJIUPYEMOE UCCIIEOBAHUE
2A ITo mens1eit Mepe, 1 KOHTpOTUpPYEMOE UCCIIEOBaHUE 0€3 PaHIOMHU3AINH
2B ITo xpaiineit Mepe, 1 KBa3M-IKCIIEPUMEHTAIBHOE UCCIICIOBAHKE




3 OmnucatenbHble UCCIEIOBaHMSA, TAKHME KaK CpPaBHUTEJIbHbBIE HCCIIEAOBaHMUS,
KOPPEJISLIMOHHBIE HCCIIEI0BAaHUS WK "'CIy4ail-kOHTPOJIb" HcCae10BaHus

4 Otuer OKCIEPTHOI'0O KOMHUTETA HJIM MHCHHC W/UId KIMHAYECKUH OIBIT
YBaKaCMbIX aBTOPUTCTOB

Taoauna 2.
Cuiia pekoMeHIal N,

YpoBenb | OcHoBanust

A VYpoBensb qokazarenbcTBa |

B YPOBCHB J0Ka3aTcIbCTBa 2 unm OKCTPAIIOJIUPOBAHHBIC PCKOMCHIAIUN YPOBHA
JOKa3aTcIbCTBa 1

C YpoBeHb 0Ka3aTeNbCTBA 3 WM SKCTPANOIUPOBAHHBIC PEKOMEHIAIUUA YPOBHEH
noKasareiabcTBa 1 win 2

D YpoBeHb T0Ka3aTeNbCcTBa 4 WM SKCTPANOIUPOBAHHBIE PEKOMEHIAIMN YPOBHEH
NoKa3aTeabCcTBa 2 Wid 3

OIIPEJAEJIEHUE

['panynemaTo3 Berenepa — ruraHTOKJIETOYHBINH T'PaHyJIEMAaTO3HO-HEKPOTU3UPYIOIIUNA BaCKYIIHT,
ACCOLIMMPOBAHHBIN C BBIPAOOTKON ayTOAHTUTEN (AHTUTEN K IUTOIUIa3ME€ HEUTpopuiIoB) u
XapaKTePU3YIOIUICS COUETaHHBIM BOCIAIUTEIbHBIM ITOPAXXKEHHEM HECKOJIbKUX OpPraHoB (dalie
BCET0 BEPXHHUX JIbIXATENbHbIX MyTeH, OPraHOB 3pEHUS U CIIyXa, JETKUX U MOYeK).

CuHonumsl: 6one3Hb Berenepa, rpanyeMaTo3HO-HEKPOTU3UPYIOIINNA BaCKYJIUT, HEKPOTUYECKAs
rpaHylieMa BEpXHHUX JbIXaTeNbHbIX MyTeH ¢ HeQpPUTOM; TIpaHyJIEeMaTO3HbIl BacKyJIuT,

aCCOLII/II/IpOBaHHHﬁ C AHTUTCJIaMHU K TUTOIIIIa3MEC HeﬁTpO(I)I/IHOB.

KOJI MKE 10

M31.3. I'panynemaTo3 Berenepa, HEKpOTU3UPYIOIIUN peCIUPATOPHBINA TPaHyJIEMaTO3.

SIIUAEMHUOJIOTIUA

I'panynemaTto3 Berenepa — penkoe 3a0oneBanue. Ero pacnpocTpaHeHHOCTh B MOMYISLIHUN
cocraBisteT 25-60 ma 1 muH, 3a0oieBaeMocTh — 3—12 Ha 1 MIH YenoBek. 3a00JIEBaEMOCTh
rpa"yjemMaTo3oM Berenepa B eBpormelickux crpaHax 3a nocieanue 30 ser Bo3pocia B 4 paza.
OTMeueHO yuallleHue HOBBIX ciydaeB 3a00yieBaHUsl B OCEHHe-3MMHUH nepuoj. C oaMHaKoBOU
4acTOTOM 3a00JieBaHNE BO3HHMKAET Y MYXKUMH M JKEHIIMH, MOXKET Pa3BUBATHCS KaK B JIETCKOM,

TaK ¥ B CTapUECKOM BO3pacTe, oJHako Hambosee yacto B nepuoa ot 30 mo 50 mer. B Poccun



KpPYIIHBIC SIMUICMHOJIOIMYCCKUC HUCCICOOBAHUA HC MMPpOBOAMIINCE. I[aHHBIX (6]

pacnpoCcTpaHEHHOCTH T'paHyjemMaro3a Berenepa y nereit Her.

ITHOJIOI'USA U TATOT'EHE3

Otuonorus 3a0oneBanus HewsBecTHA. [Ipennomnaraercs cBsA3b Hayana O0JIE3HU C BO3JCHCTBHEM
UHQEKIIMOHHOTO areHTa. HekoTopsle nccieaoBaTen 0TMEYA0T CBSI3b MEXKIY TPaHyJIeMaTo30M
Berenepa ¢ mpenmmecTByromeid THOWHOW WHGEKIUMEH WM TYOEpKYyJIe30M pPeCcUpaTOPHOIO
Tpakta. [lokasaHo Ooiee Tsbkenoe TedeHHME TIpaHylieMaro3a BereHepa y manMeHTOB C
HOCHTEIILCTBOM 30JI0THCTOr0 craduinokokka (Staphylococcus aureus) B mojocTH HOCa,
XapakTepusyromeecsi 0ojiee YacTbIM pPa3BUTHEM OOOCTPEHHUI, KOTOpbIE CBS3BIBAIOT C
BO3/ICIICTBMEM SK30TOKCHHOB CTa(pUIOKOKKA, OOJAJAIONIMX CBOMCTBAMH CYIEPaHTUTECHOB.
OO6cyxnaercs TaKkKe MOTEHIMAIbHAS ATHOJIOTHYECKAas POJIb KOJUIOMIHBIX COETMHEHUN KPEeMHHS.
[TaTorene3 rpanyinemaro3a Berenepa cBsi3aH ¢ pa3BUTHEM pacHpOCTPAHEHHOTO BOCHAJIECHUS
MEJIKUX COCYZOB W OJHOBPEMEHHBIM (DOPMHpPOBAHUEM MEPUBACKYISIPHBIX U 3KCTPaBa3albHBIX
rpanylieM MakpodaralbHOro THla ¢ KjaeTkamu JlaHrxaHca B MOpPaXeHHBIX OpraHax M TKaHsIX.
CeponornyeckuM MapkepoM OOJIe3HH SBJISIOTCS aHTUTENAa K LUTOIUIa3ME€ HEUTpOQUIIOB,
KOTOPBIC CBS3BIBAIOTCS C AHTUTCHAMH, 3KCIPECCHPYEMBIMH HEWTpodmiamMu (MpoTenHa30m-3,
MUEJIONEPOKCHUIA30H U JIp.), © MOTYT BBI3BaTh JIETPAHYIISAIUIO YTHX KJIETOK C BEICBOOOXKICHUEM
npoTeonuTHIecKuX (epMeHToB. OOCYXIalTcs U JpYrHe MMaTOreHETUYECKHEe MEXaHU3MBI:
MMMYHOKOMIUIEKCHOE TOPaKEHUE COCYIUCTONW CTEHKH, JUMQOIUTApHBIE UTOTOKCHUYECKHE

pEAKLIHH U Jp.

KIIACCUOUKAIUA

YTBepxkIeHHON KiIacCu(UKAIIUK HET.

KIIMHUYECKAS KAPTUHA

Ilopa:keHue BepXHUX AbIXaTeAbHBIX IyTel

Punur u cunycur Habmopaorcs y 100% OonpHBIX. DTOT MEpBBI IO YacToTe U
JUarHOCTMYECKOM  3HAUYMMOCTHM  MpU3HAaK  TIpaHylemaro3a  Berenepa,  mnposBisercs
3aJI0’KEHHOCTBIO HOCA C THOMHO-KPOBSIHUCTBIMHU BBLIEJICHUSIMHU, 00pa30BaHUEM CYXHX KOPOK U
HOCOBBIMHM KPOBOTEUEHHUSMHU, & TAaK’K€ CHHIKEHHEM WM OTCYTCTBUEM oOoHsHUS. IIpu ocmotpe
BBISBIISIIOTCS. JIOKQJIbHBIE OTEKHM B OOJACTH CIIMHKM HOCAa WIM OJHOW MONOBUHBI Jmna. [lpu
WHCTPYMEHTAJILHOM MCCJIEI0BAHUU BBISIBIISIFOTCS 3PO3UH, SI3BbI, pa3pyLICHUE XPsIIa U KOCTHON
TKQaHU HOCOBOW TIEPETOPOJKH, BEPXHEUETIOCTHOW Ta3yxu U opOouTel.. DopMupoBaHue
ce/UToBUIHOTO HOoca Habmomaercs B 10-20% ciaydaes.

S13BEHHO-HEKPOTHYECKOE MOPaKEHHE CIM3UCTBIX O00OJOYEK C BOBJICUEHHEM IJIOTKH, FOPTAHHU,

TPaxCu MPOsABJIACTCA 00JIBIO B TOpJIC, OXPUILNIOCTBIO I'0JIOCA, CTPUAOPO3HBIM JIbIXaHUCM.



IHopaxeHnue Jerkux

PazBuBaercs y 56-100% Oo0npHBIX. DTO 2- MO YacTOTe W JUATHOCTHYECKON 3HAYUMOCTHU
npu3HaK rpanyiemaroza Berenepa. Y 25% OOIBHBIX OH MOXXET OBITh NMEPBHIM CHMIITOMOM
3a0oneBanus. [lanmeHThl XanyloTcs Ha Kallellb, MHOTJA HaJACaIHBIM, 00JIb B IPYIHON KIETKE,
KPOBOXapKaHbe, OJBIIIKY. [Ipy PpU3HKaIbHOM MCCIETOBAaHUH BBISIBIISICTCS TUCCOLMALINAS MEXKIY
CKYJIHOW ayCKYJbTaTHBHOMW KAPTUHOW W BBIPAKEHHOCTBIO PEHTTCHOJOTHMYECKHX W3MEHEHHI.
MoryTt pa3BuBaThCsi HH(APKTHI JIETKOTO, MOPaXXEHHE IJIEBPHI C BHIIOTOM B IJIEBPAJILHYIO
nosioctb. llopakeHue TIIEBPHl MOXKET OCJIOXKHHUTH HWHGAPKT JIETKOTO WM  Pa3BUTHCSA
CaMOCTOSITENILHO KaK PEaKIUsl Ha IPaHyJIEMAaTO3HOE [TOPAXKEHUE CEPO3HBIX 000I0YEK.
[Topaxenne Tpaxeu, KPYIMHBIX OpPOHXOB, OPOHXMOJ CONPOBOXKIACTCA HMX CTEHO30M WU
TUMIUYHBIM ~ CTPUIOPO3HBIM  JABIXaHHEM W TOPUBOJUT K HAPYIIEHUIO OpOHXHUATHHOU
MPOXOJUMOCTA W BTOPUYHOM OpOHXHMANbHON acTMme. bponxuanmpHas 0OCTPYKIMSI KPYIMHBIX
CTBOJIOB MOXET OBbITh IPUYHUHON aTeJIeKTa3a CErMEHTa WIN J10JIU JIETKOTO.

IHopaxenue mouexk

BrsiBasiercss 'y 77% OonpHBIX. DTO 3-i KjaccHMuecKMi MpU3HAK TpaHyleMaTto3a Berenepa.
Knunudeckre cuMnTomMbl HedpomaTHH MOSBISIOTCA Yepe3 HECKOJIbKO MECAlleB OT Hauajia
0one3Hn. MoueBOM CHUHAPOM MPOSBISETCS TreMaTypuel, NpOTeuHypueH, UWIMHAPYPUEH,
He(pOTUYECKUI CHUHJIpOM - IIPOTEUHYPUEN, TUIIOIIPOTEUHEMUEH, OTEKaMHU,
runepxoyiecrepueMueil. Iloueynas HenocTaTOYHOCTH pas3BuBaeTcss MouTH y 50% O0NbHBIX
yepe3 24-36 mec ot nebrora 3aboneBanus. PynpMUHaHTHOE TeueHHe oTMedaercss B 10-20%
ciaydaeB. Al' (HeTskenas) pa3BUBaeTCS BCIIEN 32 MOYEBBIM CHHAPOMOM, OOBIYHO K KOHITY 1-TO
roja Ooye3HH.

Jluxopaaka

HaGmronaercst y 50% OonbHbIX. Temmeparypa Tena BBICOKas, MOCTOSHHAs (MHOTAA MO TUIY
pemutTHpytomen). 3GGeKT oT NpuMeHEeHUs] aHTUOAKTEPUATIbHBIX IIPENapaToB OTCYTCTBYET.
CHuKeHMe anneTuTa

OTKa3 OT NUILM BIUIOTH A0 aHOpeKcHH nosBisercs y 50% OOMbHBIX U MOXKET OTMEYaThCs KakK B
nelroTe, Tak ¥ MPH 000CTPEeHUH 3a00JIeBaHUs.

Ilopa:xkenue cycraBos

Habmonaercst y 50% 60npHBIX, yallle B Hadasie 00JIe3HU WM U ee 000CTpeHUHU. XapaKTepHbI
0011 B KPYIHBIX U MEIKHUX CycTaBaX. Bo3MOXeH apTpUT KPYIHBIX CYCTaBOB C CUMMETPUYHBIM
nopakeHHeM (4alile KOJICHHBIX U TOJIEHOCTOIHBIX ) 0e3 pa3BUTHUS CTOMKOH JehopMaIuy.
IHopaxkeHue KoK

PaszBuBaercst y 50% OonpHbix. Hanbonee TUMUYHBI reMOpparMuyecKHe BBICHIMAHMS, SI3BBI U
HEKPOTUYECKUE Y3E€JIKU: OT €AMHMYHBIX 3JIEMEHTOB JI0 TOTAJIbHOI'O SI3BEHHO-HEKPOTHYECKOIO

nmpomnecca. FeMoppaqueCKHe BBICBIITAHHUA W A3BbI YalllC pacnoiararoTrcCsa B obactu KPYITHBIX
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CycTaBOB (KOJIGHHBIC, JIOKTEBBIE), Ha SATOAMIAX, Oeapax. MOXKET MpOSBIATECI B BHIE
noIMMOP(HOI 3K3aHTEMBI, OYIIIE3HBIX, TEMOPPArMUYeCKHUX U MAITYJIC3HBIX BHICHITAHUN.
ITopaxeHnue oprana 3peHust

Huarnoctupyerca y 50% OONbHBIX M UMeeT BTOpUYHBIA xapakTep. [lopaxeHue opOUTHI
(TICeBAOTYMOp) COINPOBOKIAETCS HK30()TAIBMOM, OTPAHUYCHHEM MOJBUKHOCTH TJIa3HOTO
s0noka. Takke pa3BHBAIOTCS KEPATUT, XeMO3 (OTCK KOHBIOHKTHBBHI TJIa3HOTO S0JI0KA), OTEK
JUCKa 3pUTENIbHOTO HEpBa, aTpodusi [UCKAa 3pUTENBHOrO HepBa, AUQPQY3HBIA CKIIEpUT,
XPOHUYECKHE SI3BBI CKJEpbl M KOPHEaJbHOW OO0OJOYKH, MOpPaXEHHE PpamayX HOW 000JI0UYKH,
TSDKETIbIe TOpaXEeHHUs OpOUTHI M HEKPOTH3UPYIOIIMH CcKiIepuT. B pesynbrate TSKEIOTo
MOPaKEHMsI OpraHa 3peHUsI MOXKET Pa3BUTHCS CIIETIOTA.

Iopaxenue oprana ciyxa

Habmonaercs y 30% OonbHbIX. XapakTepHbl BTOPUYHBIN CPETHUN OTHUT (CJIEICTBUE MOPAKECHHS
CIIyXOBBIX TpyO), KOTOpPBIM MHOTAA OCJIOXKHSETCS [ape30M JIMLIEBOIO HEPBA; rpaHyjIeMaTO3HOe
pa3pylleHHE BHUCOYHBIX KOCTE€H, B TOM YHUCIE COCLEBUAHOIO OTPOCTKA, C pa3BUTHEM
TYrOyXOCTH; OOJIUTEPUPYIOLIUI U OCCUPUITUPYIOIIHI TaOUPUHTHT.

ITopa:xenue cepana

BrisiBnsiercst y 15-25% OONBHBIX M CITY)KUT UCXOJO0M BAaCKYJIMTA U TpaHyjemMaTo3a. Pa3BuBarorcs
MHUOKAPIUT, IEPUKAPAUT, FHAOKAPIUT U TOPOK MUTPATILHOTO MIJIM TPEXCTBOPUYATOTO KJlanaHa
BCJeicTBUE (PMOPMHOMIHOTO HEKpO3a M IpaHyleMaTo3a SHAOKap/a U KJamaHoB cepAma. Taxxke
XapaKTepHbl KOpOHApUT, OoyieBON uiu 0e3005eBOi WMHGMAPKT MHOKapAa, apTEPUHUT COCYHa,
MUATAIOIIETO CUHYCOBBIA WJIM aTPUOBEHTPUKYISIpHBINA (AB) y3en, 4To mpuBOAUT K HAPYIICHHUIO
putMma cepaua (monHast AB-Onokana, mapokcusMallbHas TaxuKapAus, MEplaHue Npeacepauii,
CYNpaBEeHTPUKYIISIPHAS TAXHAPUTMHUS).

IHopa:xenue ’KKT, neueHn u cesie3eHKH

Hab6monaercs y 5-10% OonbHbiX. [lanmeHTsl kamyroTcst Ha 0ojib B KUBOTE. XapaKTepHO
SI3BEHHOE TMOPAXEHUE >KEIyJKa, JABCHAALATUIIEPCTHOM KHUIIKH, TOHKOW M TOJICTOM KHIIIOK,
OCJIOKHSIOILEECS HKETYT0UHO-KUIIIEUHBIM KPOBOTEYEHUEM.

[Ipy MHCTpYMEHTAIbHOM HCCJIEIOBAHUM BO3MOXXHO BBISIBIICHUE IICEBOOIYXOJU >KEIyJKa
BCIIEZICTBME OOpa30BaHUs TPAHYJIEMbl B €r0o CIM3UCTONM 000JI0uKe. Y OTIEIbHBIX OOJIBHBIX
Pa3BUBAIOTCS OCTPBI WM XPOHUYECKUW IMAHKPEATHT, MAHKPEOHEKPO3, WH(PAPKTHI TICYCHH,
CEJIE3CHKH.

Takske MOSABISIIOTCS SI3B€HHBIA CTOMATUT, TJIOCCUT, XEIIINT; B TSXKEJIBIX CIydasX — MapOAOHTO3 C
BBITIAZICHUEM 3YOOB.

IopakeHue HEPBHOI CHCTEMBI

Y 10-15% OGonbubIx Habmogaercs nopaxkenue I[[HC: Tpom0603 cocymaoB TroJOBHOTO MO3ra,

['eMopparnueckuil WM MIIEMHYECKUI MHCYNBT, MOBPEXKIECHHE MO3TOBBIX 000J0YeK, y 22% —
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nepudeprudecKoil HEpBHOW CUCTEMBI B BUJIE HEBPUTOB Mepr(EepUUeCKUX HEPBOB WIIH MOPAKECHUS
YyepenHo-Mo3roBeIx HepBoB (npexze Beero I, 11, 1V, VI, VII, VIII nap).
TEYEHUE
B ectecTtBeHHOM TeyeHuU rpanysiemaro3a Berenepa BbienstoT 3 nepuojga: 1-ii — HayaibHBIE
[IposiBieHust ¢ JIOKaJIbHBIMA M3MEHEHUSIMU BEPXHUX JIBIXaTENbHBIX MyTEH, CPEHEro yxXxa WUiu
r1a3; 2-il — reHepajin3anys ¢ NOpaXeHUEM BHYTPEHHUX OPraHoB (B IEPBYIO O4epeib JIETKUX U
MoYeK); 3-i (TEpMHHAIBHBIN) — PAa3BUTHE TIOUSYHOUW WIIM CEPJICUYHO-JICTOYHON HEJJOCTATOYHOCTH.
Kpowme Toro, BbIACISAIOT CIEIYIOIINE BAPUAHTHI TeUECHUs 3a00JI€BaHUS:
* JIOKQJIbHBIA: TOPAXKAIOTCSI BEPXHHUE JbIXaTEIbHBIC MYTH, OPraH 3pEHUs, KOKa, MBIIILbI U
CyCTaBbl;
* OrPAaHMYEHHBIM: COUYETAHHWE KIMHUYECKUX MPOSBICHUM JIOKAJIbHOTO BapHaHTa C BBICOKOM
TEMIIEpaTypOl U OPAXKEHUEM JIETKHUX;
* TCHEPAJIM30BAHHBIN: IMOPAKEHUE BEPXHUX MbIXaTEIbHbIX NyTeH, Jerkux u mnoyek, KKT,
CepACYHO-COCYTUCTON CUCTEMBI, IEHTPAIBHON U epUpepuIecKOil HEPBHON CHCTEMBI.
OCJIOKHEHUSA

e PecrnupaTopHBIA TpakT: NPHUCOCTUHEHHWE BTOPUYHON wuHGpeknun (abcrenupoBaHue

MOJIOCTEH, IMIKEMA IIJIEBPHI, IETOYHBIE KPOBOTEUEHHUSI, CIOHTAHHBINA THEBMOTOPAKC)

e XpoHuyeckas Mo4yeyHasi HeI0OCTaTOYHOCTh

e OTex roj0BHOTO MO3Ta

e (CepreyHasi HEJJOCTATOYHOCTh

e Ilepudepuueckue HEKPO3bl

JUATHOCTHUKA

JlabopaTopHble uccie10BaHUA

Knunuueckuii ananu3 Kpoeu: HEWUTPOPUIBHBINA JTEMKOLUTO3, aHEMUSI, TPOOOLIMTO3, YCKOPEHHE
COD.

Buoxumuueckue u ummynonozuueckue uccie006anus Kpogu:

MOBBIIIIEHUE KOHIIEHTPALlUU KPeaTHHUHA, MOYEBUHBI ITPH MOPAKEHUH MTOYEK.

Aymoanmumena: onpeneneHue aHTUTEN K IUToruiazMe HewtpopuinoB (ANCA) — anti-PR3
ANCA (anturena k mnporeuHaze-3, c-ANCA) wu anti-MPO ANCA (anTturena x
muenonepokcunaze, p-ANCA). VYV 10% OONbHBIX C THUCTOJOTUYECKH JIOKa3aHHBIM
rpanyjiemMaro3oM Berenepa (mpenMyIecTBEHHO NMpH JOKadbHOM BapuaHte Oone3nu) ANCA He
onpenenstorcs. Hannune ANCA 3HauuTeNnbHO CyXaeT Kpyr n1uddepeHnaabHOR TUarHOCTHKY;
IpU TUCTOJOTHMYECKH IMOATBEPKIEHHOM JMarHo3e rpaHylemaTo3a Berenepa — mno3Bosisier

MOHHMTOPHUPOBATh AKTUBHOCTH 3a00JI€BaHUS U POTHO3UPOBATH PA3BUTHE €T0 0OOCTPEHUH.
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HNHcTpyMeHTAIbHBIE HCCIIEI0BAHUS

KT neekux: BU3yanu3upylOTCs €IUHUYHBIC MM MHOXKECTBECHHBIE CHMMETPHUYHBIE OKPYTJIbIE
UHOUIBTPAThl MPEUMYIIECTBEHHO B CPEIHUX W HIKHUX JIETOYHBIX TMOJAX. XapaKTepeH
ObICTpBIN pacnag UHOUIBTPATOB € OOpa30oBaHMEM TOHKOCTEHHBIX IMOJIOCTe. Bo3MoxkHO
MOSIBJICHUE YPOBHS JKUAKOCTH. B 1t00bIE cpokM OT ne0roTa 3a00JIeBaHHUS MOXKET Pa3BUTHCS
OCTpbIi W MHOWIBTPATUBHBIA HMHTEPCTUIHAIBHBIA MHEBMOHUT C  COOTBETCTBYIOILEH
PEHTTEHOJOTUYECKOM KapTUHOM.

KT Kkocmen nuyeso2o ckenema: JIeCTPYKTHUBHBIE WM3MEHEHHS HOCOBOH MEpEeropojKH,
peleTyaToi KOCTH, BEPXHEUEITIOCTHOM Ma3yXu 1 OpOUTHI, CeATOBUIHAS JeOopMalus HOca.
MPT 201061020 MmoO32a: HapylUICHHE MO3TOBOTO KpPOBOOOpAIICHHS, TEeMOpPPArHYECKUE W
UIIeMUYECKHEe UHCYIbTHI MO3Ta.

@ynKyua 6HeuwtHe20 ObIXaHuA: HapyleHNe TIErOYHONW BEHTUISILIUY 10 OOCTPYKTUBHOMY THITY.
IxoKT: Y3-npu3HaKu MUOKApPIUTA, IEPUKAPAUTA, KOPOHAPUTA.

Y3U nouex: Y3-npuzHaku HepuTa, HAPYIICHUI MOYEYHOTO KPOBOTOKA C OOCIHEHUEM €TO0 I10
nepudepun, HapymeHui 1udPpepeHupOBKN MOYEUHBIX CIOEB.

bponxockonua: nuddy3HbIA SpO3UBHBIA OpPOHXUT C CyXEHHEM H pyO1oBoil nedopmanmeit
OpOHXOB.

AI'JIC: 3po3uBHOE U s3BEeHHOE NopakeHue BepxHux otaenon JKKT, kpoBoreueHus.

Kononockonus: 9PO3UBHOC U A3BCHHOC IMOPAKCHUC HUXKHUX OTACIIOB >KKT, KpOBOTCYCHUH.

KPUTEPUU JTUATHOCTUKHU

[wnarHo3 rpanynemaro3a Berenepa ycraHaBIMBalOT Ha OCHOBAaHWM KpUTEpUEB EBponenckoit
auru npotuB peBMatusma (EULAR), MexayHapoaHo#l neauaTpuyeckoid peBMaTOJIOrMYecKOn
opranu3aiuu no kauHudeckuM uccnenaoBanusMm (PRINTO) u EBpomneiickoro olriecTBa AeTCKUX

pesmarosioros (PreS) 2010 r. (tab. 3).

Taoauna 3.

JluarnocTuyeckue kpurepuu rpanyjemaro3a Berenepa (EULAR/PRINTQO/PReS, 2010).
Kpurepun Onpenenenue

1. [Tatomopdomnorus I'panynemaTo3HOE BOCIIAJICHHE B CTEHKE

apTepuu, NEepUBACKYJISIPHON WK
AKCTPaBaCKYJISIPHOU 30HE

2. IlopaxxeHne BEpXHUX AbIXATEIbHBIX MyTEU XPpOHUYECKOE THOMHOE WIIH FEMOPPAarndecKoe
BOCIIAJICHUE TI0JIOCTH HOCA, HOCOBBIE
KpOBOTEYEHUS, KOPKH, TPAHyJIEMBbI

[Tepdopatiiss HOCOBOI MEPETOPOIKH,
ceNIoBUAHAs edopManus Hoca

XPpOHUYECKUN WU PELUIUBUPYIOLIUN
CHUHYCHT
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3. [lopaskenne ropTanu, Tpaxeu ¥ OPOHXOB 3arJIOTOYHBIN TpaxealbHbIN WU
OpOHXUATBHBIN CTCHO3

4. ITopaxeHue Jerkux VY371B1, TOIOCTU WM (PUKCHUPOBAHHBIE
WHQUIBTPATHI IO JAHHBIM
peHtrenonornyeckoro uian KT-o6cnenoBanus

5. ANCA Hamnune ANCA 110 1aHHBIM
UMMYHO(DTIOOPECIIECHTHOT'O UCCIICIOBAHMS HITH
NDA (MPO/p, PR3/c ANCA)

6. IlopaxxeHnne movyex [Tpotennypus > 0,3 r/cyT unu
anpbOyMuH/KpeaTHHUH > 30 MMOJIB/MT B
YTPEHHEN OPLUU MOYU

['emaTypus UM YUCIIO SPUTPOLUTOB > 5
KJIETOK B I10JI€ 3pEHUS

CHmxeHne KI1y0oukoBor (GUIBTPALIUU IO
dopmyne IBapua < 50% ot HOpMBI

HekpoTtusupyronmii nayiiuuMMyHHbBIN
rJIoMepyJoHehpUT

JnarHo3 rpanyinemaro3a Berenepa ycraHaBiuBarOT NpU HAJIWYUM IO MEHbIIEH mepe 3 u3 6
KpUTEPHUEB

MuddepeHunanbHblii UATHO3 HEOOXOAMMO MPOBOAMTH CO CIEAYIOIIMMHU 3a00JIEBAHUSMU:

CCIICHUC, CTa(bI/IJ'IOKOKKOBaﬂ ITHCBMOHUA, Ty6ep1<yn63 JICTKUX, CHHAPOM Fynnacqepa.

IMPUMEPBI TUATHO30B

[Tpumep Nel. I'panynemaro3 BereHepa, orpaHM4eHHBIH BapHaHT (JMXOpajaKa, IMOpaKEHHE
IJIA3HUIBI, JIETKHX ).

[Tpumep Ne2. I'panynemaro3 Berenepa, reHepann30BaHHBIM BapuaHT (JIMXOpajKa, MOpakKeHHE

BEPXHHUX JIbIXaTEeNIbHbIX MyTEH, JIETKUX, T0YEK). XpOHUYECKas oYeuHas HeJOCTaTOYHOCTb.

JEYEHUE

HeMennkameHTO3HOE JieUeHHE

. Pesrrcum

B nepuoast ob6ocTpenus 3aboieBaHus ClIeIyeT OrpaHUYNBATh JBUTATEIBHBIA PEXUM peOeHKA.
PexoMeHyeTcsi COXpaHsITh MPSIMYIO OCAaHKY MPH X0Ab0€ U CUACHHUHU, CTIaTh HA KECTKOM MaTpace
¥ TOHKOH moymike. VICKITIOUNTh TCUX03MOIIMOHATBHBIE HATPY3KHU, TPEOBIBAHKIE HA COTHIIE.

. Huema

VY GonbHBIX ¢ cuHApoMoM KymuHra menecooOpa3Ho orpaHHUYEHHE MOTPEOSICHUS YTIIIEBOJOB U
JKUPOB, TPEANOYTUTENbHA OenKoBas JAuera. YNOTpeOJNeHHe THIMM C  OBBIIICHHBIM
coJIepKaHWuEeM KaJlbIis M BUTaMuHa D y1st mpouimakTHKH 0CTeonoposa.

. Jleueonasa ¢uskyromypa (J/IDK)

12




JleueOHy10 (PUBKYIBTYpYy HPOBOIUTH B COOTBETCTBHM C WHAWBUAYAILHBIMH BO3MO>KHOCTSIMHU
00JIBHOTO.
. Xupypzuueckoe neuenue

e HanoxeHue TpaxeoCTOMBI TMPH CTCHO3UPYIOMIEM MOJCKIAJOYHOM  JIApUHTHUTE,

OCJIO’)KHUBILEMCS pa3BUTHEM aC(HUKCHH.
e [lpu mporpeccupyromieM 3k30pTalibMe U YIrpo3e CIEHNOThl — pPE3eKUus OOMIMPHOM
rpaHyJIeMbl MSTKHX TKaHEH OpOUTEHI.

e [lnactuka ciuHKH HOCA ITPH POPMHUPOBAHUU €TO CEUIOBUIHON AedopMaIiu.

e TpaHCutaHTalUsA NIOYEK B CIIydae pa3BUTUS TEPMUHAIBLHOM [IOYEYHOU HETOCTATOYHOCTH.
MeankaMeHTO3HOE JIeUeHHe
Jnst uanykuun pemuccuu (3-6 Mec) NpuMEHSIOT MPEAHU30JIOH (YposeHb dokazamenvHocmu 1A,
ypoeenb pekomenoayuu A) Per 0S B 1o3e 1-2 Mr B cyTkH B TedeHHUE 4-X HENleb ¢ MOCISAYIOINUM
cHkeHrueM 103bI 10 0,3-0,7 Mr/kr B TedueHue 6-8 Hepenb. [lepopanbHblil TpHEM MPETHU30JI0HA
COUETAIOT C MYyJbC-Tepanueil METHIIPETHUZ0JIOHOM (YPO8eHb 00KA3aMeNbHOCMU 3, YPOBEeHb
pexomendayuu C) B moze 20-30 Mr/kr/BBeeHHE B TeUCHHUE 3-X TOCICIOBATCIBHBIX JHEU H
ukiodochaMuiom (yposenv ookazamenvrocmu 1A, yposenv pexomenoayuu A) B noze 2,0
MT/KT B CyTKH PEr 0S B T€UCHHE 2-3 MECSAIEB WIH MYJIbC-Tepanueil MUKIohochaMugIom (yposens
ookazamenvrocmu 1A, yposensv pexomenoayuu A) B noze 0,5-0,75 mr/ M 1 pa3 B 2 Hejenu Ui
500-1000 mr/m? (MakcumanbHO 1,2 Tp) exKeMecsSYHO B TeueHue 6 MecsleB, Wiu B A03e 15 Mr/kr
(MakcumanbHO 1 rp) KaxkJple 2 HEJeNU TPHXKIBL, a 3aTeM Kaxable 3 Henenu. [IpeanouturensHo
BHYTPUBEHHOE BBe/IeHUE IuKIodochamua.
[Ipu pedpakrepHOM TeyeHUHM U Ui HMHAYKIUA PEMHUCCHH TIPU TOPAKEHUU JIETKHX
(reMopparu4eckuii aabBEOJIUT) M OBICTPO MPOTPECCHPYIONIEM MOPAKEHUH MOYEK NMPUMEHSIOT
©KEIHEBHBI 2-X O0bEeMHBIH IUIa3MOOOMEH B TeueHne S5 wium 10 1gHEH, BHYTPHBEHHBIH
UMMYHOTJIOOYJIMH 4eloBeKa HOpMallbHBIN, copepkammii 19G, (yposenv Odoxazamenvnocmu 3,
ypogenv pexomenoayuu C) B 103e 2 Tp/Kr Ha Kypc U T€HHO-WH)XEHEPHBbIE OHOJIOrMYecKHe
npenaparsl: pUTYKCUMaO (Ypogens doxkazamenvrocmu 3, yposensv pekomendayuu C) B nosze 375
Mr/mM° Ha BBEICHHE B TeUCHHE 4 IIOCIEJOBATEIBHBIX HEIeIb WIH nHpIMKCUMa0 (YposeHb
ookazamenvrocmu 3, ypogenv pexomendayuu C) B 103e 5 MI/KI Ha BBEJICHHE BHYTPUBEHHO
JIBaXIbl B Mecsl. [IpearnouTuTenbHO NpUMEHSATh puTykcumad, uHruouropsl ®HO wmenee
3P PEKTUBHBI.
[lpu paHHEM JOKaIM30BaHHOM BapHaHTe 0€3 TOPaKEHHs IOYEeK HA3HAYAIOT METOTPEeKcat
(vposenwv doxazamenvrocmu 2B, yposenv pexomenoayuu B) Ui OAKOKHOTO BBEICHHS B J103¢€

15 mr/m? (0,5-1 MI/KT) eKeHeIemnbHO.
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Taxoke UCTIONB3YIOT npenapamsi NPOCMa2iaHOUHO8 — aHAJIOTH €CTECTBEHHOTO MPOCTArIaH/MHa
El. Ilpemapatr oOnamaer BBIpaKEHHBIM COCYIOpACIIUPSIOMUM (Ha YpOBHE apTEpHol,
MpEKANMWIIAPHBIX CUHKTEPOB, MBIIIEYHBIX apTepwuii), AHTUArPETraHTHBIM u
AQHTOMIIPOTEKTOPHBIM  JeHCTBHEM, YyJIy4lllaeT MHUKPOLUPKYISALMI0O U nepudepruueckoe
KpPOBOOOpAIIIEHHE,  CIIOCOOCTBYET  OTKPBITHIO  KOJUIATEPAJbHBIX  COCYAOB;  YIIydIIaeT
pPEOJIOTUYECKHE CBOMCTBA KPOBH, CIIOCOOCTBYET IMOBBIIIECHUIO AIACTUYHOCTH 3PUTPOLMUTOB U
YMEHBILIEHUIO arperanuio TpoMOOIMTOB. AJMPOCTaail BBOAAT B/B B 2 MpHeMa, CyTOUYHAs 032
cocrapnsier 1-20 ur/kr/mus. Ilpenapat BBOAUTCA TOJNBKO Yepe3 MH(PY30MaT, CO CKOPOCTHIO HE
menee 50-75 mi/yac, He MeHee 2-X 4acoB. JTUTETbHOCTh TE€panuu cocTaBisier 14 nHeil, 3arem
71032 Tperapara CHIKaeTcs 0 3 HI/Kr/dac B TeUeHHE 3-X JHEH, TOCiIe Yero MPOBOAUTCS OTMEHA
npernapata. Bo wu30exxaHue pa3BUTHUS HEXKEIATEeNbHBIX sABIEHUN (pe3koe cHibkeHue Al
9KCTPACHUCTONHUS, TaXH-, Opagukapaus) BBeJleHHWE Mpernapara HEOOXOAMMO OCYIIECTBISATH O]
koHTpoisiem DKI' (Mmonurop).

Taxke TPUMEHSIOT HU3KOMOJEKYIApHble 2enapunsbl B ao03ax 65-85 ME Ha kr maccel Tena B
CYTKH; BBOJST CTPOrO IMOAKOXHO. B ciydae HeoOXxoaumMocTd MHpoOBOAAT (YHKIIMOHATHHBIN
aHaJIM3 aHTHU-Xa aKTUBHOCTH; 3a00p 0OpasloB KPOBU AJSl 3TOTO OCYIIECTBISIOT yepe3 3-4 u
1ocjie /K MHBEKUWH, KOTJa JOCTHTaeTcs MaKCHMAJIbHBI YpOBEHb AaHTH-Xa aKTHBHOCTH B
mJa3Me KpoBU. YPOBEHb aHTH-Xa B IJIa3Me KPOBH JOJDKEH ObITh B mpenenax 0.2-0.4 ME anrtu-
Xa/mn. MakcumanbHblii fonmyctumblii ypoBeHb 1-1.5 ME antu-Xa/min. Ilocne 3aBepuieHus
Tepanuy HHU3KOMOJIEKYJIAPHBIMU TENapuHaMM C LENbI0 NPO(UIAKTUKH TPOMOOTHYECKUX
OCJIO’)KHEHUH MallieHTaM Ha3HavYaroT aHmMUKoAzyIsiHmbl Henpamoz20 oeticmeus — eapgapur. J1o3y
npenapara KOHTpouupyoT no ypoBHio MHO. PekoMeHayeMblil KOpuIOp MEXIyHapOIHOTO
HOPMAaJIM30BaHHOT'O OTHOILIEHUs cocTasiser 2,0-3,0.

Taxke NPUMEHSIOT AaleTWICAIMLIMIOBYIO KHUCIOTYy B jgo3e 1-2 Mmr/kr 1 pa3 B jAeHb WU
JTUTIAPUAAMOJT B J103€ 2,5 MT/KT IBaXKIbl B JICHb.

Hns mopnepxanus pemuccun (0T 24 Mec 10 3 JIeT) MPUMEHSIOT MpeaHn30yioH B go3e 0,2—0,3
MI/KI OpajlbHO B COUYETAaHMM C a3aTHONPUHOM (VposeHb OokazamenvHocmu 1B, yposens
pexomenoayuu A) pPer 0S B a03e 2-3 MI/KI B JieHb. Y HEKOTOPBIX MAIlMEHTOB BO3MOXKHO
MPOBEJICHNE TPOAJIEHHOTO Kypca JeueHuss puTykcumaOoMm. JledyeHre a3aTHONPUHOM HAUYMHAIOT
yepe3 3-5 AHeH mocie OKOHYaHUs JieueHus HUKIohochamMuIoM Ui IepopaIbHOTO MpHeMa Hn
yepe3 10 nueil — muxnodochamunom s B/B BBeAeHUs. [ mojep:kaHUsl PEMUCCHH TaKKe
MOYKHO UCIIONIB30BaTh METOTpeKcaT (yposens dokazamenvHocmu 2B, yposenb pekomendayuu B)
B 03¢ 0,3—1 mr/kr noakoxxHo (MakcumanbHo — 30—40 Mr/Hen) exxeHeAeNbHO, WK JehITyHOMMUT
(yposenv 0okaszamenvrocmu 1B, yposenv pexomenoayuu B) B mo3e 0,6 MI/KT €XKEIHEBHO WU

MuKO(peHonaTa MopuTHIioM (yposensb dokazamenvHocmu 3, ypogenv pexomenoayuu C) B 103e
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600 mr/m® 2 pa3za B aeHb. Taxke IpoaoIDKAOT MPUEM alleTHIICATUIIIIOBON KUCIOTHI 1-2 Mr/kr 1
pa3 B JIeHb WM JUIHUPHIAMOIIa 2,5 MI/KT IepopaibHO 2 pa3a B JACHb.

B cnydae pas3Butus cepbe3HOro o0OCTpeHUs Ha (POHE MOAJEPKUBAIOIIEH Tepanuy MPOBOJAAT
OJIHOKpaTHOE B/B BBeaecHHE mukiIodochamuna B moze 750-1000 MF/MZ, €CJIM TPEeABAPUTEIBLHO
npuMeHsuIcs nukiIodochaMu A MepopaibHOro mpuemMa Il WHAYKIUH pemuccuu. Jleuenue
mukinopodedamMuom coyeTaroT ¢ MyabC-Tepanueid MEeTHIIPEIHU30JI0HOM B o3¢ 30 Mr/kr
(MakcuManbHO 1 Tp) B/B B TeUeHHE 3-X JHEHW M €KEIHEBHBIM 2-X OOBEMHBIM TIa3MOOOMEHOM
(yposenwv doxazamenvrHocmu 1B, yposensv pexomenoayuu A) B Teuenne 5 wim 10 qHeH.

Taxoke BBOAAT BHYTPUBEHHBIH MMMYHOTJIOOYJIMH YellOBeKa HOpPMaJbHBIHN, copepxkamuii 19G, B
703¢e 2 Tp/KT U TeHHO-HHXeHepHble Ononorndeckue npenaparsbl ([TUBIT) — putykcumad (yposens

(vposenw

IMPUMCHCHHC

ookazamenvrocmu 3,  ypoeenv  pexomenoayuu C) wnn  uHOIHKCHMAO

ookazamenvrocmu 3,  yposenv  pexomendayuu C). IlpeamoyrurtenvHee
puTykcumaoa.

[Tpu pa3zBuTUM J€rkux 00OCTPEHUN U HECTOMKON PEMHUCCHH 1I€JIECO00pa3HO MEPEKII0UYEHNE Ha
mpenapaTsl BToOpoi TuHuH (MUKo(deHoata Mo(eTHI, IUKIOCIIOPHH, METOTPEKCAT).

Jist npoMIIaKTUKY THEBMOIMCTHOM ITHEBMOHUEH Y MTAIIMEHTOB C TIOPAKEHUEM JIETKUX, a TAKXKe
y JIeTeH, Monyvarmux ukIoGochaMua U PUTYKCUMAO, MPUMEHSIOT KO-TPUMOKCA30JI B
PO(QUIAKTHIECKONW JIO3UPOBKE 5 MI/KI/B JCHBb €XKEIHEBHO (YposeHb OokazamenvHocmu 4,
ypoeers pexomenoayuu D).

Jo3upoBku, modouHble 3H(PEKTH U ANITOPUTM BeJICHUS MAIlEHTOB, MPECTaBlIeHbI B Tai0. 4.

Tab6auna 4.
Jl03b1, 1000YHbIE I(P(PEKTHI U AJITOPUTM BeeHHsI MANUEHTOB Ha (GoHe Tepanun
HMMYHOCYIIPECCMBHBIMH IIPenapaTamMu, HCIO0JIb3YeMbIMH J1JIsl JIeYCHUSI BACKYJINTOB

Huxnogochamun A3aTHonpuH MuxodeHnonara Huxnocnopun | Metorpekcar
ModeTna

Jo3upoBka | 2-3 mr/kr 1 pa3 B 0.5-2.5 mr/kr 1 (600 Mr/M° mBaxael | 3—5 mr/kr/cyT. | 10-15 MF/MZ/He,I[.
JIeHb TIepopaibHO 2— | pa3 B IeHb B JICHb) [epOPaILHO, MepopaIbHO WIN
3 mecsia; 0.5-1.0 NEPOPaATHLHO B paszieneHHbIe MOJIKOXHO
/M B/B exeMecsuHo | Teuenue 1 roga u Ha 2 J03bl

(omuHapHas 103a)
6omee

IMo6ounbIe JlelikonieHust; Hucnencuueckue Cympeccus VYxyauienue MHOTOTOKCUYHOCTD U

3¢ pexThI reMOpparu4ecKuii SABJICHUS; T€NIATO- | KOCTHOTO MO3ra; ¢byHKINN HMHTEPCTULIUAJIbHBII
LUCTUT; oOpaTHMas TOKCHYHOCTE; ocTpas auapes; MOYeK, TTHEBMOHHT (CHIUKEHHE
aJNonenus; CBIIIb; JETOYHBIN QUOPO3 | THHEPTCH3HS, pHUCKa IpH npueme
6ecrioue; JeKoneHus TeaTOTOKCHY- | (hOJHEBOI KHCIOTHI),
JEHKeMHs, TUMPOMa, HOCTb, TpEMOp, | oOpaTumoe
HEePEeXOAHO- TUINEepIIa3ust TOBBILLIEHUE
KJIETOYHAas JIECEH, TpaHcaMHHa3, Guopo3
KapIIMHOMa MOUYEBOT0 TUNIEPTPHUXO3, Te4eHU
Ty3BIpS mnMpoma

KymyJsi- He onucans! 1yist He onucanbl He onucansl He onucanel He onucanbt

THBHast OHKOJIOTHUU;

Toremuecs 500 mr/kr mis

Kas 103a
a300CNIEpMUUN
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Kannanuec- Exenenenpnnnii OAK | ExxenenenbHbIi Kaxnapie 2 nenenu ExenenenrHoe | Mcxomao —
KUl Ha BpeMs OAK B teuenue 1 | OAK B Teuenue 2 HU3MEpEHUe peHTtreHorpadus win
MOHHTO- MIPOBEJECHUS TEPANIUU | MECALA, 3aTEM MECSIIEB, 3aTEM AJl; ucxonnas | KT OT'K, OAK u
puHT (o0br4HO 2-3 KaxJple 3 Mecsla. | eXeMEeCsSYHO. u MICYCHOYHEIC
MecsIa); ICXOTHast U eXeMecsIHas TTOKA3aTeH, 3aTeM
Bpemennas OcHOBHBIE
e)XXeMecsuHas OIleHKa OIlEHKAa OAK u neueHOUHEIE
OTMEHA W/WIN MOKa3aTen
(yHKINU TTOYEK U ¢byHKIAN TTOKA3aTeIH KaXKIple 2
CHIDKCHHE JT03BI (hyHKINY TIEYCHH U
TIeYCHHU. . TIOYEK U Hepenn. BpemenHas
IIpU HEUTPOTICHHH | TIOYEK €KEMECSTHO
9 IIEYEHH C OTMEHA W/WIn
BpemenHnas otMeHa <1.5 x107/m, J10 HOpMaJIu3aluu
pacdeToM CHIDKEHHE HO3bI IIPH
W/WIIA CHIDKCHUE TPOMOOITUTOIICHN | COCTOSHUSL.
9 CKOPOCTH TOBBIIICHUH
JI03bI IPU n <150 x 10°/n .
. Bpemennas otMena | Ki1y0o4koBoii MICYCHOYHBIX
Helfrponenun <1.5 X
10%/1 W/WITH CHIKEHUE bunpTpanum. (epMeHTOB BBbILIIE
2
03Bl TIPU e(epeHTHBIX
TPOMOOIUTOTICHUT FLOSBI TP buoncuto pedep o
9 HelTponeHun <1.5 3HAYCHUH, YUCIIC
<150 x 10°/1 nunu 9 MOYKHU KaXKJIbIe .
x 107/7, HeWTpodmos <1.5 X
reMaTypuu 3 roga. 9
TPOMOOLMTONICHUN 10°/n, TpomOo1TOB
9
OAK na 10 neHp mpu <150 x 10%n nmu6o <150 x 10°/11 nau ux
B/B BBEJICHH. TIPY 3HAYUTEIBHBIX OBICTPOM CHIDKCHHH;
CHU3UTH 103y TIpH TTOOOYHBIX TIPH PA3BUTHU
TIOYETHON HITH s dexTax co uHbexuuil um
MEYEHOYHOI ctoponsl JKKT JUCTIENICUYECKUX
HEZI0CTaTOYHOCTH 10 SIBJICHUSAX (TOIIHOTA,
250-300 mr/m° pBOTAa, nUapes).
BEJIEHUE NAIUMEHTOB

BEJEHUE MAIHUMEHTOB B CTAIIMUOHAPHBIX YCJIOBUSAX

Cl'[eIII/laJ'[I/IElI/IpOBaHHaH, B TOM 4YHCJ€ BbBICOKOTCXHOJOIrn4Hasg IMOMOIIb

OKa3bIBaCTCA B

ACTCKOM PEBMATOJIOTHYCCKOM OTACIICHUU MEIUITUHCKON opraHu3anuu, riac HpeayCMOTPEHO

HaJIM4HcC:

" OTJEJNEHUsS AaHECTE3HOJOTMM U PEaHUMATOJOTMM WM Ojioka (manarbl) peaHuMaluu u

WHTECHCHUBHOW TEpanuu;

"  YMMYHOJIOTMYECKOH JTabopaTOpHH C MPOTOYHBIM LUTODIIOOMETPOM M 000pYJOBAHUEM IS

OonpeaACIICHUA UMMYHOJIOTHYCCKUX MAPKEPOB PEBMATUYCCKUX 60.]'[63H€I>i;

"  OTHEJICHUS JIy4YEeBOW JUArHOCTHUKH,

KOMITBIOTEPHOM TOMOTpaduu ¢ IPOrpaMMOil IJisi UCCIIEIOBAHMS CYCTaBOB;

"  OJHIOCKOIIMYECCKOI'O OTACIICHHUSI.

BKJIrO4as

KaOuHeT

MarHUTHO-PE30HAaHCHOW H

IToMomibs Oka3bIBaeT Bpavu-pCBMATOJIOT, COOTBCTCTBYIOIJ_II/Iﬁ KBaJ'II/I(I)I/IKaI_II/IOHHBIM TpC6OBaHI/I}IM

K cneguajucraM ¢ BbBICHIMM W IMOCJICBY30BCKMM MCEAWIUWHCKUM H q)apMaHeBTI/I‘—IeCKI/IM

oOpazoBaHHeM B

chepe

3PAaBOOXPAHEHUS  TIO

CIICHUaJIbHOCTH

«PEBMATOJIOT U,

oe3

npeabaBieHuss TpeboBaHui k craxy pabotsl (IIpukaz Munzapascoupassutus Poccun ot 7

utons 2009 r. Ne 415H ¢ u3MeHeHUsAMH, BHECEHHBIMU ITpHKa3oM MuH3apascoipassutus Poccun

ot 26 nexabpst 2011 r. Ne 1644H, [Tpuka3z Munzapascorpa3sutus Poccun ot 23 urons 2010 r. Ne

541m).
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OO0cienoBaHue M JeYyeHMEe NANUEHTOB NPOBOAUTCA B COOTBETCTBHH CO CTaHAApTOM
CIeNNaTN3NPOBAHHOM, B T.4. BHICOKOTEXHOJIOTHYHOM MEJHIMHCKOI NMOMOIIH 00JBbHBIM €
CHCTEeMHBIMH BACKYJIUTAMH B YCJIOBUSX CTAIIMOHAPA HJIM JHEBHOI'0 CTAllHOHAPA.

« JletsM C BBICOKOM U cCpegHEed CTelneHbl0 AKTUBHOCTU OOJE€3HM ClelUalIn3UpOBaHHas
MEJULMHCKAs IIOMOILb OKa3bIBAECTCS B YCIOBUAX KPYIJIOCYTOYHOIO CTAllMOHAPA.

e JletAM C HM3KOW CTENEHBIO AKTUBHOCTH W peMHUCCHEH OO0JIe3HH CHelHaIn3upOBaHHAs
MEAMIMHCKAs IIOMOILb OKa3bIBACTCS B YCIOBUAX KPYINIOCYTOUYHOIO M JHEBHOT'O CTAllMOHAPA.
IIpoxo/KUTEbHOCTD JIeYeHsl MANMEeHTa B cTauuoHape — 42 J1Hs

HpO)IOJI)KI/ITeJILHOCTL JICUYCHUSA MMAINMECHTA B YCJIOBUSAX JTHEBHOI'0 CTallMOHapa — 14 JHeH

Benenne mnanmeHTa, MOJYy4alOIIero TIeHHO-MHJKEHEPHbIe OHOJIOTHYeCKHe Ipenaparsbl
(I'"bBID)
Beoenue nayuenma, nonyuarouie2o pumykcumad 6 ycioguax CmayuoHapa
* YciaoBus /s JieYeHUs] pUTYKCUMa0doMm:
— OCYILIECTBISETCA B CIELUAIN3UPOBAHHOM JICUEOHOM YUPEKIACHUHU, UMEIOIIEM OIBIT
BE€ZICHUS1 OOJIbHBIX B COCTOSTHUM BBIPAXKEHHOM HMMYHOCYIIPECCHH;
— HajMuyue JabOpaTOpHbIX U JUAarHOCTUYECKHUX MOJPA3AEICHUUM Ui CBOEBPEMEHHOM
JTMAarHOCTHKH COCTOSTHHM, CBSI3aHHBIX C Pa3BUTHEM HEXeNATeNbHBIX SBICHHHA Ha (oHE
Teparuy pUTYKCUMaOOM, a TaK)Ke OT/AEICHUs peaHUMAallui U HHTEHCUBHON Teparuy.
* [Ipu Ha3HAYeHMHU PUTYKcHMa0a:
— KO-TPUMOKCa301 + TPUMETONPHUM TMEPOPAIbHO B MNPOPUIAKTHUYECKON 103e 5
MI/KI/CYTKH TIOCTOSIHHO, Ha BpeMs JICUEHUs PUTYKCMMaOOM, a Takke€ B TE€UEHHE roja
nocje ero orMeHsl. Llenb — npoduiiakTuka MHEBMOIIMCTHONW HH(EKIHH.
* B ciyyae kaTapajabHbIX SIBJCHHH, JUX0PAAKH U «IMOAKALLIMBAHUD
— IIJJAHOBOE BBEACHHUE PUTYKCHMada MpOMyCTHUTh;
— KOMIIbIOTEpHasi ToMorpausi JIETKUX JUISI HCKIIIOUEHUS HHTEPCTUIHATIBHOM
ITHEBMOHMWY;
—  CEpOJIOTMYECKOE MCCIEAOBAHUE KpPOBHM C LENbIO0 ONPENEICHHUsS] aHTUTENl K
MMHEBMOIMCTaM,  XJaMUAMSIM,  MHUKOIUIa3MaM,  BHpPYyCy  IPOCTOrO  Tepreca,
uutomeranosupycy (LIMB), Bupycy Onreitna—bapp;
— HCCIIEZIOBaHUE aclupaTra, MOKPOTHI (TIpU €€ HaJM4YUH) JUIs ONpEeIeSICHUsS aHTUTEHOB,
XJIaMUJUH, MUKOILIa3M, THEBMOLUCT;
— HUCCIIEJIOBAHHE CIIIOHBI U MOYH, KPOBU METO/IOM MOJIMMEPA3HOM LIETTHON peakuu st
BBISIBIICHUSI aKTUBHOM PETUIMKAIIMU BUPYCOB MpocToro repneca, [IMB, Dmmrelina—bapp).
* B cayuyae wuHTepcTHHHAJBLHON mNHeBMOHMH 1O AaHHbIM KT (eme g0 mouaydeHus

pPe3yJbTaToB JIA00PATOPHBIX MCCJIEI0BAHNI):
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— KO-TPUMOKCA30J1 + TPUMETONPUM 15 MI/KI/CYyTKU BHYTPUBEHHO (110 TPUMETOIIPUMY) B
teyenune 14-21 nus;
— KJIQPUTPOMUIIMH 15 MI/KI/CyTKH BHYTPUBEHHO B TedeHHUe 14-21 maus;
— nedrpuakcoH 50—100 mr/kr/cyTku B TeueHue 14 nHei.
* B caiyyae akTMBHON repnernyeckoi, HUTOMEraJJOBHPYCHOM, Jnreiina—bapp BupycHoii
uHpexnun:
— anukIoBUp 5—10 MI/Kr/BBEICHIE BHYTPUBEHHO KaXK/IbIE 8 YaCOB, WIIH
— TaHIMKJIOBUDP 5 MI/KI/BBEICHHE BHYTPUBEHHO KaxkIble 12 vacoB B TeueHume 14-21
JUHSI;
— YeJIOBEYECKUH HOpMAallbHbI BHYTPUBEHHBIM MMMYHOINIOOYIMH, coaepxamuid IgG
0,2-0,5 r/xr/kypc.

* B ciiy4yae TOTaIbHOT0 CHHKEHHSI CbIBOPOTOYHOI'0 YPOBHSI BCeX MMMYHOII00Y/IMHOB:

— YEeJIOBEUYECKU HOpMallbHbI BHYTPUBEHHBI MMMYHOIJIOOYJIHMH, conepkamuil IgA,
1gG, IgM 2—8 mi/kr ¢ uHTEepBaJIoM 1 MeEcC; eciiu He TOCTUTAeTCsl JOCTATOYHBIN YPOBEHB
IgG, wnu npoucxoaut OBICTPOE €ro MOHM)KEHHUE, /103y MOXKHO YBEIMYUTh A0 16 MI/Kr
WINM COKPATUTh UHTEPBAJl MEKAY BBEICHUSAMM.

* B cayuae seilikoneHUM M HeHTPONEHUH ¢ A0COJIOTHBIM YHMCIOM HeHTPOPHIOB MeHee

1,5x10%:

—  TpaHyJOLUUTAapHBIA  KOJIOHMEeCTUMYIupyoumii  ¢akrop (¢punrpactum) 5-10
MKI/KI/CYTKH 3—5 nHel (mpu HEoOXOIMMOCTH — JIOJIbIIE) TOJKOXKHO JO MOJHOU
HOPMaJIM3aIlMU YKCIIa JTIEHKOIUTOB U HEUTPOPHIIOB.

* B ciiyuyae (peOpuiibHOI HelTPONIEHNH (HEHTPOINIEHUs, CONPOBOKAAIOIASICH JTUXOPAIKOI):
—  TpaHyJOLUUTApHBIA  KOJIOHMECTUMYIupyoumii  ¢akrop (¢punrpactum) 5-10
MKI/KI/CYTKH TTOAKOXHO J10 IOJIHOW HOpMaJTU3aliy YHcia JeMKOLUTOB U HEUTPO(DUIIOB;
— nedrpuakcon 50—100 mMr/Kr/cCyTku BHYTPUBEHHO J0 BOCCTAHOBJICHUS JICUKOIIUTAPHON
(GbopMyIIbI U MIPEKpaILEHUs JINXOPAIKH.

* B cay4yae cencuca — aHTHOAKTepHalbHbIe IPENapaThl MIMPOKOI0 CIIEKTPa AeiCTBHUA:

— uedTtpuakcon 50—100 mr/kr/cyTku + aMuKauH 15 MI/KT/CyTKH WJIM HETHIMUIIUH 5—
7,5 MI/Kr/cyTKU BHYTPUBEHHO.

Ilpu neagppexmusnocmu.:

— meporneHeM 10—20 Mr/Kr/Kypc BHYTPUBEHHO;

— nedonepasoH + cynp6akram 40—80 MI/Kr/CyTKH BHYTPHBEHHO;

— YeJOBEUYECKH HOpMalbHBI BHYTPUBEHHBIH MMMYHOIJIOOYJIMH, conepkamuii IgA,
IgM, IgG, 5 mu/kr B Tedenue 3 mHer mompsa. HeoOxommmocTh MOBTOPHOTO Kypca
3aBUCHUT OT KIIMHUYECKOTO T€UYEHUs OOJIE3HU.

* B ciyyae nHpEKIUM KOKHBIX NOKPOBOB M MOAKOKHOKUPOBOH KJIETYATKH (L EJJIIOJINT):
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— Ha0JII0/IeHUE XUPYPTa;
— MECTHas TepaIus;
— aHTUOAKTEepHalbHbIE Ipernaparbl IIUPOKOrO CHEKTpa JeHCTBUA (aMOKCHIIMIUIUH,
nedaocnopuHsl 3-ro ¥ 4-ro NOKOJIEHHUS).
* B ciiyyae nH(peKnuM MOYECBBIBOAAIIMX Iy TEH:
— 0aKTepHOIOrMYECKOe UCCIEA0BaHNE MOYHY;
— aHTHOaKTepualIbHbIE Ipenaparhl;
— YPOCENTHKH.
* [Ipu ocTpoii ni1u 000CTPEeHNH XPOHUYECKO NHeKINu:
— UHQY3UU PUTYKCHUMada HEe TPOBOISTCS;

— IIPOBCACHUC I/IHCI)YSI/II/I HC paHEC 4EM 4YCPEC3 HCACIIO ITOCJIC BbI3AOPOBICHHUA.

BEJAEHUE MAITMEHTOB B AMBYJIATOPHO-ITOJIMKJIMHUYECKUX YCJIOBUAX
AMOYIaTOpHO-TIONMKIMHUYECKAsE TIOMOIIb OKa3bIBAETCA B JETCKOM PEBMATOJOTHYECKOM
KaOuHeTe.

[Tomors oKa3bIBaeT Bpad-peBMaTOJIOr, COOTBETCTBYIOUMH KBanudukanmoHHeM TpeOoBaHUAM
K CHEUMAJUCTaM C BBICIIMM M IIOCIEBY30BCKUM MEIUIMHCKUM U (papMaleBTUYECKUM
oOpa3oBanueM B cdepe 3ApaBOOXpaHEHUS TIO CHENHATBHOCTH «PEBMATOJIOTHA», 0e3
npenabaBieHust TpeboBaHuil k craxy pabotsl (IIpuka3 Munznapasconpassutus Poccun ot 7
utons 2009 r. Ne 415H ¢ u3MeHeHUsAMH, BHECEHHBIMU ITpHKa3oM MuH3apasconpassutus Poccun
ot 26 nexabpst 2011 r. Ne 1644H, [Tpuka3z Munzapascorpa3sutus Poccun ot 23 urons 2010 r. Ne
541n).

Benenne nanuenrta, noayvarmmero I'K n nmmyHozenpeccanTsl

* OcMOTp BpauoM-peBMarosioroM — 1 pa3s B mec.

e  Kinuauueckuit aHanu3 KpoBH (KOHIEHTpAlusi TIeMOrJoOWHA, YHCIO SPUTPOLMTOB,
TPOMOOIIUTOB, JIEUKOIIUTOB, JiekkonuTapHas popmyna, CO3) — 1 pa3 B 2 Hex:

— IIPU CHUYKEHUH YUCIIA JEUKOIUTOB, S3PUTPOLIUTOB, TPOMOOIIUTOB HUXKE HOPMbI KOHCYJIbTAIIHSI
peBMarosiora, pu HE0OXOAUMOCTH TOCTIUTAIN3ALHS.

* AHanu3 OMOXMMHYECKHMX IOKa3zareneil (oOmmii O6enok, OenkoBble (PpakiMM, KOHIEHTpALUs
MOYEBUHBI, KpeaTWHWHA, OwiInpyOWHa, Kajus, HATpUs, HMOHU3UPOBAHHOIO KaJbIu,
TpaHCaMMHa3, MeI04YHol (pocdaraszs) — 1 pa3 B 2 Hex:

— TIpU MOBBILICHUH YPOBHS MOUYEBHHBI, KpEATHHUHA, TPAaHCAMUHA3, OMJIMPYOHHA BbIIIE HOPMBI
KOHCYJIbTAIIMsI pEBMATOJIOTa, PU HEOOXOJUMOCTH TOCIUTAIN3ALINS.

* AHaITM3 UMMYHOJIOTHUYECKUX ToKazarese (konuentpanus Ig A, M, G; CPB) — 1 pa3 B 3 mec.
* Knunuyeckuii ananus mouu — 1 pa3 B 2 Heq.

* OKI" Bcem netsim 1 pa3 B 3 mec.
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* Y3U OprourHoii moocTy, cepia, moiek — 1 pa3 B 6 mec.

 IlnanoBas rocnuTtanuzanus 2 pa3a B TOA JJIS MPOBEACHUS IMOJHOTO 00CIeNOBaHUSA W TPHU

HE00XO0IMMOCTH — KOPPEKLMH TEPaIUH.

* BHerulaHoBast rocIUTaIM3alMs B cilydyae 000CTpeHus 00JIe3HU.

Benenne mnanmeHTa, MNOJYyYalOllero TIeHHO-WH)KeHepPHble OHOJIOTHYeCKHe Ipenaparsbl

(I'"bBII)

Beoenue nayuenma, noayuarouie2o ungpaukcumao

* OcMOTp BpauoM-peBMaToJIOroM — 1 pa3 B Mec.

*  Knunnueckuit anHanmu3 KpoBH (KOHLEHTpAalMs TE€MOIJIOOMHA, YHUCIO JSPUTPOIUTOB,

TPOMOOIIUTOB, JICHKOIIUTOB, JielikonuTapaas Gopmymna, COD) — 1 pa3 B 2 Hen:

— IpU CHWKEHUM 4YHcla JICHKOLMTOB, SPUTPOLMTOB, TPOMOOLMUTOB HMKE HOPMBI —

IIPOIIYCTUTH IUIAHOBOE BBEJICHUE IIPENApaTa;

— KOHCYJIbTallUsl B CIIELUAIM3UPOBAHHOM PEBMATOJIOTUYECKOM OTAEJIEHUH, NTHULIMMPOBABILIEM

tepanuto ['MBII;

— BO300HOBJIGHME BBEJEHHUs Ipenapara I0CJI€ BOCCTAaHOBJECHUS I'€MaTOJOIMYECKUX

[0Ka3areleu.

* AHann3 OMOXMMHUYECKHX TOKa3aTenied (oOmmii Oenok, OenKoBbIe (PpaKiMH, KOHIICHTPAIHS

MOYEBUHBI, KpeaTWHWHA, OuiaupyOWHa, Kajaus, HaTpus, HOHU3MPOBAHHOIO  KaJblLIMs,

TpaHCaMMHa3, MeI04YHol pocdaraszs) — 1 pa3 B 2 Hex:

— TIpU MOBBILIEHUH YPOBHS MOUYEBUHBI, KpEaTHHUHA, TPAaHCAMUHA3, OMJIMPYyOMHA BbIIIE HOPMBI

IPOINYCTUTH BBEJCHHUE Npenapara;

— KOHCYJIbTAllUsl B CIIELUATM3UPOBAHHOM PEBMATOJIOTUYECKOM OTAEIEHUU, MHUIIMUPOBABILIEM

tepanuto ['UbII;

— BO300HOBJIGHME BBEJIEHHUS TIpenapara IOCl€ BOCCTAaHOBJECHHS I'€MaTOJOIHMYECKUX

MTOKa3aTeIIeH.

* AHainu3 UMMYHOJIOTMYECKUX mMoka3zaTened (koHueHtpauus Ig A, M, G; CPb, P®, AHO,

anTuTena k aAsycnupansHoil JJHK) — 1 pa3 B 3 mec.

Beoenue nayuenma, nonyuaroweco pumykcumao

* OcMoTp BpauoM-peBMarojorom — | pa3 B 14 nnei.

* Knunnueckuit ananu3 xkposu — 1 pa3 B 14 nHeilt (reMoOrioOMH, YMCIO SPUTPOLUTOB,

TPOMOOIIUTOB, JIEHKOIIUTOB, JielikonuTapHas Gopmymna, COD).

* B ciiydae nefikoneHnn 1 HEUTPOIIEHUH ¢ a0COTIOTHBIM YHCIIOM HEHTPOPHUIIOB MEHee 1,5x10%:
—  KOHCYJbTallMsi B  CIEUMATU3UPOBAHHOM  PEBMATOJIOTUYECKOM  OT/AEJICHUH,

MHUIMUPOBABIIEM TEPANTUIO PUTYKCUMAOOM;
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— BBEJCHHE T'PaHYJIOLUTAPHOTO KOJOHHECTUMYIHpYIOWEro ¢aktopa (duiarpactum)
5x10 MKI/Kr Macchl TeJa B CyTKH TOJKOKHO B TeUeHHue 3—5 AHEH, MpH HeoOXOAUMOCTH
J0JIbI1IE, 1O OJTHOM HOPMaIU3alluy YMciia JIEHKOIMTOB U HEHTpoduIoB.
* B ciiydyae ¢eOpunbHON HERTPOTICHUH:
— BBEJCHHE TPAHYJIOIUTAPHOTO KOJIOHUECTUMYIUpYIOero ¢akropa (duiarpactum) S5—
10 MKI/Kr mMaccel TeJa B CYTKM IMOAKOXHO B TeueHHe 3—5 THel, mpu HeoOXOAUMOCTH
J0JIbI1IE, 1O OJTHOM HOPMAaIM3alluy YMCIia JIEHKOLIUTOB U HEUTPO(DUIIOB;
— Ha3HaueHHe AaHTUOAKTEpHAJBHBIX IPENapaToB IIMPOKOIO CIEKTpa AECUCTBUS Ui
MPEIOTBPAILICHUS pa3BUTHUS HeHTponeHndeckoro cercuca (umedrpuakcon 50—100 mr/kr
BHYTPHUMBIILIEYHO M BHYTPUBEHHO);
— CpOYHas roCHUTaIU3alMsl B AETCKOE peBMarosiorndyeckoe otaeneHue denepanbHOro
LIEHTpa, UHUIIMUPOBABIIEE TEPAIIIO PUTYKCUMOOM;
— IPOMYCTUTH TUIAHOBBIM MPHEM UMMYHOETIPECCAHTOB.
* B ciydae xaTapanbHBIX SIBICHUH, TMXOPAIKH:
—  KOHCYJbTallUd B  CHELHAIU3UPOBAHHOM  PEBMATOJOTMYECKOM  OTIENICHHH,
MHUIMHAPOBABLIEM TEPAUI0 PUTYKCUMAOOM;
— KOMIIBIOTEpHAss ToMorpadusi JIETKUX JUIS HUCKIIOYEHHsS HHTEPCTULHAIBHON
(aTunuYyHON) MHEBMOHUU (HA paHHEM 3Talle MPOTEKAET, KaK MpaBUilo, OECCUMITOMHO, C
MOCTIEeTYIOIUM Pa3BUTHEM JIbIXaTEIbHON HEAOCTATOUHOCTH);
— Ha3Ha4YeHHEe KOTPUMAKCO030j1a + TpUMeToNnpuMa 15 MI/Kr/cyTku, KiapuTpoMuuuHa 15
Mr/Kr/cyTku, nedrpuakcona 50—100 MI/Kr BHyTPUMBILIEUHO UM BHYTPUBEHHO;
— TPOMYCTHUTH TUIAHOBBIH NMPHEM UMMYHO/ICTIPECCAHTOB;
— CpOYHas roCHUTaIu3alMs B AETCKOE peBMarosnorndyeckoe oraeneHue deaepaibHOro
LIEHTpa, UHUIIMUPOBABIIEE TEPAITHIO PUTYKCUMAOOM.
* AHamn3 OMOXMMHYECKHUX TMOKazaTenei (oOuruii Oenmok, OenkoBble (paKIUU, KOHIIEHTPAILIHS
MOYEBHMHBI, KpEaTHWHWHA, OWIUpyOWHa, Kajus, HaTpUs, WOHM3MPOBAHHOTO  KaJIbIIHS,
TpaHCaMMHa3, MeI04YHol (ocdaraszsl) — 1 pa3 B 2 Hex;
— TpY TOBBIIIEHUH YPOBHS MOUYEBUHBI, KpEaTHHHUHA, TPAaHCAMHUHA3, OMIUpyOrHa BBIIIE
HOPMBI TIPOITYCTUTH TIPUEM UMMYHOICTIPECCAHTOB;
—  KOHCYNbTalMUA B  CIEIHATU3UPOBAHHOM  PEBMATOJIOTHYECKOM  OTICIICHHH,
VMHUIMHAPOBABIIEM TEPANHI0 pUTYKCUMAOOM;
— IPOMYCTUTH TUIAHOBBII IPHEM UMMYHO/ITIPECCAHTOB;
—  BO300HOBJIEHHME IpUe€Ma HMMMYHOJIETIPECCAHTOB  IOCJIE€  BOCCTAHOBJICHHUS
reMaTOJOrMYECKUX MOKa3aTeseH.
* AHaJIU3 UMMYHOJIOTHYECKHUX ToKazarenen (koHuentpauus Ig A, M, G; CPb, PO, AH®) — 1

pa3 B 3 mec.
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* Knunuyeckuii ananus Moy — 1 pa3 B 2 HeJl.

* OKI" — 1 pa3 B 3 mec.

* Y3U OproniHoii MojaocTy, cepala, moyek — 1 pa3 B 6 mec.

* [lnanoBas rocnuramu3anusi 2 paza B roJl JUIsl MPOBEACHUS IMOJHOTO OOCIEAOBaHUSA U IPH
HEO0X0IUMOCTH — KOPPEKIMH TEPATTHH.

* BHerianoBas rociuTanu3anus B crydae 000CTpeHus O0JIe3HU.

Benenne Bcex manueHTOB ¢ rpaHyJjieMaTo3oM Berenepa

* Bcem netsim oopmiieHue cratyca «pedeHOK-HHBATUI.

* OOy4eHue Ha JIOMY MOKa3aHO:

— JIeTaM ¢ rpanyiemaro3oM Berenepa, nonydaromum ['MBII.

* Bo Bpems nocelieHust KOJIbl He MOKa3aHbl 3aHATHS (GU3KYIBTYPOH B 00IIIel rpymime.
* Bansatus JIOK B craguu pemuccuu 00J€3HU CO CHEIUAINCTOM, 3HAKOMBIM C OCOOEHHOCTSIMH
NaTOJIOTHH.

* [IpoTuBOIIOKa3aHbI:

— BaKIMHAINS;

— BBEJICHHE TaMMario0y/InHa;

— uHcoJsAnus (MpedbIBaHUE Ha COJTHIIE);

— CMEHa KJIMMAaTa;

— MepeoxyaxKAeHe (B TOM YHCIie KyllaHHe B BOJOEeMax );

— (pusuveckue U NCUXUYECKUE TPABMBI;

— KOHTAKTHI C JOMAITHUMU )KHBOTHBIMH;

— JIeYeHNE UMMYHOMOJYJIAITOPaMU B ClIy4ae pa3BUTHUSL OCTPON peciupaTOpHON MH(EKINH.

INOKA3AHUSA K TEJJEMEJUIUHCKHUM KOHCYJIbTAIUAM

1. OmneHka MOKa3aHWH K TOCHHUTAJIM3AIMM TAIlEHTOB B PEBMATOJIOTUYECKOE OT/EICHUE
®denepanbHOro LEHTpA.

2. KoHcynbTramus TsyKelbIX NalieHTOB ¢ TpaHylieMaTo30M Berenepa /uis peieHus Bonpoca
0 HE0OXOAUMOCTHU M O€30MIaCHOCTH TPAHCHOPTUPOBKH 00JbHOTO B DeepalibHbIN LIEHTD.

3. Koncynpramuss manueHToB 0€3 YCTAaHOBJICHHOTO JHWarHo3a ¢ TOJ03PEHHEM Ha
rpanyiemaro3 Berenepa.

4. KoHncynbranuss HeTpaHcnopTaOenbHBIX OONBHBIX € TIpaHyleMaTo3oM Berenepa s
pelIeHHs BOIPOCa O JUArHOCTHKE U JICUYSHUH.

S. [Mauentam ¢ rpanyiemaro3oM Berenepa rmnpu  Hed(pPEKTUBHOCTH  Tepamnuu
UMMYHOJICTIPECCAHTAMH B TEYEHUE 3-X MECALEB KOHCYIbTALUs Ul pELIeHus Bompoca o0

HHUIIMaU TCPpaAIu réHHO-UHXKXCHCPHBIMHA OMOJIOrHYECKUMU npenaparamMu.
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6. [Tanmentam ¢ rpanyinemaro3om Berenepa npu Hed(()EKTUBHOCTH TEpanmudl T'€HHO-
WH)KEHEPHBIMUA OHMOJOTMYECKHMMHU IpernapaTaMd B TEUYEHHE 3-X MecsleB KOHCYIbTalus IJis
pelleHus: BOIpoca 0 NepeKIFouYeHIH Ha JPYTroil reHHO-UHKEHEPHbII OMOJIOTMYeCKUi pernapar.
7. Koppekuust tepanuu npyu HENEPEHOCMMOCTH IPOTHUBOPEBMATHYECKUX MPENAPATOB Yy
IIALMEHTOB ¢ I'PaHyJIeMaTo30M Berenepa.

8. Koncynbranust 00ibHBIX IpaHyjiemMaTo30M Berenepa, HyXJamomuxcs B MaJJTHATUBHOM

MEIUIIUHCKON TOMOIIIH.

MMPOPUITAKTUKA

[lepBuunas mpoduinakTuka He pa3paboTaHa, MMOCKOJIBKY STHOJOTHS TpaHylemaro3a Berenepa
OKOHYATEJIbHO HE YCTAHOBJICHA.

Bropuunas mpo¢uiakThka  BKIIOYAET KOMIUIEKC MEpPONpUSATHH, HAIpaBICHHbIX Ha
IPEJOTBPALCHUE PELUANBOB 3a00JI€BaHUS:

* IUCTIAaHCEPHOE HAOJIIOACHHUE;

* JIIUTEIbHOE TIPOBENEHUE TIOIJCPKUBAIOMICH Tepanmuu, pa3pabOoTaHHOW C  yd4eToM
UH/IMBUYaJIbHBIX OCOOCHHOCTEN NallieHTa U BapuaHTa 00JIe3HH;

* MIOCTOSIHHBII KOHTpOJIb 0€30IacCHOCTH HPOBOJUMOIO JIEYEHUS M INPU HEOOXOAMMOCTH €ro
KOPPEKIIHNS;

* obecreueHne OXpaHUTENIBHOTO peXuMa (OrpaHMYEHUE TICUX0-3MOIUOHATIBHBIX U (PU3NUECKUX
Harpy3ok, Ipu HeoOXOAMMOCTH OOyueHHe JeTeil Ha J0My, MOCEIlEeHHE IIKOJbI JIMLIb MpU
NOJYYeHUH CTOWKOM KIMHHMKO-1a00OpaTOpHOW pEMHCCUH, OrpPaHWYEHUE KOHTAKTOB JUIs
YMEHBILIEHUS PUCKa Pa3BUTHSI HH(EKIIMOHHBIX 3a00JIeBaHmil);

* MpeAoXpaHEeHUuEe OT HMHCOMAUUM U mnpuMeHeHHs Y®PO (MCMHOnb30BaHUE COJIHIIE3AIIUTHBIX
KpPEMOB, HOILIEHHE OJIeXK/Ibl, MAKCUMAJIbHO 3aKPBIBAIOIIEH KOXY, TOJIOBHBIX YOOPOB C MOJSIMHU,
OTKa3 OT M0€3/10K B PETMOHBI C BHICOKUM YPOBHEM MHCOJISINH);

* UHIUBUAYAJbHBINA MOJXO/ K BaKIMHAIMK (BaKIMHAIMS JI€Te MOXKET MPOBOJUTHCS TOJIBKO B
nepuoj; TMOJIHOM  pemuccuu  3a0ojieBaHUs, TMpPU  JUIMTEIBHOM €€ COXpPaHEHUH IO
UHAUBUAYyaIbHOMY TIpaduKy); BBEIEHHE TraMMa-TJIOOyJIMHA OCYIIECTBISETCS TOJIBKO TpHU

a0COIIOTHBIX MTOKA3aHMSIX.

HNUCXO/JbI 1 TIPOT'HO3
[Iporuno3s 3a0oyieBaHust MPU OTCYTCTBUHU aIEKBATHOTO JieueHUs Beeraa mioxor. Y 40% OompHBIX

Pa3BHUBACTCA XpOHHUYCCKAA IMTOUYCUYHAsA HCAOCTATOYHOCTD.

23



CwmeptHOCTh Tipu  Tpanyliemaro3e Berenepa cocrtaBisier 12%. OcCHOBHBIE MNPUYUHBI —

nporepmMccupyromias mnodycuyHad HCIAOCTATOYHOCTb, IMOPAKCHUC JICTKUX U I/IH(beKI_[I/IOHHBIC

OCJIO’KHEHUS (CeTcuc) MMMYHOCETIPECCUBHOM Tepanuu.
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