KnnHn4yeckas gemMoHcTpaums

Ha Temy:
«CncTteMHas KpacHas Bof4aHKa»



>Kanobbl 1 aHaMHe3

XAJIOBbI: Ha oonb B
nyye3ansiCTHbIX, rOJIEHOCTOMHbIX
cycTaBax, CycTtaBaX KWUCTen pYK,
YCUNUBAKOLWMUXCA MPU ABUMXKEHUAX,
X NPUNYXIOCTb, OOLLYIO CTaboCTh,
ObICTPYHO YTOMIIAEMOCTb, O3HOO C
NnoBbIlWLEHUEM TeMnepaTtypbl Tena
0o 38,2 C, BbICbINaHUA HA KOXHbIX
NnoKpoBax nuvua, wWweum " pyk,
o4yaroBoe BbinageHue BOJ1OC,
rofioBHyK0 00fib B 3aTbINOYHOW
obnacTtu, oabiwkKy, auckomdopTt B
NleBOM MONIOBMHE TFPYAHOWU KIeTKU
npu rnyookomMm BAOOXe, OTCYTCTBMUE
anneTtuTa

AHAMHE3 XXU3HW: Pogunack n Bbipocna
B CaHkT-lleTepbypre, BTOpON pebeHoK B
cembe. Pocna 3gopoBbiM pebeHkoMm, OT
CBEPCTHUKOB He oTcTaBana. MarepuanbsHo-
ObITOBbIE YCITOBUSA XOPOLLUUE.

AHAMHES3 3ABOJIEBAHUA:
BonbHon cebsa cumTaeTr c 29 neT, Koraa
CNycTs 2 Mecdua nocrne poaoB BrepBble
nosiBMNacb HesHauntenobHaa 0Oonb U
NPUNYXNOCTb  CYCTaBOB  KUCTEN  PYK,
ny4ves3ansiCTHbIX CyCTaBOB,
COMNPOBOXAaBLUNXCS cybdebpunbHoOn
TemnepaTtypou Tena. JledeHne no aTtomy
noBogy He  NpoBOAUMOCHL,  XanoObl
HMBENUPOBAaNM CaMOCTOATENBHO B TEYEHUE
Mecsaua. B nocnegywowun nocne poaos
nepuod OTMeYana pedkume  ann3odbl
BO3HMKHOBEHUS BONMM B cycTaBax KUCTEW
PYK, Ny4e3ansCTHbIX CycTaBax, B TedeHue
nocrnegHero roga nOSABUNUCL apTpanrum
FONEHOCTOMNHLIX CyCTaBOB, rorioBHas 60nb
Ha cboHe nogbeémosB Al oo 150/90 MM PT.CT.
BbipaxxeHHOe yxyduweHne camMo4vyBCTBUA
BO3HMKIIO B KOHLIE MIOHA Cero roga (OKoso
Mecsdua Hasad), BO BpemMsa OTAblxa Ha
KypopTe, Korga Ha {¢OHe MoJSsIHoro
Gnarononyunsi ctana Hapactatb o6ulas
cnabocTb  BO30GHOBUMUCHL  apTpanrum,
conpoBoXxgarLlmecs NnoabEMOM

TAMAANAT\/NLI TAMA nA 209595 O

Ltia Ao



OBCYXXIOEHWE xanob n aHamHe3sa

e OBCYXJIEHHE xkanod n anamHe3sa:

HecMotpst Ha 1o, uto kinmHUKa CKB xapaktepusyercsi moJiMMOp(OHOCTHIO
Kajio0, 00Jiee TUMMMYHBIM SIBJIIETCS COUYETAHUE CHHAPOMA CUMMETPUYHOTO
MOJIMAPTPUTA HEKPYIHBIX CYCTAaBOB 0€3 yTPEHHEH CKOBAaHHOCTH, KOXKHBIX
NpOSIBJICHUI 3a00JIeBaHUS TUIWYHBIX JIOKAJW3alMWi (4aile Julo, e,
BEpXHME KOHEUHOCTH), SBJICHUH TMOJMCEpO3UTa (Yalie IUIEBpUT U
MEPUKAPIUT), TMOPAKEHUEM TI0YEK, COIMPOBOXKIAIOIIUXCA JIMXOPAJIKOM.
Haubosiee yacTo 3a001eBaHre Pa3BUBACTCA Y MOJOJIBIX KEHILMH, HEPEKO
MPOCJIC)KUBACTCA  HACJIEACTBEHHAs  MPEApacoiokeHHOCTh. Cremyer
oOpaTuTh BHUMAaHUE Ha TMPOBOLMPYIOIMIKE (PAKTOPhl OOOCTPEHUN
(MHCOMIALMS, TIepeoXIaxIeHue, OEpEMEHHOCTh, MPUEM psiJia MpenapaToB).
I[Ipu  «rpunmonogoOHOM»  Je0r0Te  IpueM  00€300JMBaOIIMX U
IIPOTUBOBOCIIAJIMTEBHBIX ~ MOpenaparoB  (acnupuHa,  I1apaleTamoJia)
oOjileryaeT COCTOSIHME TallMeHTa, a B HEKOTOPBIX CiIydasix IIepBbIC
nposiBiicHus CKB MoOryT caMOCTOSTEIbHO HCYE3HYTh Ha KaKOM-TO
npoMexyTok BpeMeHu. B 20—30% ciyuaeB nepBeiM mnipuzHakom CKB
SBJISICTCS  TOPAKEHUE  IMOYEK, COIPOBOXKIAIONICECS  MOBBIIICHUEM
apTEpPUAIIBHOTO JIaBJICHUSI.



OBOBbEKTMBHbLIW CTaTyC U ero obcyxgeHune

Cocrosnue ynosinerBoputenbHoe. Co3HaHue sicHoe. HopMocTeHndyeckol KOHCTUTYLUMHU. YIOBJIETBOPUTEIBHOTO MUTAHUS.

Ko’kHble MOKPOBBI: 3pUTEMATO3HbIE BBICHIMAHMS HA JIMIE B 00JACTH CKYJ U COMHKU HOCA, ThIJIbHOM MOBEPXHOCTH KUCTEH PYK, B

oOmactu meu. B ocTaqbHOM KOXKHBIE TTOKPOBBI OJIETHO-PO30BbIE, OOBIYHOMN BIaXKHOCTH, YHCThIe. [lanbnupytoTcst 60je3HEHHbIE

HICHBIC, TOIMBIIICYHbIC, MaxoBble JuMQoy3nbl, pazmepamu a0 1,0 cm. Temmeparypa tema 37,5°C. HesnauutenbHas

CINIAKEHHOCTh KOHTYPOB JIy4€3aICTHBIX, TOJIEHOCTOITHBIX CYCTaBOB, CyCTaBOB KUCTEM PYK, OOJIE3HEHHOCTh MPU MX MaJIbIIallUH,

OrpaHHuYEHUE B JIBIKEHUSX Wu3-3a Oomu. OrtekoB Her. Ilynbc 84 ymapa B 1 MuH., putmuussid. AJ[ 145/90 MM pr. ct.

[IpexapauanbHas 061acTh BU3yaJIbHO HE M3MEHEHA. [[anbnaTopHO MaToJoruyecKux MyabCaluili He ONpeesieTcs], BEpXyICUHbIH

TOTYOK OOBIYHBIX CBOWCTB. [lepKyTOpHO TpaHMIIBI ceplua HE CMEIICHbl. AyCKYJIbTaTUBHO TOHBI CepAua MpUITYLICHBI,

akueHtupoBaH Il ToH Hax aoproil, BeICAYIIMBAaETCsA CIaObIi CUCTOIMYECKHH IIyM HaJ BEpXYIIKOHM, IIyM TPEHHUs IMEepUKapa.

[lepkyTOpHO HaJ JIETKUMHU SICHBIM JIETOYHBIN 3BYK, JIbIXaHUE BE3UKYIIIPHOE, XPUIIOB HET, BHICIYIIMBAETCS IIYM TPEHHUS IUIEBPHI.

YJ 17 B 1 mun. XKuBOT npu manbnanuu MArkuil 0e30ome3HeHHbId. [ledens, cene3éHka He yBenuueHbl. [lokomaunBaHue IO

MOSICHUYHOM 00macTu 6e300J1e3HEHHOE C 00EUX CTOPOH.

OBCYXJIEHMUE 00bekTHBHOIO cTaTyCAa:

» Jlepmaronmoruueckue MposiBICHUs 3a001eBaHUS XapakTepHbl it OonblimHcTBa nanueHToB CKB u umerorT xapakrepHbie
yepThl. Hanbonee TUMMYHBI SpUTEMaTO3HbIE BBICHITIAHUS HA JIMIIE B 00JIACTH CKYJIOBBIX YT U CIIUHKHM HOca («06adoukay). Chllb
MOXET ObITh (DOTOUYBCTBUTEIHHOU, PACHPOCTPAHATHCS MO BCEMY JIMILy C IMEPEXOJ0M Ha BOJOCHUCTYIO YacTh TOJIOBBI, HICIO,
Ipylb M KOHEYHOCTH. IIOBBIIEHHOE BBINAACHUE BOJIOC IOSBISAETCA JOBOJBHO PAaHO, IMOATOMY Ha 3TOT NPU3HAK CIELYET
oOparaTh BHUMaHHE.

 Jluxopaaka, XxapakTepHu3yrolas HaApaBHE C APYTMMHU MPU3HAKAMU aKTUBHOCTH MATOJIOTMYECKOTO Ipolecca. BaxkHO MOMHUTB,
yro Jauxopaaka Bbime 38,0 TpeOyeT MeIMKaMEHTO3HOTO CHIDKEHMS M BOCHHOCTYXAllMe HE MOTYT OCTaBaTbCs Ha
CTAIlMOHAPHOM JICUEHUH B MEAMIIMHCKOM ITyHKTE YacTH M JOJDKHBI OBITH HANPaBICHBI HA TOCMUTAIM3AINI0 B TAPHU3OHHBIH
rOCIUTAb.

* Aptput (CHHOBUT) HauboJee JacThlil npusHak, HaOmonatoumiics y 80-90 % 6oxpabix CKB, 00bIYHO B BHIE€ MUTPHUPYIOIINX
apTpajJruii WIM apTPUTOB, PeXe B BHUAE CTOHMKOro OOJEBOro CHHApoMa C OoJeBBIMU KOHTpakTypamu. Ilopaxarorcs
MIPEUMYLIECTBEHHO MEJIKME CYCTaBbl KUCTEH, JIy4e3arsiCTHbIE, TOJICHOCTOIIHBIE CYCTaBbl, HO HHOTAA U KPYIIHBIE.

* I'enupanuzoBanHas auM(poaJCHONATHUS SBISIETCS CIEACTBUEM IUIa3MOKIETOYHOM M MakpodaralbHONW peakuuu, SBICHUM
TUCIPOTENHO34, 3aKII0UAOIINXCS B OTJIOKEHUU OETTKOBBIX MPELUITUTATOB B CENIE3CHKE U TUM(PATUUECKUX y3IIaX.

» Jlnsa CKB xapakTepeH noimcepo3uT, MPOsBISIFOIINIICS MIIEBPUTOM, IEPUKAPIUTOM. B TaHHOM cilydae TaxuKapaus MOXKET ObITh
oOyCJIOBJIEHa KaK JIMXOPAAKOM, TaKk W SBJICHUSAMU KapAuTa, YTO MOATBEPKAAECTCS ayCKYJIbTATUBHO MPHUIIYIIEHHOCTHIO
CeplIeYHbIX TOHOB, IIIYMOM TpEHHUs Mepukapaa. B psane ciayyaeB BO3MOXKHO pa3BUTHE MMOKapAMTa, OOpPOIaBYATOrO
SHJOKapAUTa. AHAJOTUYHBIA TE€HE3, MO BCEH BEPOSTHOCTU, MUMEIOT M HU3MEHEHHUs ayCKYJIbTaTUBHOW KapTHHBI B JIETKUX,
CBUJETENIBCTBYIOUINE O HAJIMYUU CYXOI0 IUIEBPUTA.

* OOpaiaer BHUMaHUE YMEPEHHAs apTepuaibHas runepreH3us. Ciaenyer OTMETUTh, 4TO MOBbIIeHHE A/l yepe3 HECKOJBKO JIET
nocne aedrora CKB MoxeT cBUIIETENbCTBOBATH O BOBJIEUEHUU B MATOJIOIMUYECKHI MPOIECC MOYEK M TPeOyeT MCKIIOYEHHS
JroMyc-HepUTa, HEPEIKO PA3BUBAIOIIETOCS IPU JAHHOM 3a00JIEBaHUU.

» Taxum obpazom, MOTyYEHHbIE TIPU UCCIEIOBAHUN OOBEKTUBHOIO CTAaTyca JaHHBIE CBUAETEIbCTBYIOT O HAJIMYUH y MAIlUCHTA
MOJINAPTPUTA, TIOJTUCEPO3UTA, JEPMATUTA HA (POHE JTUXOPATKH.



JTabopaTopHble nccnegoBaHus

AHanus nepugepnyeckon KpoBmn: reMmorriodbumH 108 r/n(|), saputpounTbl 3,
5*1012/n(|), LI 0,81, petukynountbl 27%o(1), NenkounTsl 3,8,0¥109/n(} ),
CErMeHTosI AEePHbIX 59%, NMMM@ounTbl 8%(]), MOHOUNTOB 7%, 6a3zodunos 1%,
TpombouuToB 115* 109/n(|), COI 40 mm/4ac(?).

Bruoxnmmnyeckn aHanms Kposu: obLwmnm GunmupyomuH — 19,5 mkmone/n, AJ1T 30
en/n, ACT 25 eq/n, KpeaTUHUH 223 MKMOJSIb/1, XonecTepuH 4,1 MMonb/n,
rnoko3sa 4,0 Mmonb/n. benkosble hpakumm CbIBOPOTKN KPOBW: aribOyMUHbI 51%
(1), mobynuHel al —4,0%, a2 — 10,3%(1), Pp—10%, y — 24,7% (1). PubpuHoreH 4,9
(1) r/n. UmmyHonormndeckuin aHanna kposwu: IgG-aKJ1 — 68 GPL(Hopma o 25),
IgM-aKJ1 - 105 MPL (Hopma fo 23), AH® 1/128, roMOreHHOro Tuna CBe4YeHus,
aHTUTEena K p,Byxchpaanom JNHK 30 Ef (Hopma fo 20), NONOXUTENbHbIN
BOSTYAHOYHbLIN aHTUKOoArynaHT. C-peakTuBHbIM Oenok >8 mr/n(1). LE +. Peakuus
BaccepmaHa, peakuua Nayna-byHHensa — otpuuatenbHble. AHanmn3 KpoBu Ha
Mapkepbl renatntoB B n C — oTpuuatensHble.

AHann3 mo4un: oTHocuTenNbHas NAOTHOCTb — 1030, 6enoKk — 0,5 r, 3PUTPOLIUTLI
4-5 B n/3p, nenkounTbl 3-4 B N/3p., LMNNHAPLI r’MannHoBLIE 2-3 B N/3p.



MHCTpyMeHTanbHbIe
nccrnegoBaHu4

PeHTreHorpadua opraHoB [rpPyaHOW KMETKM O4varoBblX
M3MEHEHUN HeT, WUMEeKTCA nneBpo-gnadparmanbcHble U
nreBpo-nepuKapamnarnbHble Cnamnku.

IKI' — putm cunycosbin, HCC - 88 yo B 1 MuH.,, Q0OC He
OTKIOHEHa.

IAXoKT: 3CJ1K 9,2 mm, M>KIT-9,0 mm, JTXK =52 mm, TIDK — 14,7
MM, J1I' =38 mm, AO — 30,6 mm, AK—=22,4 mm, PB 68 %, DY — 29
%. Cucrtonunyeckasa M gunacrtonuyeckast (@yHKUUW J1eBOro
Xenyanodka coxpaHeHbl. Muokapa He yTormuleH, MNonocTu
cepdua He pacluMpeHbl, KMHETUKaA MMUOoKapda COXpaHeHa.
MuTpanbHaa peryprutauma | crteneHu. Beretaumm Ha
KnanaHax HeT. PacxoXgeHwe NUCTKOB nepukapga 3a cuyeTr
He3Ha4YnTenbLHOro BbinoTa.

Y3 opraHoB  OplowWwHOM  NONOCTM —  YMepeHHad
cnneHomeranusa, andpdysHad HeOQHOPOAHOCTb MapeHXUMbI
0benx noyek



OBCYXIOEHWE nabopaTopHbIX U
MHCTPYMEHTalbHbIX UCCNeaoBaHUN

1. MIameHeHnsa B OBLEKNMHMYECKOM aHanu3e KpoBu. [JOCTaTOMHO 4acCTO BbISBMSETCS NEWKONEHWUs, NMMMQOnNeHns, runoxpomMmHas
aHeMmus, CBA3aHHas C XPOHWYECKUM BOCNanuTerbHbIM NpoLEeccoM nMbo C reMonmnsoM, CONpPOBOXAAKLAACA PETUKYOLMTO30M,
TpombouuToneHuns. YckopeHme COD He aBndeTcs crneumduyeckuMm MpUM3HakoM, OAHAKO HabnogaeTcs B MOAaBMSHOLEM
BONbLUMHCTBE Crly4aeB CUCTEMHbIX BOCNanUTErNbHbIX NPOLECCOB. XapakTepHO BblpakeHHoe yckopeHne COJ, Bapbupyiollee B
3aBWCUMOCTU OT cTeneHn akTuBHocTn CKB.

2. O6bwun aHanu3 Moun. BbIABRASIOT MNPOTEVHYPUIO, TEMaTypuio, NEeNKOUUTYPUIO, UUNUHOPYPUIO PasfnYHbIX CTeneHewn
BblPa>X€HHOCTU, KOPPENUPYIOLLUX C TUMOM M aKTUBHOCTbLIO BONMYAHOYHOIo HedpuTa.

3. OcTpodaszoBble peakuuu: OuncnpotenHemuns (rnepanbga-2-anbbymmHemMus, rmneprammarnobynuHemMuns);
rmnepnbprHoreHeMunsi, c-peakTuBHbIN BenoK — CBMOETENbCTBYIOT O HanMyum BOCManuTenbHOro npouecca. B 3aBncumoctn ot
BblPaXX€HHOCTU N3MEHEHNIN, OHWN XapaKTepPU3ylT akTUBHOCTb BOCNAanNUTENbLHOro npouecca
4. immyHonorundeckmne nokasarenu. bonee cneundmnynbiv ans CKB aBnsieTca obHapy>XeHne aHTUTEN K HaTUBHOW (4ByCnupanbHpR)
OHK. AntuTtena k geycnmpaneHon OHK BbisiBniatoTca y 50%, 6onbHbix CKB, kK ogHOcnupanbHon -y 60-70% O0nbHbIX. BbICOKMIA TUTP
AHO® v anTtuten k AHK npu H1M3KoM ypoBHE KOMMNEMeHTa CBMAETENLCTBYET 06 akTBHOCTa CKB. LE-KkneTkn - nonumopdHosaepHbIe
HenTpounbl (pexe 303nHOMUNLI MM 6asodunbl) ¢ paroUMTUPOBAHHBIM AAPOM KNETKM UMM OTAENbHbIMM €ro oparMeHTamu,
00pa3syloTest Npy HanuumMm aHTuTen k komnnekcy «QHK-rmctoH». OTn knetkm obHapyxmMBatoT B cpegHeM y 70% OeTen C CUCTEMHOM
KpacHOW BOSTHaHKOWN.

5. B HacTosiwee Bpems axokapguorpadus aenserca Hanbonee 4OCTYNHOW HEMHBA3NBHOW METOAVKON, MO3BOMAOLLEN OLEHUTb Kak
Mopdoonormyeckoe, Tak U (pyHKUMOHANbHOE COCTOsSIHME cepaua. FBneHus nepukapauTta BbisSBRSKTCA Yy 50-80% 6onbHbix CKB,
BO3MOXHO pa3BuTME MMOKapauTa, bopogaByaToro 3HAOKApAMTa, B page CnydyaeB MOpaXkaeTcs KnanaHHbl annapart. Y Halen
naumeHTkn npu OxoKIl™ BbISBMEHbI YMEPEHHO BbipaXXeHHas MUTpanbHas peryprutauuns, pacxoxaeHue NMCTKOB nepukapaa ms-3a
HanMunsa nepyvkapguanbHoro BeinoTa.

6. Npn 0630pHON peHTreHorpagumn opraHoB rpyaHON KNETKM BbISABEHbI NNeBpo-guadparmanbHbie U nNeBpo-nepukapananbHble
Cranku, 4TO CBMOETENbLCTBYET O HANU4YMKM NNEBPUTA, Kak COCTaBNALWen CMHAPOMa NonmceposnTa.

7. Mpun Y3 opraHoB GproLLHOM NOMOCTU: BbisBNSieTca xapakTepHasa ans CKB cnneHomeranusi, UaMeHeHUsi CTPYKTYpPbl NapeHXUMbI
noyek, Hapsay C MOYEBbIM CUHAPOMOM, MOXET CBUAETENbCTBOBATL O HANMYUK ftonyc-Hedputa

6. SAKINKOYEHUE

B knuHunuyeckon kapTuHe GOMbHONO MOXHO BbIAEMUTb HECKOMbKO CUMHAPOMOB: CMHAPOM apTpuTa, nonuvceposuTa (nepukapauT,
nnespwuT), AepmaTtnTa C XxapaKTepHOM BOMYaHOYHOM «6ab0o4vKO», UMMYHHOIO BOCManeHusi, CUHOPOM JIMXOPaaKW.



[MpnHUMNbI NevyeHns

- nieveHne JOMKHO BbITb MakcMMarnbHO MHANBMAYaANM3NPOBaHHbLIM B 3aBMCUMOCTU OT KIMMHUYECKNX MPOSIBIIEHWI U
aKTUBHOCTW 3aboneBaHus

- AMHaMMKa TonbKo nabopaTopHbIX NokasaTenen B 60NbLUMHCTBE Cry4YaeB He SIBMISIETCA OCHOBaHME ANS KOppeKumm
Tepanun

- BaXkHO oTnuyaTtb ob6octpeHmne CKB oT pa3BuTtusa ConyTcTBYHOLLEN NATONOMMN U OT OCNIOXKHEHWI NMPOBOAMMON
Tepanuu

- cnegyet NOMHUTB, YTo 6onbHble CKB 06bIYHO MMEIOT CKITOHHOCTb K Pa3BUTUIO anieprmyecknx peakumm Ha

MHOrMe aHTubakTepmarnbHble NekapCTBEHHbIE CPEACTBA, B 0COOEHHOCTU Ha CynbdaHunaMmbl

Llenb neyeHuns

[locTnxeHne KJ'IVIHVIKO-J'Ia6OpaTOpHOl71 pemMmunccnmn 3aboneBaHus
I'Ipep,OTBpaLu,eHme nopaxeHmnda XM3HeHHO BaXXHbIX OpraHoB n CUCTEM

lequueHvle Ka4vecTBa XU3HU

MegnkameHTo3Hoe rne4vyexHmne

Hanbonee BaXXHbIMM NleKapCTBEHHbIMU cpeacTBamu And nedeHns CKB sBnsitoTca rnoKoOKOPTUKOUADI,
LMTOTOKCHYECKME npenapaTbl, rmapokcuxnopoxmH, HIMBC



MegukameHTO3HOe fevyeHne naumeHTa

NMopaxeHue | MopaxeHn | lMopaxeHn | UuntoneHn |TllopaxeHun

e e no4ek e LUHC
CyCTaBOB
H N3Kas -I'K 0,25-0,5 mr/kr/oeHb -'K 0,5 Mr/kr/geHb
-HMBN TKX
CTelneHb
adKTUBHOCT
n
YMepeHHa
A CTerneHb -'K0,5-1,0 -'K0,5-1,0 -'K0,5-1,0
aKTNBHOCT MrI/Kr/OeHb MrI/Kr/OeHb MrI/Kr/OeHb
Lo -TKX Lo
n -MMo® -A3A -Mynbc-Tepanus
-A3A, LicA -MM® -MM®
-Putykcnmab -BBUT -Putykcnmab
Bbicokas -Mynbc-Tepanus MM
CTeneHb -Putykcmmab
AdKTUBHOCT
n

[ K-rntokokopTtukounabl, HINBI1- HecTeponaHblie NPOTUBOBOCHANUTENbHbIE
cpenctBa, [ KX-rmgpokcuxnopoxmH, MTX-meTtoTtpekcart, A3A-azatmnonpuH, LId-
ymknodgochamna, MMOP-mmnkodpeHonara mopetun, MIMN-meTnnnpeaHN30onoH,
BBUI-BHYTpMBEHHBIN UMMYHOrANO6YNNH



O60cHOBaHWE 1 COBPEMEHHbIE NPUHLMMbI
MEeANKaMEHTO3HOIO JIe4YeHu

Medukamenmosnoe newenue 6ombHbIX OPJI 3akimtogaeTcsi B IaTOT€HETHYECKOW Tepaliiid OCHOBHOTO 3a00JI€BaHUS M BOZHUKAIOIITUX
OCJIOKHEHUH

OCHOBY JIEYEHHUSI COCTABJIAIOT TOPMOHBI TITFOKOKOPTUKOWABI. Hamboree BBICOKME O3B MPUMEHSIOTCS NPU OCTPOM TEUCHUH,
obocTpeHnn OOJIE3HW M BBICOKOW akTHUBHOCTH. CpenmHsisi mo3a cocrtaBimsieT 1-1,5 Mr/kr/cyT. (B mepecdere Ha MPEIHHU30JIOH).
HauanpHyto 103y mopOuparoT Tak, 4ToObl CHU3UTh aKTUBHOCTH IIpoliecca, pemias Bonpoc uHauBuayanbHO. Ilpu III cremenu
aKTUBHOCTH J03a npeaHu3onona cocrasusier 60—40 mr, npu Il — 30—40 mr, npu I — 15-20 mr. Ecniu B epBbie 1Ba THS COCTOSIHUE
OOJBFHOTO HE YIYUIIHIOCH, 103y yBenuuuBaioT Ha 20-30 %. JleueHne BoT4aHKM TOPMOHAMH B MAKCUMAJILHOM J103€ TIPOBOAMUTCS 10
JTOCTIKEHHS KIIMHUYIECKOTo d((dekra (4—6 Henelp), 3aTeM 103y YMEHBIIAT He Oojee 1/2 TabneTku mpeaqHU30JI0Ha B HEJEITI0, JI0
OocTkeHus  mojuepkuBatomend. [lpm HeadekTHBHOCTH  TOPMOHOB  HEOOXOIMMO  Ha3HAYeHHWE  [UTOCTATHYECKUX
MMMYHOJICTIDECCAaHTOB. HacTo mpuMeHsIeTCs a3aTHONPHH M IuKiIodochamu B go3e 1-2 Mr/kr. Merorpekcar 15 mMr B Henmemo.
Muxodenomar modermna 1,5-2 rv/cyr. Huxnocmopun 2,54 wmr/kr/cyt. Kypc neuenms 6-8 Hemenb, 3aTeM COXpaHSICTCS

MOJIIEPKUBAOINAs 1032 B TEUCHHE MHOTHX MECSIIEB. YIIYUIIEHHE COCTOSHHS NPH JICUCHUH IIUTOCTaTUKaMH HAcTyraeT depe3 4—6
Henenb. [lynbc-Tepanmuio  METWIINIPETHU30JIOHOM — MPOBOMAT IO CIEAYIOMIMM  TOKAa3aHUSAM:  OBICTPONPOTPECCUPYIOIINI
[JIOMEPYJIOHE(PUT, MOJIOMOW BO3PACT, BBICOKAs MMMYHOJIOTHYECKAas AaKTUBHOCTH. [IOMHMO KIIAaCCHUYECKOH IyJIbC-TEeparuu

(MetrmmpenHN3010H 15-20 MI/KT Macchl Teia B/B €KEIHEBHO B TCUCHHE 3 MOCIIEIOBATEIBHBIX JHEH), MyIbC-TePAIHI0 HA3HAYAIOT
MOBTOPHO C MHTEPBAJIOM B HECKOJBKO Henenb. [lynbe-Tepanus MokeT ObITh ycuiieHa nukiodochamunom 1 T BHyTpUBEHHO Ha 2-i
neHb JedeHus. llocie mpoBemeHWs TMyNbC-TEpaNuU 03y NPEIHHU30JIOHA CJEQyeT CHUXKATh MEIUIGHHO. BHYTpUBEHHBIH
UMMYHOTIIOOYHH G SBJISIETCS MIPErapaToM HOPMAJIFHOTO MOJUCTICHU(UISCKOTO UIMMYHOTIIOOYIIMHA, TIOy9€HHOTO U3 CHIBOPOTOK

He meHee yeM 5000 moHopoB. CTaHAAPTHBIMHU TIpemapaTaMu SIBISIOTCA CaHAOIIOOYIMH, okTaram. MMMyHOrIoOyIuH Ha3HaYaroT
Kak «rocienHee cpeactso» mo 0,5 r Ha 1 Kr Macchl Tena B TEYCHUE 5 MOCIEAYIOMUX THEH. Y OONBHBIX C BOIYaHOUYHBIM HEQPUTOM
Ha3HAYCHHE WMMYHOITIOOYJIMHA TpeOyeT OOJBIION OCTOPOKHOCTH W3-32 OIMACHOCTH PE3KOT0 MPOTPECCHPOBAHUS TOYECYHOM
HEIOCTaTOYHOCTH. BeTpedaroress anepruyeckue peakiidi B BHJIE O3HO0A, CHINH, JMXOPAIOYHOW PEaKIMH, TOJOBOKPYKEHHS W
TOITHOTHI. AOCONIIOTHBIM TPOTHBONOKA3aHUEM [UIS TPHUMEHEHHs BHYTPUBEHHOTO HMMMYHODIOOYIHMHA SIBISETCS AeuuuT
MMMYHOITI00yIuHa A.

[Mnasmadepe3 y OOMBHBIX CHCTEMHOM KpacHOM BOJYAHKOW TIOKa3aH KaK OCTPO€ BMEMIATeNIbCTBO TIPH  OCIOKHEHHOMN
KPHOTIIOOYTHHEMUH, THIIEPBI3KOM CHHIPOME W TPOMOOUMTONEHHYECKOH mypiype. [lmazmadepe3 MoxeT OBITh HCIIOIB30BAH KakK
JOTIOJTHUTENIHHOE BBICOKOI(P(PEKTUBHOE CPEACTBO MPH COCTOSHUSX, HEMOCPEACTBEHHO YIPOXKAIOMIMX KU3HU: MOJHHUEHOCHBIN
BAaCKYJIUT, TIOJUMHUEIOPATUKYIOHEBPUT, IiepeOpanbHas KoMa, TeMopparudeckuii mMHEeBMOHUT. OTmpaBlaHO TMOAKIIOUYEHUE
masMadepesa B Cirydasx BOTYaHOYHOTO HEPPHUTA, YCTOMUYMBOTO K TOPMOHAM U ITUTOTOKCHUKAM.



Kputepun onarHoCTMKu cuCTeMHOM KPaCHOWU BOJTYAHKMN.

ChbInb no TMny «6aboykn» Ha nuue

[lnckongHas cblinb

POTOUYBCTBUTENBHOCTb

N3ba3BneHus cnusncToun pra

ApTpuT ABYyX 1 6onee cyctaBos

CeposuT (NNeBpuUT Unn NnepukapauT)

[ToyeyHasa cumnTomMaTurKa (nepcucTupytoLas NPoTENHYPUS UnNu LMNUHOPYpus)
HeBponornyeckme pacctpomncTea (Cyaoporu uim ncnxos)

3meHeHns KpoBU (reMonutnyeckas aHeMma nnmn IeukKoneHnd, nnmn nMmgoneHns,
NN TPOMBOLIMTONEHUS)

MMMyHOnornyeckme HapyLleHus (BbisiBrieHna LE-kneTok unu aHtu-AHK-aHtutena,
NN aHTU-Sm-aHTUTENa, UK JTOXKHOMOOXUTESbHbIE Ppeakumn Ha cudpunuc)
AHTUHYKNeapHble aHTuTena

[MpmeyvaHne. MoXXHO roBOpUTbL O CUCTEMHOM KpaCHOW BOM4YaHKe B Crnyyae
BblABNEHNSA y BONbHOro YeTbipex nnm donee KpUTepmes N3 11 NnepeyncrieHHbIX Kak
OOQHOBPEMEHHO, Tak 1 NocrnegoBaTenbHO Ha NPOTAXKEHUM NIODOro BpeMeEHMU
HabnaeHus.

(3: Tan E. M, Cohen A. S., Fries J. F. et al. The 1982 revised criteria for the classification
of systemic lupus erythematosus. ArthritisRheum. 25:1271, 1992.)



OnddepeHumanbHasa gmarHocTuka

Hudbdepennmanbusiii nuarno3 CKB npoBoasT co MHOTHME 3a001€BaHUSMH, MPOTEKAIOIINME C JIMXOPAJAKON, CYCTaBHBIM
CUHIPOMOM W PA3IMYHBIMH TOJUOPTaHHBIMUA ToOpaxeHusMu (muddys3Hpie OONE3HH COCNUHUTEIBHONW TKaHH,
PEBMATOUIHBIN U pEBMAaTHUECKUI MOTUAPTPUT, 3a00JI€BaHUS MTOUYEK, MPOTEKAIOIINE C TPEUMYIIECTBEHHBIM MOPaKEHUEM
KJIyOOYKOB, 3a00JIeBaHMsI KPOBH, MPOSIBISIIONINECS ayTOMMMYHHBIMHU ITUTONICHHMSIMHU, cericuc). Bcerma gomkHa OBITH
HCKJII0YEHA BO3MOXKHOCTh BOJTYaHKH, MHIAYIIUPOBAHHOMW JIEKAPCTBEHHBIMHU CPEICTBAMH.

1. PeBmaTnueckuii moauaprpur. /(s peBMaTHYECKOro MOJUAPTPUTA XAaPAKTEPHO ACMMMETPHUYHOE MUTPHUPYIOLIEe
NOpaKEHNE KPYIHBIX cycTaBoB, Torna kak npu CKB mopaxarorcs yaie MeJIKHe CyCTaBbl KHUCTEW, Jy4ye3arsiCTHbIE
CyCTaBbl, BO3MOXHO pa3BUTHE CTrHOATEIbHBIX KOHTPAKTYp B PE3yJabTare OJHOBPEMEHHOTO TMMOPAXKEHUSI MBI H
CYXOXHUJIbHO-CBSI304HOIO anmapara. J{Js uCKIIIoueHus peBMaTu3Ma UCob3ytoTest kputepun Kucens - JlxoHca (Hanuuue
PEBMATUYECKUX Y3€JIKOB, KOJIBLIEBUIHON 3PUTEMBI, XOPEH, MUTPUPYIOUIETO MOJUAPTPUTA U KapAUTa) U ONpEeIeIeHUe
TUTpPa AHTUCTPENTOKOKKOBBIX aHTUTEN. J[JI1 peBMarnuuecKkoro KapAWTa XapaKTepHO BOBJIEYEHHE B NATOJIOTMYECKHI
MpoIecC BCeX 000J0YEeK cepjlla, MPU STOM MOpPaKEHHE MHUOKApja paHHUNM W MOYTH 00s3aTelNbHBIN MpPU3HAK, Ha (DoHE
KOTOPOTO Pa3BHBAIOTCS SHIOKAPIUT U NepukapAut. [Ipu mromyc-kapauTe TakkKe MopakarTcs 3ce 000JI0UKH cepia, HO
HamOoJee 4YacThli W paHHUW Npu3HAK - 3T0 TnepukapauT. [Ipm Beicokoit crenmenu aktuBHoctu CKB pasBuBaercs
O6oponaBuatblii SHAOKapAUT JIlnOmana-Cakca, AJii KOTOPOIO XapaKTepHO HAJIOKEHUE TPOMOOTHYECKUX Macc Ha
MOBEPXHOCTH KJIAIIAHOB.

2. PeBmaTouaunbiii apTput. Tpynen nuddepennmanpapiii tuaraos ¢ PA, pa3BuBarommmcst y mOJpOCTKOB U MOJIOJIBIX
*eHIuH. B ne0rote »TH 1Ba 3a001eBaHusl UMEIOT MHOTO o011ero. Tak, npu PA y moapocTkoB BCTpeUYaroTCsi BHECYCTaBHBIC
nposiBiieHus (cepo3uthl, kapauT). He Bcerga B nuarHoctuke momoraet omnpeaenenne PO, AH®, LE-knetok. B takux
CIIy4asiX HEOOXOMMO YYHTHIBATh OOJBIIYIO CTOMKOCTh CYCTaBHOTO CHHApoMa nipu PA, a mpu CUCTEMHOM €ro TCUCHHH -
OBICTPOE Pa3BUTHE IPO3UBHO-IECTPYKTUBHBIX U3MEHEHUH.

3. AyTouMMyHHBbIe TpoMOouuToneHun. [Ipu BoIABICHUH y OOJBHBIX MMMYHHBIX HUTONEHUU (TPOMOOIUTO-, JIEUKO
uuroneHun) Heodxonumo uckiounTh CKB. Ilpu oTcyTCTBUN ApyrUuX KpUTEPUEB BOTYAHKU pPEIIalolee 3HAYCHUE UTPAIOT
ob6napyxenne LE-kmerox, AH®, anturen k JIHK.



OnddpepeHumnansHas guarHoctuka (2)

4. boae3snb Ctuaia. bonbpmme cinoxHocTu BbI3bIBaeT nuddepentmansapiii auarno3 CKB ¢ 6onesnsio Crumia,
BCTpEUaroleicss Kak y JeTed, Tak M y B3pociblX. bone3np CrTuiia OTIMYAETCs CTOMKOM HMHTEPMUTTApYOIIEH
JUXOPAJKON, HAJIMYUEM DPO3EOJIE3HOM MaKyJIOMOAOOHOM ChIMM B MECTaxX JaBJCHHs, CIIJICHOMEraiuel, BOBICYCHHEM B
IpolLleCC IIEHHOr0 OTAENa IT03BOHOYHMKA, 3PO3UBHO-AECTPYKTUBHBIM IIPOLIECCOM B JIy4Y€3alsICTHBIX CyCTaBax,
JIEUKOLIMTO30M, HECTOMKMMHU U HEBBICOKMMU TUTpamMu AH®D.

5. Xpounueckmuii riiomepyJaoHedput. bonpire TpyIHOCTH BO3HUKAIOT ITPU MPOBEACHUH U (HEepeHIINaTbHOTO TUarHo3a
Mexay XpoHuueckuM miomepyinoHeppurom U CKB B ciydasx, Korja OCHOBHBIM MpOSIBIEHUEM OOJE€3HU SBISETCS
BOJYAaHOYHBIN He(dpuT. BaxkHO HalTH Ja)ke MaJOBBIPA)KEHHBIE CUCTEMHbIE NMPOsBICHUA (CyO(heOpMIbHYIO JTUXOPAJKY,
apTpaJTUuu, KOXKHBIE MIPOSBICHUS, IOJIUCEPO3UT, LIUTOTIEHUHN) U YUUTHIBaTh BPEeMsi BOBHUKHOBEHMS 3a00sieBaHUs (CBSI3b C
uHCcosinuer). Baxknoe 3Hadenne npu  audGEpEeHIIMANTBHON  TUATHOCTHKE HMMEET MMMYHO(IIOOPECIEHTHOE
uccieoBaHle OuonTara TOYKM. TUMMYHBIA BOJYAHOUHBIM HE(QPUT XapakTepusyeTcss HajauuueM (QeHoMeHa
"IpoBOJIOYHON meTin", T. €. omIoKeHHeM (pubpruHOMa B METIAX KIIyOOUKa, MMEIOLIEro 4acTo 0a30(uiIbHbBIN OTTEHOK,
THaTMHOBBIMH TPOMOaMu, OPMHUPOBAHUEM TeMATOKCUITMHOBBIX TEJIEIL.

6. BoruaHka MHIYUMPOBAHHAsl JEeKAPCTBEHHBIMH cpeacTBaMu. HekoTophie JeKapCTBEHHBIE CPENCTBAa CHOCOOHBI
BBI3bIBaTh pa3BuUTHE cUHApoMa, HanomuHaromero CKB. Haunbonee omacen ¢ 3Toil TOUkM 3peHUs HOBOKaMHAMUJ, MPU
IpUMEHEHUU KOToporo y 50-75% OonbHBIX Yepe3 HEeCKOJIbKO MecsieB jedeHus BoiaBisitoTcs AHA, a 'y 20% OGonbHbIX
BO3HUKAET JICKAPCTBEHHAsl BOJlYaHKa. [ mapanasuH (ampeccuH) BbI3bIBaeT oOpazoBanne AHA y 25-30% nun, a CKB-
1moo0HbIe cUMNTOMBI -y 10% O0abHBIX. JIeKapCTBEHHYIO BOJYAHKY MOTYT TakyK€ BbI3BaTh M30HUA3UJ, aMUHA3uH, Jl-
NMEeHUIWIIAMUH, MeTuiaoda, opanbHble KOHTpauenTuBbl. Haumbornee yacTble CUMITOMBI JIEKAPCTBEHHOW BOJIYAHKU:
NOJTMAPTPANITUU, PEXKE apTPUT, KOXKHASL ChINb, IUJICBPUT, MEPUKAPIUT, OOIIEBOCHIAIUTENbHbIE CUMOTOMBL. Hedpur,
nopaxenne [[HC He xapakTepHbl. ¥ BceX OONBHBIX C JICKAPCTBEHHOW BOMYAHKOW BBISIBISIFOT MOJIOKUTEIBHYIO PEAKITUIO
Ha AH®, LE-knetku (y 90% OO0nbHBIX), BO3MOXHBI, aHEMHUS, JIEUKOIIUTE-, TPOMOOLUTONEHUS, JIOKHOMOIOKUTEIbHAS
peakuus Bacce;pmana, monox;arenabHbld mpsMoil Tect KymOca. XapakTepHbl aHTUTENa K TMCTOHAM, HO aHTHUTENa
k_asyxcrimpanbHoi JIHK u rumoxoMrieMeHTeMHsI PEIKH, YTO MOXKET OBITh KpUTEpUsSMU B AUQPPEpeHIIHaTHLHON
nuarHoctuke ¢ uanonarnueckoit CKB. OTmena npemnapara NpUBOAUT K YIYYIIEHUIO YK€ Y€pe3 HECKOJIIBKO JTHEH WU
Hezenb. JIuiaM ¢ pe3ko BhIpaKEHHBIMU CUMIITOMAMU JIEKAPCTBEHHOM BOJIYAaHKH IMOKA3aHO JIedeHHe KOpOTKUM Kypcom 'K
B no3e 20-40 mr/cyr. KnuHuueckne CHUMNOTOMBI pEAKO MEPCUCTUPYIOT Oosiee 6 MecAleB, OAHAKO CEPOJIOTHYECKUE
HapyIICHHs] MOTYT OOHAPYKUBAThCS B TEYCHHE MHOTHX JIET.






