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Cnmcok cokpameHniu

AH® — AnTHHYKII€apHBIH (aKTop

AHIIA — AnTHHEHTpOWIbHBIE IUTOIUIA3MATHUECKUE AaHTUTENa (aHTUTeNa K LUTOIUIa3Me
HEHUTPOHIIOB)

ALII — AHTHTENa K HUKIMYECKOMY LUTpYyJUIMHCOAepKamemy nentuny adJl — anturena k
dbochomumnmmam

BBUI" — BHyTpUBEHHBIH HMMYHOTJIOOYIUH

BH — BosluanouHbIit HEGpUT

I'KC — I'TroKOKOpTHKOCTEPOU b

JTHK — Jle30kcupuOOHYKIIEHHOBASI KUCTIOTA

KKT — XKenyro4HO-KUIIEUHBIN TPAKT

NJT — UnTepneiikua

HIIBII — HecteponiHbie MPpOTUBOBOCHAIMTENBHBIE TIPETAPATHI

PJIC — PecimparopHslii IUCTpeCC-CHHAPOM

P® — PeBmaTounnsbiit haktop

CKB — CucremHas KkpacHasi BOJT4aHKa

COD — CkopocTh OCeaHus S3PUTPOIIUTOB

CPb — C-peakTuBHBII O€IOK

V31 — YapTpa3zByKOBOE HCCIIEI0BAHUE

OI'IC — D30(daroracTpoayo1eHOCKOHS

Ig G, M, A — Ummynornooynun G, M, A

Th — T mumdonuThl Xeameps



AKTYaJIbHOCTH

CucremHas kpactas Bouanka (CKB; iar. — lupus erythematodes, anri. — systemic lupus
erythematosus)  — cucTeMHOE XpPOHMYECKOE ayTOMMMYHHOE 3a00JieBaHHE HEHU3BECTHOM
ATHOJIOTUH, B OCHOBE KOTOPOTO JIEKHUT T€HETHYECKH OOYCIIOBJIEHHOE HapylIeHHEe MMMYHHOMH
PETyIsIH, ONpeensionee 00pa3oBaHue OpraHOHECTICU(PHUECKIX aHTUTEN K aHTUTCHAM sIJIep
KJIIETOK U MMMYHHBIX KOMIUIEKCOB C Pa3BUTHEM HMMYHHOTO BOCHAJICHHSI B TKaHAX MHOTHUX
OpPraHOB M XapaKTEPU3YIOLIAACS MOPAKEHUEM KXU3HEHHO BAXKHBIX OPraHOB M CHUCTEM, a TAKXKe
MOJIMMOP(PU3MOM KIIMHUYECKUX MposBienuit [1,2,3].

CKB - Haubonee yacTo BCTpeUaroIiasicsi aToJIOTHUs U3 FPYIIbl CUCTEMHBIX 3a00JI€BaHUN
COCIMHUTEJIbHON TKaHU; MOPAXKAET MPEUMYIIECTBEHHO MAEBYIIEK M MoJoabix keHimH. CKB
pEeAKO HAaYMHAETCS Yy JIeTel B JIOIIKOJIBHOM BO3pPAcTe; MOJbEM 3a00JI€BAEMOCTH OTMEYAETCS C
Bo3pacta 8-9 nert, a muk ee mpuxoautcs Ha 14-25 nmer. Cpean 60aBHBIX B Bo3pacte 110 15 ser
COOTHONIEHHE JIEBOYEK U MAJIbYMKOB COCTABIISAET B cpeaHeM 4,5: 1. Pacnpoctpanennocts CKB y
nereit ot 1 roga o 9 sret xoseoercs B mpenenax 1,0-6,2, aB 10-19 ner — ot 4,4 o 31,1 ciryuas
Ha 100 ThIC. TeTCKOTO HaceneHus. 3a0o1eBaeMoCTh cocTaBiseT B cpeanem 0,3-0,9 ciaygas Ha 100
TBIC. AETCKOTO HaceJleHus B ro. [1].

Kimunanuaeckue nposieinernuss CKB moryr konebaThCsi OT HE3HAUYMTENBHBIX JI0 TSKEIBIX,
MMETh BOJIHOOOpa3HOE WJIM HEMpPEephIBHO penuauBHupytomiee Tedenne. C yueroM ocoOeHHOCTEN
KapTUHBI 3a00JIeBaHUs, ITUPOKOTO CIIEKTpa KIMHUYECKUX MPOSBICHUHN B JIETCKO-TIOAPOCTKOBOM

BO3pacTe, Ha CETOHSIIHAM JIEHb OCTAETCs aKTyalIbHOM mpobiema pannei auarnoctuku CKB. [3]



daxTopsl, npeapacnonarapmue Kk passuruio CKB. Kinacenpuxanus

3a00J1eBaHUs M 0COOEHHOCTH KJIMHHUYECKOr0 TeUeHHs

Daxkmoput, npedpacnonazarwujue K pazeumuio CKB

I'enernyeckue. O posiv HACIEACTBEHHOCTH CBUETENLCTBYIOT BBICOKAsl YACTOTA PA3BUTHUS
CKB B ceMbsix O0JIbHBIX, MHOIOKPAaTHO 00Jjie€ BBICOKHI MOKa3aTelb KOHKOPJAHTHOCTU CPEAU
MOHO3UIOTHBIX OJIM3HELIOB [0 CPaBHEHUIO C JU3UTOTHBIMH, BBISBICHHE Yy KIMHUYECKU
ACUMITOMHBIX POJICTBEHHUKOB OOJIbHBIX aHTUHYKJIEapHBIX AT, T0KHOTOJIOXKUTENIBHOMN peakunu
Baccepmana u gp. HocutensctBo HLA-DR2 wmmu HLA-DR3 He3aBHCHMO MOBBIIIAET PHUCK
pazeutuss CKB B 2— 3 pasza, a Hanuuue ramiotunoB Al, B8, DR3 onpenenser 10-xpatHoe
MOBBILIEHUE pUCKa Yy MpeacraBureneil esBpomeonaHoi pacel. CKB cBsizaHa ¢ reHernyecku
00yCIIOBJIEHHBIM JEPHUIIMTOM OTIEIbHBIX KOMIOHEHTOB kKomiuiemeHnTa (Clq, C2, C4), a Taxxke
ACCOITUUPYETCS C MOTUMOPPU3MOM T€HOB ITUTOKUHOB (B yacTHOCTH, DHO-01), renoB FcyRITA- u

FcyRIITA-penentopoB, cBa3biBaromux noaxnaccel 1gG u ap. [1,5].

I'opmonanbuble. Cpequ mnarmuentoB ¢ CKB mpeoOmamaror >keHIMHBL Y JIEBOYEK-
MOJAPOCTKOB Havajio 3a00JIeBaHUs CBSI3aHO C HACTYIJICHHEM MEHapXe, aKTUBHOCTh 3a00J1eBaHUs
MOBBIIIAETCSI BO BpeMsi OEpEMEHHOCTH U IOCNI€ POJAOB. DTO CBA3BIBAIOT C Pa3IUYHBIM
BO3JICHCTBUEM IOJIOBBIX TOPMOHOB HA UMM YHHBIN OTBET (3CTPOTEHBI CLIOCOOCTBYIOT MOBBILLIEHUIO
CHUHTE3a aHTHUTENl, a aHJPOTCHbl CHW)XAIOT OOpa30oBaHME AHTUTENI U MOJABISIOT KIIETOUHBIE
peakiuu). Y >KeHIIUH penpoaykTuBHOro Bo3pacra ¢ CKB HabmonaoTcs NOHMKEHHbIE YPOBHU
TECTOCTEPOHA, MPOreCTepOHa M BBICOKHM — 3CTPOrEHOB; Y OOJBHBIX OOOUX TOJIOB MOBBIIICH

YpOBEHb MPOJIAKTUHA U MMOHWKEH — JIETUIPOIMUAHIPOCTEPOH. [ 1,5].

daxTopbl BHelHe#l cpeabl. [lepBocTeneHHoe 3HAUEHHE MUMEET WHCOJSIMS, KOTOpas
crocoOHa u3MeHATh aHTureHHele cBoiictBa JIHK kietok koxku, HHIynUpys pa3BUTHE
ayTOMMMYHHBIX pEaklIUi Yy TMpeIpacloioKeHHbIX WHIUBUIYYMOB, a TakKe YCHJIMBAET
BbICBOOOXIeHue uHTepiaeiikunos (MUJI) 1, 3, 6 u ®HO-a, cnocoOCcTBYs pa3BUTHIO JIOKATHHOTO

Bocranenus. [1,4,5].

HNudexuus. Mmeercs psl KOCBEHHBIX MOATBEPXKIACHUM BO3MOMKHOM ITyCKOBOWM DPOJIH
HEKOTOPBIX BHUPYCOB, B TOM YMCJE TaK Ha3bIBAEMBIX MEIJICHHBIX BUPYCOB (pETpOBHPYCOB), B
pazButuu nartojorudeckoro mpouecca. IIpy CKB Hapymaercs MMMyHHas peryisinus, 4TO
COIIPOBOKJAETCS YTPATOM MMMYHOJIOTMYECKON TOJEPAaHTHOCTU K COOCTBEHHBIM aHTHUTE€HAM U
pa3BUTHEM ayTOMMMYHHOI'O OTBETA C POAYKLMelN mupokoro crekrpa AT, B nepByro ouepensb K

XpOMAaTUHY (HYKJIEOCOME) U €r0 OTJIEIbHBIM KoMIoHeHTaM, HatuBHOU JIHK u ructonam[1,5].



Ceposornyeckne (pakTopbl ¥ HMMYHHbIe KOMILIeKChbl. DyHIaMEHTAIIbHBIM 3BEHOM
natorene3a CKB sBIISIIOTCS TeHETUYECKU JETEPMHUHUPOBAHHBIC WIIM WHAYLUPOBAHHBIE Ae(DEKTHI
arorTo3a, CHocoOCTBYIOMIME BHICBOOOXKICHUIO HYKIEOCOM M3 KIIETOK, NEPCUCTUPOBAHUIO U
9KCIAHCUM AayTOPEaKTUBHBIX KIOHOB T- u B-kierok, 4Yro mNpuUBOAMT K aKTHUBALUU
MOJIMKIOHANBHBIX B-muMdonmtoB n gopmupoBanuio T-3aBUCHMOTO MMMYHHOTO OTBETa Ha
ayroanTturensl. Cpenu mupokoro cuekrpa AT ocHoBHas posb npunayiexuT AT k JIHK, kotopsie
00pa3yloT C aHTHUI€HaMH IUPKYJIUPYIOIIHE UMMYHHbIE KOMIUIEKCH. OHH OTKJIaJIbIBAIOTCS B
cyOdHIOTeNMaNbHOM clioe 0a3albHOM MeMOpaHbl COCYAOB pa3HbIX OPraHoB, BBI3bIBAs
BOCIHAIUTEIBHYIO PEAKIINI0, aKTUBUPYS KOMIIJIEMEHT, MUTPALIMIO HEHTPO(UIOB, BBICBOOOXKACHNE
KMHMHOB, TIPOCTArJaHJWHOB M JPYTrUX MOBpEeXJaoluX (aKTOpoB U, Kak CJIEICTBUE,
MOBPEXKJCHUE TKAHEH pa3iUyHBIX OpraHoB M cucreM. CUCTEMHOE MMMYHHOE BOCHAJIEHHUE MPHU
CKB Taxxkxe moxeT ObITh cBs3aHO ¢ IuTokuH3aBUcHMbIM (MJI-1 1 ®HO-a) noBpexaeHueM
SH/IOTENHNS, aKTUBAIIMEH JIEHKOIIMTOB U CUCTEMbI KOMIUIEMEHTA, YTO UMEET OOJIbIIOE 3HaYCHHE B
MMOPa)KEHUM OPraHOB, HENOCTYIHBIX JUIslI UMMMYHHBIX KomIuiekcoB, HampuMmep LIHC. Taxxe
xapakTepHoi ocobenHocThio CKB sBmsiercsi oOpa3oBaHMe ayTOAHTHTEN. AyTOAaHTHUTEIA
00nagarT cneun(UYHOCTHIO K LIEJIOMY pSAY MUILIEHEH, HO MHOTHE U3 HUX B3aUMOJECHCTBYIOT C
KJIETOYHBIMM WM sJEepHbIMU aHTUreHamu. CHHTE3 ayTOaHTHUTEN IMpPOBOLUPYET OOpa3oBaHUE
MMMYHHBIX KOMIIJIEKCOB, KOTOPBIE, BEPOSTHO, UTPAIOT BAXKHYIO POJIb B MOBPEKICHUH TKaHEH ITPU

CKB (pa3BuTHe BacKy/lIHTa ¥ TIOBPEKICHNE BHYTPEHHUX OPraHoB U TKaHe). [1,5].

Knaccugpukayua
Briaenstor cnenyronue crenenu aktusHoctu CKB [1]:
* Bricokas aktuBHOCTH (III cremnenn):
— BBICOKAs JINXOPAJKa;
— BBIp@XCHHbIE W3MEHEHHS CO CTOPOHBI BHYTPEHHUX OpraHoB (HeDpHUT ¢ HeHPOTUUECKUM
cugapomoM (HC), sHmoMuOKapauT, 3KCCYAATUBHBIA MEPUKAPIUT W/WIMA IUIEBPHUT), TSHKEIOoe
nopaxenue [IHC, koxu (IepMatut), OMOPHO-ABUTaTENBHOTO armapara (OCTpbIA MOTUAPTPUT
W/WJIY TIOJITMMHO3HUT);
— COD 6onee 45 Mm/u;
— AH® u AT k /IHK B BBICOKOM THUTpE;
— 3HAUMUTEIbHOE CHWXEHHE OOIeld TeMOTUTHUYECKONH aKTUBHOCTH KOMIUIEMEHTa M  €ro
koMroHeHToB C3, C4).
«Boa4aHOYHBIN KpU3»:
— (yHKIIMOHANFHAS HEJIOCTATOYHOCTh KaKOro-mmbo opraHa Ha (oHE 4Ype3MepHO BBICOKOU

AKTUBHOCTH MTATOJIOTNYCCKOTO IIpoIecca.



* YMmepennas aktuBHOCTD (Il crenenn)

— nuxopajka oObyHO cyodeOpuIbHas;

— MOJUAPTPAITUH WIN [TOJIMAPTPUT;

— JIepMaTHT;

— YMEpEHHas PeakKlMsi CO CTOPOHBI CEPO3HBIX 000I0YEK;

— HedpuT 0e3 HePPOTHUYECKOTO CHHIPOMA U HAPYIICHUS TOYSUHBIX (YHKIIHIA;

— COD noBblmIeHa B mipeaeiax 25—45 mm/4ac;

— AHO, AT x IHK, IIJUK B ymepeHHOM THTpE.

* Huskas aktuBHOCTS (I crenens):

— o011ee cocTosiHue OOJIBHBIX 0OBIYHO HE HAPYIIIECHO;

— nabopaTopHbIE MOKA3aTeIu U3MEHEHBI MaJIo;

— IIPU3HAKK IMOPAXKCHHA BHYTPCHHHX OPraHoOB OIPCACIAIOTCA TOJBKO IPH KOMIIIICKCHOM

WHCTPYMEHTAIBHOM O0CJIEIOBAHUH,

— OTMCYAIOTCA HECAPKHUEC IMMPOABJICHNA KOXKXHOTO U CYCTABHOI'O CHUHAPOMOB.

* Pemuccus:

— OTCYTCTBHE y O0JBHOTO KIIMHUYECKUX U JIaOOPAaTOPHBIX MPU3HAKOB aKTUBHOCTHU IpoIecca

Hanexcel akTHBHOCTY.

* SLEDAI (The Systemic Lupus Erythematosus Disease Activity Index);

* SLAM (The Systemic Lupus Activity Measure);

* BILAG (The British Isles Lupus assessment Group Index);

* ECLAM (The European Consensus Lupus Activity Measured)

*[Ipumenenue BILAG 6 nogceonesHol KIUHUYECKOU NPAKMUKe 02PAHUYEHO MPYOOEeMKOCIbIO €20

6blYUCIIEHUA, UCNOJIb3YENCA 8 KIIUHUYECKUX UCCe008AHUSX

[xama SLEDAI (ta6n. 1) [1,2]

bamn | IIposiBnenue Onpenenenue

8 ONUIENTHIECKHI HenmaBro Bo3Hukimuii (nmocnemnue 10 gHe#). HckimouuThb
MIPUCTYII MeTaboIMuecKue, MH(OEKITMOHHBIC U JICKAPCTBEHHBIE PUYMHBI

8 Ilcuxo3 Hapymienne ciocoOHOCTH BBIMONTHITH HOPMAIIbHBIE ACHCTBUS

B HOPMAJILHOM PEXKUME BCJIICACTBHUEC BBIPA’)KCHHOI'O U3MCHCHU A
BOCIHIpHUATUA ﬂeﬁCTBHTeHLHOCTH, BKJIIO4as TraJlltOIMHaIluu,
6CCCBH3HOCTL, 3HAYUTCIIBHOC CHMXKXCHHC AaCCOIIMAaTHUBHBIX
CHOCO6HOCTCI71, HUCTOIIEHUE MBICIUTEIbLHOM ACATCIIBHOCTH,

BBIPA’KCHHOC aJIOTHYHOC MBIIIJICHUC, CTPAHHOC,




JC30pPraHu30BaHHOEC MM  KAaTaTOHUYECKOEC  IIOBEICHHE.
HcknrounTs mogoOHbIE COCTOSIHUS, BbI3BaHHBIC YpEeMUEH Win

JICKAPCTBCHHBIMU IIpCIiapaTaMu

Opranunueckue
MO3TOBBIE

HapyleHUs

Hapymienne ymMCTBEHHOW JAESTEIBHOCTH C HApYUIEHUEM
OpPHEHTAIlMK, TaMATH WIH JPYrUX HMHTEIUIEKTYalbHBIX
CrOCOOHOCTEH C  OCTPHIM  HA4YaJioM ©  HECTOMKUMHU
KIIMHUYECKUMH TIPOSIBJICHUSIMHU, BKJIIOYas 3aTYMaHEHHOCTD
CO3HAHUSI CO CHIDKEHHOW CIOCOOHOCTBIO K KOHIEHTPAIMHU U
HECITOCOOHOCTBIO COXPaHATh BHHMAaHHE K OKPYXKAIOIIEMY,
IUTIOC MUHUMYM 2 W3 CIEAYIOUIMX TMPU3HAKOB: HApYIIECHUE
BOCIIPUSATHS, OECCBsI3HAS pedb, OECCOHHUIIA MJIM COHJIMBOCTD B
JTHEBHOE BPEMSI, CHIDKCHHE WJIM TTOBBIIIICHUE TICUXOMOTOPHOU
akTUBHOCTH. VcKmounTh MeTabonnueckue, HH(OEKIIMOHHBIE U

JIEKapCTBEHHBIE BO3/ICUCTBUA.

3puTebHbIE

HapyIIeHUS

V3MeHeHus B a3y WIM Ha CeTYaTKe, BKIIOYash KJIETOYHBIC
TeNblla, KPOBOU3IUSHUS, CEPO3HBIN 3KCCYAAT UM TeMOpPparuu
B COCYIUCTOM 0O0O0JIOUKE WJIM HEBPUT 3PUTEIHLHOTO HEpBa,
CKJIepUT, JnuckieputT. Hckmounte ciaydan 1oJ00HBIX
U3MEHEHUU TpU TUIEPTEH3UHU, WH(EKINH U JIEKapCTBEHHBIX

BO3JIEUCTBUIX.

Paccrpoiicta
CTOPOHBI
YepermHOMO3TOBBIX

HEPBOB

(¢10)

BHepBBIe BO3HHUKIIAA 4YYBCTBHUTCJIbHAsA MWW JABUIaTCJIbHasd
HEBPOIIATHUA YEPEITHO-MO3T'OBEIX HEPBOB, BKJIO4Yas

TOJIOBOKPYKCHHEC, PAa3BUBLICCCA BCICACTBUC CKB.

T'onoBHas 6oib

BripakeHHasi mepcucTHpyOIas rojoBHast 00Jib (MOKET OBITh
MUTPEHO3HOM), HE OTBeyarolas Ha  HAPKOTUYECKUE

AHaJIbI'CTUKH

Hapyenne
MO3rOBOI'O

KpOBOOOpaIeHus

BHepBBIe BO3HHUKIIEE. VICKIIOUHUTH TaKOBOE BCJIEACTBHUE

aTCPOCKIICPO3a UJIU TUIICPTCH3UU.




Backynur S3BbI, TaHrpeHa, OOJE3HCHHBIC Y3€JIKM Ha TaJblax,
OKOJIOHOTTEeBBbIE HWH(APKTBI M TEMOpPpAarkd WIH JaHHBIC
OMOTICHM WJIM aHTHOTPaMMBI, TIOATBEPKIAIONINE BACKYIUT

Aptpur Bonee 2 mopaxeHHBIX CyCTaBOB C NPU3HAKAMU BOCIAJICHUS
(0071€3HEHHOCTD, OTEK MJIM BBIIOT)

Muo3zut [IpoxcumainbHas MBIIIICYHAS 00.16/c11a00CTH,
aCCOLIMMPOBAHHAS c MOBBIIIEHHBIM YPOBHEM
KkpeaTuHQochoKUHa3bl/anba0Ma3bl, WK JaHHble OMI' umm
ouorcuu, NOATBEPKAAIOIINE MUO3UT

Hunuanpypus 3epHUCTBIE WIH SPUTPOLIUTAPHBIE IIMIIMHPbI

I'ematypus >5 3pUTPOLMTOB B MoJIe 3peHus. VICKIIFOUNTh MOYEKaAMEHHYIO
0071€3Hb, THPEKIIUOHHBIE U IPYTrue IPUUUHBI

[Iporeunypus OcTpoe Hayallo WM HeJaBHEE MOsBIIEHUE Oelka B MOYe B
koJinuectBe >0,5 rpaMMOB B CYTKH

[Tnypus >5 nmedKomMUTOB B ToJie 3peHus. VICKIIoUnTh WHMEKITMOHHBIC
IPUYMHBI

Boicbimnanus HoBble wnm mnpopospkaromiuecs BBICBIIAHUS Ha  KOXKE
BOCIAJIMTENIBHOIO XapakTepa

Anonenus BnepBeie BO3HMKIIEE WM MPOAOHKAIOLIEECS IOBBIIIEHHOE
ouaroBoe uiaM Auddy3HOe BHINAICHUE BOJOC BCIEICTBUE
aktuBHocTH CKB

SA3BbI CIU3UCTHIX | BriepBrle BO3HUKILIEE WM MHPOJOJDKAIOLIEECS W3bSI3BICHUE

o0oJ10ueK CIIM3UCTBIX O00OJIOUEK pTa W HOCA BCIEACTBHE AKTHBHOCTHU
CKB

IIneBpur bons B rpynHONM KIIETKE € LIYMOM TPEHMS IUIEBPBI, WIH

BBIIIOTOM, WUJIK YTOJIIICHHUE IIJICBPBI BCJIICACTBUC CKB




2 [lepuxapaut

[lepukapauanbHas 607k ¢ OAHUM U3 CIEAYIOIIUX MPU3HAKOB!
IIyM TpeHHUs TepuKapnaa, AJIEKTpoKapAuorpaduueckoe

MOATBEPK/ICHUE MTEPUKAPIUTA

anturen JHK

2 Husknii ypoBeHb | CHmxenue CHS50, C3 wmm C4 Huxke rpaHHULBl HOPMBI
KOMILJIEMEHTA TeCTUpYIOLIEH J1abopaTopuu
2 [loBpiienne ypoBHs | >25% cBsa3bIBaHus 1o Meroay Farr wiam  mpeBbliieHue

HOpMaJIbHBIX 3HAUEHUH TecTUpyolel 1adopaTtopun

1 JInxopanxa >38°C. UckmounTh MH()EKIIMOHHBIE TPUYKHBI
1 TpomOouuToeHUsS <100 000/mMm3
1 JlerikonieHust <3000 x;1/MM3 (MCKJIIOUUTH JI€KapCTBEHHBIE IPUYMHBI)

PenmmuBupytomiee-peMuTHpyIOIee TEUCHUE MOApasyMeBaeT OT 2 u 0osiee 000CTpeHHIt

CKB mo wmamekcy SLEDAI2K wmm Selena SLEDAI B TedeHue omHOTO TOHa. XPOHHYECKH

AKTUBHOC TCUCHUEC — Ha6moz[aeTc;1 NEPCUCTUP YOI Al aKTUBHOCTD 3a00JIeBaHs B TCUCHHE OaHOIo

roga (SLEDAI2K wmm Selena SLEDAI >0 3a cyeT KJIMHMYECKOTO W HMMMYHOJIOTHYECKOTO

coCTaBISIONUX HHAeKca). [1,3]

Pemuccus CKB — nosiHOe oTcyTCTBHE KIIMHUYEeCKUX MposiBieHnit CKB B TeueHne o1HOTO

roja mmpu BO3MOXXHOM HaJIMYWKU HE3HAYUTCIBbHOI'O YBCIIUUCHUA YPOBHA AnTHTen ]_IHK, CHHMI)XCHHUA

C3 umu C4 xommonentoB komruieMeHta (SLEDAI 0—4 Gamna 3a c4eT MMMYHOJIOTHYECKHX

coCTaBJISIOMUX HHAeKca). [1,3]

Boigensitor 4 crenenu akTUBHOCTH 3aboneBanusi 1o uHaekcy SLEDAI2K wnu Selena

SLEDAI: [1,2,3]

e Her aktuBHOCTH (SLEDAI 0 6annoB)

e Huskas aktTuBHOCTH (SLEDAI 1-5 6amnoB)

e cpennsas creneHb aktuBHOCTU (SLEDAI 610 6anmos)

e BbIcoKas cTenenb akTuBHOCTH (SLEDAI 11-19 Ganmos)

e 04YeHb BbIcoKas cteneHb akTuBHOCTH (SLEDAI 6onee 20 6amnoB)
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Ilpoaenenus 3aboneeanusn
[TepBpIMH KIMHUYECKUMU TPOSBICHUSIMHU 3a00J€BAaHUSI OOBIYHO SIBIISIOTCS: JIMXOPAIKa
(0OBIYHO HEMPABUIBLHOTO THIIA), HApacTaroIIas cI1ad0CTh, HEIOMOTaHHE, CHIYKEHUE alllIeTHTA,

MOTEPsi MAaCChl TENa, YCUIICHHOE BbINaicHue Booc. [2,4,5]

Ilpusnax nopascenus Koxncu u ciuzucmulx ooonouex. Camoe sipkoe nposisienne CKB -
MOpaKEHHE KOXKHU B BUJE IPUTEMBI 110 TUITY «0a00UYKN» B 00JIACTH CKYJIOBBIX KOCTEH OOBIYHO
HE MOPAXKAIONIYI0 HOCOTYOHBIE CKianku. OTCYTCTBHE MAaIyll U IYCTYd U aTpopus KOXH
nomorart otanuuTh CKB oT po3aiiea. Bo3aMoxHO Takke pa3BUTHE APYTUX 3PUTEMATO3HBIX,
IUIOTHBIX, MAaKyJOHamyJe3HbIX MOpaXeHUH KOXHM Ha JUIE M Ilee, B 00JlacTU BepxHEH
MOJIOBUHBI TPYJHOM KIJIETKH U JIOKTEBBIX CycTaBOB. KOXHBIMM IpPOSIBICHUSMH BACKYJIUTa
TaK)Ke SBISIOTCS MUTPUPYIOIAsl dpUTeMa KUCTEW W MaliblieB, HEKPO3bl HOTTEBOI'O JIOXKA,
KpallMBHHUIIA, MajblnupyeMas nyprnypa. llpuMeuarenbHo, YTO wYalie BCEro BBICHIIAHUS
pacnoyiararorcss CUMMeETpu4HO. Ilerexum MOTYT pas3BUThCA BTOPUYHO Ha (QoOHE
TPOMOOIIMTOTICHUH. Y HEKOTOPHIX MAIlMEHTOB HaOMt0MaeTcsa POTOCCHCUOMIN3AINS B BUIC
SPUTEMATO3HBIX BBICHIIIAHUN, SIPKOCTh KOTOPBIX YBEJIHUYMBAETCS MOCHE MpeObIBaHMUS Ha

coqsre. [1,2,5]

Kpacnas Bonuanka tumidus xapakTepuzyeTcss HaJIM4dueM OJISIIEeK OT pPO30BOTO O
(GUONETOBOTO IIBETa, HE CKJIOHHBIX K pYOLICBAaHHIO W/WIH Y3€IKOB, C KOJBICBUIHBIM

pacIoio’KeHHeM Ha ydacTKax Tejia, [OIBEPKEHHbBIX BO3IeHCTBHIO cBeTa. [4,3].

bymie3nble M3MEHEHHST W U3BSA3BJICHHUS BCTPEYAIOTCS PEAKO, XOTS PElUIUBUPYIOIINE
W3BS3BJICHUS CIU3UCTHIX 000JI04YeK (LIEHTPAJbHBIE OTIEIBI TBEPAOr0 Heba, Mepexos B MATKOE
He0o; o0jacTh IIEK, JAECEH M TMEepPeIHUX OTIEJIOB HOCOBOH IEPETOPOJIKH) SIBISIOTCS
XapaKTepHbIM TPU3HAKOM (MHOT/Aa Ha3bIBa€Mble CIM3UCTOM BOJYAaHKOW, dYaile T.H.

BOJTYAHOYHBIN Xeiaut/cTomatut/). [1,4]

IIpu CKB uyacto oTMeuaeTcsl reHepalu3oBaHHas WM odarosas ajoneuus. McroHuenue u
MOBBIIIEHHOE BBINIA/IEHUE BOJIOC MPUBOMT K THE3THOMY WK b y3HOMY obibiceHuto. [To kpato
POCTOBO 30HBI HAJ0 JIOOM Y OOJIBHBIX HEPEAKO pacrojararTcs «CTOJOUKU», 00pa30BaBLIMECs
13 00JJOMaHHBIX BOJIOC. BO3MOXkHO BhINazieHne Oposeit 1 pecHull. Takke BO3MOKEH MaHHUKYIINT,
KOTOpBIA MOKET  BBI3BAaTh IOJIKOKHBIE  Yy3JIOBble IMOpaXeHWs (MHOTJA Ha3blBaeMble

BOJTYAHOYHBIM MMaHHUKYIUTOM WU Jfonyc-npodynayce). [1,2,5]

Cycmasgnvie nposagnenus. CycTaBHbIE NPOSIBICHUS, BapPbUPYIOUIME OT MHTEPMUTTUPYIOIIMX

apTpaJIrvii 0 OCTPOTO MOJIMAPTPUTA, HabMoat0Tes Y 90% OGOJIBHBIX M MOTYT Ha HECKOJIBKO JIET
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IIPEALIECTBOBATh APYTUM IposiBieHUsAM. boapmuucTBO nonuaptputoB npu CKB sBistorcs
HEJECTPYKTUBHBIMH U HeJlehopMUpyromuMu. TeM He MeHee PH JUTUTEIbHOM TeYeHUH 00JIe3HH
MOTYT pa3BHUTbcA aedopmanuu 0e3 pa3pylIeHHH KOCTH W XpAma (Hampumep, MOpakKeHHe
MSCTHO(ATAaHTOBBIX U MEK(ATAaHTOBBIX CYCTaBOB MOXET MPUBOANTH K OOPATUMON YIbHAPHOU

JeBHAIIMK WK JeopMaIiu 1o Tuny mieu edbens [aprput Kaxky)]. [1,3]

Ilopasicenue cycmagos. Y 90% 3a00neBIINX HAOIIOJAIOTCS apTPAITHU B KPYITHBIX U MEJIKUX
CycTaBax KOHEYHOCTEH, apTpUT. APTPUT MOKET HOCUTb OCTpPbIH, MOJOCTPHIA U XPOHUYECKHIM
xapakrep. s ocTporo apTpuTa THUIIMYHO MHOKECTBEHHOE M Hallle CUMMETPUYHOE NOPaXKEHUE
cyctaBoB. Hanbosnee yacto mopaxaroTcsi MpOKCHUMallbHblE MeEX(aJaHrOBbIE CYCTaBbl KUCTEH,
KOJICHHBIE, TOJICHOCTOITHBIE 1 JIOKTEBBIE CYCTaBbl. XapaKTEepPHbI BIPAXKEHHbIE IEPUAPTUKYIISIPHBIE
peakiuu, 0OoseBble KOHTPAaKTyphbl. llogocTphlii  apTpUT XapaKTepU3yeTcs JUIMTEIbHBIM,
BOJIHOOOPa3HBIM U HEPEJIKO MPOrpPeCCUPYIONINM TeueHneM. [lopaskeHHbIe cycTaBbl O0JI€3HEHHBIE,
9KCCY/IaTUBHBIE U3MEHEHHSI B HUX YMEpPEHHBIE; OrpaHNYeHNEe (DYHKIIMH — NIPEXOAsIee, yTPEeHHs
CKOBaHHOCTb —  HempojoJpkuTenbHas. [lpu  xpoHuuyeckom  aptpute  (GopMuUpyeTcs
BepeTeHooOpa3Has aedopManys NPOKCUMAIbHBIX MEX(alaHTOBbIX CYCTaBOB MajblieB KUCTEH.

[Tpu peHTreHOIOrHYECKOM UCCIICI0BAHUM UATHOCTHPYIOT O0CTE0nopos. [2,4]

Ilopasxcenue xocmeii. Y 10—15% 3a0oneBmnx pa3BUBAETCS ACENTUYECKHI HEKPO3 (KOCTHO-
XpSAIIEeBasi CEKBECTPAIMS ¢ BTOPUYHBIM OCTEOCKIIEPO30M) 3MU(u3a roJIOBKU OCAPEHHON KOCTH.
Jpyrue koctu nopaxarotcs peako. KimHuyecku nposBisieTcsl CTOHKOM 00JIbI0 M HAPYIIEHUEM

byHKIMU cycTaBa. Y JeTell BOSHUKACT 3HAUYUTEIBHO PEXe, YeM y B3poCibiX. [4,5]

Hopasxicenue moumy. Habmonaercs y 30—40% nereit B aktuBHoMm mnepuoae CKB. Yamie
MOPAKATCS MPOKCUMAJIBHBIC MBIIIIBI KOHEYHOCTEH: Pa3BHBAIOTCS MHUAJITHH C BOBJICUEHHUEM
CUMMETPUYHO PACTIONIOKEHHBIX MBIIII ¥ TOJIUMUO3UT, XapaKTePU3YIOIIHCS OOJISIMU B MBIIIIIAX,
00JIE3HEHHOCTBIO WX MpPH Malblallid, YMEPEHHBIM TOBBIIIEHHEM AaKTUBHOCTU (EPMEHTOB
MBIIIEYHOTrO pacnaza. [2,3,4]

Cepoeuno-nézounvle nposenenus. Co CTOPOHBI CEPIEYHO-COCYAUCTON M OPOHXOIETOYHOM
CHUCTEM OTMEYaeTCs PElUIUBUPYIOIIHH IIIEBPUT, COMPOBOKIAIOIINICS MIIEBPATbHBIM BBIIIOTOM
nin 6e3 Hero. [IHeBMOHMT BCTpeuaeTcs peako, B TO ke BpeMs 4acTo HaOIogaeTcss HeOOIbIIoe
HapyleHue JeroyHoi ¢yHkuuu. B peakux cimydasx pasBuBaercs nud@y3Hoe anbBEOJISIpHOE
KpoBoTeueHue. [IporHo3 TpaaunmoHHO ObLT HeOJarompusTHbIM. K JOpyrum oClOKHEHUSIM
OTHOCATCS TPOMOOAMOONUSI JIETOYHOW apTepuu, JEeroyHas THIEPTEH3Hs, MHEBMOGUOPO3.
KapnuanbpHble 0CIOXHEHUS TPEJACTABICHBI IEPUKAPIUTOM (Hanboliee 4acTo) U MUOKAPIAUTOM.

CepLCBHBIMI/I, HO PCAKHMMU OCJIOXHCHUAMHU SABJIIFOTCA BACKYJINUT KOPOHAPHBIX apTepr/'I u
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sHaokapauT Jlmbmana — Cakca. VYCKOpeHHOE pa3BUTHE aTEpOCKIEpO3a NIPUBOAUT K
MOBBIIICHUIO YaCTOTHI OOYCIOBICHHBIX UM OCJIOKHEHHUH U JICTAIbHOCTU. Y HOBOPOYKICHHBIX,
MaTepu KOTOpbIX UMEIOT anTuTena Kk Ro (SS-A) unu La (SS-B), MoryT pa3BUThCS BpOK/ICHHbIE
omokaapl cepana. [4]

[lepukapauT y nereld HaOMogaeTcs dyaimle, 4eM Yy B3pOCHbIX. B OOJBIIMHCTBE ClydaeB

npoTeKaer 0e3 SPKOM KIMHMYECKOW MaHu(ecTauuu U oOHapyxkuBaercs Tojibko npu OxoKI
(yrousieHue U cenapanus JUCTKOB 3IU- U nepukapaa). IIpu BbICOKOI akTUBHOCTH 3a00J1€BaHUS
COIMPOBOXKIAETCA CKOIUIEHHEM 3KCCyJaTa; B OTIENbHBIX CIy4asX MpPU MOSBIEHUU MACCUBHOTO
BBINIOTA MOKET BO3HUKHYThH yrpo3a TAMIIOHA/IbI CEp/ALIa.
MuokapauT XapaKTepus3yeTcsl paclIupeHrueM TpaHUIl cepila, U3MEHEHUEM 3BYYHOCTH TOHOB,
CHIDKEHHEM COKPaTUTEIbHOM CIOCOOHOCTH MMOKapAa, HAapyLUIEHHEM CEepJAEYHOro puTMa HU
MIPOBOJMMOCTH, TMOSIBJIEHHMEM MPHU3HAKOB cepAeYHOM HejocraToyHocTd. KimHuueckue
MIPOSIBJICHUS YaIlle CKYJTHBbIE U 00OHAPYKUBAIOTCS TOJHKO MPH KOMIUIEKCHOM MHCTPYMEHTAIBHOM
HCCIIEIOBaHUM.

DHJOKapIUT B IMOCJIEIHUE To/bl HaOmonaeTcsl pexe. BBIABIAIOT BalbBYIUT MHUTPAIBLHOTO,
peXxe — aopTaJbHOTO WM TPEXCTBOPYATOIO KIIAIMAHOB, WJIM €r0 UCXOJbl B BHJIE YINIOTHEHUS
CTBOPOK. ATHNHMYHBIA OOpomaBuarhiii SHAOKApaUT JlmOmana-Cakca — creruUIHbBIA MpU3HAK
CKB. Xapaktepusyercsi oOpa3oBaHHEM OOpOJAaBYATHIX HAJIOXKEHUU nuamerpomM 1-4 MM B
y4acTKax MEJIKUX U3bsI3BICHUHN SHAO0Kapa. Bo3MOXKHBI HOsABIIEHUE MENKUX nepdopalinii CTBOPOK
KJIallaHOB M pa3pbiB xopA: npu OXoKI' B 3TuX cilydasxX BBISABISAIOT BEreTalluyd Ha KIIAallaHax.
Hab6aromaercs newacro. [1,3]

Jumepaoenonamua u usmenenusn cenezenku. YacTto NPUCYTCTBYET TI'€HEpPAIU30BAHHASL
mumbaneHonaTsi, ocCOOEHHO Yy JeTeH, MalMeHTOB MOJIOJOr0 BO3pacTa W MpeJcTaBUTENeH
HETrPOUAHOU pachl, OJIHAKO Me€IMacTUHAJIbHAs aZieHONIaTU s HE ABJISIETCSA

xapakTepHoil. CruieHoMeraius peructpupyercs y 10% manueHtos. [1]

Ilopasxcenue cepo3nvix obonouek. IlneBpa, mnepukap] Wid OpIONIMHA BOBJEKAIOTCA B
natosioruyeckuii mponecc y 30-50% O6onpHbIX. [IneBpuT — cuMMeTpuuHsbIii, yame cyxoil. [lpu
BBICOKOM aKTUBHOCTH 3a00JIeBaHMs MOXKET HOCHTb OJKCCyAaTHBHBIH Xapakrtep. IIporekaer
0eCCUMIITOMHO, HO MOJKET TMpOSIBISATHCS CYXUM KaluieMm, 0oJiiMH B TpyaHoil knerke. Ilpu
ayCKyJbTallUM BBIABIAETCA IIyM TpeHUs IUIeBphl. [lopaskeHue NbIXaTEIbHONM CHCTEMBI
Habmronaercss y 10-30% 3a6oneBumnx. OCTphlii BOJYaHOUYHBIN MTHEBMOHUT PAa3BHBAETCS IMPH
BBICOKOM aKTUBHOCTH 3a0oneBaHus. KIMHUYECKHM TpOSIBIsSETCS  KalllleM, OJIBIIIKOM,

AKpOIIMaHO30M, ocia0JIeHuEM AbIXaHHUAd U BO3HUKHOBCHHUCM XPHUIIOB B JICTKUX. XpOHI/ILICCKOC
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HHTCPCTUIHUAIBHOC TMOPAKCHUC JICTKUX KIMHUYCCKH IIPOABIIACTCA IMMPU3HAKAMKU MCIJICHHO

MIPOrPECCUPYIOIICH JbIXaTeIbHOM HegocTaTouHOCTH. [1,2]

Heesponocuueckue nposenenusn. B pe3ynprare BOBIECUEHHsS B IATOJOTMYECKHM IPOLECC
pa3IUYHbIX OTJENOB LIEHTPAJIbHOM MM NepUPEepUYecKOld HEPBHOM CHCTEMbI MO0 Pa3BUTHUS
MEHHMHIHTA BO3MOKHO IOSIBJIEHUE HEBPOJOTHYECKUX HApyIIeHU. YacTo BCTpedaroTCs JErKue
KOTHUTHBHBIE HapylieHus. Takxke MOXKET OTMeuarbcs rojoBHas 00Jib, U3MEHEHUE JTMYHOCTH,
UIIEMUYECKUH  UHCYNIbT, CcyOapaxHOMWJajdbHblE€ KpPOBOU3JIUSHHUSA, CYAOpPOTH, IICUXO3bI,
acenTHYeCKUN MEHUHTUT, nepudepruyeckas U LeHTpadbHas HelponaTus, MONePEeYHbI MUENINT,

XOpe0aTeTo3 U MO3KEUKOBbIC HapymieHus. [4]

Opranudeckuii MO3roBol CHHJAPOM — MPOTPECCUPYIOLIEE YXYALLIEHUE KOTHUTUBHBIX (YHKIMH
(maMsTH, BHUMaHUS, MBILUJICHHS), 3aMETHOE CHIYKEHUE UHTEIJIEKTa, XY IIIIEHHE YCIIeBaeMOCTH B
IIKOJIe; yTpaTa ONPENENIEHHBIX HAaBBIKOB, AMOLMOHAIBHO-JIMYHOCTHBIE  paccTpOWCTBA
(3MolnMoHaNbHAsS JTAOMIBHOCTD, amaTHs, Jenpeccus, uHoraa didopus u ap.). ['onoBHas 606

MO>KET HOCUTh MUTPEHENOI00HBIIN XapakTep U ObITh eqMHCTBEHHBIM IposiBieHHeM CKB.

CynopoXHBIM CHHAPOM — TEHEpPAJIM30BaHHbIE OHNWICHTH(OPMHBIC TMPUTATKUA. XOpes
OJIHOCTOPOHHSIE ~ WJIM  TeHepalu30BaHHas.  TpaH3UTOpPHbIE  HApPYIIEHHS]  MO3TOBOTO
KpOBOOOpaIleH!usT ~ XapaKTepU3yITCS  OOIIEeMO3rOBOM,  OYaroBOM WM  CMEIIAHHOU

CHMIITOMATHKOM, coXpaHsroleiics He 6osee 24 4. [3,4]

Ilopasxcenue opzana 3penus. Bcerpedaercss nocrtatouyHo peako — y 3—-5% 3aboJeBHIMX.
Knunudecku MOeT MPOSIBIATHCA B BUJE MUCKIECPUTA, UPUIOLMKINTA, HEBPUTA 3PUTEIHHOTO
HEpBa, PETUHOBACKYJIUTAa (OKKJIIO3US COCYIOB, CYOpETHHAJIbHBIH W PETHUHAJIBHBIA OTEK,

reMopparuu), npoaudepaTuBHON PETUHONATUHI U HAPYILICHUS 3PEHUSL.

Anmugpocghonunuonsiii cunopom. Y nereit ¢ CKB npu pazsutuu ADOC naubonee yacto (44%)
HaOmoaeTcss TpoMO03 MENKUX cocyn0B. BeHo3Hbsie TpoM0O03bl pa3BuBaroTcs y 28% MaIleHToBs,
aprepuanbHbie — y 25%, cmemnannbie — y 3%. XapakTtepeH peuuIuBUPYIOMINI TpoMO03 COCYI0B
moboro kamuOpa M JOKAlM3alMd. OJTO OMNpeeiseT MIUPOTYy CIeKTpa ero KIMHUYEeCKHX
nposisneHui. OcnoxxHenuss CKB MoueBslienuTenbHas cucTeMa: apTepuaibHas THIEPTEH3HUs,

noyeyHas He0CTaTOYHOCTb. [2,3]

Ilopasxcenue nouek. IlopaxkeHre Mo4YeK MOKET Pa3BUTHCS Ha J1I000# cranuu 3a0ojeBaHus U
ObITh eAHCTBEHHBIM nposiBieHrneM CKB (Bonuanounslii HeppuTt, uarnoctupyemslit y 70-75%
nereit). TedeHne ero MoOKeT BapbHUpPOBaTh OT JOOPOKAYECTBEHHOTO M OECCHMIITOMHOIO JI0
ObIcTpo Tmporpeccupyromero u (aranpHoro. TspKecTh MOpaKeHUS TMOYEK BapbUpPYyeT OT
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04aroBoro, OOBIYHO JOOPOKAYECTBEHHOTO TIJIOMEpYyIuTa 10 AU(GQPY3HOrO MHOTCHIHAIBHO
¢aTtanpHOTO MEeMOpaHO3HO-TIposiMhepaTUBHOTO rIIoMepynoHedpuTa. Hanbonee xapakrepHbIMU
MPOSIBJICHUSIMHU ~ SIBJISIIOTCSL  TIPOTEUHYpUs (Hambojee YacTo), M3MEHEHHE OcajJKa MOYH,
COACPKACTO BhIIICIOYCHHBIC OPUTPOIUTEI U HCﬁKOHHTBI, apTepuaibHasa TUIICPTCH3HUA U OTCKH.
PanHuii BONMYAHOYHBIA TJIOMEPYIOHEPPUT MOKET OBITH HENPaBUIBHO JUArHOCTUPOBAH Kak

OeccUMITOMHAsI HH(EKIIMS MOYCBBIBOISIINX MMyTe. [5]

I'emamonozuueckue nposgnenus. l'emaronornyeckue TMpPOSBICHUS BKJIIOYAIOT aHEMUIO
(aHemMus XpoHHYECKHX 3a00JICBaHUIl, ayTOMMMYHHAs TeMOJIMTUYECKAsT aHEMHS ), JICHKOTICHU IO
(o6bryHO MIUMoruToneHus, ¢ < 1500 kIeTok/MKIT) U TPOMOOIIUTOTIEHHIO (0OBIYHO YMEpEeHHas,
HO MHOIJAa oOmacHas Uil >KU3HU ayTOUMMYHHas TpoMOouurtoneHnus). PeuuauBupyromue
apTepuaibHble U BEHO3HbIE TPOMOO03bI, TPOMOOIIUTONIEHUSI 1 BBICOKAsl BEPOSATHOCTh aKyIIEPCKOI
MATOJIOT MU BBISBJISAIOT Y OOJBHBIX ¢ aHTU(POCHOTUIUAHBIMU aHTUTENaMU. TpoMO03bl, BEPOSITHO,
SIBJISIFOTCSI PUYUHON MHOTHX ociokHeHni CKB, Bkitouas akymepckyr maTojaoruto. Moxker

BO3HUKHYTh CHHAPOM aKTHBAIIMU Makpodaros. [4]

Kenyoouno-kuweunvie npoaenenusn. Hadmonaor y 30-40% nereit ¢ CKB. Knunuuecku
OTMEUAIOTCS CHU)KEHHE alleTuTa, TOIIHOTa, OoiM B JKMBOTe, HHOrna jguapes. [lpu
SH/I0CKOMUYECKOM HCCJIEIOBAaHUU BBISBISIOT 330(arut, racTpuT U (WIH) IYOJCHWT; y YacTH
O0JILHBIX — 3PO3UH U 513BbIL. [lopakeHre KullleuHrKa IPOsBISETCS TeMOpparusiMu, HHGapKTaMu u
HEKpo3aMu TMocienymomei nepdopaureid M pa3BUTHEM KHUIIEYHOTO KPOBOTEUEHHUS WU
(uOPUHO3HO-THOMHOTO NMEePUTOHUTA. VI3MEHEHHUS B KEITYA0YHO-KUIICYHOM TPAKTEe Pa3BUBAIOTCS
KaK BCJIEJICTBHE BACKYJIUTA KHUILIEYHUKA, TaK U BCIEACTBUE HAPYIICHHUS €ro MepUCTaJIbTHKU.
Kpome Toro, pesyiasrarom CKB uspenka Moxxer ObITh maHkpeatuT. KImHUYeCKrue mposiBICHUS
MOTYT BKJIIO4aTh OOJIM B >KMBOTE, OOYCJIOBJIICHHBIE CEPO3UTOM, TOUIHOTY, PBOTY, MPU3HAKH,
XapakTepHble s nepdopaluy KUIIEYHWKA U 1ceBaooOcTpykuuu. B penkux ciaydasx CKB

BBI3BIBACT MOPAKECHUE MAPSHXUMBI MTe4eHH. [4]
I[I/laI‘HOCTI/I‘-IeCKHe HCCJICeJOBAHUA U JICUCHUE

JlabopamopHuas ouacHocmuka:

1. OAK (BbIsSBISIOTCS JEWKOINEHUs C JTuMQomneHnel, MOBBIIIEHHE CKOPOCTH OCEIaHMUs
sputpountoB (COD), aHeMus, BO3MOKHA TPOMOOIIUTOIICHUS ).

2. HWccnemoBaHue CHCTEMBI reMocTasza (OMpeAensioTCs: aKTUBHOCTH aHTuTpomOuna III;
ypOBEHb TMIa3MuUHOTeHAa U (uOpUHOTEHA, KOHIEHTpamus J[-mumepa, ypoBeHb

PAaCTBOPUMBIX (bPI6pHHMOHOMCpHBIX KOMILJICKCOB B KpOBH, HpOTpOM6I/IHOBOC
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(TpOoMOOIUTACTUHOBOE) BpeMs B KPOBH WJIM B IUIa3Me, AKTHBHPOBAHHOE YaCTUYHOE
TPOMOOTIIIACTUHOBOE BpeMsi, TPOMOMHOBOE BpeMs B KpoBH, (paktop (oH Bummedpanmaa.
BOJYAaHOUYHBIM aHTUKOArymsiHT. ['enapun. [{ns CKB xapakTepHbl U3MEHEHUs B CUCTEME
reMoCTasa Mo TUITY TUIOKOATYJISIIIUN ¥ TUIEPKOATrYJISILIUN).

buoxumudeckuii aHanm3 KpoBU ( ONpEAETSIOTCS ypOBHU 0OmIero Oeinka, alnbOyMHHA,
obmero OunupyOmHa W ero (Qpakimuu, KPeaTWHWHA, MOYCBUHBI, MOYCBOW KHCIIOTHI,
TJIIOKO3bI, (peppUTHHA, TPUTITUIICPUIOB, XOJIECTEPUHA, KAJINs, HATPHSI, OOIIETO KaJbIHS B
KpOBHU; aKkTHUBHOCTU  Jakraraeruaporenassl  (JIAT), xpearunkunazel  (KDK),
acnapTaTaMUHOTpaHc(epasbl, aJlaHMHaMUHOTpaHCcepasbl,
rammaraoramuinrpaicdepassl (I'T'T), amunaspl, menoynont ¢ocdarassl (D), xeneza
ceiBOpoTKH KpoBHU. [loswimenue ypousa KOK, I, AJIT, ACT moxer HaOmonaTecs
IIpH MHOMaTu4YeckoM cuapome. Heo6xoanmo takxke npoBoauth uccienoBanne CK® no
¢dopmyne IBapua s onpeaeneHuss HATUYMS WIM CTENEHH BbIPaXXEHHOCTH MOYEYHOM
HenocTatouHOCTH. ypoBeHb CPB ceiBopoTtkn npu CKB He mnoseimaercs. IloBsimenne
ypoHsi CPb HaGmrogaeTcst mpu pa3BUTHU OAKTEPHABHBIX ocliokHeHUH/mnn pu ADIT).
I PexomeHnyeTcst onpeielieHUe COACpKaHUs aHTUTEN K aHTUreHaM sipa kietku u JIHK;
peBmatounHoro Qakropa (P®d), anturen k 1murTomazme Heutpodmio (AHILA),
AQHTUIICHTPOMEPHBIX aHTUTeN B KpoBH, aHTuTen kK PHK, aHTMTeNn k mukinueckomy
nutpyumrHOBoMY nientuay (ALIIIT) B kpoBH; aHTHHYKJICAPHBIX AaHTUTEN K SM-aHTUTECHY,
antuten k PHK-nmonmumepase (Ro-antureny) m mpotemny, Bxojsmiemy B coctaB PHK
(Laantureny), antudochomunuaneix antuten (AT k kapauomununHy, AT K
B2riMKonpoTenHy, BOJYAHOYHBIA aHTUKOAryisHT), aHTtuten K Scl-70, ypoBus C3, C4
¢bpakMy KOMIUIEMEHTa BCEM MallMeHTaM C IeJbl0 BepuuKalud AuarHosa H
oTpe/ieNieHus] aKTUBHOCTH 00Jie3HH aHTUHYKIIeapHblid GakTop (AHD) BeIsBisercs y 95%
O6onpHbIX. Hammuue mnonoxutenbsnoro AH® B koMOuHammu ¢ 2 KIMHUYECKUMHU
kputepusmu SLICC unu B koMOWHAIuM XOTsl Obl C OJHUM KIMHMUYECKUM M OJHUM
nMmmyHosorndeckuM kputepuem SLICC noszBonsier nuarnoctupoBath CKB y nereit.
Awntutena k apycnupansHoit JIHK BeisBistorcst y 40—70% G0IbHBIX; BEICOKOCTICIU(UIHBI
s CKB, ux ypoBeHb OOBIYHO KOPpEIHPYeT C aKTUBHOCTHIO BOJYAHOYHOTO HedpuTa.
[Ipu Hanuuuu nonoxutenbHoro AH® u oTpuniaTeIbHOM TUTPE aHTUTEN K IBYCIIHUPATIbHON
JHK u ENA (skcTpasaepHbIX aHTUTeN) MOXeT ObITh quarHoctupoBaHa CKB y nerei.
AHTHTeNa K TUCTOHaM OoJiee XapaKTepHBI IS JIEKAPCTBEHHOTO-BOIYAaHOYHOIIOI00HOTO
cunapoma; npu CKB — acconunpoBaHsbl ¢ pa3BUTHEM apTpuTa. AHTUTENA K SM-aHTUTEHY
BeIsiBIIsItOTCA Y 20-50% O0mpHBIX; BhIcOKOCcTenuduunbl ans CKB. Antutena k PHK-

nonmMepase (Ro-antureny) m mporeuny, Bxonsamemy B cocraB PHK (La-antureny),
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Mmenee cneunpuunsl s CKB; accommmpoBanbl ¢ auMdonieHned, TpoMOOIMTOIEHUEH,
¢doronepmMatuToM U JeroyHbIM ¢GuOpozom. Mx obHapyxkuBaror y 60—80% OOJIBHBIX C
cunapomoM Illerpena; xapakTepHbl AJi1 OOJIBHBIX MOJAOCTPON KOXKHOM U JIEKapCTBEHHOMN
Bomuankoi. [Ipu momo3penwn Ha nuarHo3 CKB oOcnemoBanume Ha aHTHUTENna K Sm
aHTUreHy, aHtu Ro u antu La J0mKkHBI OBITH 0053aTENbHO BKIIOUEHBI B ILIAH
oOcnenoBanus y aereit. Autudocomunumasie anturena (AT k kapauonununy, AT k f2-
TJIMKOTIPOTEUHY |, BOTYAaHOUHBIN aHTHKOATYIISIHT) oOHapyxuBatorcs y 50—-60% npereit ¢
CKB u, kak u JIO)KHOTIOJIOKUTEIbHAsA peakiius Baccepmana, sIBISIIOTCS CEPOJIOTUUECKIUMHU
Mapkepamu BropuuHoro A®C. PeBMarounHblil (pakTop HEpEAKO BBHIABISIOT y JAETed C
CKB c Bplpa)X€HHbIM CYCTaBHBIM CHHIApOMOM. CHueHHe oOIlIel TeMOJIUTUYECKOU
AKTUBHOCTH KOMILJIeMEeHTa W ero KoMmmnoHeHToB (C3, C4) o0bIYHO KOppeIupyer C
AKTUBHOCTBIO BOJTYAHOYHOTO He(pHUTa, B OTAETBHBIX CIy4asiX MOXET ObITh CIEICTBUEM
reHEeTUYECKU JeTEPMUHUPOBAHHOTO nepunuTa. [loBbienue YpOBHS
aHTHcTpenToau3nHa-O B CBHIBOPOTKE KpPOBU CBHUJAETENBCTBYET 00 OCTpOM WM
XPOHUYECKON CTPENTOKOKKOBOM MH(EKIHH, U HUKaK He uckimodaeT Hannune CKB.

AytoantuTtena, ooHapyxuBaemblie ipu CKB (Tab. 4)

AyToaHTHTENIA Yactota oOHapyxkeHus y | KnmmHn4eckas 3HaUMMOCTb
manuenToB ¢ CKB, %
K BHyTpHKiIeTouHbIM | K nc/IHK 40-90 [TopakeHue mouek
CTPYKTypam
K rucronam 30-80 JlekapcTBeHHas BOJTYaHKA
K Sm-antureny | 30 (mama a¢po- | [lopakeHne modek W HEPBHOM
KapuOCKOTO CHUCTEMBI

poUCX0XkacHHM ); 10
(mpencraBuTenu

€BPOTICONIHOM pachl)

K Ul- | 20-30 CwmenieHHoe 3a0o0JieBaHUe
pUOOHYKIIEOTIPO COEMHUTEIBHON TKaHU

TEUHY

K Ro/SS-A 25-40 Cungpom Illerpena, xoxkHas

O1okana cepaua
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K La/SS-B 10-15 Cunapom Illerpena, KoxKHas
dopma CKB, BpoxmeHHas
Os0Kaza cepaua
K knerounbim memOpanam K 20-40 HepbinamuBanue
KapAUOIUIINHY OepeMeHHOCTH, TPOMOO3bI
K spurpormram | men 10 I'emonuTHueckas anemus
K tpomOormram | men 10 NMMyHHas TpoMOOLIMTONIEHUS
K BHEKJIETOYHBIM aHTUTE€HAM K 25 -
PEBMATOMIHOMY
(bakropy
K Clg- | 50 -
KOMITOHCHTY
KOMIUIEMEHTA
6. Pexomenmyercs mpoBeIeHHE NPSIMOTO AHTHTIOOYJIMHOBOTO TecTa (mpsMmas mpoda

10.

11.

Kym6ca) u menpsimoro anturioOynuHoBoro Tecta (tect KymOca) Bcem mamueHTam ¢
LIeJIbI0  BbIABJICHUA TemonuTuyeckod anemuu. Jlng CKB xapakrepHa npsamas
noyiokutenpHas peakuus KymOca mpu OoTCyTCTBUM T'e€MOJIMTHYECKOM aHEMUU, a TaKxke
TreMOJIUTHYECKAs aHEMUS C PETUKYIOIIUTO30M.

PexkoMenayeTcsi ornpeneieHue CoJIep>KaHUs aHTUTEN K TUPEOTJIOOYIUHY U COIEepKaHUS
aHTHUTENl K TUPEOINEPOKCHIa3e B KPOBH B CHIBOPOTKE KPOBHM BCEM MAllMEHTaM C LEJbIO
BBISIBJICHUS/UCKITIOUEHUS ayTOUMMYHHOTO THPEOUIUTA.

Pekomennyercs ompeneneHue aHTHCTpenToiau3uHa-O B CBIBOPOTKE KPOBU C LENbIO
BBISIBIICHUS/UCKITIOYEHUS WHQUUIUPOBAHHOCTH [3 TEMOJUTHUYECKUM CTPENTOKOKKOM
Tpynmbl A TOBBIIIEHUE YPOBHS aHTUCTpenToidu3uHa-O B CBIBOPOTKE KpOBU
CBUJIETENHCTBYET 00 OCTPO MM XPOHUUYECKOHN CTPENTOKOKKOBOW MH(EKIIMK 1 HUKAK HE
uckmoyvaet Hannuue CKB.

Pekomennyercss Bcem manueHtam mpoBereHne OAM, ompeneneHue ansOymMuHA U
KOJM4ecTBa Oelka B CYTOYHOM MoOdYe C IIeNbI0 TOATBEPKICHUS/UCKIIOUCHUS W/UITU
OTIpeJICNIeHUs] CTETEHU TMOPAKEHUs TMOYEeK MPOTEHHYPHUs, reMaTypus, JIEHKOUHUTYpus,
UWIMHAPYPUSI MOTYT OBITH CUMIITOMaMU TeUEHUs TIIoMepyIoHepuTa.

PexomenayeTcs uccrneqoBaHie MOYM METOJ0M HeuumopeHKo BCeM MalleHTaM IEeNbio
MOATBEPKICHUS/UCKIIOUEHUSI ~ TIOPAKEHHsI  MMOYEK. TreMaTypus, JeHKOIUTYpHs,
UWIMHAPYPUSI MOTYT OBITH CUMIITOMaMU TeUEHUs TIIoMepyIoHepuTa.

HckarodeHne 0OCHOBHBIX BUPYCHBIX U 6aKTepI/IaHBHBIX I/IH(peKI_II/II/I.
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Uncmpymenmanvuvle Memoowvl OuacHOCHUKU:

1. YnpTpa3BykoBO€ HCCIIEJOBAaHME BHYTPEHHMX OPIraHOB C II€JIbIO BBISBJICHMS YBEIUYECHHUS
pasMepoB ¥ U3MEHEHHS TAPEHXUMBI TIOYEK, IEYCHH, CEIE3CHKH, JTUM(aeHOTATHH

2. Dnexrpokapauorpadus u sxoxapauorpadus. [Ipu MuokapanuTe BHISABISETCS TUIATAINS JIEBOTO
KEJIyl04uKa, CHUKEHHE (pakiuu BbpIOpOCa JIEBOTO JKENYyA0YKa, TMIOKUHE3US 3aJHEH CTEHKU
JIEBOTO JKETY/I0YKa W/WIIN MEXOKETYI0YKOBOH MEPeropoaKy, aOPTUT, MIPU3HAKH OTHOCUTEILHOU
HEI0CTaTOYHOCTH MHUTPAIBHOTO, A0PTAIBHOTO W/WIH TPUKYCTIHIAIBFHOTO KIIAIIAHOB, MIOBBIICHNE
JaBJICHUS B JierouHOW aptepuu. Ilpu nepuxapaure — cenapanus JUCTKOB NepUKap/a, HaJU4ne
CBOOOJHOM KMJIKOCTHU B TIOJIOCTU NIepUKap/a. BolsgBieHNe NpU3HAKOB SHAOKAPUTA, BaJIbBYIUTA.
B cnyyae Hanmmuus nopakeHus SHAOKapAa HEOOXOIMMO HMCKIIOYaTh OCTPYIO PEBMATHYECKYIO
JUXOPAJIKY, CENTUYECKUN HHAOKapAuT. [Ipu Hanuumm MuOKapauTa BBIABISAIOTCS IMPU3HAKU
Meperpy3k JIEBbIX W/WIM MPaBbIX OTAENOB cepaua. [lepukapauT B OONBIIMHCTBE CIydaeB He
COTIPOBOXKIACTCSI CHIDKCHHEM BOJIbTaXxka 3y0I1ioB, moabeMoM cermenTa ST, maBepcueii 3yona T Ha
OKT'. UccnenoBanne HEOOXOAUMO TSI BBISIBJICHUS TPU3HAKOB MIIEMHH MHOKap/Ia.

3. Y31 n KT nopaxenHslx cycraBoB. XapakrepHo: npu aprpure npu CKB onpenensercs
YBEJIMYEHUE KOJMYECTBA CHHOBUAIBHOW JKMIKOCTH, peXKe yTojlleHue (paspacTaHue)
CHHOBUAJILHON OO0OJIOUKH, pPa3BOJIOKHEHHE Xpsia, spo3uu xpsma. npu CKB BbeisBisiroTcs:
OCTE0TIOPO3, 0Yaru HeKpo3a KOCTHOU TKaHU, MOJBBIBUXH, IEPEIOMBL, 0CT€O(GUTHI, KaIbIIMHATHI U
np. Heob6xomumMo oTHOBpeMEHHOE HCCle0BaHNE CUMMETPUYHBIX cycTaBoB. Ilpu arpeccuBHOM
teuennn CKB pa3BuBaercs acenTruecKkuil HEKpo3 Ta300eAPEHHBIX U KOJIECHHBIX CYCTaBOB.
OcranbpHbple MCCIEIOBAHUS MPOBOJATCS B 3aBUCHMOCTUM OT KIMHUYECKOM KapTuHbl. [lepen
Ha3HAYEHUEM Tepanuu HeoOX0AUMO 3aKitodeHue GTU3naTpa g UCKIIOUYEeHUS TyOepKyIe3HOTO
rporecca.

AHA

®nyopecueHTHbIN TecT Ha Hannune AHA siBIsieTCs Ty4IlIMM HayaJbHbIM METO/IOM IMarHOCTUKHU
s manueHToB ¢ CKB, uMenmux conoctaBUMble CUMOTOMBI U IIPU3HAKU; MOJIOKUTEIIbHBIN
pe3ynbrar Tecta Ha AHA (06b1yHO B BeIcOKOM TUTpe > 1:80) otmeuaercs 6osee ueM (>) y 98%
moneit ¢ CKB. OxgHako 3TOT TecT MOXKET OBbITh TakKe IMOJOKUTEIbHBIM Yy MAllMEHTOB C
PEBMATOUIHBIM aPTPUTOM, IPYTUMU 3a00I€BAaHUSIMU COCTUHUTENBHON TKaHH, AyTOUMM YHHBIM
TUPEOUIUTOM, 3IIOKAYECTBEHHBIMU ONYyXOJSIMH U Jaxe B oOmei nomymsaiquu. Yacrota
JI0KHOTIOJIOKUTETBHBIX PE3YIbTATOB B 3/I0POBOM KOHTpoJie BapbupyeT oT 3% ans AHA B Tutpe
1:320 no 30% st AHA B tutpe 1:40. Takue nmpenapatsl, Kak ruapanga3uH, NPOKauHaMUI U
aHTaroHUCTHI (PaKTOpa HEKPO3a OMYXOIHU-aab(}a, MOTYT MMOKa3aTh MO3UTUBHBIN pe3yIbTaT TecTa
Ha AHA, Takke Kak U Ha BOJYAHOYHOIMOJOOHBIM CHHIPOM; B KOHIIE KOHIIOB MOCIIE OTMEHBI

MeaukaMeHToB TecT Ha AHA-Tect craHoBuTcs oTpuuartensHbiM. Ilpu oOHapyxenun AHA

19



MOKa3aHo MpoBeJeHue Ooliee crenuUIHOro TecTa, Takoro kak anturena k An/IHK; Beicokue
tatpel antuten K AuJIHK Beicokocnenuduunsl ansi CKB, HO BhIBistorces numb y < 70%
nanueHToB ¢ CKB.

JApyrue AHA u aHTHHHTONIA3MATHYECKHE AHTUTEJIAa

Hamnune AHA sBisieTcss O4eHb 4YyBCTBHUTENBHBIM, HO HecnenuduunasiM 1t CKB npusHakom,
MIOATOMY JIJIsl HOATBEPKACHUS AUAarH03a IOKa3aHo TAKXKe ONpEeeIeHUE Ipyrux ayroanTuten. K
HUM oTHOcsATcA aHTuTena K Ro (SSA), La (SSB), Cmut (CMm) anTHreHam, puOOHYKICONPOTEUHY
(PHIT) u au/IHK. Anturen Ro mpe-umylecTBEHHO HLMTOIIA3MaTH4YECKHUM; aHTUTEna K Ro
uHOTAa OOHapyXkuBatoT y HeratuBHbIX o AHA OGoxpubix CKB ¢ XpoHHuYecKO#l KOXKHOM
BOJT4aHKOM. OHU TaKKe aCCOLUMUPYIOTCS C HEOHATaJIbHOW BOJTYaHKOM U BpOK/IEHHOHN 0JI0Ka101
cepamna. Anturena Kk Cm Boicokocneruduunasl s CKB, Ho, kak u antutena k auJlHK,
XapaKTEePU3YIOTCS HU3KOW YyBCTBUTENBHOCTHIO. AHTUTENA K PHII BBISBASIOT y MallMEHTOB €
CKB, cmemanHbIM 3a00JIeBaHUEM COEAMHHUTENIbHOW TKAaHU, WHOT/AA y MAallMeHTOB C APYTMMH

CHCTEMHBIMH ayTOMMMYHHBIMH 3a00JI€BaHUSIMHA U CHCTEMHOM CKJIepoaepmucii. [4]

Kpumepuu ycmarnoeJ/1enun ouaznoza «Cucmemnasn KpAacHas 60J1YaHKa)

Tabmuma 2. Kputepun AMepUKaHCKOHM KOJIJIErHH peBMaTosoroB mis auaraioctuku CKB (1997 1.)

Crimib B popme 6abouku ®dukcupoBaHHas  dpuTteMa  (MUIOCKAas WA BO3BBINIAIOIIASCS

HOCOTYOHBIE CKJIAJIKH

,HI/ICKOI/II[HaH CBIIIb Bo3sBrrmaromnyecs SpUTEMATO3HBIC O4Yarkd C IUIOTHO [IIPHIICKAIIUMHU

3THX oyarax Moryt (opMHpOBaThCs aTpoduueckue pyoLbl

doToceHcubUIM3aIUs

KOHCTaTI/IpyeTCSI 110 JaHHBIM aHaMHE3a HUJIM IIPU OCMOTPEC

SI3BeHHOE MMOPaAKCHUC ITIOJIOCTH PTa

6e300J1e3HEHHbIE; YCTaHABIMBAET Bpay

HenpozuBHbli apTpuUT

BBIIIOTA
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MMOBEPXHOCTHIO KOXH) HaJ CKyJaMu 0e3 TeHJACHLUHU K pacpOCTPaHEHHUIO Ha

KEpaTO3HbIMU YellyHKaMu U (POJUIMKYISPHBIMH MPOOKaMHU; CO BPEMEHEM B

Ko>xHas celnb B pe3yibTare [MaTOJIOTMYECKON p€aKuun Ha COJIHEYHBIM CBET.

SI3BBI  CIIM3HCTOH OOOJIOUKH ITOJOCTH pra wWiIKM HOCOIJIOTKH, OOBIYHO

Hopa;erI/Ie HC MCHEC IBYX HepI/I(l)epI/I"IeCKI/IX CYCTABOB, XapaKTCPU3YIOIICCCA

00JIE3HEHHOCTBIO pu Majbllaliliv, OTCKOM MATKUX TKaHEH WU HaTUYheM




Cepo3ur

[IneBput (ruieBpanpHasi 0OJb B aHAMHE3€, WIM IIyM TPEHUS IUICBPHI, WIIH
OOBEKTHBHbIC TPHU3HAKH IUIEBPAIBHOTO  BBINOTA) WM  TMEPUKAPAUT

(moarBepkaeHHbIN npu OKI' wiin BbICIyIIMBAaHUY IIyMa TPEHUS IIEpUKApAA)

[Topaxxenue nouex

[lepcuctupyromas mnporeunypus >0,5 r/cyr (umm Oonee 3r, ecnu He
IPOBOJUTCS KOJHMUYECTBEHHOE ONPE/ICICHUE) MM 00HAPY)KEHHE KIIETOYHBIX
WJIMHAPOB (PUTPOIMTAPHBIC, TE€MOTIOOMHOBBIE, 3€PHUCTHIE, TyOYIIsIpHBIC

WJIM CMEIICHHBIC)

Hesponornueckne HapymeHus

Cynoporu wim ncuxo3 Mpu OTCYTCTBUU IpHUEMa JIEKapCTBEHHBIX MpenapaTroB
Wi MeTaboIMYeCKUX HapylleHUH (Hampumep, ypemus, KeToalua03 WU

AJIEKTPOJIUTHBIE HAPYILIECHHUS )

I'emaTosiornueckue HapymeHus

'emonuTHueckas aHeMus ¢ peTUKYJIOUTO30M, WiH Jerkonenus <4.0 10*9/n
(BeIsIBIIIEMas Oojee 2 paz), unu aumbonenus <1,5 10*9/n (BoisaBiasiemas
6onee 2 pa3), unu TpomOormronenus <100 000/mMm3(ipu OTCYTCTBUU MpHUeMa

JIEKapCTBEHHBIX MTPENapaToB, CIOCOOHBIX BbI3BATh 3TH HAPYLIECHUS)

NMMyHONOTHYECKIE HAPYLICHUS

[Tatosornyeckuii TUTp aHTUTEN K HaTUBHOW aABycnupainbHou JIHK, wnum
Hamuyue  aHTuTen K aHtureny Cwmura  (SM), wim  Haaudue
aatudochomunmuaHEIX aHTUTEN (mMarojoruyeckuid yposeHs IgM- wm 1gG-
AQHTUTENI K KapAWOJMIHHY, WJIU TOJOXHUTEIbHBIH TECT HA BOJYAHOYHBIN
AQHTUKOATYJISTHT, WJIM JIOKHOIIOJIOKUTEIFHBIA PE3yJIbTaT CEePOJIOTHUECKOM
JIMAarHOCTHKHU CU(WINCA, BBISBISIEMBIA Ha MPOTSHKEHUU Ooliee 6 Mec, mpH
NOJITBEPJICHHOM  OTCYTCTBHM  CHQWIMCA C  TOMOIIBI0  pEaKIHH
ummoOmnu3amu  T.pallidum wu  Tecta aroopecuenTHOR — abcopOIuM

TPCIIOHCMHBIX aHTI/ITeJ'I)

IlosoxkuTenbHBIN pe3ysabTar
onpeeeHus AHTUHYKJIEAPHBIX
aHTUTEIT

IToBbIIeHUE TUTPOB AHTUHYKIICAPDHBIX AHTHUTCII, BBISABISCMBIX MCETOAOM
HMMYHO(bHIOOPGCHCHHHH WK APpYTUM aICKBATHBIM METOIOM (B Jr000€e BpCMA
U IPU OTCYTCTBUHU IIPUCMA JICKAPCTBCHHBIX ITPCIIApaToOB, CITOCOOHBIX BBI3BATH

BOJTYAHOYHOTIOAOOHBIN CHHIPOM)

IIpu nHanmuuum y OGoabHOro 4-x uiau Oojiee NMPHU3HAKOB B Jr0O0OM codetanuu auarHo3 CKB

CUHUTACTCA JOCTOBCPHBIM, ITPU HAJTMIHUU 3-x IMPU3HAKOB — BCPOATHBIM. I’I}’BCTBI/ITCJ'ILHOCTI: JaHHBIX

KpuTepHeB coctaisier 78-96%, a cnenudpuunocts — 89-96%.
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Jluacnocmuueckue kpumepuu CKB (SLICC,20122.)
st ycranoBienus: auaraoza CKB HeoOxoauMo Hanuume 4 KpUTepHeB, U3 KOTOPHIX 1 J0IDKeH
OBbITh KIIMHUYECKUH U | nMMyHONorndeckuii. YyBcTBUTEIBHOCTD 95%, cienuduunocts 74%

Tabmuua 3. {narnoctuueckue xpurepun CKB (SLICC,2012r.)

KIIMHNYECKUE KPUTEPUU:

1

OCTpOG, AKTUBHOC MNOPAKCHUC KOKH:

Chlnb Ha cKynax (HEe yYUTBHIBAKOTCS AUCKOUIHBIE BBICHIIIAHU)

Bynne3nbie BbIChITAaHUS

Toxcuueckuii snuaepManbHbIil HeKpo3 kak BapuanT CKB

Makynonanyse3Has Cblllb

O O 0O O O

(DOTOCGHCI/I6I/IJ'II/133HI/I$IZ KOXXHas ChbIllb, BOSHUKAIOMIIAA B PE3YJIbTAaTC PCAKINN HA

COJIHEUHBINA CBET

Wnu mogoctpast KoxHasi BoJYaHKa (HEUHypUpPOBaHHBIE ITcOprua3zohOpMHBIE U/UITU

KpYroBbI€ MOJIMLIUKINYECKHE MTOBPEKIEHHS, KOTOPhIE MPOXOAT 63 00pa3oBaHus

pyOI110B, HO C BO3MO>KHOM IMOCTBOCTIATMTEIILHON JEMUTMEHTAITUEH WIIH TeJICaHTHOIKTAZHUSIMH )

HHUYCCKasA KOXKHasl BOJITYaHKa:

Knaccnueckasa nuckongHas ChIllb

a Jloxanu3oBaHHas (BBIIIE IIICH )

Q ['enepanu3zoBaHHas (BBIIIEC U HUXKE IIICH )

I'uneprpoduueckue (6opoaaByaThie) MOPAKESHUS KOXKH

[TanHUKYIUT

HOpa)KeHI/IC CIIM3UCTBIX

OTteuHbIe OPUTCMATO3HBIC OJISIIIKY Ha TYJOBHIIC

[ |y Iy Ny

Kanunnspute! (KpacHast Bomyanka oOMoposkenus, ['aTunHcoHa, TPOSBISIONIAsACS MOPaXKEHUEM

KOHYHMKOB NAJIBLECB, YIHIHBIX PAKOBHH, IIATOYHBIX U UKPOHOKHBIX 06HaCTeﬁ)

a

Z[I/ICKOI/II[HEUI KpacCHasd BOJIYaHKa I10 TUITY KPACHOT'O IINIOCKOI'O JIMIas NI Overlap

3 | SI3BBI cUBHCTHIX: (B omcymcemeuu ciedyouux npuyuH, makux Kak: eackyium, 6onesns bexuema | unghexyus

6UPYCOM cepnecda, 60cnajiumebHble 3abonesanus KUlWe4dHuKa, peaKmueﬂbld apmpum, uynompe@zeHue KUCJblX

nuuesvlx NPooyKmos)

a

PoTtoBoi nonoctu

d Heba
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d LIEK

d SI3BIKA

a

HocoBoit monoctu

HepyoroBas amonenus: (auddy3Hoe HCTOHUECHHE BOJIOC WM MOBBIIMICHHAS XPYIKOCTh BOJOC C BUAWMBIMU

00JI0MaHHBIMH y4acTKaMH)

(B omcymcmeuu Cﬂe()yiou;ux npu4duH, maxkux KaxK: o4dacoeas aioneyus, JeKapCmeeHHdAsl, ecrneocmeuu

Oeqhuyuma sncenesa, u AHOPO2EeHHAsL )

Aptpur:
Q | CunoBur ¢ yuactmeM 2 wmiu 0oJiee CyCTaBOB, XapaKTEPHU3YIONIEECH OTEKOM WM BBIIOTOM
Q | Wi Bonesnennocts 2 niy Gojiee CYyCTaBOB U yTPEHHSS CKOBAHHOCTH M0 KpaiiHel Mepe 30 MUHYT
Cepo3sur:
Q | Tunuuneli IeBpUT B TedeHnu Gosee yeM 1 aus
a Wnu [1neBpanbHbINA BBIIIOT
a Wnu mrym TpeHus mieBpsI
Q | Tunnunas nepukapananbHas 6ok (6OJIb B MOJOKEHUH JIEKA, KyIUPYIOIIASACS [PU TIOJOKEHHU CUIIS C
HaKJIOHOM BITepe) B TeueHun Oosiee ueM 1 mHs
a Winu IlepukapauanbHbIil BBIIOT
a Wnu mym TpeHus nepukapiaa
a Wnu  snexrpokapavorpaguueckue MNpU3HAKM Hepukapauta (B omcymcmeuu
cnedylowux NPUdUH, MaxKux Kak: ungexyus, ypemus, u nepuxkapoum Jlpecciepa)
[TopaxxeHue noyex:
O | CoorHomenue ypoBHs OEIOK/KpeaTHHUH (MM CYyTOYHAs MPOTeHypus) B Moue, 6oee 500 mr Genka 3a
24 qaca
Q | Wi sputpountsl B Move 5 wim GoJiee Wild IWIMHAPHI B Move 5 wim Gosee

Heiiponicuxuueckue nopaxeHus:

U | DnunenTuyeckuil MPUCTYI

O | Hcuxo3s

O | Mono/nonunesputr (6 omcymcmeéuu Opy2ux NpuuuM, MAKux KAk —NEPEUYHbIL  6ACKYIUN)
O | Muenur
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Q | [Marosorus yepnHO-MO3rOBBLIX HEPBOB/NEpU(epHUEcKas Helponatus (6 omcymemeuu Opyeux npuduH,

Maxux KaK: nepeuyHbl sackyaum, ungpexyuu u caxapmnozo ouabema)

Q | Octpoe Hapymienue cosnanusi (6 omcymcmeue Opy2ux npudun, 6 MOM 4Yucie mokcuveckux |

MemaboruyecKux, ypemuu, 1eKapCcmeeHHblX)

9 | 'eMonuTHYECKAST aHEMHUS:
10 | Q | Jleiikonmenns (<4,0 x10 ° /n 1o kpaitneit Mepe oauH pa3) (6 omcymemeuu Opyeux nPULUH, MAKux Kax:
CUHOPOM Denmu, JleKapcmeenHvle u HOPMANbHOU eunepmeH3ulL)
Q | Ynn JInmdponenns (<1,0 x10 ° /n 1o kpaitneit Mmepe onuH pa3 (8 omcymemeuu Opy2ux npuduH, maKux
KaK: KOpMUKocmepouowl, Jlekapcmea, u uHpexyus)
11 | Tpom6Gormronenus (<100 x10 ° /n mo kpaiteit Mepe omuH pa3) (6 omcymemeuu Opyeux npuyuH, MaKux Kax:

NeKapcmeda,  NOPMANbHAL — CUNEPMEH3Us, U MPOMOOMU4ecKas mpomMOOYumMoneHu4yeckas nypnypa)

NMMYHOJIOTMYECKHUE KPUTEPUU:

1 | ANA BBIIIIE YpOBHS Jana3oHa pedepeHc-nabopaTopuu
2 | Anti-dsDNA Beiiie ypoBHs auana3zoHa pedepenc-imadoparopuu (Wi >2-X KPaTHOTO YBEIUYEHUS METOIOM
ELISA)
3 | Anti-Sm Hanuyre aHTUTEN K SICPHOMY aHTUT€HY SM
4 | AaTudochoaunuaHble aHTUTENA TOJI0KUTEIbHBIC OMPECTICHHBIC JIIOOBIM U3 CIACIYIOIINX CIIOCO00B:
Q | ITosoXKUTENbHBINA BOTYAHOUYHBIN aHTUKOATYIISTHT
O | JloxHo mosoxuTeNbHas peakius Baccepmana
O | Cpenuuit wam  BBHICOKMH TUTp aHTMTel K Kapauoaummuuy yposus (IgA, 19G, wm IgM)
Q | TonoxurenbHblii pe3ynbTaT Tecta Ha anTu-B2-rimkonporend | (IgA, IgG,um 1gM)
5 | Huskuii KOMJIeMeHT
Huszknii C3
Huszknii C4
Huszkuit CH50
6 | [lonoxurensHas p-must KymOca mpu 0TCYTCTBUM T€MOUTUYECKON aHEMUHU

24




Jleuenue CKB

OcHogHble nPpUHYUNDBL 1IeYEHUA CUCHEMHOT KPACHOU 6014AHKU

1. I'naBHO# nenpto eyeHus nauueHToB ¢ CKB sBiseTcst KIMHUYECKash pEMUCCUS - OTCYTCTBUE
CUMIITOMOB BOCHAIMTEIILHOW aKTUBHOCTH, BKJII0Uasi cucteMHubie nposiBiienus (SLEDAI=0)

2. MunumanbHas (MM HHU3Kasg) aKTUBHOCTh OOJIG3HH MOXKET OBITh aJbTCPHATHBHOW IIEIIHIO
HCKITFOUYUTENFHO y TAIIMEHTOB C JUTUTENFHO TeKymuM 3aboseBanneM (SLEDAI<4)

3. PekoMeHyeTcsi B MepHOIbI 000CTpeHrs 3a00JIeBaHUsI OTPAHUYUBATH JBUTATEIbHBIN PEXKUM
pebenka [2]. PeKOMEHIyIOTCSI IIIMHBI, JJOHTETHI, CTEIHKU U JIETKHE ChEMHBIC ammapaThl C IEJbI0
KOPPEKIHMH OPTONEINYECKIX HapyIIeHuH. [1]

4. BaxHo u3beraTh upe3MepHO uHcossiuuu U Y ®-06myueHus. PekoMeHyeTcst MCoib30BaTh
COJTHIIE3AITUTHBIE cpelcTBa ¢ (pakTopom 3amuTel He MeHee SPF30 (ot YDA- u YOb-nyueii).
Heob6xomumo npuHuMaTh nuieBbie 100aBKH, coAepkaliue BUTaMiuH D (M B HEKOTOPBIX Cllydasix
KaJIBIIAK ), JUTSl TIOZICPyKAHUS TOCTATOYHON KOHIEHTpauu 25-ruapokcu Butamuaa D 6omee 50
MMOJIB/JI.

5. JleueHne MMMYyHOJENpPECCAHTAMM SIBJISIETCS MPOTUBOINOKA3aHUEM K MPUMEHEHHMIO MKUBBIX
BaKIIMH. BBeeHue Ipyrux BakiuH HE MPOTUBOTIOKA3aHO, OJTHAKO PEAKIMs Ha BBECHHE BaKIIMHbI
MOKET OTINYATHCS OT TAKOBOM Y 3JJOPOBBIX JIETEH.

6. PexoMeHyeTcsi 0TKa3aThCsl OT MCIOJB30BAaHUS KOHTPALENTHBOB, COAEPIKAIIUX ICTPOTEHBI.
[IpenmoururenbHee NPUMEHSTh MpenapaTbl, COAEPXKAIUME TOJBKO MPOTeCTEpOH WU
UCIO0JIb30BATh APYTrUe METOIbl KOHTPALICIIIUH.

7. Heobxonuma koppekuusi pakTOpoB pUCKa pa3BUTUS CEPACYHO-COCYAMCTHIX 3aboeBaHuil. Y
nanueHToB ¢ CKB naOmromaercss Oosiee BBICOKAsh 4acTOTa Pa3BUTHS CEPIACUYHO-COCYAUCTHIX
3a00JIeBaHMUIA, UeM y HaceJIeHHs B 11eJIoM. Tak, Mpu runepxosieCTEPUHEMHUN CIIETyeT paCCMOTPETh
BOIPOC O HA3HAYEHUH CTATUHOB.

8. Pexomenayercs ynotpeOieHre MUIIH C MOBHIIIEHHBIM COJIEp>KaHrueM Kaiblus U BuTamuHa D ¢
1enbl0 MPO(UIAKTHKU OCTeomnopo3a (peKoMeHayeMblii ypoBeHb (comepikanue 25(OH)D) B

kpoBu:50-100 Hr/mM

Meouxkamenmosnasn mepanus

y nayuenmos ¢ HeyCmdaHOo6/1€HHbIM ouaznozom CKB wna omane o0bcredosanus

pexkomenovemes HasHauenue moavko HIIBII He pexomenoyemcsi npogedeHue MoHOmepanuu

HIIBII onumenvuocmuio 6oaee 1 mec. v 6cex nayuenmos.

Juknogpenax:

-B TabJIeTKaxX MpUMEHseTCs y IeTel ¢ Bo3pacTa 6 JieT B J103€ 2—3 MI/KI/CYTKH.
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-B CYNIIO3UTOPHAIX MPUMEHSIETCS Y IeTeil ¢ Bo3pacTa 1-ro rona B no3e 0,5-3 Mr/Kr/cyTkH.

- B/M unbeknuu (paspeme ¢ 18 ner).

Humecynuo

-B Ta0JIeTKaxX MpUMEHSETCs y IeTel ¢ Bo3pacTa 12 set B 103e 3—5 MI/KI/CyTKH.

- B CYCIICH3HH JUIs IpHEeMa BHYTPb MPUMEHSETCS y JeTel ¢ Bo3pacTa 2- X JieT B A03¢e 1,5 Mr/kr B
2-3 mpuemMa, MaKCUMaJIbHasi CyTOYHAs /1032 5 MI/KT B CYTKH.

Menokcuxam

-B TabJeTKax NpUMEeHsieTcs y JeTel ¢ Bo3pacta 15-tu jet B no3e 7,5—15 mr/cyrku.

- B BUJI€ B/M UHBEKLUU pa3penieH ¢ 18-Tu ner.

- B CYCIIEH3HH ISl IpUeMa BHYTPh IPUMEHSIETCS y IeTel ¢ Bo3pacTa ¢ 2-X jeT B o3¢ 0,125 mr/kr
B CyTKH.

Hoynpoghen

- B CYCII€H3UU JUIsl TpreMa BHYTphb ¢ 3 Mec, 70 30 Mr/kr/cyT B 3—4 npuema; ¢ HHTepBajIaMu MEXIy
npuemamu npemnapara 6—8 4. U6ynpoden B Tabnerkax ¢ 6 net 1o 30 mr/kr/cyt B 3—4 npuema; ¢
MHTEpBAJIaMU MEXy TpUeMaMu npenapara 6—8 .

*JluknodeHak, HUMECYJIH], MEJIOKCHKaM) BHE BO3PACTHBIX IIOKa3aHWW Ha3HAYAIOTCSA TI0
pelLIeHnIo BpaueOHOM KOMUCCHH, MOCTIE MOTy4eHHs] HHPOPMHUPOBAHHOTO COTJIACUs POAUTENEH U
JieTel B Bo3pacTte crapiie 15 jier.

I niokoxkopmukocmepoudwl

Pekomennyercst nHazHadenue BceM manumeHtam ¢ CKB ¢ menbro OBICTPOro OCTHXKEHUS

MIPOTUBOBOCIAIUTEIILHOTO U UMMYHOCYIIPECCUBHOTO P deKTa.
Memunnpeonuzonon

[Tynbc-Tepanus B 1o3e 10— 30 Mr/kr/BBeeHre (MAKCUMyM | T) BHYTPUBEHHO B TeUEHUE 3, IPU
HEOOXOIUMOCTH — 5 THEH MOIPSII.
IIpeonusonon

[Ipu BbIcOKOM U Kpu3oBoi akTuBHOCTH CKB nmosa mpennuzonona BHyTps coctasiuser 1 (1,5)
Mr/kr/cyT (He 6omee 70-80 Mr/cyT); AIUTENLHOCTH IPHEMa MaKCUMaIbHOU 10361 cocTaBiseT §8-10
HeZIelb, 3aTeM /103y MOCTENEHHO MEUIEHHO CHIKAIOT /10 noanepskuBaromieit (0,2-0,3 mr/mMr Maccel
TeJa B CYTKH), JUIMTETILHOCTh IPUEMa COCTABISIET HECKOIBKO JIET.
[Ipu pazBuTuu oOOCTpeHHs 3a00NeBaHUs 1032 TMPETHU30JIOHA MOXKET TOBBIIIATHCS IO
MaKCUMabHOMW; mpu ymepeHHou akTuBHOCTH CKB - 0,7-1,0 Mr/Kr/cyT, IUTETLHOCTD MpHEMa —
6-8 Henenb ¢ MOCTENeHHBIM CHIDKEHUEM JI03bI A0 noiepxkuBatoniei (0,2-0,3 Mr/kr Maccel Tena B
CYTKH; JJUTENBHOCTh TMpHUEMa — HECKOJIbKO JieT; mpu Hu3koi akrtuBHoctu CKB - 0,3-0,5
MI/KT/CYT, JIUTENBHOCTh TipueMa — 4-6 HeJeNb, 3aTeM J03bl CHIXKAETCS 0 MOJIEP>KHUBAOIIEH

0,2-0,3 Mr/kr maccel Tena B cyTkd. [lpu mumnTenbHoM pemuccun 0oje3Hu 6e3 MopakeHHs oYeK
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PEKOMEHI0BAHO CHIDKEHUE MPETHU30JI0HA MEHEe 7.5MI/CyT M OTMEHA MPU BO3MOXKHOCTHU B CBSI3H
C BBICOKOI 4acTOTOH pa3BUTHs HexenaTenbHbIX siBaeHui I'KC

Hmmynooenpeccanmul

[Tokazanuem I Ha3HAUYEHUS HMMMYHOJCIPECCAHTOB SIBJISIOTCSA: BBICOKOAKTHUBHBIN HEQPUT;
Tsprenoe nopakenue [{HC; pesucrenTHOCTS K npeamecTByromel Tepanuu ['KC; Heo6XomMoCTh
YCHJICHUSI UMMYHOCYIIPECCUBHON Tepanmuyl MPH HAIWYUHU BBIPAKECHHBIX MOOOYHBIX IPPEKTOB
I'KC; peanuzanus crepounocOeperaromniero 3ddexra; moyiepkanue 0ojiee CTORKON peMUCCHUM;
€CJIM HET BO3MOXHOCTH CHM3UTH 03y TMPEAHU30JI0HA, MPU HHU3KOW U CPEAHEH aKTUBHOCTH
reMaToJIOTUYECKUX U3MEHEHHU; IPU TEeMOJIN3€ U CHUKEHUN YPOBHS FeMOTIIOONHA.
Memompexcam

-HeTsokenble BapuanTel CKB 0e3 mopakeHusi Mo4Yek C PE3UCTEHTHBIM KOXKHBIM M MBIIIEYHO-
CYCTaBHBIM CHHIPOMAaMH C 1eJIbI0 00jiee OBICTPOTO JOCTHIKEHUS PEMUCCUHM M CHUKEHUS TO3bI
I'KC

- 10—15,0 Mr/mM2 moBepxHOCTH Tea B Heeno (He 0osiee 25 MI/HeT) O IKOKHO.

- B xoMOunanmu ¢ ®onmeBod KUCIOTOW C IENbI0 MPEIOTBPAIICHHS MOOOYHBIX YPPEKTOB OT
BBEJICHHUSI METOTPEKCaTa B B 03¢ | MI Ka)Xaplil IeHb uiv 2,5 Mr 1 pa3 B HeZemo nepopaibHO B
MepHOo/ MpueMa MeTOTpeKcara.

T'uopokcuxnopoxun

- Bcem naruenTam ¢ CKB Ha mr000M 3Tane Je4eHus ¢ Ieb0 J0CTHKEHUS UMMYHOCYITPECCUBHOTO
1 aHTUTPOMOOTHYECKOTO 3P (PEKTOB.

- B 03¢ 100—400 mr/cyt (3-5,0 Mr/kr Macchl Tena B CyTkH, He 6osiee 400 Mr B CyT) Ha3HA4YaloT B
komOuHanu ¢ ['KC s edenus koxkHO-cyctaBHOTO BapuanTa CKB mpu HM3KOW aKTHMBHOCTH,
MOJJIEP>KaHUsl PEMUCCUU U MPEAYNPEexACHUs peuniuBoB npu cHmkenuu 103 ['KC unu ormene
LUKIOCTIOPHHA, a TAK)KE€ B COUETAaHUU C aHTUArperantaMu Juisi mpoUiIaKTUKA TPOMOOTUUYECKUX
ocioxHeHul y nauuentos ¢ CKB.

Luxnogocghamuo

-npu CKB BbICOKOW aKTHUBHOCTH, BOJYaHOUYHOM Hedpute, nopaxenuu nerkux, LIHC,
nonuceposure, pedpakrepaom k ['KC.

-B 103e 1,0-2,5 MI/Kr mMacchl Tena B CyTKH per 0s B T€U€HHE HECKOIBKHUX MECSIICB WU B BUJC
nyabc-tepanuu B go3e 0,5 (0,75-1,0) r/M2 moBepXHOCTH Tena BHYTPUBEHHO | pa3 B Mecsl] ¢
JANbHEHIITNM YBEIHUEHUEM MPOMEeXyTKa Mexay uHpysusmu. Pucku ameHopen u Oecruionus
ocTalTcs mpobaeMoii mpu edeHnu nukinodpochamugom. Bo3pactT Ha MOMEHT Havama JEUEHHUS U
KyMYJISITUBHAs 7032 nukiodpochaMuaa sBISFOTCS Hanboliee BaKHBIM MPEAUKTOPOM TOHATHOMU

HEJ0CTaTOYHOCTH (> 7,5 r/M2).
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-J17151 yMEHbILIEHUSI pUCKOB YPOTOKCUYHOCTH PEKOMEHIyETCSl HA3HAYEHUE B COUETAHUU C MECTHOM
(mpemapar BBOAAT B/B cTpyiHO (MemnenHo) 240 mr/m2 wmu 20% oT 1036l nukiodochamuga
OJIHOBPEMEHHO C BBejieHneM Iukiodochamuaa u uepes 4 u 8 4 mocne uHPY3un).

Azamuonpun

-Uaaykuus pemuccuu B cilydae MHAyHUpoBaHHOW LD wim IpyrumMy peMuccuu BOJI4aHOYHOIO
HedpuTa A JICYCHUS CTEPOUI3aBUCUMBIX M CTEPOUIPE3NCTEHTHBIX OOJIBHBIX C MEHEE TSKEIIBIMU
Bapuantamu CKB (TpomOouuTOnEeHHEN, BBIPAXEHHBIM M PACIPOCTPAHEHHBIM  KOXHBIM
CUHJIPOMOM U Jp.)

-B go3e 1,0-3,0 mr/kr maccel Tena B cyTku (He Ooisiee 150 Mr/cyT) moj KOHTPOJEM dYHCIIA
nerdkouuToB (> 4,5-5,0 x 109/m).

Muxoghenonosas kucnroma

- C 1enbro HHAYKIIMU PEMUCCUU

- Muxkodenonara moderms B 1o3e 600 Mr/mM2 moBepxHOCTH Tela 2 paza B CYTKHU.

- MuxkodeHnonoByro KUCIOTY** HazHauaroT B 103¢ 450 Mr/M2 OBEPXHOCTH TeJia 2 pa3a B CyTKH.
- [Ipumensitor npu BoslyaHOYHOM Hedpure, npu nopaxenuu [HHC, Taxke nmpu HEBO3ZMOXKHOCTH
poBOAUTH JieueHue LD B cBs3u ¢ pa3BUTHEM MOOOYHBIX AIPPEKTOB WM HEXKEJTaHUEM TallleHTa,
a TakKe: UIs moJiepkanus nHaynupoBanHoi LD pemuccnn BoT4aHOYHOTO HEPPUTA; MHIYKIIHH
pemuccun B ciydasx HedhdexruBHocTr LID nmm npyrux 1C; kynmupoBaHus 3KCTpapeHaTbHBIX
nposisieHuit CKB nipu pe3ucTeHTHOCTH K APYTUM IIUTOCTATHKAM.

benumymaod

- Nanykmusa pemuccun npu CKB 0e3 BoBiIeYeHHMS IMOYEK Kak TMperapar IMEepBOW JIMHUHM B
COUETAaHUM C TUIPOKCHUXJIIOPOXMHOM U  TPEJHU30JIOHOM B  COUeTaHMM wWid  0e3
MMMYHOJETPECCAHTOB

- B 103e 10 mr/kr o cxeme: 0, 2, 4 Hen U najiee Kaxkable 4 Hex

Pumyxcumad

- C wuempto wuHAYKIMM pemuccuu 1pu  HedbdektuBHoctu [KC B coueranum c
MMMYHOJETPECCAHTAMM.

- IIpu CKB BbICOKOI1 akTUBHOCTU ¢ mopaxeHueM mnodek, [{HC, merouneiM BacKynuTom, npu
KaTacTpouueckoM aHTU(POCHOIUNUIHOM CHHIPOME, TPOMOOLMTONEHUEH, PE3UCTEHTHON K
CTaH/IapTHOW KOMOMHUPOBAHHOHW Teparnuu.

- B noze 375 mMr/M2 mnoBepXHOCTH Tela BHYTPHUBEHHO 1 pa3 B HENEN0 B TedyeHue 4-x
MOCJIeIOBATENBHBIX HeJeNb WK 750 Mr/M2 MOBEPXHOCTH TeNa ABAXK/IbI ¢ UHTepBalioM 14 nHel. -
- Kypcsl neuenus (4 ungy3uu B TedeHne 4-X Mociea0BaTeNbHBIX He/leNb) MpoBosTes 1 pas B 22-
24 Henmenu TIpPH COXPAHSIIOMIEHCS AaKTUBHOCTH 3a00J€BaHMS C Yy4eTOM HMH(MEKIMOHHBIX H

HEMH(EKIIMOHHBIX OCTIOKHEHUH.
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Aumumpombomuyeckue cpedcmaa

- [lepniapaTs! U3 TPyNIBI renapuHa, aHTHArPETaHTOB, KPOME IelapiHa, aHTU(GHUOPHHOIUTHYECKUX
CPeACTB, MpPSMbIX MHTUOMTOPOB (akTopa Xa IMpHU aKTUBHOM BACKYIUTE, THUIEPKOAryJISIHH,
pa3BUTUM  KOAryjloNaTUd U  JUCCEMHUHHPOBAHHOIO BHYTPHUCOCYIUCTOTO  CBEpPTHIBAHMS,
aHTU()OCPOTUIUIHOM CHHIPOME IO JaHHBIM KOaryjaorpaMMbel W TpomOoamactorpaduu B
COOTBETCTBUU C MEXAYHAPOJAHBIMU PEKOMEHJALIUSIMU

Ananoe ecmecmeennoco npocmazianouna E1- annpocmaoun

- [TartnentaMm ¢ cuHApOMOM PeliHO, HEKpO3aMHM, TaHTPEHAMM, 4 TAKXKE IIPU NOPAKEHUN HEPBHOMU
CHCTEMBI C LENbI0 COCYI0PACIIUPSIIONIET0, AHTUArPETAaHTHOTO U aHTMOIIPOTEKTUBHOTO AEHCTBUS
- Buyrpusenso B f03e 20-40 MKr/CyT ABaK/1bl B IEHb B T€YCHHUE 2 4acoB. JJIUTETLHOCTH Tepanuu
cocrasisieT 14-28 nueit.

Hmmynoznooynun yenosexa HOpMaibHbliL

- B no3e 2 r/kr Macchl Tenna Ha Kypc

-Bcem mnanmentam c karactpoduueckum ADC, TpoMOOUMTONEHHEH, pPaCIPOCTPAaHEHHBIM
MOPAKEHUEM KOXHU M CIM3UCTBIX OOO0JI0YEK y 1LENbI0 TMOJAaBICHHUS HWMMYHOArpecCHUBHOTO

mporeccam

JTonyc — negppum
- Ha3nauenune MMMYHOCYNpPECCHBHOW TEpanuy COTJIACHO KJaccy BOJYaHOYHOrO HedpHuTa Io
pesynbTaTam HedpoOuorcun, 00s3aTeIbHOEe Ha3HAYCHHUE TPU MEPCUCTUPYIONICH MPOTEUHYPUH.
YacTtuuHsblil 0TBET (yMEHbllIeHHUE MpoTeuHypuu Oonee, yueM Ha 50%, CHMXKEHHE COOTHOIICHUS
Oenka K KpeaTUHUHY B Mode MeHee 250-300 Mr/MMoJIb) Ha Tepariio J0HKEH OBbITh JOCTUTHYT K
6 Mec Tepamuu, HO He Mo3xke 12 Mec OT Hayajga epanuu; LENbI0 TEPANUU JOJDKHO SBIATHCS
JOCTHKEHHE TOJIHOTO OTBETA HA Tepalluu CO CHIKEHHUEM COOTHOIICHMs Oelika U KpeaTMHHUHA B
Moue <50 MI/MMOJIb U HOPMAIbHBIX (YHKIMHA MoYek (¢ oTkioHeHHeM B 10% OT HOpMallbHBIX
3HaueHUN KiIyOoukoBoW  ¢uibTpanuu). Ilpu oTCyrcTBUM BO3MOKHOCTH — MPOBEICHUS
HedpoOuoncuu ManueHTsl ¢ He(YPOTUYECKHUM CHHIPOMOM, apTepUaIbHOW THIEpTEH3UEH u
CHIDKeHHEM (QYHKIMHU TOYEK MJOJDKHBI MMOJIydaTh TEpPANmuI0 KaK MAalUeHTHl C BOJIYAaHOYHBIM
HedpuToMm kiacca I'V.
- Haznauenue 610katopos AIID npu npoTenHypHun (COBMECTHO C HE(POIOTOM)
- Huskue no3sl npeqau3onona (<0,5 Mr/kr/cyT) manueHTam ¢ BoryaHOuHBIM HedpuToMm I kimacca.
Br160p Tepanuu noskeH ObITh 00yciioBieH Apyroi cumnromarukoit CKB.
- BkawectBe nmpemaparoB TMepBOil JIMHMM Ha3HaueHHe MHKO(deHonaTa ModeTHIanIn

LII/IKJIO(I)OC(I)H.MI/II[a I BHYTPUBCHHOI'O BBCACHUA B KOM6I/IHaI_II/II/I C TTIFOKOKOPTHUKOCTCPOUAaMU
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3akiirouenue

CornacHO pe3yapTaTaM HCCIEIOBAaHUN, B KOTOPHIX NAIMEHTOB paclpeiesuiIv Ha TPYIIbl B
3aBHUCUMOCTH OT HalU4YUsl WIM OTCYTCTBHS KIMHHYECKH BBIPAKEHHOTO HedpHTa S-IETHAA
BbikuBaemMocTs npu CKB, coctaBnser 90%. 15-netHsisi BeKHMBaeMOCTh cocraBisieT 60% amns
ManueHToB ¢ HehpuToM U 8§5% I MAIIMEHTOB, Y KOTOPBIX HE HAOIIOAIOCh TIOPAXKEHUS MTOYEK.
VY nmauueHToB, yMepIIuX yepes S JeT U 0oJee, NpUYMHAMM CMEPTH 0OBIYHO CTAHOBSTCS CEPACYHO-
COCyIUCThIe 3a00JeBaHMs, IMOpPaKEHHE No4YeKk W wuH(peknuoHHsle ocinoxHenus. [Ipu CKB
HaOJI0JaeTCsl YBEJIMUYEHUE PHUCKA Pa3BUTHSI JIFOOBIX 3J0KAaUYE€CTBEHHBIX HOBOOOpPa30BaHMM (1O
CPaBHEHHUIO C HACEJIEHUEM B I1€JIOM), 0COOEHHO HEXOKKHHCKON JTMM(POMBI.

Ot cpokoB BepuUKaIuy quarHosa 3aBUCUT MPOTHO3, TaK Kak OoJiee arpeccuBHoe TeueHue CKB
y JIeTei U MOJPOCTKOB KaK B caMOM Je0r0Te, TaK U C TEYEHHEM BPEMEHM IMPUBOJIUT K OOJbIIEH
4acTOTE€ OpPraHHbIX MOBpexaeHUuHd M cmeptHoctH, yeM npu CKB B3pocneix. Kpome Toro,
HeoOxoaumMo mOMHHTH, 4To Jneth ¢ CKB crankumBaroTcs ¢ «HEIETCKOW TpoOIemMoiny
HemnpeJcKa3yeMo, peruauBupyroeil 0oe3Hu B MyOepTaTHBIM MepHoJ, KOTOpPhIt U 6e3 Toro
SIBJISIETCS CII0OKHBIM BpEMEHEM >KU3HHU, KOTJIa BaXKHbI BHEIIHUN BUJ, CAMOOILIEHKA U TIOUCK CBOETO
Mecta B Jku3HHM. [Ipm3Hanume stux cnemupuueckux mnpobdirem CKB sBisercs kimodoMm K
ONTUMAJIFHOMY PEIICHHIO BOIPOCOB JWAarHOCTHKH, TPaMOTHOM OLIEHKH aKTHUBHOCTU U MoJ00pa
Tepanuy y JaHHOTO KOHTHUHTEeHTa O0ibHBIX. Jlonrocpounsie pe3ynabTaThl uccienoBanuii CKB
OTpaHHYEHBI, HO B HACTOSIIIEE BpEMSI HHTEpEC K ATON paboTe CTPEMUTEIHLHO BO3PACTAET U HOBBIE
JAHHBIE CMOTYT CTaTh OCHOBOM AJis Oosiee MHAMBUAYAILHOTO Mmoaxoa k sedeHuto CKB y nereit
Y MOJIPOCTKOB. [3]

[Ipu noctrkeHuu aieKBaTHOTO KOHTPOJIsS IEPBUYHOM OCTpoi ¢a3bl 00sIe3HH, 1aXkKe PU OYEHb
TSKEJIOM €€ TEYeHHH (Hampumep, ¢ TpomMOO3aMHu COCYJIOB T'OJIOBHOI'O MO3ra WIH TSKEIBIM
He(PUTOM) JOITOCPOUHBIN MPOTHO3 OOBIYHO OnaronpusiTHeIM. 10-JI€THAS BBHIKUBAEMOCTH B
OOJIBIIMHCTBE PA3BUTHIX CTPaAH cOCTaBisAeT >95%. YnyuleHue nporuosa, B 4aCTHOCTH, CBSA3aHO
C paHHel nTuarHocTukoil u 6oxee 3pdexkruBHOM Tepanueid. OCIoKHEHUS BKIOYAIOT HHEeKIun
MOCJIe UMMYHOCYIPECCUBHON Tepamuyl WIA OCTEONOpPO3 IMOCHE JOJTOCPOYHOTO MPUMEHEHUS
KOPTUKOCTEPOUJOB. IIOBBIIEHHBII pUCK TOPaXXEHUs KOPOHAPHBIX AapTEpUil  MOXKET

CII0CcOOCTBOBATh MPEXICBPEMEHHOI cMepTH. [4]
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