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BBenenue

HazBanue kpacHasi Bol4aHKa, B JJATHHCKOM BapuaHTe Kak Lupus erythematosus,
MPOUCXOANUT OT JIATUHCKOTO CIIOBA «JIIOIMYC», YTO B MEPEBOJC HA aHTIUHCKUN « wolf»
O3HauyaeT BOJIK U «IPUTEMATO3YyC» - KpacHasd. Takoe Ha3BaHUE ObUIO JaHO 3a00JIEBAHUIO
U3-3a TOTO, YTO KOXKHBIE NPOSBICHHUS OBUIM CXOXHU C IMOBPEXKICHHUSIMHU IPU YKyCe
roJoJHbIM BOJKOM. Bpawam »3toT Henyr wusBecteH ¢ 1828r, mocie onucaHus
(dpaHIy3ckuM aepMarosniorom Biett KoxHbIX npu3HakoB. Crycts 45 JeT nociie nepBoro
ONMHCaHMs eme oAuH Bpau aepmatosior Kaposhi 3amernn, 4To HEKOTOpbIE OOJIBHBIE C
KOKHBIMU NIpU3HAaKaMK 3a00J€BaHMsI HMMEIOT €UIe W CHUMIITOMBI 3a00JeBaHMS
BHyTpeHHUX opraHoB. M B 1890r. uzBecTHblll aHrnmuiickuii Bpad Osler oOHapyXui1, 4TO
KpacHasl BOJIYaHKA, Ha3bIBacMasl TaK)K€ CUCTEMHOM, MOXET MPOTEKaTh (XOTS U PEIKO)
0e3 koxHbIX TposiBiieHuid. B 1948r. 6b11 onucan henomen LE-(JIE)kneTok, KoTopbIit
XapaKTEepHU30BajiCsi OOHAPY’KEHHEM B KpPOBH OCKOJKOB KIETOK. JTO OTKpPBITUE
MO3BOJIIIIO BpauaM uaeHtuduimpoBat MHOTUX O0ybHBIX ¢ CKB. Tombko B 1954r.
ObLIM BbISIBIEHBI B KpoBU O0nbHbIX CKB omnpenenennble Oenku (WM aHTUTENA),
KOTOpbIE ACHCTBOBAIM MPOTUB COOCTBEHHBIX KIeTOK. OOHapyx)eHue 3TuX 0eIKoB ObLIO

MCITIOJIB30BAHO JIJIs1 pa3paboTKu 0oJiee YyBCTBUTENBHBIX TECTOB Jj1si AuarHoctuku CKB.

CucremHasi KpacHasi BOJYaHKAa — CHCTEMHOE ayTOMMMYHHOE 3a0oJieBaHME
HEU3BECTHOM ATHOJOTMU, B OCHOBE KOTOPOTO JIEKHUT T€HETUYECKH OOYCIOBICHHOE
HapylIeHUE UMMYHHOU peryJisuu, OIIpEeEIISIONICe obOpa3oBaHue
OpraHoOHeCeIM(PUUYECKUX AHTUTEN K aHTUIE€HaM sJiep KIETOK M HMMYHHBIX

KOMIIJICKCOB C Pa3BUTHUCM UMMYHHOI'O BOCITAJICHUA B TKAHAX MHOI'MX OPIraHOB.

KO MKBb 10 M32. CucteMHast KpacHasi BOJTYaHKa.



ONUAEeMHOT0TUSA

CuctemHass kpacHasi Bosiyanka (CKB) — nHaumbosiee yacTo BCTpeuaronasics
NATOJIOTHUSI U3 TPYIIBI CUCTEMHBIX 3a00JI€BaHUN COCIUHUTENHLHON TKaHU; MOpa)kaeT
MIPEUMYIIECTBEHHO JEBYIICK U MoJoAblx keHmuH. CKB penko Haumnaercs y aeteit B
JOIIKOJbHOM Bo3pacte. Tem He meHee 15-20% Bcex ciiydaeB KpacHOM BOJYaHKHU
pa3BUBAIOTCS B JeTCKOM Bo3pacte. [logbem 3a00jieBaeMOCTH OTMEYAETCs ¢ BO3pacTa 8—
9 ner, a muk ee nmpuxoautcs Ha 14-25 ner. Cpenu OoJIbBHBIX B Bo3pacTe 10 15 ner
COOTHOIIICHHE  JIEBOYEK U  MaJbYUKOB  cocTaBiisieT B cpegHem  4,5:1.
Pacnipoctpanennocts CKB y nereit ot 1 roga no 9 nmet xonebnercs B nmpeaenax 1,0—6,2,
a B 10—-19 ner — or 4,4 nmo 31,1 cmydas nHa 100 TBIC. AETCKOTO HACEICHHUS.
3aboneBaeMocTh coctaBisieT B cpenHeM 0,4-0,9 ciaywgas wa 100 ThIC. AETCKOTO
HacesneHus B rof. Jluna adppoamMepuKaHCKOrO M a3WaTCKOro MPOMCXOXKACHHS OOJEIOT

OJAMHAKOBO 4acCTO.

ITHOJIOTUA U NIATOTeHe3

Otuonoruss CKB 10 HacTosAIIEro BpEeMEHU OCTAETCA HESICHOW, YTO OMpPEHEIsCT
TPYAHOCTH JUAarHOCTUKM U JjedeHus. lIpeamonaraercss posib pa3iIMYHBIX SHIO- M
HK30reHHBIX (pakTOpoB. 'eHeTHYeCKasi MPeIPACHIOI0KEHHOCTh
O ponu HACIENCTBEHHOCTH CBUIETENBCTBYIOT BbICOKass 4acrtora pasButus CKB B
CeMbsiX OOJIbHBIX, MHOIOKpaTHO ©Oojiee BBICOKUN IOKa3aTellb KOHKOPAAHTHOCTU
(yactoTa mopa)keHus O0OMX MapTHEPOB OJM3HEIIOBOW MAapbl) CPEeId MOHO3UTOTHBIX
OJIM3HEIIOB M0 CPABHEHUIO C JU3UTOTHBIMH, BBISBJICHHE Y KIMHUYECKH aCUMITOMHBIX
POJCTBEHHUKOB OOJBHBIX aHTUHYKJIEapHbIX AT, JT0XKHOIMOJOXKUTEIBHOW peakuuu
Baccepmana u ap. [Ipu nanuuuu 3a6oseBanust y marepu puck passutusa CKB y gouepu
cocrapmsier 1:40, y cemHa — 1:250. HocurensctBo HLA-DR2 wumm HLA-DR3
He3aBUCHUMO TOBbIIIACT puck paszsutusa CKB B 2—3 paza, a Hanuuue ramiotunos Al,
B8, DR3 onpenenser 10-kpaTHOE MOBBIIIEHUE PUCKA Y MPEICTABUTENEH €BPONIEOUTHON
pacel. CKB cBsi3aHa ¢ TeHeTHYeCKH OOYCIOBIEHHBIM Ae(UIUTOM OTIEIbHBIX

komrnoHeHTOB kommuiementa (Clg, C2, C4), a Takke accoIuupyercs ¢



noymMophU3MOM TE€HOB NHUTOKMHOB (B dYactHoctH, DPHO-a), reHoB FcyRIIA- u
FcyRIITA- peuentopoB, cBs3bIBaromMX nojaknaccs! IgG u ap.
I'opmonasbHBbIE PAKTOPBI

Cpenu mnanuentoB ¢ CKB mpeoOiagaioT >KEHIIMHBL. Y JIEBOYEK-TIOJPOCTKOB
Hayayo 3a00JeBaHUs CBSI3aHO C HACTYIUJIEHHEM MeEHapxe, aKTMBHOCTh 3a00JIeBaHUS
MOBBIIIAETCS BO BpeMsi OEPEMEHHOCTH U TOCIE POJIOB. DTO CBA3BIBAIOT C PA3TMYHBIM
BO3JICHCTBHEM IIOJIOBBIX TOPMOHOB Ha MMMYHHBIA OTBET (3CTPOTECHBI CIIOCOOCTBYIOT
MOBBIIICHUIO CHUHTE3a AHTHUTEN, a aHJPOTeHbl CHIDKAIOT OOpa30BaHUE AHTUTEN H
MOJABJISIIOT KJIETOYHBIE peakuuu). Y >KEHIIUH penpoayKTuBHOro Bo3pacta ¢ CKB
HaOJI0/Ial0TCS TMOHMKEHHBIE YPOBHM TECTOCTEPOHA, IMPOTreCTepOHAa U BBICOKUM —
ACTPOTEHOB; Y OOJBHBIX OOOWX IOJIOB MOBBIIIEH YPOBEHb MPOJAKTHHA U TOHIKEH —
JETUAPOAIUAH IpocTepoHa. DaKTOpPbI BHENIHEN cpeabl
[lepBocTeneHHOE 3HAUYEHHE UMEET UHCOMAIMs. YibTpaduoneroBoe obmydenue (Y DO)
CIIOCOOHO M3MEHSTh aHTUreHHbIe cBoiicTBa JIHK kileTox xoku, MHAYLUPYS pa3BUTHE
ayTOUMMYHHBIX PEAKIUA Y MPEIPacoIoKeHHBIX UHIUBUIYYMOB, a TAaK)KE YCHJIMBAET
BbICBOOOXKeHue uutepnekunoB (UJI) 1, 3, 6 u ®HO-a, cnocoOCTBYs pa3BUTHIO
JIOKJIbHOTO BOCHAJICHUS.
HNudexuus

Nmeercss psAx  KOCBEHHBIX MOATBEPKICHUM BO3MOXKHOM ITIYCKOBOW POJIH
HEKOTOPBIX BHUPYCOB, B TOM UHCJI€ TaK Ha3bIBAEMbIX MEJJICHHBIX BHPYCOB
(petpoBupycoB), B pa3BuTHM marojoruyeckoro mnponecca. [Ipu CKB napymaercs
WMMYHHasi ~ pPeryJifius, 4YTO COINPOBOXKAACTCS  YTpaTOd  HMMMYHOJIOTHYECKOU
TOJIEPAHTHOCTH K COOCTBEHHBIM QHTUT€HAM W Pa3BUTHEM ayTOMMMYHHOTO OTBETa C
npoaykiuen mupokoro crnekrpa AT, B mepByro odepelb K XpOMaTHHY (HYKJIE€OCOME) U
€ro OTIeNbHBIM KOMMoHeHTaMm, HaTuBHOM JIHK wu rucronam. ®@yHaamMeHTaIbHBIM
3BeHOM mnatoreHe3a CKB sBIAIOTCA TE€HETHYECKH JAETEPMUHUPOBAHHBIC WM
WHYIIMPOBAHHBIE Te(PEKTHI armonTo3a, CoCOOCTBYIOIINE BRICBOOOKICHUIO HYKJIEOCOM
U3 KIJIETOK, IEPCUCTUPOBAHUIO U DKCIIAHCUU AYTOPEAKTHBHBIX KJIOHOB T- m B-KIETOK,
YTO MPUBOIUT K aKTHUBAIMU TMOJHMKIOHATBHBIX B-mumdormToB u ¢popmupoBanuto T-

3aBUCUMOI'0 MMMYHHOI'O OTBE€Ta Ha ayTOAHTHUICHBI. Cpezm IIUPOKOro CIICKTpa AT
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ocHoBHast ponp mnpuHamnexutr AT k JIHK, xoropsie o00pa3yioT ¢ aHTUTeHaMu
UPKYJIUPYIONTUE UMMYHHBIE KOMITIEKCH. OHU OTKJIAJBIBAIOTCS B CyOIHIOTEINATEHOM
cioe 0a3aabHOM MeMOpaHBl COCYIOB pa3HbIX OPraHOB, BbI3bIBAS BOCHIAIUTEIBHYIO
pEaKIuio, AaKTUBUPYS KOMIUIEMEHT, MHTPAIUI0 HEUTPO(PUIOB, BBICBOOOKICHUE
KMHUHOB, MPOCTArjJaHAWHOB M JIPYTUX MOBPEXKIAIOMUX (aKTOPOB U, KaK CJIEICTBHE,
MOBPEXKIEHUE TKAHEW pa3IMYHbIX OpraHoB U cucteM. CHUCTEMHOE HWMMYHHOE
BocnasieHue mpu CKB Takxke MokeT ObITh CBsizaHO ¢ muTokuH3aBHUCHUMBIM (MJI-1 u
®HO-0) noBpeXIACHUEM SHJIOTEIWsS, AaKTHBAllUeH  JICMKOIMTOB W  CHUCTEMBI
KOMIUIEMEHTA, YTO UMEET OOJIbIIIOE 3HAUCHHUE B MOPAXKEHUU OPraHOB, HEJOCTYITHBIX JJIS

MMMYHHBIX KOMIUIEKCOB, Hanpumep [THC.

Knaccunduxanus.

AKTHBHOCTH
e Bricokas aktuBHOCTH (11 cTrenens):
— BBICOKAs JIUXOPAJIKa;

— BBIP@KEHHbIE U3MEHEHHUS CO CTOPOHBl BHYTPEHHHMX OpraHoB (Heppur c
Hedporuueckum cuugapomom (HC), sHAOMHOKApIUT, SKCCYNAaTUBHBIA TMEPUKAPIUT
W/WIM TIEBPUT), Tskenoe nopaxenue [IHC, koxu (nepMatut), oNOpHO-ABUTATEIBHOTO

anmnaparta (OCTpbIi NOJUAPTPUT W/WUITU TOJTUMHUO3HUT);
— COD 6onee 45 mm/u; — AH® u AT x IHK B BbICOKOM TUTDE;

— 3HAYUTCIIbHOC CHMIKXCHHC OGIHCﬁ FeéMOJIMTHYECKOM aKTMBHOCTU KOMILIEMEHTA U €ro

kommoHeHToB C3, C4).
«BoOIYaHOYHBIN KPU3»:

— (yHKIIMOHANIbHAS HEAOCTATOYHOCTh KaKOro-TMOO0 oprana Ha (OHE dYpe3MEpHO

BBICOKOM aKTMBHOCTH IATOJIOTHYECKOTO Imponecca.

e YMepeHHast akTUBHOCTH (I cTenens)



— nUXopaaka o0baHO cyOdheOpuIbpHas;

— MOJIMAPTPAITUU WIIH TTOJTUAPTPUT;

— JIepMaTHT;

— YMEpPEHHAs! peaKIisi CO CTOPOHBI CEPO3HBIX 000JI0UEK;

— Hedput 6€3 HePPOTUUECKOTO CHHAPOMA U HAPYIICHUS MTOYCYHBIX (PYHKIIHIA;
— COD noBsIIeHa B peaenax 25-45 Mmm/4ac;

— AH®, AT x IHK, IIUK B ymepeHHOM THTpE.

e Huskas aktuBHOCTD (I cTenens):

— o011ee COCTOSIHUE OOJIbHBIX OOBIYHO HE HAPYIICHO;

— 1abopaTopHBIE MOKA3aTEIN U3MEHEHBI MaJIO;

— TMpPU3HAKK TIOPAXEHHs BHYTPEHHHUX OPraHOB ONPEACISIIOTCS TOJBKO IpHU

KOMIUIEKCHOM MHCTPYMEHTAJIBHOM 00CIICIOBAaHUH;
— OTMEYArOTCSl HESIPKUE TIPOSIBIICHUSI KOKHOTO U CYCTaBHOT'O CHUHJIPOMOB.
e Pemuccus:

— OTCYTCTBHUC Y OOJMBHOIO0 KIMHUYECKUX U J'Ia60paTOpHBIX IMPU3HAKOB AKTUBHOCTH

nporiecca.

Jlns Oosee TOYHOM OICHKM COCTOSHHS TAIMCHTOB NP JUHAMHYECKOM

HAOJII0JICHUH MCTIOJIB3YIOT Pa3JIMuHbIe OA/NIbHBIC UHICKCHI.

Onenka aktuBHOCcTH CKB OnieHka BpauoM akTUBHOCTH OOJI€3HH MO BU3YyaJIbHOU

aHAJIOTOBOM mIkajie. MTHIeKChl aKTHBHOCTH.
* 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) .

B nenmarpuyeckoil peBMAarojoruu yaimie ucnosb3yrorcs mkansl SLEDAI u

BILAG. OueHka MmoBpexAeHUs BHYTPEHHHUX OPraHoB U cucteM HHAekc opraHHOro

noBpexaenus (SLICC/ACR Damage Index).

OneHka aKTUBHOCTH CUCTEMHOM KpacHOW BodaHku 1o mkane ECLAM

(European Consensus Lupus Activity Measurement)

1. O6mue nposiBieHus: (JiroObIe U3 MEpEeUUCICHHBIX HIDKE X 0,5 Oama)

JIuxopanka YTpennsss temneparypa Beime 37,50C, He cBsi3aHHas C
uHpekuein
Ycranoctb CyOBbeKTHBHOE OIIYIICHUE MOBBIIIEHHON YTOMIISIEMOCTH

2. CycraBHble nposiBiaeHUs (JIF0ObIe U3 MEPEUHCIIEHHbIX HIKE X 0,5 O6ana)

Aptput Hespo3uBHbI apTpuT € MNOpakeHHWEM [JBYyX M Ooiee
nepuepuaecknx CycTaBoB (3aICThs, AWCTAJIBHBIX WU
IPOKCUMAJIbHBIX ~ MEX(aJIaHTOBBIX CYCTaBOB, ISICTHO-
(haaHroBBIX CYCTABOB)

ApTtpanrumn Jlokanu3oBanHass 0o0yib 0€3 OOBEKTUBHBIX CHUMIITOMOB

BOCHAJICHUS IBYX U OoJsiee neprudepruyeckux CycTaBoB)

3a. AKTHUBHBIE KOKHO-CIIM3UCTHIC MTPOSBICHUS

DpuTeMaTo3Has ChIllb B

CKYJIOBOM 00JiacTH

@uKCUpOBaHHAas dpUTEMA — IJIOCKASI UM BO3BBILIAOIIASICS
B CKYJIOBOM OOJIaCTH C TEHJEHIMEN K paclpOCTPAHEHUIO Ha

HOCOTYOHYIO 00J1aCTh

['enepanuzoBaHHas ChINb

[IaTHUCTO-TIAny/Ie3HAsT CBINb, HE CBsI3aHHAs C MPUEMOM
nekapcTB. MoskeT ObITh Ha JIOOOM y4YacTKE Tela BHE

3aBUCUMOCTHU OT Hp€6LIBaHI/I$I Ha COJIHILIC

I[I/ICKOI/II[HaSI CBIIIb

9pI/IT€MaT03Ha}I NN ACIIMTMCHTUPOBAaHHAasA




BO3BBIIIAIOIIAsACS OJsiIKa C MPUPOCIIEH KepaTHYeCKOu

YeIIyHKON Uiu (POJUTUKYIISIPHON MPOOKOi

KoxHbIl1 BacKyut Bxitouasg gurutanbHble SA3BBI, IYPIypPY, KpalnvBHHUILLY,

OyJUIe3HBIC BBICHITIAHUS

S3BBI pPOTOBOM NOJIOCTH | SI3BBI BO PTy WJIM HOCOIJIOTKE, OOBIYHO 0€300JI€3HEHHBIE,

0oOHapy)HUBaeMbIe BpauyoM

30. Pa3Butue KOXHO-CIM3UCTHIX MPOsiBIeHUH (X 1 Oasui, eciu BblIIICHA3BaHHBIC
NPU3HAKA TOSBJISIIOTCST BHOBb, €CIIM  OTMEYAETCS HapacTaHWE BBIPAXKEHHOCTH

MIPU3HAKOB MOCJE NOCIeAHEro HadmoaeHus - + 1 6amn)

4. Muosut (X 2 Oamia, ecaud NOATBEPX AEH MOBBILIEHHBIMU ypoBHsIMH KOK

u/unu DMI, Ui TUCTOIOTHYECKUM UCCIEIOBAHUEM )

5. Ilepuxkapaut (*x 1 6ami, ecnu noareepxkaeH ¢ nomoubio KT win OxoKT', nimn

BBICITYIITUBAETCA IIIyM TPEHUS MEePUKaJia MIPH ayCKYyJIbTaIlUN)

6. Kumieunsie nposiBieHus: (Jiro0ObIe U3 MEPEYUCIICHHBIX HIDKE X 2 6aa)

Backynut kumeyHvka OueBuHBIEC PU3HAKHA OCTPOrO BACKYIUTA KUILICUHUKA
AcenTuieckuii BrInoT B Opro1IHOM MOJIOCTH TPU OTCYTCTBUU HH(PEKITNH
MIEPUTOHUT

7. Jlerounbie MPOSIBICHUS (JIF0OBIE M IEPEYUCIICHHBIX HIDKE X 1 Oain)

[LneBpur AJNr€3WBHBIM WM AKCCYJATUBHBIA, TOJITBEPKICHHBIN

AYCKYJbTaTUBHO WA peHTreHOHOFI/I‘IeCKI/I)

[THeBMOHHT EauHuuHble WM MHOXKECTBEHHBIC  3aTEMHEHHUs  Ha
pPEHTreHOrpaMMe, OTPAXKAKOIINE aKTUBHOCTh 3a00JICBaHUS U

HE CBSI3aHHBIE ¢ MH(pEKIHen

[Iporpeccupyromas -

OJIBIIIKA




8. I[lcuxoHeBposoruueckue mposiBjaeHus (Jro0ble U3 CIeAyomuX X 2 6aa)

["ooBHast 6016/MUTPEHB

HGI[aBHO pa3BUBIIAACA, CTOMKasl WU MepCucCTUpyroniad,
MaJIOYYBCTBUTCIIbHAA K adHAJIBI'CTHUKAM, HO YYBCTBUTCIIbHAA

K KOPTHKOCTCPpOHUAaAM

ONUNPUCTYTIBI Manpie win OoNbIIME€ NPUMAJKH U XOPEOKHMHETUYECKHM
CUHAPOM, HE SBJISIOIIMECS CJIEACTBUEM  MOOOYHOIO
JIEUCTBUA JIEKAPCTB U META0OJINYECKUX HAPYIICHUI

140: (9119 -

OHuedanonatus CHmxenue IaMSTH, OpUEHTALINH, BOCIIPUATHS,
CIIOCOOHOCTH K CUETY

ITcuxo3bl [Ipu oTcyTCTBUM AEUCTBUS JIEKAPCTB

9a. [loyeunsle posBIICHUS (JT100BIE U3 TIEpEeUnCIEeHHBIX HUKE X 0,5 Oarna)

[Iporennypus

Cyrounas npoteunypus 6omnee 0,5 r/cyt

MoueBoi 0caJioK

DpUTPOLUTYPUS, TUITUHIAPYPHUS

I'emarypus Makpockonuyeckas Wi MUKPOCKOITMYECKast
[ToBeiIEHME YPOBHA | -

KpeaTMHHHA WIIH

CHIDKEHHE KJIMpEHCa

KpeaTuHHUHA

90. PazButHe MOYEYHBIX MPOSIBICHUN (X

2 Oamma, ecnu JrOOOM U3

BBIIICTICPCYUCIICHHBIX IIPU3HAKOB INOPAKCHHUA ITOYCK BBIABJIAAIOT BHOBb UJIN Ha6J'HOI[aIOT

YXYALIEHUE 110 CPABHEHHUIO C TOCIEAHUM HAOIIIOICHUEM )

10. 'ematonornyeckre mMpu3HaKy (JFOObIE U3 IEPEUNCICHHBIX HUKE X 1 Garr)

Heremomutnueckas

KyMmOc-neratuBHadsi runoxpomHasi WIM HOPMOXPOMHas

10




aHeMUsI aHeMHus 6€3 PETUKYJIOIIUTO32)

['emonutuyeckas anemus | KymOc-no3utuHas reMOJIUTUYECKast aHeMus
PETUKYJIOLUTO30M

JlelikoneHust Menee 3500, unu numdonenus meree 1500 B MK

TpomMOonTONIEHHS Menee 100 000 B Mkn

11. CO3 > 25 MM/4ac nipu OTCYTCTBUU APYTUX MPUUUH

12. TunoxommieMeHTeMuUs (JTFOOBIC U3 MMEPEUNCIICHHBIX HIDKE X 1 Oaim)

C3

Pamunanbnas quddysusa uim HegenomeTpust

CHS50

CTaH,HapTHBIﬁ reMOJIMTUYECKUMN MCTOJ

126. Pa3BuBaromasics TUNOKOMIUIEMEHTeMHUs (X 1 Oamin mpu 3HAYUTEILHOM

CHUKEHUM YpoBHs KoMiieMeHTa (C4) mo cpaBHEHUIO € MOCIEIHUM HAOII0IEHUEM

dunanpHBIN CUET

Ecnu MUO3UT, ICMXOHEBPOJIOIMUECKUE U MTOUYE€YHbIE CUMIITOMBI — €JUHCTBEHHbIE
nposiBieHus cpeau myHkToB 1 — 10, cnenyer nodasuth 2 Oamna. Ecau cymmapsbiil 6an

HE II€JI0€ YHCIIO, OKPYTJIUTh JO MEHBIIETO 4Yucia MpU 3HadyeHuHu 6. Ecim cymMmapHbIi

6amn > 10, oxkpyriuts 110 10.

Kinunnyeckasi kapTuHa

Kimnanueckne cumnrombl CKB xapaktepu3yeTcsi BBIPaKEHHBIM KIMHHUYECKUM

nomumopduzmom. Iloutn y 20% nereld HaOIIOIAIOTCS MOHOOPTaHHBIC BapUAHTHI

neodroTa.

OO01mue nposiBjIeHUA

Jluxopanka (0OBIYHO HENPaBWIBHOTO THIA), HapacTaromas ci1adocCTh,

HCAOMOI'aHUC, CHUKCHUC AIIIICTUTA, ITIOTCPA MACCHI TCJId, YCUJIICHHOC BbIITAJICHHUC BOJIOC.

Hopameﬂne KOKM U €€ IPUAATKOB




Hab6mronaercs y 80-95% nereid.

Bosryanounas «6adouka» ormeuaercs y 80% nereid, u3 Hux y 40% — yxe B
nebtore 3aboneBanusa. IlpencraBiser co0OW  CUMMETPUYHBIE APUTEMATO3HbIC
BBICBHITIAHUSI Ha KOKe Juia. Pacmomaraercss Ha CKyJnoBOW 00JacTH M TEPEHOCHIIE.
MoskeT pacnpoCTpaHsSIThCS Ha KOXKY Ji0a, moAaOOpojKa, CBOOOJHOTO Kpas YIIHON
PAKOBUHBI U €€ MOYKHU.

JpUTEMATO3HbIE BHICHINAHUS TAKKE MOT'YT OTMEUAThCSl HA OTKPBITHIX y4acTKaxX
KOXU: B 00JJAaCTH BEpXHEH TPETH IPyAH U CIHUHBI (00JIACTh IEKOJBTE), HAJl JOKTEBBIMH,
KOJICHHBIMU CYCTaBaMu U Jp.

JlucKkouIHbIe 0Yarm — HSPUTEMATO3HBIC BBICHIMIAHUS C TUIEPEMHUPOBAHHBIMU
KpasMH U JIEIUTMEHTanuMed B  LEHTpe, WHOWIbTpauue, (QoUMKYyIIpHBIM
TUIIEPKEpATO30M M Moclenayromeid  pyoOmoBoit  arpodwueit.  Jlokanuzyrores
MPEUMYIIIECTBEHHO Ha KOXKE€ BOJOCHCTOM YacTU TOJIOBBI, JIHIA, IIEH; HAOJIOMAIOTCS
00bI4HO Tipu XxpoHuueckoM TeueHuu CKB.

DoTOCEHCUONIN3ANUA — DPUTEMATO3HBIC BBICHITAHUS HA KOXKE MOSBIISIIOTCS Y
JIeTell B BECEHHE-JIETHUM nepuo. VX sipkocTh yBeIMYMBAECTCS MOCJE MpeObIBaHMS Ha
COJIHIIE WK JieueHus: Y D-o0aydeHneM.

Kanuaaspur — oTedHas spuTemMa C TEJICAaHTHIKTa3UsIMU W arpodued Ha
MOAyIIeYKaxX MaibIEeB, JAJOHIX U TMOJOIIBEHHOW MOBEpXHOCTH cTomn. HaGmomaercs y
OOJIBIIMHCTBA JETEH B OCTPOM MEPHOJIC 3a00JICBAHUS.

I'emopparuyeckue BbICHIIAHUS — IETEXUATBHBIE WU MTyPIYPO3HBIE JIIEMEHTHI,
OOBIYHO PACTONATAIOTCS CUMMETPUYHO HA KOXKE AUCTAIBHBIX OT/IEJI0B KOHEYHOCTEH.

Ceruaroe JuBeI0 — CHHEBATO-(PUOJETOBBIE MATHA, OOpaA3YIOIIUE CETKY.
Jlokanu3yroTcs Ha KOXK€ HUKHUX, PEKE — BEpXHUX KOHEUHOCTEW U TyJIOBUIIA.

Cunapom PeiiHO — mnepuOIWYECKH pa3BUBAIOIIASICS HIIEMHUS TaJbIEB,
oOyCJIOBJIEHHAsT Ba30CMa3MOM M CTPYKTYPHBIMHU TOPAXEHUSIMU COCYIOB. Y JeTeil ¢
CKB Ha0nrogaeTcst 3HaYUTENBHO PEXE, YEM Y B3POCIBIX.

AJsiomenms xapakrtepHa st OonbHbix CKB. HcToHueHne W TOBBILIEHHOE

BBITIQZICHUE BOJIOC MPHUBOJUT K THe3AHOMY Wim nuddysnomy obmpicenuto. [lo kparo
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pPOCTOBOM 30HBI HAAO JIOOM y OOJBHBIX HEPEAKO pAacloiaralTcsi «CTOJIOUKNY,
oOpa3zoBaBIIMecs U3 00JJOMaHHBIX BOJIOC. Bo3MokHO BbITIazieHne OpoBeil M pecHUII.

Hecnennguyeckne Ko:KHbIe BBICHINAHMA HAOMIOJAIOTCS y OOJBHBIX IpH
Bbicokoi akTtuBHOCTH CKB; mpencraBieHsl BCeMU OCHOBHBIMU MOP()OIOrHMYECKUMU
BUJAMH  KOXKHBIX 3JIEMEHTOB — OT MSTHHUCTO-NANYJE3HBIX JIO OyJUIE3HBIX.
Pacnonaratrorcst CUMMETPUYHO, IPUYEM Ha Pa3HBIX y4YacTKaX KOXXHU OJHOBPEMEHHO
MOTYT HaOJIOAaThCS Pa3InYHbIC AJIEMEHTHI. B akTHBHOM mepuojie 3a00JeBaHUs TaKKe
4acTo HAOIIOAA0TCS KCepoaepMus, neopmanus U JOMKOCTh HOI'TEH.

IMopasxkenue cJAM3UCTHIX 000104€eK

Huarnoctupyercs Ooisiee yeM y 30% aeteil B aKTUBHOM MEPHOJIE OOJIE3HH.

BosuaHoyHasi 3HaHTeMa — DJSPUTEMATO3HO-OTEYHbIE IISITHA C YETKUMHU
TpaHUIlaMd ¥ HWHOTJA C 3PO3MBHBIM ILEHTpoM. [IsiTHa pacmomaratoTcss B 00JacTH
TBepaoro Heoa. [1o nepudepun nsaTeH Hepenko o0pa3yroTcs TeJIeaHTUIKTa3HH.

AdTo3HbIH cTOMATHT — O0€300JIC3HCHHBIC S3pO3HMBHBIE WM (pexke) Ooiee
ryOOKHe SI3BEHHBIE OYard C KEPaTOTHUYECKUM OOOJKOM W HMHTEHCHUBHOM IPUTEMOI.
PacnonararoTcst npeuMyIeCTBEHHO Ha BHYTPEHHEH MOBEPXHOCTHU IIEK U JIeCHAX.

XeHJIUT — MOopakeHUe KPacHOM KalMbl Ty0 — MpOSBIAETCS MOJYEPKHYTOCTHIO
o0oJika Mo Kparo ryObl, OTEUHOCTbIO, runepeMueit. Yaimie nmopaxaercss HUXKHSS TyoOa.
DopMUpYIOTCS TPEIIMHKH, SPO3UU WM SA3BOUYKH, TOKPHITHIE CEPO3HBIMH WJIM CEPO3HO-
KPOBSIHUCTBIMU KOPOYKAMHU C MOCIEIYIOIIUM Pa3BUTHEM PYOI1I0BON aTpoduu.

IHopaxeHnue cycraBoB

Y 90% 3aboneBmMX HAOMIOAAIOTCS apTPaIrdd B KPYMHBIX M MEIKHX CycTaBax
KOHEUYHOCTEW, apTpPUT. APTPUT MOXKET HOCUTH OCTPBIM, MOJOCTPBIM U XPOHHYECKUU
xapakrep. s ocTporo aprputa TUNUYHO MHOXECTBEHHOE M Yalle CHUMMETPHUYHOE
nopaxeHne cyctaBoB. Hanbosiee yacTo mopa)karoTcsi MpOKCUMAaIbHBIE MEeK(aTaHTOBbIC
CYCTaBbl KHCTEW, KOJIEHHBbIC, TOJICHOCTOIIHBbIE M JIOKTEBBIE CYCTaBbl. XapaKTEpPHBI
BbIp@XCHHbIC TMEPUAPTUKYJSIPHBIE peakUuu, OoyieBble KOHTPakTypbl. CHMITOMBI
OBICTPO MCUe3at0T 1ociie Havana jeyeHus ['K.

[TomocTphlil apTpUT XapaKTepU3yeTcsl ATUTEIbHBIM, BOJTHOOOPA3HBIM M HEPEAKO

nporpeccupytomuM TeueHueM. l[lopakeHHble cycTaBbl 00JI€3€HHBI, SKCCYJTATUBHbIE
13



U3MEHEHUSI B HUX YMEPEHHbIE; OrpaHMYeHUEe (QYHKIUH — Mpexoisiee, yTPEHHss
CKOBAHHOCTb — HEMPOJAOJKUTEIIbHAS.

[Ipu xpoHuueckoMm apTputTe QopMHUpYyETCs BepeTeHOOOpa3Has aedopMaius
POKCUMAaJIbHBIX MexK(paraHTOBBIX CyCTaBOB NajbLEB KHCTEH. [Tpu
PEHTTEHOJIOTUYECKOM UCCIEAOBAHNN TUATHOCTUPYIOT OCTEOTIOPO3.

IMopaxenue kocreu

VY 10—15% 3a0oneBmMX pa3BUBAETCSA aCENTHUYECKUN HEKPO3 (KOCTHO-XPALIEBAS
CEKBECTpallUsl C BTOPUYHBIM OCTEOCKJIEPO30M) 3MHU(H3a TOJOBKU OCIPEHHON KOCTH.
Jpyrue koctu mnopaxarTcs penko. KimHu4Yeckw mnposiBiIseTcsS CTOMKOW OOJIbI0 U
HapylieHueM (QYHKUMUA cycTaBa. Y JeTell BO3HMKAeT 3HAYUTENIBHO pEexe, YeM Yy
B3pPOCIIBIX.

ITopa:keHue MbIIIL

Ha6nronaercs y 30—40% neteit B aktuBHOM niepuoje CKB. Yarme nopaxkarorcs
IIPOKCUMAJbHBIE MBIIIIBl KOHEYHOCTEM: pPa3BUBAIOTCS MHUAITHH C BOBJICYECHUEM
CUMMETPUYHO PACIIONIOAKEHHBIX MBI U MOJUMHO3UT, XapaKTePU3YIOIIHiCsS O0IsIMU B
MBIIIIAX, O0JIE3HEHHOCTBIO UX MPHU MajbHalli, YMEPEHHBIM NOBBILICHUEM aKTUBHOCTHU

dbepmenToB Mmeleunoro pacnana (KOK, anbnomnassr).

Ilopa:keHue cepo3HbIX 000/109€EK

[IneBpa, nepukap/ win OpIOLIMHA BOBJIEKAIOTCS B MATOJIOTMYECKHM MPOLECC Y
30-50% OoNbHBIX.

IleBpur — CUMMETPUYHBIM, yaimie Ccyxou. IIpu BBICOKOM AaKTUBHOCTH
3a00JIeBaHUSI MOKET HOCUTh 3KCCYJIaTUBHBIN Xapaktep. [IpoTrekaeT OeccUMNTOMHO, HO
MOKET TPOSIBIIATHCS CYyXUM Kaluiem, OojisMHu B TpyaHou kietke. [Ipu ayckymbpTanuu
BBISIBJIICTCS LIYM TPEHUS TLJICBPBI.

[lepukapauT y nmeredd HaOJIOmaeTCs Yaiie, 4YeM y B3pOCHbIX. B OOJbIIUHCTBE
CJIy4aeB IIPOTeKaeT 6e3 APKOi KIMHUYECKON MaHupecTalluu U 0OHAPYKUBACTCS TOJIBKO
npu OxoKI' (yronieHue M cemapauus JUCTKOB 3MHU- U nepukapaa). [Ipu Bwicokoi

AKTUBHOCTH 3a00JIEBaHUS COIIPOBOKAACTCSA CKOIUICHUCM JKCCyJdaTa, B OTIACIbHbIX
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CJIy4asiX TPH TOSIBJICHUH MAaCCHBHOTO BBIMIOTA MOXET BO3HUKHYTH yTrP03a TAMITOHAIIBI
cepaua.

AcenTHYECKUI MEPUTOHUT COMPOBOXKAACTCS KIMHUYECKOW KapTUHOM OCTPOro
kuBoTa. OTMedaercss OrpaHHYEHHOE TMOpaXeHWE  OpIOMUHBI  (TIEPUTEMATHT,
nepucIieHuT). MoryT HabmoaaThCs 00JM B oipedepne.

Ilopa:keHue peciMpaTOPHOIO TPAKTA

Ha6mromgaercs y 10—30% 3aboneBmmmx.

OcTpblii BOJYAHOYHBII MHEBMOHHUT Pa3BUBACTCA MPH BBICOKOW aKTUBHOCTHU
3a0oneBanus. KinMHWYECKHM TPOSBISETCS KaluleM, OJBIIIKOH, aKpOIIMaHO30M,
OCITa0JICHHEM JbIXaHHUS W BO3HUKHOBEHHEM XPHWIIOB B JIeTKHX. [Ipu peHTreHorpadum:
CUMMETPUYHO PACIOJIOKEHHbIE HHOUIBTPATUBHBIE TEHW B JIETKUX, JAUCKOBUIHBIC
aTeJIeKTa3bl, INIEBpoAHaPparMagbHble CIANKY.

XpoHnYecKOe HMHTEPCTHIHAJIBLHOE TOpa’keHue JIerKUX  KIMHAYECKH
MPOSIBIISIETCS pU3HaKaMu MEJJICHHO porpeccupyronei JIIXaTeJIbHOU
HEJJOCTATOYHOCTH. [Tpu peHTreHorpaduu: yCHUJICHUE u nedopmarus
WHTEPCTUIIMAIBHOTO PUCYHKA.

Jlerounnle (aJbBeOJIIPHbIE) TeMOPPAruM KIMHUYECKH TIPOSBIISIOTCS OCTPHIM
pECIUPATOPHBIM JTUCTPECC-CUHAPOMOM; COIPOBOXKIAIOTCS BHIPAKECHHOM THITOKCEMUEH.
VY nerert 0TMEUArOTCsl OY€HBb PEAKO. MOTYyT IIPUBECTH K JIETAIIBHOMY UCXOMY.

Jlerounass rumepreH3uss QopMupyeTcss B pamkax aHTU(OocHOIMIUAHOTO
cuaapoma (ADC), y neteit HabIr01a€TCA PEAKO.

Tpom603 cocy10B M HHPAPKT JETKUX HAOIIOAIOTCS y IETeH KpalHe peKo.

IMopaxenue cepaua

PazBuBaercs y 52—89% 3aboneBmux. Hanbonee yacto mopaxaroTcs 000JI0UYKH
cep/ilia U MUOKap/, peke — KOPOHAPHBIE COCY/bI.

MuokapauT XapakTepU3yeTCs PpaCUIUpPEHHEM TpaHMIl CEepAla, H3MEHEHHEM
3BYYHOCTH TOHOB, CHM)KEHHUEM COKPATHTEIHLHON CIIOCOOHOCTH MHOKap/ia, HApyIICHHEM
CEepJICYHOT0 PpUTMA U  MPOBOJUMMOCTH, TMOSBJICHUEM MPU3HAKOB  CEPJICUHOU
HEJI0OCTaTOYHOCTU. KiMHWYecKue MpOosIBICHUS dYalle CKyJIHble U OOHApYKUBAIOTCS

TOJIBKO ITPHU KOMITIIICKCHOM MHCTPYMCHTAJIbHOM HCCJICIOBAHUU.
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JHAOKAPAMT B TOCIEIHHE TOJbl HAOMIOMAETCS peke. BBIABISIOT BajIbBYJIUT
MUTPAIILHOTO0, PEKE — A0PTAIHHOTO MJIM TPEXCTBOPUYATOIO KIANAHOB, UM €r0 UCXO/JIbI B
BHUJIE YIUIOTHEHHUS CTBOPOK. DOpMHpOBaHME MOPOKOB CEpAlla HE XapakTepHO H
BCTPEYAETCS KPAWHE PEIKO.

ATHUNMYHBIA OopoaaBuaThiii IHAOKApAUT JImOMana-Cakca — crienupuyuHbII
npuzHak CKB. Xapakrepusyercss oOpa3oBaHueM OOpOJlaBUaThIX  HAJIOXKEHUUN
auaMeTpoM 1—4 MM B ydacTKax MEJKUX W3bA3BICHUM SHIOKap/aa. Bo3MOXKHBI
MOSIBJICHUE MEJIKUX nepdopainii CTBOPOK KilanaHoB U pa3pbiB xop: pu IXoKI' B atux
CJy4asix BBIABIISIOT BEreTaluu Ha kianaHax. HaGmrogaeTcs HeyacTo.

Koponapur y gereii HaOmomaercss penko. I[lpoTekaer OGeccUMNTOMHO,
JMArHOCTUPYETCS] Ha OCHOBAaHMU WHCTPYMEHTAJIBHOTO oOcienoBanusi. B peakux
CIIy4asix pa3BUBAIOTCS aHEBPU3MbI KOPOHAPHBIX apTEPUNA.

ITopaxenue movexk

Hedppur npu CKB xnuHnuecku puarHoctupyror y 70-75 % npereir. VY
OOJILIIMHCTBA OOJBHBIX OH Pa3BUBAETCA B TE€UEHHUE MEPBBIX 2 JET ¢ MOMEHTAa Hauaja
3a0oseBaHus, a mpuMepHo y 1/3 — yxke B ero neodrore.

ITo xnaccudukaun BO3 BeiaensoT 6 Tunos nopaxeHus nouek npu CKB

Kiaccudukanus nopaxxenus nouek nmpu CKB (BO3)

Tun Onucanue Kimmaunko-nabopatopHsie
MPOSIBIICHUSA
I Tt OrcyTcTBHE  HM3MEHEHUW 1O  JaHHBIM | OTCYTCTBYIOT

CBETOBOH, = WUMMYHO(IIOOPECIIEHTHONH U

DIIEKTPOHHON MUKPOCKOIIUU

IT T A Me3zanruaneueiii Tiomepyionedpur (I'H) c | OrcyTcTByroT
MUHUMAJIbHBIMA U3MEHEHUSIMU (OTCYTCTBUE
CBETOONTHYECKUX W3MEHEHUW B Owuomnrare
Opy  HAJIUMYUU  OTJIOXKEHUH  UMMYHHBIX
KOMILJIEKCOB B ME3aHTMYM€ IO JIaHHBIM

UMMYHO(IFOOPECIIEHTHOH U DJIIEKTPOHHOM
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MUKPOCKOTINH )

I Tur B

Me3zanrnaneneiii 'H (paznuunas creneHb
ME3aHTHAIILHON TUIEPKIETOYHOCTH C

HaJIM4YucM HNMMYHHBIX JACIIO3UTOB B

ME3aHTUH)

[Iporeunypuss < 1 r/cyr

OputporuThl 5-15 B 11/3p

I T

Ouaroseiit nponudeparuBubiii ['H (axTuBHOE

nin XPOHHUYICCKOC, CCIrMCHTApPHOC 501041
TOTAJIBHOC, OHAO- HIIM OJOKCTPAKAIIUIIISAPHOC
IMOBPCKACHHUC C BOBJICHCHHCM MCHCC 50%

KJIIyOOUKOB)

[Iporeunypust < 2 r/cyr

Oputpouutsl 5-15 B 11/3p

IV tun

Hudbdysssiii npomudeparuubiii I'H (Te xe
n3MeHeHus, uto B kiuacce III ¢ BoBieueHuem

oonee 50% kiryOOUYKOB)

[Iporeunypust > 2 1/cyT
Oputpouutsl > 20 B 11/3p
ATl [Toueunas

HCOOCTATOYHOCTD

V tun

MemOpaHO3HbBIH I'H (paBHOMEpHOE

YTOJIICHUE 0azanbHOM MeMOpaHbl
KITyOOYKOB BCIEACTBUE CYOAMUTEIHATBHOTO
u BHYTPUMEMOPAHHOTO OTJIOKEHUS

HNMMYHHBIX KOMHHGKCOB)

[Iporeunypust > 3,5 r/cyr
CxynHbIi MOYEBOM

0CaJoK

VI tun

XpOHUYECKUH TJIOMEPYIIOCKIIEPO3

(nuddy3HbIit 17§ CErMEHTapHbII

TJIOMEPYJIOCKIEPO3, aTpodusi KaHAIBIIECB,

WHTEPCTUIINATBHBII bubpos,

apTEPUOIIOCKIIEPPO3)

AT
[Houeunas

HEOOCTAaTOYHOCTD

IMopaxkeHue KeJ1yJ0YHO-KUIIIEYHOT0 TPAKTA

Haobmonaror y 30-40% nereit ¢ CKB. KinuHuuecku OTMEUarOTCS CHUIYKEHHE

anmeTuTa, TOIIHOTA, OOJNM B J>KHUBOTE, WHOTAA aAuapes. [Ipy >HAOCKOMHYECKOM

UCCJIEIOBAHUM BBISIBIISIIOT 330()aruT, racTpuT U (UJIM) TYyOJEHUT; Y 4acTH OOJIbHBIX —

3PO3UHU U S3BBL.
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Ilopa:keHue KHIIEYHHKA TIPOSIBISIETCS TeMopparusmMu, WHGMapKTaMu W
HEKpO3aMH IMocieayommen nepdopamueid 1 pa3BUTHEM KUIIEUHOTO KPOBOTEUCHUS WU
(GbuOpUHO3HO- THOMHOTO TEepUTOHUTA. BeTpeuaeTcs peako, CYIIECTBEHHO YXY/IIAeT
MPOTHO3, OTPEACIIAET Pa3BUTHE BOJTYAHOYHOTO a0 JOMHUHAIILHOTO KpH3a.

Ilopaxenue me4eHM XapakTEepu3yeTcs TrenaToMeranueit, rematutom. llpu
couetanuu CKB u A®C pa3BuBaroTcsi UHPApKThl MEYEHU, TPOMOO3 NEYCHOUHBIX BEH
(cungpom banna—Kuapu.

IMopa:keHue noaxKeNyA0UHOM xKejie3bl (IAHKPEATHT) MOXKET OBITh CJIE/ICTBUEM
narojoruyeckoro npoiiecca B pamkax CKB unu BozaeiictBus 6oapiux 103 'K,

Ilopa:keHue HePBHOI CHCTEMBI

Huarnoctupyercs y 30-50% nereit.

Ilcuxnyeckre HApPyLIEHUS — OCTPBIM IICUXO03 C IOSBJICHHEM MPOAYKTUBHOU
CUMIITOMATHKHU B BUJIC 3pUTENIBHBIX U CIYXOBBIX  TaJUIFOLMHALINIA;
30 peHono00HbIE paccTpoiicTBa; apeKTUBHBIE CUHAPOMBI (MaHUAKAIBHBIA U
JENPECCUBHBIN ); IBUTaTEIbHOE OECITOKONCTBO; HAPYIIEHUS CHA U JP.

Oprannyeckuii MO3roBOM CHHAPOM — TMPOTPECCUPYIONIECE YXYIUIECHUE
KOTHUTUBHBIX (QYHKIUN (MaMsTH, BHUMAaHMS, MBIIUICHUS), 3aMETHOE CHUXEHUE
WHTEJJIEKTA, YXYIIICHUE YCIEBAEMOCTH B WIKOJE; yTpaTa OINPE/IEICHHbIX HAaBBIKOB;
HYMOIMOHAJILHO-JIMYHOCTHBIE PACCTPONCTBA (APMOIIMOHANIbHAS JIAOMIBLHOCTD, allaTus,
Jerpeccusi, “iHoraa sidopus u ap.).

TonoBHast 060JIb MOXET HOCHUTh MHIPEHENONOOHBIA XapakTep U OBITH
€AUHCTBEHHBIM nposBieHueM CKB.

Cyn0opoxHbIil CHHAPOM — reHepaln30BaHHbIE MU TU(DOPMHBIEC TPUTIAIKH.

Xopesi 0AHOCTOPOHHSIA WM F'eHEPAIN30BAHHAS.

Tpan3uTopHble HAPYIIEHUS] MO3rOBOIr0 KPOBOOOPAILEHUSI XapaKTEePU3YIOTCS
0OIIIEeMO3roBOM, 0YaroBOM WJIM CMEIIAHHOW CHMIITOMATHKOM, COXPAHSIOIICHCS HE
oonee 24 4.

Nmemuvecknii MHCYJAbT HAONIOJACTCS Yy JETEM 3HAUYUTENBHO PEXKE, YeM Y
B3pOCIIbIX, 1 00b19HO Tipu coueTanun CKB ¢ ADC.

BHyTprMo3roBbie KpoBOM3IUSIHUS.
18



IHopaxeHue CIMHHOIO MO3ra (IONEPeYHbI MHEIMT) IPOSBIAETCS HUKHUM
rapanape3oM, HapylUIEHUEM YYBCTBUTEIBHOCTM B HHWXKHEW TOJIOBUHE TYJIOBUIIA,
Ta30BBIMU PACCTPONCTBAMHU, BHIPAXKEHHOW 0OJIbIO B CIIMHE.

IHopaxkeHue 4YepenHO-MO3roBbIX HEPBOB — IJ1a30/BUTATEIIbHBIX, TPOUHUYHOTO,
JIMLIEBOTO WM 3PUTENBHOTO.

IMopaxenune mnepudepuyeckod HEPBHOM CHCTEMbI IIPOTEKAET MO THUILY
CUMMETPUYHON JUCTAIBHOU, IPEUMYIIECTBEHHO CEHCOPHOM, NOJIMHENPONIATUH, PEAKO
— MHO>KECTBEHHOW MOHOHENUPOIIATHUH.

B OTHEIBbHBIX cayyJasx pa3BuBaecTCA CUHAPOM I'mitiena—bappe
(ocTpasiBocauTeIbHAS MTOJUPATUKYIOHEHpOTaTHs).

Iopa:xkeHnue oprana 3peHust

Bcerpeuaetrcss nocrarouno penko — y 3—5% 3aboneBmmx. KauHUYEeCKH MOXET
MPOSIBIIAATECSL B BUJAE DNUCKIEPUTA, HUPUIOLUMUKINTA,HEBPUTA 3PUTEIBHOTO HEPBA,
peTUHOBACKYJIUTa (OKKIIO3USI COCYNIOB, CYOpETHHANbHBIH U pPETUHAIBHBIA OTEK,
reMopparuu), mpojudepaTuBHON PETUHONATUN U HAPYIICHUS 3PCHUSL.

AnTH(OCOTUNNIHBII CHHAPOM

VY nereit ¢ CKB mpu pazButuun ADC nHaunbonee uvacto (44%) nabmromaercs
TpOMOO3 MEJIKHUX COCYI0B. BeHO3HBIE TpomMOO3bl pa3BuBaroTcS y 28% NaIllMCHTOB,
apTeprabHbie — y 25%, cMemanabie — y 3%. XapakTepeH peluIuBUPYIOITU TpoMO03
COCYZIOB JIO0Oro KajiuOpa W JIOKaJIU3alud. DTO OMNpEAENsieT IIMPOTY CHEKTpa €ro

KIIMHUYCCKHX HpOfIBJIeHI/IfI.

Oci0xxHeHus1

MoueBbiIeTUTEIbHASL ~ CUCTEMA:  apTepHalibHAas  THNEPTECH3MS, IOdYeyHas
HEJI0CTaTOYHOCTb.

CepaevHo-cocyaucTasi CHCTeMa: aTepOCKIepO3, KapUOMHUOIIATHS.

NmvmMyHnHas cuctema: ydactble WH(DEKIIMOHHBIE 3a0o0sieBaHMs, (DYHKIIMOHATbHAS
aCTICHUSs, 37I0KaYeCTBEHHBIE HOBOOOPA30BaHUSI.

CKeNneTHO-MBIIIeYHast CUCTEMa: OCTEOTIOPO3, KOMIIPECCHOHHBIE TIEPEIIOMBI.

OpraH 3pCHM:A. KaTapaKTa, INilayKoMa, CJICIIOTaA.
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OHJIOKpUHHasl cucTeMa: Auader, 3aJep)KKa pocTa, IOJOBOrO Pa3BUTHA,

OKUPCHUC, HCBBIHAIIIMBAHNC 6epeMeHHOCTI/I.

JInarnocruka

JlabopaTopHbIe UCC/IeI0BAHMS

Knunnueckuit ananu3 kpoBu: yenuuenue COD, neiikoneHus ¢ auMQoreHue,
TPOMOOIIUTONICHUS], TEMOJIUTHYECKAsi aHEMUS C TIOJIOKUTENbHOU peakuuen KymoOca.

BuoxumMmnyeckue 1 MMMYHOJIOTHYECKHE UCCIIEI0OBAHNS KPOBH:

AntunykieapHsiii pakrop (AHD) BeisiBisieTcst y 95% 001bHBIX; CIEU(PUIHOCTD
NpU3HAaKa HEBEJIMKA, MOCKOJIbKY OH HEPEIKO OBIBAET MOJIOKHUTEIbHBIM Yy OOJIBHBIX C
JPYTUMU PEBMATUYECKUMU U HEPEBMATUYECKUMHU 3a00JI€BaHUSAMH.

Anturena k aycnmpansHo JIHK BoiBisitorcs 'y 40-70%  GOJbHBIX;
Bbicokocnieruuunbl 11 CKB, uX ypoBeHb OOBIYHO KOpPPEIHUPYET C AKTUBHOCTBHIO
BOJIYAHOYHOTO He(dpuTa.

AHTHTEna K  TUCTOHAM  Ooyiee  XapakTepHbl  JJid  JIEKQpCTBEHHOIO-
BOJTYaHOYHOMOA00HOTO cuHApoMa; rpu CKB — accounnpoBaHbl ¢ pa3BUTHEM apTpPUTA.

AntuTrena Kk Sm-aHtureny  BeisBISEOTCS 0y 20-50%  OONBHBIX;
BbicoKocnerupuunbl 115t CKB.

Anturena k PHK-nonmumepase (Ro-anTureny) u npoTenHy, BXOSAIIEMY B COCTaB
PHK (La- antureny), menee cnernuduunsl ais CKB; acconunpoBansl ¢ numdoneHue,
TpoMOonuTONeHNEH, GOTOIEPMATUTOM U JIErouHbIM (hudpo3om. Mx oOHapykuBaroT y
60—80% OompHBIX ¢ cuHapomoM lllerpena; xapakTepHnl ajisi OOJBHBIX IMOJOCTPOM
KOKHOM U JIEKapCTBEHHOM BOJIYAHKOM.

Antudochomunuansie anturena (AT k kapanonununy, AT k B2-rnukonpoTenny
I, BoTuaHOUHBIN aHTHKOATYyJSHT) oOHapyxuBatoTcs y 50-60% nereit ¢ CKB u, kak u
JIO’KHOMOJIOKUTENIbHAS peakuus BaccepmaHa, sIBASIOTCS CEpPOJIOTHYECKUMU MapKepamMu
BTOpr4HOrOo ADC.

Pesmarounbiii aktop Hepenko BhIABIAIOT y nerert ¢ CKB ¢ BhIpakeHHBIM

CYCTaBHBIM CUHAPOMOM.
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CHmwkeHue oOmer reMoauTudeckor akTuBHOCTH KomruiemeHTa (CHS0) u ero
koMoHEHTOB (C3, C4) 00bIYHO KOPpEIUPYET C aKTUBHOCTHIO BOJTUYAHOUHOTO He(pHTa,
B OTJCJIBbHBIX CIy4yasiX MOXKET ObITh CIIEJCTBUEM T€HETUYECKU JIETEPMUHHUPOBAHHOTO
nedunura.

KinvHnyecknii aHanu3 MOYM: MPOTEUHYPHS, TeMarypus, JEHKOLUTYpHs,
UUAJIMHIPYPUSL.

NHcTpyMeHTaNbHBIE HCCIEI0BAHUSA

OKI': npu3HaKy UIIEMUH MUOKApJa.

Ox0oKI": Y3-npuszHaku nepukapanuTa, MUOKapauTa, SHIOKAPAUTA, BaJIbBYJIUTA.

VY3U opraHoB OproumIHON TMOJIOCTH, MOYEK: TemaTOMErajius, CIUICHOMETaIus,
YBEIIMUEHUE TOJHKEITYJOYHON >KENe3bl, YBEIUYEHUE MOYEK, U3MEHEHHUE 3XOT€HHOCTH
MapEeHXMMATO3HBIX OPTaHOB, HAPYIIIEHUE KPOBOTOKA, KUJAKOCTh B OPIOIIHOM MOJIOCTH.

KT opranoB rpyaHoii KJIE€TKU: THEBMOHUT, TUIEBPUT, HH(DAPKT JIETKOTO.

KT u MPT OpromHoil monioctd: HH(APKThl MapeHXMMATO3HBIX OPraHoB,
OKKJIIO3USl COCYZIOB, T'€MaTOMEraivs, CIUICHOMETalMs, YBEJIUYECHHE TMOHKEITyA0YHOMI
JKEJEe3bl, YBEIMYEHHUE TMOYEK, M3MEHEHHWE CTPYKTYpPhl NapEeHXUMATO3HBIX OpPraHOB,
XKUIKOCTh B OPIOIIHOM MOJIOCTH.

KT 1 MPT rosioBHOTO M0O3ra: KpOBOU3JIUSHHS, UHCYJIBT.

JIByxaHEepreTuueckas  pPEHTTCHOBCKasg  OCTEOJCHCUTOMETPHUSA:  CHUXKEHUE
MHHEPAJIBbHOW MIIOTHOCTH KOCTHOM TKAaHMU.

D30daroracTpoayoACHOCKONHUSI: TaCTPUT, 330(aruT, MYyOJICHUT; y TMAaIUCHTOB,
nonyvaromux Tepanuio 'K, MOTyT BBIABISTBCS SpPO3UUM U SI3BBI BEPXHUX OTJICIIOB
YKETyI0YHO-KUIIIEYHOT'O TPAKTa.

Kononockomnusi: Hecnienupuieckoe BOCTIAIICHUE KUIIICUHUKA.

DnexkTpomuorpadus (Mo MoKa3aHUsIM): MUO3UT.

Kpurepuu 1MarHocTuku
Hnst  ycranoBnenuss auarHoda CKB — Hauboniee MIMPOKO — HCHONB3YIOT

KJIaCCU(PUKALMOHHBIE KPUTEPUU AMEPUKAHCKON KOJIJIETUHA PEBMATOTHH.
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Kpurepun AmeprkaHcKoi Kojuierud peBMarosnoros s guarnoctuku CKB (1997 r.)

Kpurepun

Onpenenenue

1. Bricbimanus B

CKYJIOBOM 00J1acTH

cDI/IKCI/I]:’)OBaHHa}I OPUTCMaA: INNIOCKAA HJIN IIPHUIIOJHHUMAIOMIAACAH
Ha CKYJOBBIX IOyrax C TGHI[GHHHGﬁ K pacClpoCTPaHCHHUIO Ha

Ha30J1a0uajbHbBIE CKIIAIKN

2. Jluckouanbie | DpUTEeMaTO3HbIE PUIIOTHUMAIOIIIHUECS OIATIKH C

BBICBHITTAHUS KEpaTOTHYECKUM  HapymieHueM W (OJUTUKYISIPHBIMU
mpoOKamMH; Ha CTaphlX oOdYarax MOTYT  BCTpEUYaThCS
aTpoduueckue pyounku

3. KoskHbIe BBICHIIAHUS KaK PE3ylbTaT HEOOBIYHOW pEakIMH Ha

doToceHcHOMIM3aIUs | THCOJIALINIO, 110 JaHHBIM aHAMHE3a WJIM HAOJI0IEHUIM Bpaya

4. SI13BBI IOJIOCTH pTa

S3BBI BO PTYy WM HOCOTJIOTOYHOM 0O0JacTH, OOBIYHO

0e300JIe3HEHHBIE, BBISIBIISIET Bpad MPU OCMOTPE

5. Aptpur Hespos3uBHbil  apTpuT > 2 nepudpepruuecKux CyCTaBOB,
XapaKTepU3yIoIuiics 00JI€3HEHHOCThIO, MPUITYXJIOCThIO WU
BBITIOTOM

6. Cepo3ut [IneBput (mneBpanbHBIE OOMM B aHaMHE3€, IIyM TPEHUS

IUIEBPHl TPU  AYCKYJIbTALlUM, TIJIEBPAJIbHBIA BBINOT) W/WIN
[lepukapauT (LIyM TpeHus MHepuUKapa, BBIIIOT B MEpUKap/IE,

OKT - mpuzHakm)

7. llopaxkeHue moyek

Croiikas npoteunypuss > 0,5 r/cyr wiu Hununapypus
(3puTpOLUTAPHBIE, TEMOTIOOMHOBBIE, 36PHUCTHIE, CMEILIAHHBIE

AJTHHAPHI)

8. Hesposornueckue

HapylIlIEeHUs

Cynoporn wiM 1NCHUX03, HE CBSI3aHHBIE C IPUEMOM JIEKAPCTB
WM METa0OJIMYECKUMHU HapyLIeHUSIMU, BCJEACTBUE YPEMUH,

KCTOAOMna03a, JICKTPOJIUTHOI'O I[I/ICGaJ'Icha

9. T'emartonoruueckue

HapyILIEeHUs

I'emonuTHyeckas aHeMusi ¢ peTUKYJIOIUTO30M Jlelikonenus (<
4,0 x 109/n) npu 2-x unu Oonee onpenenenusx Jlumponenus

(< 1,5 x 109/m) mpu 2-x wumm Ooyiee HCCIEAOBAHUIX
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Tpombouuronenus (< 100 x 109/1), He cBsI3aHHAs C IPUEMOM

JIEKapCTB
10. Nmmynsbie | AnTutena kK HatuBHOM JIHK B MOBBIIIIEHHBIX TUTpax
HapylIeHUs Hannuwne antuten k Sm-aHTUTEHY

Hamnuune ADJI:

1) noBeruennsiit Tutp AKJI (IgM unu IgG);

2) BBISBIEHHE BOJYAHOYHOTO AHTHUKOATYJISTHTA CTaHIAPTHBIM
MeTonoM; 3) JIOKHOMOJIOKHUTENIbHAs peakuus Baccepmana B
TE€UYEHUE HE MEHEE

6 MeC TpHU OTCYTCTBUHM CHUGUIUCA, TOATBEPKICHHOM C
MOMOIIBIO PEAKIMK HUMMOOWIN3alUK OJIETHON TPErOHEMBI
W B TeCcTe abcopOuuu (baroopecuupyromux

AHTUTPCIIOHCMHBIX aHTHUTCII

11. Antunyxneapusiii | [loBeimienue tutpa AH® B Tecte MMMyHOGIIOOPECIICHIINH

bakTop WM B JIPYTOM CXOJHOM TECTE€, HE CBSI3aHHOM C IMPUEMOM
(aHTHHYKJICapHBIE JIEKapCTB, CIOCOOHBIX BBI3BIBATH JIEKAPCTBEHHYIO BOJTYAHKY
aHTUTENA)

[Ipu Hamuuymm y OosbHOTO 4-X WM OoJee MPU3HAKOB B JIHOOOM COYETAHHH
muardo3 CKB cunrtaercst 1OCTOBEpHBIM, MPU HAJTUYUU 3-X MPU3HAKOB — BEPOSITHBIM.

YyBCTBUTENBHOCTh JaHHBIX KpUTEpHEB cocTaBisgeTr 78-96%, a cneuuduunocts — 89-

96%.

JAuddepeHunanbHblii AUATHO3

HeoOxoaumo mpoBOAWTH CO CIAEAYIOIMMMH 3a00JICBAHUSIMU: PEBMATUUYECKUC
6onesnn (cuctemubii FOUA, 10BEHWIBHBIA JEPMATOMUO3UT, OCTpas pPEeBMATUYECKAs
nuxopanka, Oone3nb  I[llennerina—I'eHoxa, mnepBuuHbi A®DC,  y3eIKOBBIH
MOJUAPTEPUUT, MHUKPOCKOMUYECKUN TOJMAHTUUT, CUCTEMHBIA CKIEpO3 U Jp.),

IreMaToJIOTrHM4CCKHE 3a00J1eBaHM (FGMOJ’II/ITI/I‘IGCKa}I aHEMMU, NONOIIaTHYCCKasa
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TPOMOOILIMTONIEHUYECKAS nypmypa), mumponponudepaTuBHBIE 3a00neBaHuUs
(mumdorpanynemaro3, aumpoma), uHbekuu (6oppennos, wiu Oose3Hs Jlaiima),
BUpycHble renatuthl B u C ¢ BHENEYEHOYHBIMH NPOSBICHUSIMH, TyOepKyIies,
cupumuc,uepcuano3, BUY-undexnus w ap.), BOCHAIUTEIbHBIE 3a00JICBAHMS
KUIIEYHUKA (HECTICIIM(PUUCCKHUA S3BCHHBIA KOJIUT C CHUCTEMHBIMU TIPOSBICHUSIMH,
oone3np Kpona), OonesHum modek (IJIoMepyiaoHehpUT U Jp.), HHOEKIMOHHBIN
OHAOKAPJIUT, JICKQPCTBCHHAs BOJMAHKA W TAPAHEOIJIACTUYECKUH BOJYAHOYHO-

OA0OHBIA CHHJIPOM.

Jleyenue

HeMmennkaMeHTO3HOE JICUCHHE
e Pexxum

B nepuoasl oboctpeHus 3a00J€BaHUs CIIEIYyET OrpaHUYMBATH JBUTATENbHBIA PEXKUM
pedenka. PekoMeHayeTcs: COXpaHATh NPSIMYIO OCAHKY TP XOAb0€ M CUACHUH, CIaTh Ha
JKECTKOM MaTpace W TOHKOW MOoAylIKe. VCKIIIOUUTh NMCUXOIMOLMOHAIBHBIE HArPYy3KH,

npeObIBaHNE HA COJIHIIC.
e Jlueta

Y OGonbHbIX ¢ cuHapoMoM KymimHra 1enecooOpa3sHo OrpaHUYEeHHE MOTpeOIeHUs
VTJIEBOJAOB W KUPOB, MPEANOUTHUTEIbHA O€NKOoBas AuWeTa. YTMOTpeOJIeHWe IHIU C

MTOBBIIIICHHBIM COJICPKaHUEM KaJbIIs U BUTaMUHA D 17151 Mpo(UIaKTHKH 0CTEONopo3a.
o JleueOnas ¢puskynbrypa (JIOK)

JleueObHass (u3KynabTypa, Maccax B TEPUOJAbl HU3KOW AKTUBHOCTU WU PEMUCCHHU

3a00J1eBaHUs.
Xupypruuyeckoe je4yeHue
IToka3zanus:

e [IpoTe3upoBaHue CyCTaBOB B CIIy4ae Pa3BUTHUS aCENITUYECKOTO HEKPO3a KOCTH.
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L TpaHCHHaHTaHI/IH IMOYCK IIpU OTCYTCTBHUH BOCCTAHOBJICHUA (l)YHKHI/II/I IMOYCK 4Y€Pe3 2

rojia OT Hayaja reMoAuaIn3a npu HeponaTHH.

MeaukaMeHTO3HOeE JIeueHHue
[ TIOKOKOPTUKOUTBI

e 1pu BbICOKOM M Kpu3oBoi aktuBHocTU CKB no3a npenHu3ogoHa BHYTph COCTABIISET
1 (1,5) mr/kr/cyt (He 6omaee 70-80 Mr/cyT); IIUTEILHOCTh MPUEMa MaKCUMAJIBHOU J103bI
cocrapisier 8-10 Hexenb, 3aTeM J03y MOCTENEHHO MEMJIEHHO CHWXAKOT 10
noanepxuBatomend (0,2-0,3 mr/mMr maccel Tena B CYTKH), JUIMTEIBHOCTH IpUEMa
COCTaBJIIeT HECKOJbKO JieT. I[lpum pa3Butum o00OCTpeHHs 3a0oJjieBaHUS 7032

MMPpCAHNU30JI0HA MOKCET IMOBBIIIATHCS 10 MaKCHMaHBHOﬁ;

e ipu ymepeHHo aktuBHocTU CKB - 0,7—1,0 mr/kr/cyT, nnmuTensHOCTh puema — 6-8
HEJIeTb C MOCTENEHHBIM CHUKEHUEM J103bl 10 noaaep kuatoieit (0,2-0,3 Mr/kr macchl

TeJla 22 B CYTKHU; NIUTEIBHOCTh IPUEMA — HECKOJIBKO JIET;

e nipu HU3kou aktuBHOCTH CKB - 0,3—0,5 Mr/kr/cyT, mmrensHOCTh TipremMa — 4-6
HEeJIeb, 3aTeM J03bl CHIDKAaeTCs a0 momueprkuBaromeit 0,2-0,3 Mr/kr mMaccel Teia B

CYTKH.
Hyabc-Tepanus I'K

BHyTprBEeHHOE BBEICHHE CBEPXBBICOKMX 03 MeETHINpenHu3zonoHa B goze 10—30
mr/kr/cyt (He Oomee 1000 wmr/cyt) B TedeHuwe 3-5 mocienoBaTeNbHBIX JHEH B

3aBHCUMOCTH OT TSKECTH COCTOSHUS OOJIBHOTO.
IHuToToKCcHYeckne U HeMTOTOKcHYeckne cpeactna (L{C)
ITokazaHwus:

— BBICOKOAKTHUBHBIN HEDPUT;

— Tsxenoe nopaxenue [HC;

— PE3UCTEHTHOCTH K mpeaecTBytoei Tepanuu I'K;
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— HEOOXOJMMOCTh YCWJIEHUSI HMMMYHOCYIPECCUBHOM Tepanmuv TpU  HaJTUYUH

BBIpaXEHHBIX MOO0YHBIX 3PpPexToB ['K;
— peanuzarus crepougocoeperaroniero r3pdexra;

— mojepxKaHue 0osiee CTOMKON peMHUCCHH.

Huxaodochamun (L{P)

[Ipu CKB BbICOKOIl AaKTUBHOCTH, BOJYaHOYHOM Hedpute, nopaxenun [[HC,
noscepo3ute, pedppakrepsom k 'K, npumenstor umxnodochamua (LID) B mose
1,0—2,5 Mr/Kr mMaccel Teja B CyTKH pPer 0S B TEUEHHE HECKOJbKUX MECAIICB WIW B BUJE
nynbc-Tepanuu B go3e 0,5 (0,75-1,0) r/M2 moBepxHocTH Tena 1 pa3 B mecsll ¢

JNANbHEHIINM YBETUYEHUEM IPOMEKYTKA MEXIY HHPY3UIMU.
A3aTHONIPUH

B cnydae unnynuposannoi H{® wmu apyrumu LIC pemuccun BoadaHoyHoro Hedputa
JUISL JICYEHUS CTEPOUJI3aBUCUMBIX W CTEPOMJIPE3UCTEHTHBIX OOJBHBIX C MEHEe
TSKEIIBIMU BapuaHTaMH CKB (TpomMOOLIMTONIEHUEH, BBIPAKEHHBIM 51
pacnpocTpaHEHHBIM KOXHBIM CHHAPOMOM U JIp.) Ha3HavatoT azatuonpuH 1,0—3,0 mr/kr

MacChl TeJla B CyTKHU TOJI KOHTPOJIEeM yucia Jedkouutos (> 4,5-5,0 . 109/n).
HukaocnopuH

[Huxnocnopun B no3ze 2,0-5,0 Mr/kr maccbl Tejla B CYTKM per OS IOKa3aH MpH
CTEPOUIPE3UCTEHTHOM WM PEIUJAUBUPYIONMIEM CTEPOHUI3aBUCUMOM HEDPOTHUIECKOM
CUHJpOME, OOYCJIOBJICHHOM MEMOpaHO3HBIM BOJYaHOUYHBIM HedputoMm (V Kiacc), a
TaKKe€ TMpU TPOMOOUUTONEHWU, AHEMUH, KOXXHBIX W3MEHCHMSX, TMOJIHCEPO3UTE,

pedpakreprom k ['K.
IIpenapatbl MUKO(EHO0J0BON KHUCJIOTHI

Mukodenonata moderus B 03¢ 600 Mr/mM2 mOBEpXHOCTH Tejla 2 paza B CYTKH WJIU
MUKO(EHOJIOBYIO KHCIOTY B 103¢ 450 Mr/mM2 moBepxHOCTH Tena 2 pa3a B CYTKH
MPUMEHSIOT TP HEBO3MOXXHOCTH MPOBOAWTH JiedeHHe [[D B CBs3M ¢ pa3BUTHEM

1n0004YHBIX 3 (HEKTOB WM HEXKEJIaHUEM MalMeHTa, a TAKKe:

* UTSI IO /IepKanus nHAynupoBanHoit L{® pemuccun BoyaHOYHOTO HEQPUTA,
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* UHIYKLIIUK peMuccuu B ciayyasx HeaddexktuBHocTy LD wm npyrux LC;

* KyNMPOBaHUs 3KCTpapeHanbHbIX NpossieHnii CKB mpu pe3ucTeHTHOCTH K JIPYyruM

UTOCTAaTUKAM.
Metorpekcar (MT)

Mertotpekcat B no3e 7,5—10,0 Mr/mM2 moBepXHOCTH Tejla B HEJCIIO PEr 0S B TCUCHHUE 6
Mec U OoJyiee HCIONB3YIOT TPU HETHKENbIX «HemoueuHbix» Bapuantax CKB ¢
PE3UCTEHTHBIM KOKHBIM M MBIIIEYHO-CYCTaBHBIM CHHJpOMaMH JUisl 0oJiee OBICTPOro
JOCTIKeHUsT pemuccud W cHwkenuss no3el ['K. Jlnga mpodunaktuku aedunura
(GonMeBO KHUCIOTBI PEKOMEHAYETCS €€ IOCTOSHHBIA IPUEM BO BpEMS JICUECHHS

METOTPEKCATOM.
AMMHOXHHOJMHOBbIE MPenapaThl (THIPOKCUXJIOPOXHH H XJTOPOXHH)

['unpoxcuxnopoxun B noze 100-400 mr/cyt (mo 5,0 Mr/kr maccel Teina B CYTKH);
XJ0opoxuH B Ao3e 125-250 mr/cyT (o 4,0 Mr/Kr Maccel Tela B CyTKHM) Ha3HA4yaloT B
koMmOuHanuu ¢ 'K ang nmedeHus: koxHo-cyctaBHoro Bapuanta CKB npu Hu3KOH
AKTUBHOCTH, MOJAEPKAHUS PEMHUCCUU U TIPEAYNPEKICHUS PEUUIUBOB MPU CHUKEHUU
103 'K unu oTMeHe IUKIIOCIIOpUHA, a TaKKe B COYETAHWU C aHTUArperaHTaMu s

NpPOPHUIAKTUKNA TPOMOOTHYECKUX OCI0KHEeHU y narueHToB ¢ CKB.
NMMyHOr/100y/1MH Ye10Be4eCKMid HOPMAJIbHbIN

NMMyHOTTIOOYIMH 4YenoBeYeCKUid HOpMalibHBIN B g03¢ 0,2 T/Kr Macchl Teja Ha Kypce
BKJIIOYAIOT B CXEMY TEpamuu MpH TSKEIOM OOOCTPEHUH, BHEMOYEHYHOW IaTOJIOTUU
(tpomOonuronenusi, mnopaxenue L[[HC, pacmpocTpaneHHOe TmOpaxxeHHEe KOXKH U
cM3UCThIX 000sovek, ADC, MHEBMOHUT), a TaKKe MPU MHPEKIMOHHBIX OCIOKHEHUSX

— B no3e 0,4-2,0 r/kr.
buosiornueckue arentsl (anturesa kK CD20 B-numdountoB — purykcumad)

[TIpu CKB BbICOKOI aKTUBHOCTH ¢ mopaxeHnuem nouek, [{HC, nerounsim BackyiuTom,
TPOMOOLIUTOTICHUEH, PE3UCTEHTHOM K CTaHAapTHOM KOMOWHUPOBAHHOM Tepamuw,
OPUMEHSAIOTCSI ~ T€HHO-WH)KEHEpHbIE  OMOJIOTMYECKHE  IpenapaTbl:  XUMEpPHBIE

MOHOKJIOHaNmbHBIE aHTUTENa K CD20+ B-mumdorutam — putykcumad B 103e 375 mr/m2
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MOBEPXHOCTU Tejla BHYTPUBEHHO | pa3 B HeAen0 B TeUeHHUE 4 MOCIIeI0BATENbHBIX

Heseab uin 750 Mr/M2 moBEepXHOCTH Tea IBaX /bl C UHTepBaioM 14 nHEil.
IIpenapaTepl, Oka3bIBalOIlMe BJIANSIHUE HA MUKPOIUPKYJISALMIO

[Tentokcudmmuiua (D) — WHruOUTOp KCAaHTHMHOBOHM (ocdoaueTepasbl, Ha3HAYACTCS
BHYTPUBEHHO KarejabHO B J03¢ 20 Mr Ha ToJl KM3HM B CYTKH, BBEJICHHUE Ipernapara
paznmensercs Ha 2 mnpuema. [Ipemapar BBoauTcss B Teuenwe 12-14 nHelt, 3arem
HEOOXOJMMO TEepeldTH Ha MepopalibHbIA MpHEM IMpenapara B TOM Ke J03e€.
JlmuTenpHOCTh pUeMa mpenapara JI0JbkHa ObITh He MeHee 6- 12 MmecsitieB. [lokazanus:

CUCTCMHAsA KpaCHas BOJIYaHKaA C IIPOABICHUAMU BACKYJIUTA, ITIOPAKCHUCM IIOYUCK, ]_[HC

Jlunupuaamon — BAUSET Ha arperaluio TpOMOOIIUTOB, TyTEM MOBBIILEHUS MOCTYTJICHUS
B KJIETKY aJIEHO3HU/1a, YTO COIIPOBOXK/IAETCS MOBBIILIEHUEM BBIPAOOTKH CTEHKOM COCY/I0B
AIK03aHOUI0B, BKJIOYAs MpocTaluKiInH. [Ipenapar Ha3HayaeTcs B 103€ S MI/KT MacChbl

TeJla B CYTKH B 2-3 npuemMa. [nurenpsHOCTh preMa npenapara — He MmeHee 12 mec,
[Toka3zanus:

¢ CUCTCMHasA KpaCHas BOJYaHKa C IIPOABIICHHAMH BACKYJIUTA, INOPAXKCHHUCM IIOYCK,

ITHC.

[IpenapaTel mNpoOCTarjlaHAMHOB — AHAJIOTH €CTECTBEHHOro mnpocrarjanauHa FEl,
o0naaeT  BBIPAXEHHBIM  cOCyJopacuiupsitonuM  (Ha  ypoBHE  apTEepHo,
NPEKANWUISIPHBIX ~ C)UHKTEPOB,  MBIIICUHBIX  apTepUil), AaHTUArperaHTHbIM WU
AHTOUIIPOTEKTOPHBIM JICUCTBHEM. YIIyUIIalOT MUKPOIMPKYJISAIHUIO U TIepruPEepruIecKoe
KpOBOOOpAIICHHE, CIOCOOCTBYET OTKPBITHIO KOJUIATEPATBHBIX COCYJIOB; YIIYYIIIAIOT
pEoJIOTUYECKUE  CBOWCTBA  KPOBU, CIOCOOCTBYS  MOBBIIIEHUIO  DJIACTUYHOCTH

SPUTPOIIMTOB U YMEHbIIAs arperalunio TPOMOOLUTOB.
Iloxa3anus:
* KaTacTpoUUeCKUil aHTUPOCPOTUTTUTIHBIN CUHIPOM.

Jo3upoBka: npenapar (aJInpocTaani) BBOAST B 2 IpUeMa, CyTOUYHAs J103a COCTABIISAET 6
Hr/kr/4ac. [IpenapaT BBOAUTCS TOJIBKO Yepe3 UH(PY30MaT, CO CKOPOCThIO HEe MeHee 50-

75 mu/dac, He MEHee 2-X 4acoB. J[MUTENBHOCTH Tepamuu COCTaBiseT 14 mHEH, 3aTem
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703a Tpenapara CHIDKAeTcss a0 3 HI/Kr/4ac B Te4YeHWe 3-X JHEeH, MOCJe Yero
IIPOBOJIMTCS OTMEHa Mpemnapara. Bo w30ekaHWe pa3BUTHS HEKEIATCIBHBIX SBICHHNA
(pe3koe cHmwkeHue AJl, SKCTpacHCTOJNMS, TaxW-, OpajvKap/us) BBEICHHE IMperapara

HEOJXOJUMO OCYIIECTBIATH Mo KoHTposieM DKI' (MoHUTOD).

AKTOBEIrHMH — SIBJISCTCS reMoacpmuBaToOM, IIOJIOKHUTCIIBHO BJIMACT HaA TPAHCIOPT H
YTHIM3alHuIO TJIFOKO3bI, IIPUBOAUT K CTa6I/IJII/ISaHI/II/I KJICTOYHBIX MGM6paH IIpy HIICMHH,

o0JajiaeT aHTUTUTTIOKCUYECKUM JIEHCTBHUEM.

[Toka3anus:

* MeTa0OJIMUECKUE U COCYAUCThIC HAapyIIeHUs rojioBHOTO Mo3ra npu CKB;
* Tpoduueckue HapymeHus) mpu CKB.

Pexum A03UPOBAHM:A: IIPCIIapaT BBOAUTCA BHYTPUBCHHO WMJIWM BHYTPHUMBIIIICYHO B JI03€

10-20 ma/cyTku B Teuenue 14-15 cyTok.

HuskomonekymnsipHpie TenapuHbl — BBICOKOA(M(HOEKTUBHBIE AHTUTPOMOOTHYECKUE U
cinabble TPOTUBECBEPTHIBAIOIINE CPEACTBA MPSIMOTO JIEUCTBUS, KOMIICHCUPYIOT
nporeccel  runepkoaryisauud.  OKa3plBalOT ~ HEMEIJIEHHOE,  BBIPAXEHHOE U
MPOJIOHTUPOBAHHOE aHTUTpOMOOTHYECKOe AeicTBue. [IpoTuBoCcBepTHIBatONIMI A dHEKT
oOyCJIOBJIEH, B TIEPBYIO O4YEpelb, CBSI3bIBAHUEM AHTUTPOMOMHA TIIa3Mbl U
uHrnoupoBanueM (aktopa Xa. O6magaeT BRICOKMM OTHOIICHHEM aHTH-Xa-(PaKTOpHOU
k antu-lla-pakTopHoit akTuBHOCTH. He3HaunTeNbHO WHTHOUPYET oOOpa3oBaHUE
TpomOuHa. BO3MOXHO, JEHCTBYeT TaKK€ Ha COCYJUCTYI0 CTEHKY M CHCTEMY
bubpuHOIM3a. HU3KOMOJEKYISpHBIN TenaprH Majo BIMSIET Ha MEPBUYHBIN T€MOCTa3,
aJre3uI0 M arperaiuio TPOMOOIIUTOB, SIBISETCS CJIa0bIM aHTUKOATYJISTHTOM - OKa3bIBaT
HE3HAUUTETFHOEC BIIMSHUE HA KOAryJsAIMOHHBIE TECThl, 00JaJaeT MHUHUMAJIbHBIM
remopparnueckuM spdextom. B n103ax, UCHOIB3yeMbIX I MPOPUIAKTUKH BEHO3HBIX
TpOMOO30B, MPAKTUUYECKA HE BJIMSICT Ha BpeMsl KPOBOTCUYCHUS, BpeMsl CBEPTHIBAHUS
KpPOBM M aKTUBHPOBAHHOE dYacTH4HOE TpombOoruiactuHoBoe Bpems (AUTB). Pexum
no3upoBanusi: 65-85 ME Ha Kr Macchl Tena B CyTKH; BBOJSAT CTPOTO MOJKOXKHO: JJIst
ATOT0 HEOOXOAMMO TMPUIIOAHATH (HE CHABIWBAS) CKJIAAKY KOXH MEXKIY MYIKOM U

rpebHEM MOAB3IOUIHON KOCTH (TepeaHe-IaTepanbHble 00JI1acTH )KUBOTA, MONEPEMEHHO
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B JIEBYI0 U IMPaByl0), BEPTUKAJIbHO BBECTH WIJY, MPOBECTU MPOOHYIO ACHUPALHIO,
9YTOOBI YOETUTHCS B TOM, YTO UTJIa HE ToMajia B KPOBEHOCHBIN cocyl. CKIaaKy KOXHU He
pacmpasisOT O KOHIA INPOBEACHUS MHBEKLIMU. Kpome 3TOro, B MCKIIOYHTEIBHBIX
Clly4asiX MOKHO IPOBOJHTh MHBEKLIHWHA B BEPXHIOK OOJACTh IUI€Ya U B BEPXHIOIO

o0nactpb 6enpa. [locine HHBEKIIMU MECTO BBEJICHHS HENB3s PACTHPATh.

B ciyyae HeoOxoauMocTy npoBOAST (GYHKIMOHATIBHBIA aHAJIU3 aHTU-Xa aKTUBHOCTH;
3a00p 0Opa3IoOB KPOBH JJISI TOTO OCYIIECTBISIOT uepe3 3-4 9 mocie I/K WHBEKIINH,
KOTJla JIOCTUTaeTCs MaKCHMAJIbHBIM ypOBEHb aHTH-Xa aKTUBHOCTU B IUIa3M€ KPOBH.
VYpoBeHb aHTH-Xa B IJ1a3M€ KPOBH JIOJKEH ObITh B mipesenax 0.2 - 0.4 ME antu-Xa/mu.

MakcumanbHbIi JoImycTUMBIN ypoBeHb 1 - 1.5 ME anTu-Xa/mn.
[Toka3anus:
* kaTacTpoduueckuit antudochonunuausiii cunapom npu CKB.

AHTHUKOAryJIsHTbl ~ HENPSIMOTO  JACHCTBUSL. Ilocne  3aBepmieHuss  Tepanuu
HU3KOMOJIEKYJISIPHBIMH ~ T€apUHaMUd C 1LEJbl0  MPO(PUIAKTUKH TPOMOOTUYECKUX
OCJIOKHEHHM ITallMeHTaM Ha3HAYalT AaHTUKOArYJIAHTBl HENPSMOrO JEHUCTBUS —
Bapdapun. Jlo3y mnpemapara koHTpoiupyroT 1o ypoBHio MHO. Pexomenmyemsbrit

KOPUAOP MEXIYHAPOJHOTO HOPMAJIM30BAHHOTO OTHOIIEHUs cocTasiseT 2,0-3,0.

Hapsany yxasannoir Ttepanvenn B JieueHnn CKB 1o mnoka3aHusiM HMCHOJB3YIOT
nrunorensuBueie JIC, nuypetuku, aHTUOMOTUKH, JIC 11 NpOPUIAKTUKH U JICUEHUS

ocTeonoposa u apyrue cumnromaruueckue JIC.

Ipodpuiakruka
[lepBuunass npoduiakTka He pa3paboTaHa, mMockoibky dtuoiorus CKB

OKOHYATCJIbHO HC YCTAHOBJICHA.

Bropuunas npoduiiakTiika BKIOYAET KOMIUIEKC MEpPONPUSITHI, HApaBIICHHBIX

Ha Mpe0TBpaICHUEe PEIUINBOB 3a00JI€BaHUS:

® JUCITaHCEPHOC H8.6JIIO,Z[CHI/IC;
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* JITUTENBHOE TMPOBEACHUE TOJACPKUBAIOIICH Tepamuu, pa3padOTaHHON C

Y4CTOM HMHAUBUIAYAJIBHBIX 0COOCHHOCTEM I[MaUCHTA U BapHaHTa 6OH63HI/I;

* IIOCTOSIHHBIM KOHTPOJIb 0e30ITaCHOCTH IIPpOBOJAUMMOTO JICHCHUSA HW 1IPHU

HEOOXOJMMOCTH €T0 KOPPEKIIHS;

* o0ecreyeHne OXpPaHUTEIBLHOTO peKUMa (OrpaHUYEHUE MCUXO0-IMOIIMOHAIBHBIX
U (PU3MUECKUX HATrpy30K, MPU HEOOXOIUMOCTH OOy4YeHHE JeTel Ha JOMY, MOCEIICHHUE
IIKOJIBl  JIMIIb TpPU  TOJYYEHUM CTOMKOM  KIMHUKO-JIA0OpAaTOPHOW PEMHUCCHUH,
OrpaHUYECHHE KOHTAKTOB JJII YMEHBIIEHUS pPHUCKA pPa3BUTHS MH(QEKIMOHHBIX

3a00sieBaHui);

¢ IIpCaAOXpaHCHHUC OT HHCOJLIOUMU W IIPUMCHCHHA YOO (I/ICHOHBBOBaHI/Ie
COJIHOC3aMUTHBIX KPCMOB, HOIOCHHUC OACKIAbI, MAKCUMAJIBbHO SaKpBIBaIOHlef/'I KOXY,
T'OJIOBHBIX Y60pOB C IOJIIMH, OTKa3 OT IMOC3A0K B PCTrHOHBI C BBICOKMM YPOBHCM

WHCOJISLINH );

* WHAWMBUAYAJIBHBIM MOAXOJ K BaKUMHAIMUM (BaKIMHALMS JCTEH MOXKET
MPOBOJAUTHLCS TOJIBKO B MEPUOJ] MOJHON peMHUCCUU 3a00JI€BaHUsl, MIPU JJIUTECILHOM €€
COXpaHCHHHM 10 HWHIMBUAyaJIbHOMY TpaduKy); BBEISHHE TaMMa-TJI00yInHa

OCYHICCTBIICTCA TOJIBKO IIpHU a0COJIIOTHBIX ITOKA3aHUSIX.

Hcxoanbl ¥ nporuos

Tedenune 001€3HU OOBIYHO BOJHOOOPA3HOE, C YEPEJOBAHUEM MEPHOIO0B 0OOCTPEHUI U
pemuccuii. B nienom CKB y aereit otnmyaercs 6ojiee OCTPhIM HAayajioM M TCUYCHHUEM,
Oonee panHedd M OypHOW TeHepaiaM3alueld U MeHee OJarompusTHBIM HUCXOJIOM, YeM Yy
B3pocibIX. [Ipu paHHEM yCTaHOBIEHHH IWArHo3a W JJIUTEIBHOM JICYCHHU S-JIETHSS
BeIKHBaeMOCTh 00abHBIX CKB cocrasisier 95—100%, 10-netasas — 6osee 80%.
[IporHocTtuueckn  HeOmaronpusiTHble  (AKTOpPBl:  MYKCKOM  TOJ;  Havalo
3a0oneBaHusi B Bo3pacte 10 20 ner; Hepputr B nedroTe 3adoseBanus; AUPQY3HbBIN
nponudepatuBubiii Hepput (IV kmacc); arpodust kaHaiablleB B OMONTAaTaX; CHUKEHHE
KJIUPEHCAa KPEaTWHHHA; BBISIBICHHE (PUOPUHOMIHOTO HEKpPO03a; HHTEPCTHIIMATIBHBIN

¢bubpo3; aprepuanvHas rtunepreHsus; Bbicokue TUTpel AT k JHK u Huzkas
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KoHUeHTpauuss C3; Hanuyue BOJIYAHOYHOIO AHTUKOATYJISIHTA, KPUOIJIOOYJIMHEMMHH;
npucoeaunenrne uHpeknun;, nopaxenue [HC; 3HaumTenbHOE MOBBIICHHE HHJEKCA

SLICC/ACR Damage Index ¢ 1-ro no 3-ii roas! 601e3HU; TpoMO03.

3akJIroueHue

CKB - w™Horonmkoe 3a0oneBaHue. HecMoTpss Ha OrpoMHOE KOJHYECTBO
WCCJICIOBaHMUM, OOJIE3Hb TPOJOJDKAET OCTABATHCS 3aragkod. ATHUITMYHBIE BapHAHTHI
neboTa W TEYCHHS, HEMPEACKa3yeMOCTh pa3BUTHS OOOCTPEHHH W PEMHUCCHH,
PE3UCTEHTHOCTh JaX€ K AarpecCMBHBIM METOJaM JICUCHHUs, OOIIMPHBIA CIEKTP
COITYTCTBYIOIIEH TMATOJIOTHH — BOT JaJIeKO HE BECh MEPEYCHb MPOOJIeM, ¢ KOTOPHIMHU
NpPUXOAUTCS cTankuBaTbes npu BeneHun 00ibHBIX CKB. CoBpeMeHHas TakTuKa Mpu
CKB nomkHa BKIIIOYATh HE TOJBKO PAaHHIOK JUATHOCTUKY M Ha3HAYEHUE aJIEKBATHOM
Tepamnuy, HO W IMOMCK BO3MOXKHBIX KIIMHUKO-TA00PATOPHBIX MPEAUKTOPOB 00OCTPEHUN
U HEOJArompusiTHOTO MCX0/a, MPOGUIAKTUKY OCIOKHEHHH caMoro 3a0oJjieBaHUS U
MPOBOJIMMOTO JICYCHHS, YTO OYIET CIMOCOOCTBOBATH YIYUIICHUIO KadyecTBa >KU3HU

OOJIBHBIX.
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