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Pestome. B nekuun paccmMOTpeHbl 3NuAemMUONorus, 3TuonatoreHes, natoMopdonorusi CUCTEMHONM KpacHow Bonmyauku (CKB). TMoapo6HO u3noxeHa
KnuHuyeckan kaptuHa CKB. OnncaHbl OCHOBHblE KAWHWYECKWE CUHAPOMbI — KOXHbIA, CYCTABHOW, MbILIEYHbIA, COCYAMCTbIA, LepebpanbHbIi,
remonatnyecknii, Cepo3nTbl, MONUBUCLIEPUTBI (KapAWUT, NyAbMOHUT, HE(OPUT, renato- 1 cnieHomeranus). [laHa xapakTepucTka pasianyHbIX KIMHUYECKNX
BAPWAHTOB BONYAHOYHOr0 Kpusa. lpeacTtasnedsl metofbl guarHoctuku CKB, mudbdpepeHumansHoi AnarHOCTUKKU. JleveHWe ¢ WUCMONb3OBaHWEM
TTIOKOKOPTUKOCTEPOUA0B, LIUTOCTATUYECKMX U CENEKTUBHBIX UMMYHOAENPECCAHTOB U3NOXEHO C NO3ULNIA A0Ka3aTeNbHON MeanumHbl. [okasaH nporHo3 CKB

1 POTHOCTUYECKI HEBNAronpusTHbIe PaKTOPbI.

Kntouesble €10Ba: CUCTEMHAR KpacHas BOMYAHKA, AETW, AUArHOCTMKA, NeYeHue.

CI/ICTeMHa}I kpacuas Bosryanka (CKB) — nanbosee pac-
MPOCTPaHEHHAsT CHCTEeMHast GOJIE3HD COeIMHUTETBHOI
TKaHU. DTO CUCTEMHOE Ay TOUMMYHHOE 3a00JIeBaHUE, XapaKTe-
pusylolieecs: TUIEPIPOAYKIMeil opraHoHecnenuduyecKknx
AYTOAHTUTEJ K PA3IMYHBIM KOMIIOHEHTAM KJIETOYHOTO sijipa ¢
pasBUTHEM HMMYHOBOCIAJINTEILHOTO TIOBPEXK/ICHNS TKAHEH 1
BHYTPEHHUX OpraHoB. YBeiuuenue 3abosiesaemoctu CKB B
MOCJIe/THUE TOIbI, TSUKEbI XapakTep TeYeHUs 3TON MaToJIo-
MM, BBICOKUI IPOIEHT MHBAJIMAM3AIUN U JIETATHbHOCTH
Beencrsue CKB onpeziesisior MeMIIMHCKYIO U COMATIBHYIO
3HAYMMOCTb U3Y4aeMOi 1poOJIeMBbL.

Amuaemuonorud. Pacupocrpanennocts CKB B pasziuu-
HBIX PeroHax MUpa JOBOJILHO IUPOKO BapbUPYeT M COCTA-
Bisier 10—20 corygaes ma 100 toic. [Tpu aTom okozo 15% Beex
6ompabix CKB 3aGonesaior B Bospacte 110 18 et. PegkocTbio
asusiercs passutue CKB y nereii mosoxe 8 jiet. Makcumym
3abosieBaemocTu Habsonaercss B 12—14 mer. CooTHomieHue
JIeBOYEK U MaJb4yuKoB cocrasiger 3:1 — 4,5:1. CKB yvamge
BCTPEYAELTCS B TOPOJIAX, Y€M B CEJIbCKUX PaiiOHaX.

Aruonoruss CKB ocraercs uesichoit. CyiecTByer psif
KOCBEHHBIX IIOJTBEPKJICHUI IYCKOBOH pPOJIM BUPYCOB B
Pa3BUTUHN TATOJOrMYEcKOro rpoiiecca. OMHAKO HOINBITKN
BBIZIEIUTh BUPYC U3 TKaHell GosbHbix CKB He yBeHuasuch
yCIIEXOM. Y HaIMeHTOB HEPEIKO OTMEYAIOTCH BHICOKUE THTPBI
AHTHUTEN K BUPYCY diiTeiina—bappa, perpoBupycam u apy-
UM, BKJIIOYAsl aHTUTENA K yYacTKaM IIPOTEHHOB, TOMOJIOTIY-
ueiM HLA-antnrenam desoBeka, Tpy OTCYTCTBUU SIBHOUN
nHOEKIMKU. ITO IMO3BOJISET IPEAIOIaraTbh MX BO3MOXKHYIO
poab B kKavyectBe Tpurrepos CKB. BepositHee, noBbinenHble
tutpbl AT K BUpycaMm — pe3yJibTaT HOJIUKIOHAIbHON aKTHBa-
1uu B-KJIeToK, a He CBUETENbCTBO CrelubuyecKoil posn
BHPYCOB B TeHe3e 3a00JIeBaHUSI.

B kauecTBe KOCBEHHBIX CBUETENBCTB POJIM OaKTEPHATb-
HOIT nHpeKK pacecmarpusaioT crnocobrocts JJHK nekoro-
PbIX GaKTEpHii CTUMYJIMPOBATh CUHTE3 AHTHSIIEPHBIX ayTOAH-
tures, Hepenkoe passutue obocrperuii CKB mocie Gaxre-
pUaIbHOI MH(MEKIIUU U JIP.

B BosnuknoBennn CKB wurpaior posib reHeTmdeckue,
9H/IOKpUHHBIe (HaKTOPBI, a Takke (aKTOPBI OKPYIKAIOIEN
cpezbl. Tak, oKa3aHo He TOJbKO yBeandenue yactorsi CKB
B ceMbsiX OOJIbHBIX 3THUM 3a00JieBaHMEM, HO U IOBBIIIEHUE
JaCTOTHI APYTUX OOJIe3HeN COeANHUTENBHON TKAHNU, a TaAKKe
Pa3IMYHBIX UMMYHHBIX HapyIIeHUI y poACTBeHHUKOB. [Ipn
CKB yaire, uem B TI0omyJIsiiiny, BerpevaoTes anturednsr HLA
B8, DR2, DR3, a Tak:e cejleKTuBHble B-KileTouHblE ajI/I0aH-
TUTeHbI. [ eHeTHYeCKON reTepOreHHOCTHIO 00BSICHSIETCST KU~
Hrueckuii momumopdusm CKB.

3HavyeHne TOpMOHAIBbHOTO (haktopa B passutun CKB
HO[UEPKUBAETCST OOJIbIIEN YacTOTON 3a00JIEBAEMOCTH JIVIL
JKEHCKOTO 1071, Y4eM MY’KCKOTO. Y CTaHOBJIEHO OTPUIATE/Ib-
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Hoe BiusiHMEe acTporenoB Ha Tederre CKB 1 nporekTuBHas
POJIb aHPOTEHOB.

Cpennt (hakTOpOB OKPYIKAIOIIEH CPEIbl, CITOCOOCTBYIONIIX
BosuukHoBeHnio CKB, cienyer 0co6o orMeTnTs yiabTpasBy-
KOBOE U YJIbTPADUOIETOBOE M3JIydeHne, HEKOTOPbIe JieKap-
CTBEHHbIE TIPENapaThbl, BJMIIINE YePe3 Pa3JIUYHbIE 3BEHbsI
UMMYHHOI CHCTEMBI.

B natoreneze CKB Bexyiiee MeCTO 3aHMMAIOT UMMYH-
Hble MEXAHU3MbI, MHOTHE M3 KOTOPBIX OCTAIOTCS HESICHBIMHU.
CKB xapaxrepusyercsi U3MEHEHUSIMU TPAKTUYECKU BCEX
MMMYHOKOMIIETEHTHBIX KJIETOK. B OCHOBe pasBUTHS 11aTOJIO-
FUYECKUX U3MEHEHWH JIeKUT (DEeHOMEH IaTOJOTHYeCKOn
AYTOMMMYHU3AIIH — HEKOHTPOJIUPYEMOIT TPOIYKIINU aHTH-
TeJI K KOMIIOHEHTAM KJIETOK, — 4TO OObSCHSACTCS HAPYIICH -
eM TOJIEPAHTHOCTU K COOCTBEHHBIM aHTHreHaMm. Ilosaraior,
uyro ayroummyHHble Hapyuienus 1pu CKB o0yciosieHbl
JIBYMST B3aMMOCBSI3AHHBIMU TIPOIECCAMU: TTOJUKIOHATBHON
aktTuBanueil B-muMmdonuToB m anTuren-cnenudmieckon
T-3aBucuMoil ctuMyJIAINeil CHHTE3a ayTOAHTUTEJL.

Venuuenue koaudectsa B-kierok y 6osbhbix CKB kop-
PEJIUPYeT ¢ HAJIMYKMEM TUIIEPraMMario0yIMHEMIU; KPOMe TOTO,
BBISIBJISIETCSl aHTHUTreH-criennduyeckast 1posudepanust win
BPOJKJICHHBIN Ie)eKT OMpeIeeHHBIX MX MOATHIIOB, CHHTE3H-
pytouux opraHoHecreiduueckue ayroanturesna. OOHapysKe-
HbI TaKKe pPazHOoOOpasHbie Ae(eKTbl MMMYHOPETYJISITOPHbIX
cyb6mnoryJisinuii T-muMGonuToB, KOTOPbIE TIPUBOJST K HADYIIe-
HIIO UX CYTIPECCOPHON aKTHBHOCTHU U CIIOCOOCTBYIOT B-Kiterou-
HOIi runepakTUuBHOCTH, TakK, KOJIMIEeCTBO UMMYHOITIOOYJIMHOB,
CEKPETUPYIONIMX B-KeTkaMu y 60JbHBIX ¢ BLICOKON CTENEHbIO
akrusHocTt CKB, B 50 pa3 mpeBbliiiiaeT HopMaIbHble 3HAYEHHSI.

B ocnoBe matoreneza CKB mozker srexxars npeobiraganne
Th2-Tuna UMMYHHOTO OTBETa, IPU KOTOPOM CHUKAETCS CHH-
te3 WJI-2, untepdepoHa-raMma M TOBBINIAECTCS YPOBEHD
WNJI-4, NJI-6, 1JI-10, cTUMYIUPYIONTIX CHUHTE3 AaHTUTEJL.

DyHraMeHTaTbHBIM HapyIIeHHEeM B UMMYHHOH CHCTeMe Y
6ompabix CKB aBastercs nedext anonrosa.

CKB xapaxrepusyercst reTepOreHHBIM MOJUKIOHATBHBIM
AyTOAHTUTETbHBIM OTBeTOM. Cpefu ayToaHTUTesN Hambosee
cnermndmansivu it CKB aBasiorest aHTHHYKIeapHble aHTH-
Tesla, HAIPABJIEHHbIE MPOTUB PA3JIUYHBIX SIEPHBIX KOMIIO-
nenTos, Briaouas [JHK, PHK, rucronst u nykieonporento-
Bble KOMILIEKChl. COeNUHSISICh ¢ aHTUTEHAMH, OHU 06PasyioT
UMMYHHbIE KOMIIJIEKCHI, KOTOPBIE OTKJIAIBIBAIOTCSI B Cy0IH/I0-
TEJNATBHOM cJioe (a3aibHOIl MeMOpPaHBl COCYZ0B MHOTHX
opranoB. OTJIOKUBIIUECS B TKAHAX UMMYHHbIE KOMILTIEKCHI
BBI3BIBAIOT BOCIIAJIHUTENIBbHYIO PEAKIINIO, AaKTHBHUPYSI KOMILIE-
MEHT, MUTPAIUI0 HEUTPODUIOB, BEICBOOOK/Iash KUHUHBI, TIPO-
CTarJIaHJAMHBI U IPYTHE TTIOBPEK/IAIONIIE BEIeCTBa.

Mopdosnoruueckuii cyberpar npu CKB xapakrepusyercst
MOpakeHNeM COETMHUTENbHOI TKAHNU, €€ KJIETOYHbIX dJIeMEH-
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TOB M MEKKJIETOUHBIX CTPYKTYD C Pa3BUTHEM HMMYHOKOM-
[UIEKCHOTO BocmajeHust (MyKouHoe Habyxauue, Gpubputo-
uJHbIe W TPOJAN(EPaTUBHO-CKIEPOTHYECKHUE TIPOIECCHI),
reHePATIM30BAHHOTO MOPAKEH ST COCY/IOB B OCHOBHOM MHKPO-
IUPKYJISTOPHOTO pyca (POAYKTUBHbIN U MPOLYKTUBHO-Ie-
CTPYKTUBHBIII BACKYJIUT), & TAKKe MBIIIIL, CYCTABOB, KOCTEM,
CYXOKMJINH, CepAlla, JeTKNUX, IMoYeK, IeHTPAJIbHON HepBHON
cucrembl (ITHC) u ap. B okpaliieHHBIX TeMaTOKCHJINHOM
MOPAKEHHBIX TKAHSAX BBISBJSIOTCS CKOIJIEHUS MYPIYPHOTO
1BeTa aMop(MHOT0o BHEKIETOUHOTO MaTeprasa (reMaToKCHIIH-
HOBBIE TeJIbIA), 10-BUAMMOMY, HPEACTABJIAIONIEr0 co60ii
JlereHepaTUBHbIE KJIETOYHBIE SI/IPA.

Cneruduaecknmu st CKB sBistiores caeyioniye ofime
Mopdosorraeckue henoMenbr: hopmupoBarne 6oraToro siiep-
HBIM JICTPUTOM U HYKJIeONpoTenaamMmu (huOpuHOuia, sijepHast
naToJorust (KapuoIu3uc, KapUOIMKHO3 U KapHOPEKCHc), 00pa-
30BaHIe reMaTOKCHJITHOBBIX TeJIel] M BOTYAHOUHBIX KIIETOK.

Knunuyeckast kapTuHa XapakTepusyeTcs oanMopdus-
MOM CHMIITOMOB WJIA MOJUCUMIITOMHOCTBIO (Upe3BblYaiiHOE
MHOrooOpasue U U3MEHYUBOCTh KJIMHUYECKUX [POSIBJICHMI)
B BU/TY BO3MOKHOCTHU MMOPAYKEHUST TIPAKTUIECKU BCEX OPraHOB
U CHCTEM, OJIHAKO X COYETaHWe B KAKOM KOHKPETHOM CJTy-
yae pazinynoe. OCHOBHBIMU KIMHWUYECKHUMU CHHIPOMAMU
CKB sBistioTcst iuxopajka, TpoudecKuii, KOKHbIH, CyCcTaB-
HBIH, MBIIIEYHbII, COCYANUCTHII, IepebpaibHbIN, reMoIaTnye-
CcKkUil (IUTOTIEHNN ), CEPO3UTHI, MOJTUBUCIIEPUTHI (KapAWT,
MyJIbMOHUT, HePHT, Termaro- u ciieHoMeranus). Yacrora
Bcrpeuaemoctu cumntomoB CKB B zmerckom Bospacte pas-
snuna. Tak, coib Habmopaercs: y 70—90% 60JbHBIX, apTPUT —
y 80-90%, nopaskenue mouek — y 60%, anemusi, TeHKONeHMs,
tpomboruTonenust — y 50—75%, nopaxenue cepana — y 25%,
nopaxkenne [[THC — y 15%.

Bosesnp HaumnaeTcst co caaboCTH, TIOXY/IaHus, Hapylie-
Hust TPOUKH, MOBBIIIEHKsT TeMIiepaTypbi Tesia. Habonaercs
pasjiMuHas TeMIiepaTypHas peakiusi ot cyOheOpuabHO 10
BBICOKUX TGP, YCTOIUMBas K aHTUGHOTUKAM, HO YIUBUTE]b-
HO MOZIATJINBAS JIEYeHNIO KOPTUKOCTepouaamut. B mocienyio-
IeM Pa3BUBAIOTCS CHCTEMHbIE TPOSIBJIEHUS C THITUYHBIMU
npusHakaMu Kaxaoro cuaapoma. Jebrorom CKB moxer 6bITh
KaK TTIOpakeHNe OJHOTO OPraHa MJIM CUCTEMBI, TaK U BOBJIEYe-
HI€e B ATOJOTHYECKUT ITPOIIECC CPa3y HECKOJIbKUX OPraHoB.

Peskoe moxynanue B COY€TAHUN € TAKUMH PACCTPOICTBA-
MU TPO(MUKHU, KaK TIOBBIIEHHOE BBITIAJICHIE U JIOMKOCTb
BOJIOC BILIOTb JI0 OYar0BOTO UJIU TIOJHOTO OOJIBICEHUS, N3Me-
HeHVe HOTTEl M KOKHBIX OKPOBOB, CO3/AI0T CBOEOOPA3HbIiA
06IIEeTPOMUYECKIH CUMITOMOKOMILIEKC, JHArHOCTHYECKOE
3HaYEHHE KOTOPOTO TPYHO ME€PEOIIEHUTD.

IMopaskenne xoxu 1pu CKB Becbma pasHooOpasHO u
YacTO MMeeT TEePBOCTENEHHOe IHArHOCTHYECKOe 3HAYEHIeE.
Jlimis y 10—15% 60IbHBIX KOKHBIE H3MEHEHHSI MOTYT OTCYT-
cTBoBath. Y 20-25% nanmeHToB KOKHBIA CHHAPOM ObIBaeT
HAuaJIbHBIM TIpU3HaKoM GoJsiestu, y 60—70% oH nosisistercst
Ha pa3HbIX srarnax 6oJestu. Boigessior Gosee 28 BapraHTOB
koxxHbIX n3menennii mpu CKB ot apuremarosnoro nsitHa 70
TSKEJbIX OyJlJIe3HbIX BbIChIIaHuil, Yalle BCero KOKHbIE
namenenust pu CKB npejctaBisioT M30JMpOBaHHbBIE WJIN
CJIUBHBIE APUTEMATO3HbIE TIATHA PA3JUYHBIX OUEPTAHUN U
BEJINYUHBI, OTEYHbIE, PE3KO OTTPAHUYEHHBIE OT OKPY:KAIOen
310poBo Koku. Haboaaioress oHu 0ObIYHO Ha JIWIE, 1iee,
rpyau, B 00JACTU JIOKTEBBIX, KOJIEHHBIX M TFOJEHOCTOITHBIX
cyctaBoB. CunTaercss MaTOTHOMOHUYHBIM PACIIOJIOMKEHITE
NO06HBIX 0YArOB Ha HOCY U IIeKax ¢ 06pa3oBaHeM (hUTypPbI
6abouku. Pexe Habiogaercst cocyaucras (BacKyJuTHas)
«babouka» B BHie HECTOWKOTO IMyJbCHPYIONIETO PA3JIUTOTO
MOKPACHEHUsT C IUAHOTHYHBIM OTTEHKOM B CpelHeil 30He
JINIA, YCUJIMBAIONIETOCST TPU BO3JAEHCTBUM MHCOJISAIUH,
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BeTpa, MOpo3a 1 OT BosHeHusd. OHA MOYTH HEOTJTMYNMA OT
JIMXOPAJIOYHON apuTeMbl Jnia. MHoraa «6aboukas uMeer BUjL
POKMCTOTO BOCIATIEHUSI ¢ BBIPA)KEHHBIM OTEKOM JINI[A, OCO-
GerHo Bek. IlopakeHue KOKUM ¢ 00UJIMEM 3PUTEMATO3HBIX,
PE3KO OTEUHBIX KOJIBIEBU/IHBIX BBICBITAHUN MOXKET CHMYJIU-
poBaTh MHOTO(OPMHYIO 9KCCYJATUBHYIO 9PUTEMY. DTa MaTo-
JIOTUSI M3BECTHA TI0JI Ha3BaHMeM <«CHUHIpoMa Poyaiiias.
Ouary JUCKOMJHOTO XapakTepa ¢ TunepemMueii, nHOUIbTpa-
e, HOIMKYJIAPHBIM KepaTo3oM U PyOIoBON arpodueil
BCTpEYAIOTCs B 25% ciydaes, kak npasuiio, mpu CKB xpomu-
YeCKOTO TeUCHUSI.

TpaxroBka kokHbIX opaxkenuit mpu CKB kpaitne ciox-
Ha. B HEKOTOPBIX CIydasX Jist YTOUHEHUsT INATHO32 U TeHe3a
HOPAKEHUST KOKHBIX MOKPOBOB HEOOXOAMMBI KOHCYJIBTAIIUST
JIEPMATOJIOTa U THCTOJIOTHYecKoe obcienoBanue (Guotcust
koxn). Ecii B TedeHnie HEKOTOPOTO BPeMEHN BBICBHITIAHUST HA
KOKe UMEIOT PasHOOOPa3HBII Xapakrep WU HCHOJIb3yeMast
Tepanus HeaHEKTUBHA, TO CJEIyeT TPOBECTU MOBTOPHYIO
GUOTICHIO KOXKHU.

Cpenn apyrux koxubix nposiiennii CKB saBisiocs
JIOMyC-XelmuT (3acToliHas runepemMus Ha KpacHOU Kaiime Ty6
C TMJIOTHBIMU CYXUMHU CEPOBATBIMHU 4YelTyHKaMu, MHOTA
KOPOYKaMH 1 9PO3USIMH € HCXOZOM B aTPODUIO), KaNJISIPH-
ThI (OTE€UHAsI HpPUTEMA C TEJTEAHTUIKTAZUAMU U aTpodueil Ha
MOZIYTIIeYKAX MAJIBIIEB, JTAJOHSIX 1 MTOJOTTBEHHOMN TOBEPXHOCTU
CTOIT), 9HaHTeMa (IPUTEMATO3HBIE YYACTKU C reMopparmye-
CKUMU BKPAIJIEHUSIME Ha CJM3UCTON 060I0UKE TTOJIOCTH PTa).

DoroceHcHOUMUBAIUS — YaCThlii U BaKHBIH [PUSHAK
KpacHO# BosaHKU. XapakTepHa JIOKAJIU3alUs MperMylle-
CTBEHHO Ha OTKPBITHIX YUACTKAX KOXKII.

V3meHeHNs CYCTaBOB W IEePUAPTHKYJISIPHBIX TKaHeN
Habmonatorest y 80—-90% GOJbHBIX B BUjE MUTPUPYIONIUX
apTPAJITHii UK APTPUTOB U BOBJIEUECHUEM B MIPOIIECC CBIA30U-
HOTO armnapara (TeHAMHUTBI, TeHaoBaruuuTh ). [lopaxkaiorcs
IIPENMYTIIECTBEHHO MeJIKIE CYCTaBbl KHCTEl, JIyde3alsiCTHBIE,
TOJIEHOCTOIIHbIE CYCTaBbl, HO U MHOT/Ia KpymHble. MoryT
HAOJII0/IaThCSl YTPEHHSIsI CKOBAHHOCTh U HapylieHue (hyHK-
i CyCTaBOB, HO 3TU sIBJIEHUs OBICTPO MCYe3al0T Ha (hoHe
a/IeKBAaTHOW Tepanmuy. MosKeT, XOTSI M JOCTaTOYHO PEZKO,
Pa3BUTLCA «PEBMATOMAHONONOOHAA crubaTebHass KOHTPaK-
Typa masblieB pyk». OHa umeer oOpaTHOe pasBUTHE I10]]
BJMstHUEM Jiedenust, u6o aprputst npu CKB HocsiT Heaposus-
HBIIl XapakTep, a MPOSIBJIEHNST KOHTPAKTYPbl — 9TO B OCHOB-
HOM pe3yJIbTaT BOBJIEYEHUS B MPOIECC OKOJOCYCTABHBIX
CTPYKTYP (MBIIIIBI, CBA3KK). AcCeNTHYECKNEe HEKPO3bl, Yalle
FOJIOBKM O€IPEHHON KOCTH, BCTpevaioTest y 25% OOJbHBIX.
Oco6eHHOCTBIO TeUeHUsT CYOXOHAPATBHBIX OCTEOHEKPO30B
CJIe[IyeT CYNTATh 3HAYMTEJbHYIO 3a/IEPAKKY MPOIECCOB pera-
panuu ¢ hopMupoBaHIEM e(HOPMUPYIONIETO OCTEOAPTPO3A.
[Tpeanonaraior, 4To pa3BUTHE ACENTUYECKUX HEKPO3OB CBSI-
3aHO C TOPakeHNEeM BHYTPUKOCTHBIX COCY/IOB KaK MPOsIBJIE-
HUE TeHePATN30BAHHOTO BACKYJIUTA WM BACKYJIONATUN TIPU
Bbicokoil aktuBHoctu CKB. OnpezseseHnyio posib Takke
UTpaeT Teparus KOPTUKOCTEPOUIAMU, KOTOPAsT YBEJINYNBAET
TUTIEPKOATYJISIINIO, IEMITHEPATU3AINIO KOCTH 1 JIP.

MpItIeuHbIl CHHAPOM B BUJIE MUAJTHIT, MUO3UTA, MUACTE-
HUU HE IPUBOJIUT K TSKeJI0N (DYHKIIMOHATBHON HEJ0CTATOY-
HOCTH, OTJIMYAETCsT OBICTPOIL ITOIOKUTETBHON IMHAMUKOIT Ha
(one nevenms.

IIpusHakoM KaaccuuecKoll IUarHOCTUYECKON TPUAIbI,
KpPOME JIEPMaTUTA M apTPUTA, CUUTACTCS MOPAKEHUE CEPO3-
HbIX 0607104eK. OCOOEHHO YACTO BBISIBJISIIOT MOPAKEHUE M1I€B-
PbI, MIepuKap/a, peske — OPIONMHBL, OOBIYHO B BUJE CYXOTO
WJIU BBITIOTHOTO CEPO3UTA.

[Topakenne cep/ia XapakTepusyeTcsl BOBJICUCHHEM B
nporiecc Bcex Tpex 000JI0YeK, yaille repukapaa. BosHukaer
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CYXOH IEePUKAPANT, HO B OT/EJIbHBIX CJIyYasiX BO3MOKEH 3Ha-
YUTESBHBIIN BBITOT, TIPH KOTOPOM UMEIOT MeCTO O0Jn 3a rpy-
JIMHOM, OJIBITIIKA, BBIHYKIECHHOE CHisTIee MOT0KeHne GOIbHO-
ro, MOKET ObITh CHHAPOM BEpXHEH MoJIoi BeHbI (<«BOPOTHUK
Croxcas ), TiiyxocTb TOHOB cepztia. [Tomoraior B tuarnocTtike
Ix0-KI' u IKT (cHuskenue Bosbraka 3ybua T, cmelienue
cermenta ST wu up.). DubpuHO3HBIN (CyXOil) TEpUKAPAUT
MMeeT He CTOJIb SIPKYI0 KIMHUYECKYIO KAPTUHY, TAKXKe COIPO-
BOXK/IaeTCst GOJIEBBIM CHH/[POMOM ¥ YKA3aHHBIMU U3MEHEHUSI-
mu Ha DKT. Tlopaskenne muokapaa npu CKB nabmonaercs y
30-40% Gompubix. KimHiyeckast kapTHHa B 1[€JI0M COOTBET-
CTBYET NposABIeHUSAM An(dYy3HOTO MUOKAPAUTA € TIPU3HAKA-
MU CHUKEHUS HAcOCHOW (YHKIMM MUOKapja, HepeKo
OCJIOXKHSAIONIEeHCS cep/iedHolt HejocTaroyHocTbio. Ilopake-
HHe HJ0KAp/a B ITOCJIeTHEE BPeMsT OTMEUAeTCs PEIKO, OTHO-
cutcst K HauboJiee TsoKeJIOi (hopMe MOpakeHUst cepiia y
6ospibix CKB. TlposBisercss aTMIUYHBIM OOpOAaBYATHIM
sagokapauToM (JInbmana—Cakca) ¢ pa3BUTHEM BajbBYJIH-
TOB MUTPAJIBHOTO, TPEXCTBOPYATOTO M AOPTAJIBHOTO KJama-
HOB, YTO KaK IIPABUJIO, HE BBI3bIBACT CYIECTBEHHBIX HApyIIe-
HUN TeMOJUHAMUKHU, TO3TOMY BOJYAHOYHBIN 3JHIOKAPAUT
TSSKEJIO0 IUAarHOCTUPOBATD TP SKU3HH.

ITopaskeHne CTEHOK BEHO3HBIX COCYZOB OTMEUYAeTCsl B
Bujie GuebutoB u TpoMO0GhIIeGUTOB, TPOMOO30B B CAMbIX Pa3-
JIMYHBIX 30HaX n opranax. Cieyer MoJuepKHyTh, YTO KOPO-
HapUTBI, TIOPOKU cepia, TpomGossl mpu CKB csasbiBaior ¢
nposiBieHusiMu  antudochomummaHoro cungapoma (ADC),
pasButue Kortoporo yaiie Bcero npoucxonut npu CKB c
reMaToJIOTUYECKUM CHHPOMOM, BOBJIEYEHHEM B IIpOIecc
remokoaryssaionsoro 3sexa. OcuoBy AMC cocrasiser
BACKYJIONATHsI, CBS3aHHAs ¢ TPOMGO30M cocy/oB. B renese
PasBUTHA ATUX HAPYIIEHUI HENOCPEJICTBEHHOE yyacTue MpH-
HUMAIOT aHTuTesa K hocdommnuaaM KJIeTouHbIX CTPYKTYP, K
HUM OTHOCAT BOJYAHOYHBII aHTUKOATYJISAHT, aHTUTEA K Kap-
IVIOJINIIITHY ¥ AaHTUTEJA, OTIPeIesIIONTIe JIOKHOIIOI0KUTEIb-
HYyI0 peaknuio BaccepmaHa, a TakKe B HU3KUX TUTPAX aHTUTe-
ga x HaruBHoit /IHK u antunykmeapubiii daxkrop. ADC
BeTpevaetcss y 57% nmereit ¢ CKB. Kuunmueckn nns ADC
XapaKTepHbl PelUANBUPYOIIe TPOMOO3bI, Yallle BEHO3HbIE,
COYETAIOIIIECST C TOPAKEHIEM MEJKUX COCY/IOB KOKI U 00pa-
30BaHUEM HEKPO30B, TPOMOOIUTOIEHVS], TeMOJUTUYECKAST
aHeMuist, WH(GAPKTBl OPraHOB OPIONTHON TToJ0CTH (TIEYeHH,
ceJie3eHKH, HA/IMOYEYHUKOB, TT0YeK ), JIETOUHAsT THIIEPTEH3HS,
9HJIOKAPANT, Y3JI0Basl TUIIEPILIA3Ms [leUeH!U, 3/I0KaueCTBeH-
Hasl apTepuasibHas TUIIEPTEH3MS, HApyIIIeHne MO3rOBOTO KPO-
BooOparenusi, xopesi, morepeynsiii muesaut. /st 3aboses-
mux B fetcTBe puck ADC yBeanmunBaeTcst mpornopIuoHab-
HO JUIMTEJILHOCTH CTEPOUHON Teparnu, BCIEACTBUE BO3HU-
KaloIUX Ha 3TOM (DOHE HAPYIIEHWI JIUTIUAHOTO OOMEHA.

[Topasxenue nerknx npu CKB kak mposiBienue kinaccude-
CKOTO BaCKyJIUTa — JIOBOJIBHO Pe/iKast MaToJIorus, HabJo/a-
ercst 0OBIMHO TIPM BBICOKOH 001Iell aKTMBHOCTH 0OJIe3HH,
COITPOBOK/IAETCA OJIBIIIKOM, CyXUM KallljleM, WHOT/Ia KPOBO-
xapkanbeM. JIiormyc-mHeBMOHUT MMUTUPYET ITHEBMOHUIO C
JIMXOPAJIKOIi, OJABIINIKON, KalljeM, WHOrAa 00pasoBaHUEM
MHOUIBTPATOB B JIerkuxX. XpoHudeckue Gopmbl JIHOMyC-THe-
BMOHUTA XapaKTEPU3YIOTCS MHTEPCTUIIMAIBLHBIM TTOPAKEHU-
eM JieTKUX (peHTreHoJiornyecku omnpesensercs andaysnoe
ycuienwne jgerounoro pucynka). [latosorns nerknx mpu CKB
HEPEeIKO 00YCJIOBINBAET CHHPOM JIETOYHOI T'MIIEPTEH3UH.
ITpu aT10M HAGJIIOAAETCS BBIPAIKEHHAS! OJIBIIIKA, OHAKO KaKue-
6O PEHTTEeHONIOTHYECKUe U3MeHeH st OTCyTeTBYIOT. JKus-
HEHHAasl eMKOCTb JIETKUX 3HAYUTEJbHO CHUJKEHA, JOBOJIBHO
OCTPO Pa3BUBAETCSI THIIOKCEMMUSL.

W3MeHeHns1 cO CTOPOHBI JKEJIYI0YHO-KUIICYHOTO TPAKTa
npu CKB HabJmo1aeTcest [OUTH B [IOJIOBUHE CITy4a€B ¥ [IPOSIBIISI-
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€TCsT U3bSI3BJIEHIEM CJIM3UCTOI pTa (CTOMATUTHI), THIIEBOIA,
JKeJTyIKa, JIBEHAIIATUIIEPCTHON KUIIKH, Pa3BUTHEM KOJIMTA.
BosMosKHbBI a6I0MUHATIbHBIE KPU3bI, IPUYUHON KOTOPBIX SIBJISI-
€TCs1 aPTEPUNT ME3eHTEPUAIbHBIX cocy/loB. [locsieiHne Bo3HM-
KaioT B ieprof1 Bbicokoit aktuBHoctu CKB u coBnagaior ¢ apy-
I'MMU TIPU3HAKAMM BACKYJIMTA, a UMeHHO: nopaxkennem 1THC,
[o4yeK, BbIpaKeHHBIM cunjpomoM Peitno. lematomeramnus
BoIIBIsIETCST B 25-50% ciydaeB, mpudeM (DyHKITMOHATbHBIE
HapyIlleHys [IeYeHn He BbIpaskeHbL. JIulib y HeOOJIbIION YacTu
60J1bHBIX (3—7%) PasBUBAETCS TEMATHT C JKEITYXOI.

BoBiieyenne HEPBHOH CHCTEMBI B IIPOIECC OTHOCUTCS K
qucsry HanhoJIee TSKEIIBIX U IIPOTHOCTUYECKU HeOIaronpusitT-
Hbix nposieiaenunit CKB. B Hauase 6osie3Hu HEPEIKO MOXKHO
OTMETUTDb acTeHOoBereTaTUBHbIN cuHApoM. B pasrape CKB,
Hapsy € APYTMMU KJINHUYECKUMH TIPU3HAKAMU, MOKHO
HaGJTI0/IaTh TaKWe TIPOSIBJIEHHsT, KaK TTIOJMHEBPHUT ¢ GOJIE3HEH-
HOCTBIO HEPBHBIX CTBOJIOB, CHUKEHUEM CYXOKHIbHDBIX
pedirekcoB, IyBCTBUTENBHOCTH, NAPECTE3UAMU, MEHIHIOIH-
reasuT, THIEPKIHETHIECKU-THITOTOHNYECKII 11 SITUJICTITH-
(opMHDBIIT CUHAPOMBI, OCTPBIN TICUX03, MUEJIUT. BeccriopHoe
JIMarHOCTHYECKOe 3HAYeHNe UMEIOT coueTanmbie TuddysHbie
MOPaKeHUsT BCEX OT/IEJIOB HEPBHOU CHUCTEMBI [0 THITY DHILE-
(basommeToIONIMPAINKY TOHEBPUTA.

Kmunnueckasa kapruna nedgpura npu CKB muoroo6pasna
U BKJIIOYAET B cebst Cie[yrolie BapUaHThl: MUHUMAJbHbIH
MOY€EBOU CUH/IPOM; BBIPAJKEHHBIN MOYEBOI CUHIPOM B KOMOU-
HAIIIH C TUTIEPTOHMET; HePOTHIECKUIT CHHAPOM, YacTO coue-
TAIOLIUICS ¢ TeMaTypuell U TUIIePTOHUEN, U GBICTPOIIPOrpec-
CUPYIOIIHI TTIOMePYJIOHEDPUT ¢ GBICTPHIM PA3BUTHEM U [IPO-
rpeccupoBaHeM IOYeYHOI HezpocTtaTouHoCcTH. [Ipm artom
KaKUX-T100 crerndruiecKux KIMHITIeCKUX TPU3HAKOB, CBOM-
CTBEHHBIX UMEHHO BOJIYaHOYHOMY Hehputy, Het. [loMuHUpy-
IOIUM CUMIITOMOM stBJisiercs ipotennypust (100% ciryuaes).
Hedpornueckuii cMHIPOM Pa3BUBAETCS TIPUMEPHO Y TIOJIOBU-
HbI GOJIBHBIX, apTepuaibHas runeprensus — y 15-60%.
MukporemaTypust IprcyTcTBYyeT moutn Beerza (80%) u coue-
TaeTcs ¢ nporenHypueil. ['MasnHoBbIe, BOCKOBUIHbIE, 3€PHU-
crbie TMAMHAPB Habsopaoress B 30%, apUTpOIUTAPHbBIE
mnHApel — B 10% coydaeB. MakporeMatypust OTMEU€eHa Y
1-2% GOJbHBIX. Y MOJOBUHBI MAMEHTOB PErUCTPUPYETCS
Hapytenue GyHKiuu nodek, npuuem y 10-30% passusaercst
OBICTPOTIPOrPECCUPYIONIAsT  ITI0YEYHAs] HEJLOCTATOYHOCTD.
Kanasnbuessle aucdyHkimm BeisBistiorest y 60—-80%, octpast
HoyevHast HeJOCTaTouHOCTh — y 1-2% GosbHbIX. Passurue
FUIEPKATIMEMUYECKOTO TyOYJISIPHOTO al1/I03a PACIIEHUBAETCSI
C COBPEMEHHBIX IMO3UIUI KaK MaTOrHOMOHWYHBINA MPU3HAK
BOJTYaHOUYHOTO HedpuTa n Berpedaercs: y 15% manueHTos.

B mopdosnornueckoii kiraccudukarnun Beemuproit opra-
HU3AINY 37[PABOOXPAHEHUST OTPAKEHO 6 KJIACCOB BOTIAHOU-
noro nedpura. I Kjacc xapakTepusyeTcst HATUIUEM HOPMAJTb-
HBIX KJIyOOUuKOB, [T — TONBKO ME3aHTHAIBHBIMU U3MEHEHVsI-
mu. [Ipu I kimacce B wactu gosex (vame 1-2) n Menee yem
50% x1y60uKOB HAOJIIOAAIOTCS POJI(EPAIlst ME3aHUATb-
HBIX U 9HIOTEJUANBHBIX KJIETOK, MPUBOJSIIAS K CYKEHUIO
pOCBeTa KANWJJISIPOB, HelTpoduibHas WHOUIbTPALNS,
PE/IKO AIUTE/NNATIbHbIE MTOJMyIyHUs. [Ipn HEKPOTU3UPYIOITIX
nporeccax B KIyOOUKax BbIABJIAIOTCS (GUOPUHOUIHBIE N3ME-
HEHWsI, JIECTPYKIKS TIIOMePYJISIPHON GasaybHON MeMOpaHbl,
KapUOPEKCHUC, TeMATOKCUJINHOBBIE TEJbIIA, KAMUJJISPHbIE
pomObl. [Ipu IV Kiacce BblnenssokeHHbie MOPGhOIOTIYE-
CKHe TIPU3HAKK HOCAT An(hdy3HBINT XapaKkTep, B 4aCTH CIyda-
€B TUCTOJIOTMYECKAsT KADTUHA HATOMUHAET TAKOBYIO TIPH TT€P-
BuyHoM Mezanrnokanusisspaom I'H. Ilpu V kinacce BbisiBis-
etcst iuddysHoe yToIIeHne CTEHOK TJIOMEPYJISIPHBIX KaTlUJI-
JagpoB, pu VB kilacce — ero codyeranue ¢ paciivpeHueMm
ME3aHTHAJIBHOTO0 MATPHUKCA, Tposdepareil Me3anruaib-
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HBIX KJIeTOK. VI Kilacc XxapakTepusyercst HalIlu4eM IjoMepy-
JIIPHOTO CKJIEPO3a, HHTEPCTUIHAIBHOTO (hHOPO3a.

Yrounenue Mopdosioruu Jroiyc-HedpuTa BO3MOKHO
TOJIBKO TIPU TIPOBEJICHUN TPUKU3HEHHOTO MOPdosornyecko-
IO UCCJIEIOBAHMS TI0YEYHOI TKAHU, YTO OYEeHb BasKHO Ha paH-
HUX 9TaIax npoiecca, 160 OT HTOr0 3aBUCUT BBIGOP TAKTHKU
tepanuu 1 mporio3 CKB.

Kpurtunueckue wiu GJM3KME K HUM COCTOSIHUSI, XapaKTe-
pusyionyecss pasBuTHeM (QYHKIIMOHAJIBLHONW HEJIO0CTATOYHO-
CTH TOTO WJIM MHOTO OpraHa Ha oHe Ype3MepHOro BbICOKON
AKTUBHOCTH MAaTOJIOTUYECKOTO IPOIEecca, MOJYYHIN Ha3Ba-
HUE BOJYAHOYHOTO Kpu3a. [Ipn BoryaHOUHOM KpH3e, HeCMO-
TPS Ha Pa3JIMyus OPraHHOMN JIOKaIN3aiuu, MopgoJiorndeckme
U3MEHEHUsT MPEJACTABISIOT c000Il  pacnpocTpaHeHHbII
(OUOGPUHOMIHBI HEKPO3 KANUIJISAPOB, apTEPUOJ U MEJIKUX
apTepuil ¢ ecTpyKInel CoCy/IUCTON CTeHKHU.

IIpy BOT9aHOUHOM KpH3e COCTOsIHIE O0JIBHOTO OYEHb TSIKeE-
JIoe WM KPUTHYECKOE 32 CYET BOBJICYCHMS B ITATOJOTMYCCKUI
IIPOIIECC MHOTUX OPTaHOB M CHUCTEM M PAa3BUTHS BbIPAKEHHON
(byHKIIMOHANIBHOI  HEJOCTATOYHOCTH KPU30BOTO OpTraHa.
OO0yCIIOBJIEHHbIN Ay TOMMMYHHBIM [POIECCOM KPH3 [TPOTEKAET
Ha (hboHe 3HAYUTETBHBIX MMMYHOJOTHYECKHUX CIABUTOB, 00sI3a-
TEJIbHBIM €r0 KOMITOHEHTOM SIBJISIETCSI BbIPDAJKEHHAs HHIOTEH-
Has MHTOKCHUKAIUS — BBICOKAS TeMIIEpaTypa, AUCTPOhust, aHO-
PeKcus, TAXUKAPAUA U MUKPOIMPKYJIATOPHbBIE HAPYIIEHUS.

Boizesstior cienyiomume KIMHUYECKHE BapUaHTDhl BOJYA-
HOYHOTO KPH3a: MOHOOPTAHHbBIH (MOYeUHbIH, 11epedpaTbHbIi,
reMOJIUTUYECKUH, KapAuanbHbii, abIOMMHAJIBHBINA, JIerod-
HbIiT), OJIMOPraHHbIi (1I04eYHO-abI0OMIUHAIBHbIN, TI0YeYHO-
KapAuaJabHbIi, lepebpoKapAnaIbHbiil). Y meTeil B GOMbIITHH-
CTBE CJIyYaeB KPH3 MMeeT Xapaktep MoHoopranHoro. Cpean
MOHOOPTaHHbBIX KPU30B 0 YaCcTOTe IIPe0bJIajiaeT MOUYeyHbIil,
KOTOPBII, KPOME TOTO, SBJISETCS COCTABHON YaCTbIO IOYTH
BCEX TOJIMOPTAaHHBIX Kpu3oB. IIpu 060t opranHoii Jokaim-
3aIMK BOJTYAHOYHOTO KPU3a MPAKTHUECKHU Y BCEX JIeTel TaKkKe
HOPasKEeHbI IPYTUe OPraHbl U CUCTEMbI, HO MEHee TsKeo, 6e3
PE3KOro HapymeHus: X QYHKIMKU 1 TeX MOPHOJIOTHUECKUX
M3MEHEHWI1, KOTOpbIe MPUCYIIN KPU30BOMY OpTaHy.

AtpubyTamMi TIOYEUHOTO Kpusa SBJIAIOTCA HehpoThde-
CKUI CUH/IPOM, MacCUBHAas reMaTypus (HEpesKo MaKkporema-
TYpusi), OCTpas ModyeyHasi HeJ0CTATOYHOCTb, 3HAYMTEJbHAs
apTrepuagbHas TUIepTeH3Ns.

I[Ipu nepeGpaibHOM KpU3e HapsiLy ¢ BUCLIEPAIbHON MaTo-
JIOTHEl OTMEYaeTcsl HEBPOJIOTnYecKas CUMIITOMATHKA: CY/0-
POKHBIN CHHIPOM, OCTPBIii TICUX03, FEMUIJIETUS U T1apartie-
rusi, rpyOble KOPKOBbIE HAPYIIEHVSI B COYETAHUN C aKIMHETHU-
KO-PUTHU/IHBIM CHH/IPOMOM, XOPEUYECKUI THIIEPKUHES, TTOTe-
PEUHbIil CHMHAIBHBIN OJIOK, HAPYLIEHUsT CO3HAHUS PA3HOIL
CTEIeH! BBIPAKEHHOCTH.

Co6CTBEHHO BOJYAHOUHBIN ayTOMMMYHHbIH KapAuaabHbIii
KPHU3 MOKET PA3BUTBCS BCJIECTBIE IKCCYIATUBHOTO MTEPUKAP-
JIATA C MAaCCHBHBIM BBIIIOTOM B IE€PUKAp/, KOIJA BO3HUKAET
TAMITOHA/1a CEP/IIIA WJIH CYIIECTBYET peasibHask yrpo3a ee pa3Bu-
THS, @ TAKKE BCJIEJCTBUE OCTPOI Cep/iedyHOl He/I0CTaTOuHOCTH
U HApPYIIEHUI cep/IedHOro pUuTMa, 00YCIIOBJIEHHBIX 9HIOKAP/IU-
TOM, TSIPKEJIBIM MUOKAPANTOM, UH(MAPKTOM MHOKap/Ia.

ABNOMUHATIBHBIN KPU3 TIPOTEKAET € KIMHUYECKOH KapTH-
HOI1 0CTPOTO kMBOTA. Halle BCero oH oTpaxaeTr HOpakeHue
KHUIIEYHUKA B BU/IE UIIEMHUYECKOTO S9HTEPUTA UK SHTEPOKO-
JINTA C U3bSA3BJICHUSIMU, KPOBOUBJIUSHUN, MHOTA NHHAPKTOB
KuIeyHnKa. IIporece MoxkeT OCJ0KHUTBCS 11ape30M KUIIey-
Huka, rnepgopaineil ¢ pasBUTHEM HEPUTOHUTA, KUIIECUHBIM
KpoBoTeueHreM. [IpuunHOi abiOMUHAIBHOIO KPH3a MOTYT
OBITh TaK)Ke IEPUTOHUT (KaK MPOSBICHHE MOJHCEPO3NUTA),
OCTPBII BOJYAHOYHBIH TAHKPEOHEKPO3 (KaK CJIEICTBUE apTe-
punTa ui TpoM603a), AMOIVIEKCUST ITYHUKA, PA3PbIB TEeYeH
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WJTH CeJIe3eHKU BCJIEJICTBUE TTAPEHXNMATO3HOTO KPOBOM3JIHSI-
HUS WU uHGbapKTA.

Jlerounslit KpU3 — TsKEJIOE MOPaskeHUe JIErOUHOI TKaHH,
KOTOPOE COIPOBOXK/AACTCS CHHJPOMOM JIbIXaTEJIbHBIX pac-
CTPOMCTB M JIETOUHBIM KpOBOTeueHuneM. Kinnudeckue mpu-
3HAKM: IMCTPECC-CUHPOM C IPU3HAKAMM JIETOYHOI HeJl0CcTa-
TOYHOCTH, MOSIBJIEHHE 1 OBICTPOE PACIIPOCTPAHEHUE B JIETKUX
BJIQKHBIX XPHUIIOB, KDOBOXapKaHbe U pe3Koe IaJleHue COIep-
JKaHue reMorjoduHa Kposu. JIeroyHblil Kpus MOKET ObITh
obycIioBsieH (hubGPUHOMIHBIM HEKPO30OM COCYIOB, AJIbBEOJISIP-
HBIX CTEHOK W TEPETOPOJIOK, a TAKKe TSIKEJBIMHI KOAryJIona-
TUYECKUMU HAPYIICHUSIMHU.

Temarosornueckuii Kpus BKJIOYAET OCTPBIN TEMOJIUS,
OCTPBbIii TPOMOOIUTOIIEHMIECKII CUHIPOM, OCTPYIO JIEHKOTIe-
HUIO WJIN UX COUETaHHE.

[epudepuuecknii cocyucTbiii KPU3 BKJIIOYAECT PACIpo-
CTPaHEHHOE MOPAKEHUE KOXKU 110 TUILY OYJUIE3HOro rneMu-
roujia, a TakxkKe repreTudOPMHOTO JePMaTUTA UJIH KCCYIa-
TUBHOI MHOTO(OPMHOI 9PUTEMBL.

CHH/IDOM HEOHATAJIbHOW BOJYAHKU PAa3BUBAETCS Yy HOBO-
POXIEHHBIX B Pe3yJbTaTe TPAHCIIAIEHTAPHOTO MACCAXKA
MaTepPHHCKIX ayTOAHTUTEJ K PACTBOPUMBIM aHTUT€HAM TKaHe-
BbIX PHOOHYKJIEONPOTEUHOB, B NepBylo ouepenb Ro/SSA, u
La/SS-B (serpevatonuxes y 20-30% 6Gosnbbix CKB u Heko-
TOPBIMU JIPYTUMU peBMariyeckumu 3abosepanusivu). Jacro-
Ta CHHPOMa — OKOJIO 1% cpe/u ieTeit, poMBIINXCS OT MaTe-
peil ¢ HaTMIMeM TTaTOTeHHbIX Ay TOAHTHUTEJ, U TpuMepHo 1 ciry-
Yaii Ha 22 ThIC. BCeX HOBOPOK/IEHHBIX B riomyJisiiiuu. [Iposisie-
HUST HEOHATATBHON BOJYAHKK BKJIOYAIOT TTOPAXKEHME KOXKU,
ITHEBMOHUT, TeTaTOJIMEeHAIBHBIN CHHIPOM, OPAKEHNE CepIIia
(MHMOKap/NT, TIEPUKAPIUT, BPOXKIECHHAS TIOJHAS TTONIepeTHast
6JI0Ka/ia, TPAHCIIO3UIIUST KPYITHBIX COCY/IOB, OTKPBITBII apre-
PUAJIBHBIN TPOTOK, He3apallliBaHUe TEePEeropoiIKN) U IUTOIIe-
Huio. [Ipr3Haku HOCAT TPAH3UTOPHBII XapaKTep, KaK ITPaBHJIO,
HOJIHOCTBIO Mcye3aioT Ge3 JedeHust depes 4—12 He. o mepe
SJIMMUHALMKM MATEPUHCKUX AHTUTEJl U3 OpraHusMa pebeHKa.
HawuGoJiee TsKeIbIM HPOSIBIEHUEM CUUTAECTCS BPOXKIEHHAsS
HOJIHAsL — HolepevyHass — OJIOKajla,  BBISIBJISIIONIASCS Y
15-30% nereit: npu atom B 50-70% ciaydaeB Tpebyercs
MMILIAHTAIMS UCKYCCTBEHHOTO BOIUTENSI PUTMA.

HMuarnocruka. CKB xapakrepusyercss MHOTOYHMCJICHHbI-
MU HapYyUIeHUsIMU B UMMYHHOI CUCTEMe, HO TOJIbKO HEKOTO-
pble U3 HUX creruduaHbl 171t 9Toro 3aboseBanist. [IpuHim-
MTUATTHHBIM TTATOTEHETUYECKUM M JINArHOCTUYECKUM TIPU3HA-
KOM SIBJISIIOTCST aHTUHYKJIeapHbie dakropsl (AH®D) — sto
aHTuTesNa K 1eabHoMy aapy kiaetku. s guarnoctuku CKB
nMeeT 3Hadenne ux Boicokuit TuTp (1:100) 1 nepudepuye-
ckoe wuan romorennoe cBedenne. AH®D BwIABIAOT
y 95% 6oabubix ¢ aktusnoil CKB, ognako cnenuduuiocTnb
9TOTO TecTa OTHOCUTENbHO HeBesuka (Hamuune AHOD we
[O3BOJISIET OCTABUTD IMArHO3, HEOOXOMM KOMILIEKC XapaK-
TEPHBIX CUMIITOMOB).

Anrtnrena k HatuBHOI (zBycnmpasbhoit) JJTHK orHo-
cutenpio cnenuduunsl auga CKB, ux obuapyknpaoT
y 60-90% GobHBIX.

Anrurena k PHK-conep:xaimm MoJiekyiam:

-antutena K Sm-Ar Boicokocnenuduunb s CKB,
UMeIOT 0OJIbIIOe 3HAYEHHE [l JAUATHOCTUKU, OJHAKO WX
o6HapysxkuBaiotr juiib y 20—30% GoJTbHbIX.

— antutesna kK SS-A/Ro-Ar, SS-B/La-Ar menee crenmu-
dbuunbt g CKB, accouuupyrorest ¢ aumbornenueii, TpomMb6o-
urornennei, (GhorogepMaTUTOM, JIEeTOUYHbIM (UOPO30M; UX
vame obHapyskuBaiorT npu cunagapome lllerpena, mogocTpoit
KOJKHOUM BOJTIAHKe, a TakKe y 5—15% 3M0pOBBIX JTO/IEH.

Anrurena k dochomunugam (kapauosununy, pocdorn-
JIJICEPUHY, MHO3UTOJY U JIP.) UMEIOT TUArHOCTHYECKOe 3Ha-
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YeHue HapsjLy € JIOXKHOIOJIOKUTEbHON peakiueil Baccepma-
Ha U BOJTYAHOYHBIM aHTHKoArysstHToM pu ADC.

BecbMa xapakTepHbl NU3MEHEHUS B CUCTEME KOMILJIEMEHTA:
CHUDKeHUE 00111el TeMOJIMTUYECKOI aKTUBHOCTH KOMILIEMEH-
ta (CH50) u ero orzmenbubix kommonentos (C3 u C4) B
40-60% coyuaes.

LE-knerku obuapysxusatworcs y 80—-90% 6osbabix CKB.
I10 Helitpodusiel, cogepskaiiue B cebe HarouTUPOBaAHHbIE
BKJIIOUEHUST, KOTOPbIE [0/[ MUKPOCKOTIOM BBITJISIISIT KaK 00JIb-
e (hroJIeTOBO-JIMIIOBBIE KJIETKH, «HATIMYKAHHbIC» OOJIOM-
KaMU siIep MOBPEKAEHHBIX KJIETOK, COOCTBEHHOE JKe SIIPO
orrecHero k nepudepun. O6pasopanue LE-kierok saBucut
ot nammyust anturen Kk JJHK un xomrmementa. [Ipu peskom
cHIDKeHUM rocieqnero LE-kimeTkn oTcyTCTBYIOT.

IIpu CKB HabsopaloTcss OTYETIMBbIE JTaOOPaTOPHBIE
[I0Ka3aTeJan BOCHATUTENbHON M MMMYHOJIOTUYECKON aKTUB-
HocTH Tpoliecca: nosbiiienHas COJ, anemus, JelKoneHus,
BO3MOKHBI TpoMGoIuTonenus u aumornenus. CepoMmyKou,
CUAJIOBBIE KUCJIOTBI, TJIUMKOTIPOTEHU/IbI TTOBBIIIEHBI B 2—3 pasa.
Y GoabmuHcTBa AeTell HabGIIOAAI0OTCS TUIEpraMMaraody-
JIMHEMMS, TIOBBIIIEHHBI YPOBEHb OCHOBHBIX KJIACCOB MMMY-
HOTJIOOYJINHOB U IIUPKYJIUPYIONIIX UMMYHHBIX KOMILICKCOB.

B 1982 r. AmepukaHCKOIi accolualieii peBMaToJIOTOB
npemoxennt 11 kputepues quarnoctuku CKB:

. Boichimanus B cKyJI0BOI 061acTH.

. JluckonHbie BBICBITAHNA.

DoroceHcnbumusanus.

. S13BBI caM3UCTOI pra.

. AprpuTsl 1BYX miin 60Jiee CyCTaBoB.

CeposuT (TJIEBPUT, TIEPUKAP/IUT).

[lopaskenne mouek (mepcucTupyronias TPOTEHHYPUS
6ouiee 05 1/CyT., KJIETOUHbIE IIUIUHIPBI).

8. HeBposoruueckue unapyienus (CyZ0poru, Icuxos).

9. 'emarosiornueckue HapyueHus (reMoJuTHYecKas aHe-
MUsl, JIEHKOTIeHMS], TUM(OIUTOIIEH S, TPOMOOI[UTOEHHS ).

10. MmmyHosnornveckue HapyuieHus: (I10JI0KATEIbHBIN
LE-knerounstii tect, anturena kK HatusHoi J{THK B mosbiien-
HBIX TUTpaX, anTu-SM anturena — anTurena k SM-srepHomy
AQHTHUTEHY, MOJIOKUTEJbHBIN TecT Ha aHTudochognmuaHbIe
anTutena (ysenanuenue yposus 1gG win IgM antukapamo-
JIMIIUHOBBIX aHTUTEJ, UK TIOJIOKUTEJIbHBII TeCT Ha BOJIYA-
HOYHBII aHTUKOATYJISAHT IIPU MCIIOJb30BAaHUM CTAHAAPTHBIX
METO/IOB, WJIN JIOSKHOTIOJIOKUTENIbHAS PeakIus Ha CUpUINC B
TeyeHHe KaK MUHMMYM 6 Mec. TPH IOATBEPKICHHOM
OTCYTCTBUY CU(DUIINCA C TOMOIIBIO PEAKIIUMU UMMOOUIIN3a-
1 GJIeIHO# TPeToHeMbl U TecTa (IIoopeciieHTHOl abcopb-
IUU TPETIOHEMHBIX AHTHUTE ).

N U W

Hamawe 4 u3 11 npu3HakoB MO3BOJISIET CYUTATH ANATHO3
CKB nmocroBepHBIM.

B «MexayHapomHoi#l cTaTuCcTHYecKON KJacCupuKannum
GosiesHell u IpobJieM, CBSI3aHHbIX €O 310poBbeM» (MKB-10,
Kenepa, 1995) CKB sxoaut B XIII kmacc <«bBose3nun
KOCTHO-MBIIIIEYHOM CHUCTEMBl U COEMHUTENbHON TKAHW»,
650Kk «CHCTeMHbBIE TIOPAKEHUS] COEAMHUTETBHON TKaHU»,
ko M32.

[lo mHacrosIero BpeMeHH BpavyaMU-UHTEPHUCTAMU
ucriosibdyercsa  kiaaccudukanusas CKB, mnpemmoxennas
B.A. Haconosoii (tabm. 1). Ilpu omnpezneieHun creneHu
AKTUBHOCTHU IATOJIOTMYECKOTO TIPOIECCA YUUTBHIBACTCS KOM-
IJIEKC KIMHUYIECKUX 1 JIa0OPaTOPHBIX MoKasatresieii (Tabir. 2).
ITo xapakTepy TedeHus BBIIESIOT:

— 0CTpOe — BHE3alHoe HavaJjo, ObICTPast TeHepaIu3aliyst
¢ (hopmMupoBaHUEM MTOJUCUHIPOMHON KINHUIECKON KaPTHHBI
¢ nopaskenueM novex u/miau [[HC;

— MOJOCTPOE — TMOCTENEHHOEe HAYasio, OoJjiee MO3/HSIS
reHepajausalusl, BOJHOOOPA3HOCTh TEYEHUSI C PasBUTHEM
pemuccuii u 6osee 6JArONPUSTHBIM IPOTHO30M;

— XPOHMYECKOEe — Yallle MOHOCHH/IPOMHOE HAYAJIO, 103-
JHAS W KJIMHUYECKH MaJOCUMIITOMHAs TeHepaIu3anus U
OTHOCHUTEJIBHO GJIATOIIPUSITHBIN TPOTHO3.

PaGouast rpynmna AccolMaliuu peBMaToJIOTOB Y KPauHbl
PEKOMEHIyeT K KIMHUYECKOMY TPUMEHEHUI0 Kiaccubuka-
o CKB, ocHoBanmyio Ha orpejieieHK BapHaHTa TeYeHust
GoJIe3HU B 3aBUCHMOCTH OT XapakTepa ee Havyasia (OCTpoe,
HO0CTPOE WU XPOHMYECKOE), CTEIEHN aKTUBHOCTU 3a00J1¢e-
Banus (I crenens — munumasnbhas, [1 crenens — ymepennas,
III crenenb — BbICOKAs], B COOTBETCTBUM C KIMHUYECKUMU U
J1ab0PaTOPHBIMU XapPAKTEPUCTUKAMM ), & TAKKe OT KJIMHIKO-
MOP(hOJIOTHYECKOI XapAaKTePUCTUKU TMOPAKEHUN BHYTPCH-
HUX OPTAHOB U CUCTEM.

B 2006 r. co3mana MexayHapoaHas pabodast TPyIIna iJs
yrounenust mousTus <«oboctpenne CKB». PesympraTom
paboThl 9TON TPYIIbI cTajka cjaeaymomas (HopMyJIUPOBKa:
«O6ocTpeHre — 3TO TOIAOIIEECs] U3MEPEHIIO OBBIIIEHE
AKTUBHOCTH 0OJIE3HU B OHOI uin GoJiee CUCTEMe OPraHOB C
MOSIBJIEHVIEM HOBBIX MJIN YXY/IIEHUEM Y3Ke IMEIOIINXCST KITH-
HUYECKUX MPOSIBJICHUN U CUMIITOMOB ¥/MUJIK JTabOPATOPHBIX
JAaHHBIX. DTH U3MEHEHUSI JIOJIKHbI ObITh TIPU3HAHDI KIIMHITYE-
CKU 3HAYMMBIMHU CIIEI[HATICTOM U TIOBJIEYb 32 COOOU KOPpPeK-
U0 WJIN YCHUJICHUE Teparnuus.

Muddepenumnanpuas muarnocruka. C ydetom Bapua-
GenbHOCTH U TIoJMMOpPdU3Ma kianHudeckoil kaptunbl, CKB
npuxoautes AnddepeHIIMpoBaTh OT MHOTHX PEBMATUYECKUX
U HepeBMaTH4yeckux 3aboseBaHuil. B Tex ciydasx, Korma

11. TloBbllieHMe TUTPAa AHTUHYKJIEAPHBIX AHTHUTEJ KJIACCHMYECKHH JIePMATUT OTCYTCTBYET, AudhepeHInanbHyo
(AHA). JIMaTHOCTHKY CTPOAT C YYETOM JAOMHHMPYIOIIUX B KJIUHUYE-
Tabnuua 1
PaGouas knaccudpukaumus KJIMHUYECKUX BapuaHTOB
Te4YyeHUsl CUCTEMHOW KpacHou BonvyaHku (HacoHoBa B.A., 1972-1986)
XapakTep c?:s:ﬂub KnuHuko-mopd onormnyeckas xapakrepuctmka nopaxeHumn
;equm' aKTUBHOCTH KOXW cycTaBoB CepO3HbIX ceppua nerkux noyek HepsHou
oJle3HU obonoyek cUcTeMbl
npouecca
OcTpoe AkTuBHas dasa: «babouka» ApTtpanrum | Monuceposnt | Muokapgut | NMHeBMoHUT | JTtonyc- MeHuHroaHue-
MoaocTpoe CTteneHb Kanunnsaputbl OcTpbin, (nnesput, |3OHAokapauT | [HeBMO- | Hedput danononupagu-
XpoHuyeckoe aKTUBHOCTU: OkccyaaTuBHas | NOAOCTPbIN, | NepukapauT, ckrnepo3s KyNoHeBpuUT
-Bblcokas (lll) sputema XPOHWYECKUI | NEePUTOHUT), Xopes
-ymepeHHas (I1) Mypnypa nonunatput BbIMOTHOWA, OcTpbIii Ncnxo3
-MuHumanbHas (I) | OuckounaHas cyxon,
HeakTusHas dpasa BONYaHka aAresnBHbIN,
PeTukynspHoe nepurenaTur,
nuBego u Ap. nepucnnexHuT
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Tabnuua 2

KnuHnuyeckaa n naGopaTopHaa XapakTepuctuka aktTuBHOCTU
naToJIorM4ecKoro npouecca npu CUCTEMHOM KPaCHOM BONYaHKe

CTeneHb akKTUBHOCTH

Mokasarenb i i 0
TemnepaTypa Tena 38"C u Bbllle MeHee 38°C HopmarnbHas
[MoxypaHue BblpaxeHHoe YMepeHHoe HesHauuTenbHoe
HapyLieHne Tpodpukm BblpaxeHHoe YMepeHHoe HesHayuTensHoe
MopaxeHue «Bbabouykay, Hecneumndunyeckas OuckonaHble
KOXM KanunnsapuTel apuTemMa ovaru
MonnapTput OcCTpblIN, NOJOCTPbLIN MogocTpbin [edopmupytoLyuii
Mepukapgut BbinoTHo Cyxoi AQresuBHbIv
Mwokapaut BblpaxeHHbIN YMepeHHbIN Kapaunocknepos
Mnesput BbinoTHo Cyxoi AQresuBHbIv
"momepynoHecdput HedpoTnyeckuii cMHgpom CmMellaHHoro Tuna MouyeBoWi cuHgpom
[MopaxeHne HepBHOW CUCTEMBI OHUedanopagnkynoHeBpuT OHuUedanoHeBpUT [MonuHesput
emorno®uH, r/n MeHee 100 100-110 120 n 6onee
CO9J, mm/vac 45 n bonee 30-40 16-20
PubpurHoreH, rin 6 n bonee 5 4
Y-rno6ynuHel, % 30-35 24-25 20-23
LE-kneTkn Ha 100 nemnkoumToB 5 1-2 OTCyTCTBYIOT
AH®, TnTphI 128 u Bblwe 64 32
AHTuTena K HOHK, npoueHT cBsAsbiBaHusA LIMK BblpaxeHHbIN YMepeHHbI He3HaunTenbHbIN

CKOH KapTUHe CUHJPOMOB. Ilpn Hasm4yum cyctaBHOroO U Kap-
nuanbHoro cuagpoMoB CKB cnenyer muddepeniiupoars oT
OCTPOI PeBMATHYECKOM JIMXOPA/KU 1 IOBEHUJIBHOTO PEBMATO-
WJIHOTO apTpUTa, NIPU HAJINYMKM TeMOPPArnYecKUX BbICHIIA-
HUII — OT reMOPParkyecKoro BaCKyJauTa 1 TpOMOOIUTONEHNU -
YeCKOH IypIrypbl. BolpaskeHHbIe TeMaToJIornyecKie Hapylie-
nus, aumdazeHonaTisa 1 TelaToCIIeHOMETalIus MpeycMa-
TPUBAIOT MCKJIIOUEHUE JIeiiKo3a 1 Apyrux OosiesHell KpoBw,
JsuMbOTpanyJIemMarosa.

B awmarnoctuke OCTpOil peBMaTUYECKON JIMXOPAJLKU
OCHOBHOE 3HAYEHHE NMeeT Halmdue crernbudHbIX st 3260-
JIEBaHUS TIOPAKEHUS Cep/illa C Pa3BUTHEM IHJIOKAPJNTA,
BBICOKUX THTPOB IIPOTHBOCTPENTOKOKKOBBIX aHTUTEJI, TIPEX0-
JISIIEr0 apTPUTA, OTCYTCTBUE MOJUBUCIIEPUTOB.

[Tporpeccupytonuii Xapakrep PeBMaTOMIHOTO HMOPAKEHUS
CYCTaBOB U ITPOIECCOB KOCTHO-XPSIIIEBO JIECTPYKIIMN COCTABJIS-
10T OCHOBY JIMArHOCTHKU IOBCHUJIBHOTO PEBMATOM/THOTO apTPUTA.
Cucremtbie (hOpMbI 3TOr0 3a60JIEBAHNSI SIBIISIIOTCST CJIOKHBIMU B
JIMArHOCTHYECKOM TtaHe. HeoGX0oaMMo pUHIMATD BO BHUMAHUE
MJI/IIINI BO3PACT GOJIBHBIX, HAUAJIO GOJIE3HU B OCEHHUIT 1 OCEH-
He-3MMHUI TIePUOJL TO/IA ¢ OTCYTCTBHEM XapaKTEPHBIX BBICHINIA-
HUIA, MEHee BBIPAKEHHYIO CUCTEMHOCTD MOPasKeHUH, OrpaHiyeH-
HBII CEPO3UT, B OCHOBHOM, IIeprKapanT. [luartsoctrka oberdaer-
Cs1 B CJIydae PasBUTHUS XaPaKTEPHOTO JIJIs FOBEHUJIBHOTO PEBMATO-
WJIHOTO apTpUTa CYCTAaBHOTO CHHApPOMA. Peraioiiee 3HaueHue
MMeeT TIPOBE/ICHIE UMMYHOJIOTMYECKUX CCIIC/IOBAHMIA.

[na ycranosnenuss amarnoza CKB, mpossisiomeiics
HepUTOM, HeOOXOUMO YUUTHIBATD [OJI M BO3PACT GOJIBHOTO,
HaJIMYMe B HAUYAJIBHOM TIEPUOJIE JINXOPAJIKHU, BO3MOKHO, KPaT-
KOBPEMEHHOTO CYCTaBHOTO MJIM KOKHOTO CHH/IPOMOB, M3Me-
HeHuil B KapTuHe KpoBu. Heo6X0AnMO HPIKU3HEHHOE MOP-
(honornveckoe ucceroBanme MOYECUHON TKAHM.

HeBpoJioruueckast CHMIITOMATUKA B JI€0I0TE BOIYAHOYHO-
ro mporiecca Tpebyer U3ydeHust CIHHHOMO3TOBOM JKUIKOCTH,
B KOTOPOIi BBIAB/IIOT AH®M mpm HeraTMBHBIX pe3ysbTaTax
GAKTEPUOJIOTIIECKOTO U BUPYCOJOTHUECKOTO MCCAETOBAHMSL.

B psize cayuaes npoBoasaT auddepeHIuanibHblii 1ardos
CKB ¢ undexnmnontpiMu 3aboseBanusMu (TyOepKyIies, nep-
cunno3, BUY-undexnus u ap.).

Ilens nevennsa 6ompubix ¢ CKB 3akmouaercsa B momasJie-
HUU aKTUBHOCTHM BOCHAJIUTEIBHOTO IPOIecca, WHAYKINA 1
HOJIEPKAHUS KIMHUKO-Tab0PaTOPHOU DPEMUCCUH, TIPELy-
HPEXK/IeHIH PeIninBOB. KOHEUHBIM UTOTOM Tepanu J0JKHO
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ObITh yJIyUllleHHe KayeCTBa JKM3HU OOJIBHOTO U IIPOTHO3A
3a60JIeBaHUSL.

Itnosornmyeckas teparmusi CKB orcyrcrByer. OcnoBHbIe
TPYIIIBI MPETApaTOB W METO/bI MATOT€HETHYECKON Teparun
cremytonue. imoxkokoprukocreponasl (I'KC) — mpenapars
nepsoro psiga. Jlosy u crniocob Bemenust IKC omnpezessiior B
3aBUCHMOCTH OT TSIKECTH COCTOSTHUS GOJLHOTO, BEAYIUX KITH-
HMYECKUX CHHPOMOB M akTuBHOCTH 3aboseBanus. [Ipu I cre-
IIeHH aKTUBHOCTH IIpoliecca /103a IIPeIHU30JI0HA /TSI IePOPalb-
Horo mnpumeHenust coctasister 0,3—0,5 mr/kr/cyr., npu 11
crenienn — (0,7—1,0 mr/xr/cyt., ipu 111 cTrenenu u Bo Bpems Kpu-
308 — 1-1,5 Mr/xr/cyT. (e 6omee 65—70 mr/cyT.). Jlederne ¢
[IPUMEHEHNEM MaKCUMAaJIbHOI MOJIABJISIONIEH /103bl TIPEIHN30-
JIOHA TIPOJIOJIKAIOT B Teuenue 4—8 nen. [Ipu comkenuu akTus-
Hoctu 3aboseanust 103y TKC nocteneHHo yMeHbIIAOT — BHA-
Yaje Ha 5 MT, 3aTeM Ha 2,5 MT B HEJENIO, B TIOCTELYIONEM
Ha 2,5 Mr B 2—4 nej., Tak 4to6b1 yepes 6—9 mec. oT Hadana gede-
HUS YMEHBIIUTh 103y [0 MojepxuBaiomieii. B nepsbie
2-3 rojia nocJie Hayasa GOIE3HN TOJUIEPIKIBAIONIAST /103 TIPE/I-
HI30JI0HA JIOJKHA COCTABIATH He MeHee 12,5—15,0 Mr/cyT.

Pannee naznauenue rpezinn3osiona o ganueiM Tseng C.E.
et al. (yposenb pokazarenbHoctu A; Cochrane Database Syst
Rev, 2006) moskeT TipeZioTBpaIaTh Pa3BUTHE TSIXKETIOTO BOJI-
YaHOYHOTO KPHU3a y KIMHUYIECKU CTAaOUIBHBIX, HO CEPOJIOTH-
YECKH AaKTHBHBIX TAIUEHTOB.

[Tpu 1roIOPranHOM MOPAKEHNHU UM BOTIAHOYHOM KPH3e
npuMenstiotT myJibc-tepanuio ['KC, meTonnka KoTopoii 3aKJmo-
yaeTcs BO BHYTPUBEHHOM KareTbHOM B TeueHmne 30—-40 mum.
BBejiennn Metusmpeaansonona 10—15 mr/kr (no ne 6osee
1000 mr) 3—5 aneit nozpsia. [locse okoHUAHUS MTYIbC-TEPATTIN
npomoskaercst mpuem TKC sryTpb. 1o manusiv Harisdangkul V.
et al. (yposenb mokasarenbroctu B; Cochrane Database Syst
Rev,, 1989) exxemecsunas myJibC-Tepanusi BBICOKUMH /103aMHU
npesinusosiona B tedenue 4-21 mec. npu tsokesnoin CKB n
monyc HedpuTe SIBISIETCS BHICOKOI(MOEKTUBHON, YBEIMINBA-
€TCsT KOJIMYECTBO OIArOMPUSATHBIX HCXOMIOB.

Cuieptytoliieii TPyIION TIPENapaToB, UCIOJIb3YIOMNXCS B
sedenun CKB, ABIAIOTCS MUTOCTATUYECKHE UMMYHO/ETIPEC-
canthl. [Tokazanust Kk X Ha3HAUEHMIO CJIETYIOIINE: BBICOKAS
nmn kpusoBas akTuBHOCTh CKB, Hammume BBIpa)kKeHHOTO
Hedputa, Tskenoe nopaxkenue I[THC, orcyTerBue siBHOTO
adderTa OT HpeANIECTBYIONIEH Tepanuu, HeoOXOIUMOCTD
ymenbirenns 10361 [KC 13-3a mo604HOT0 MeiicTBHS Tipenapa-
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TOB, HECTOIKOCTh PEMUCCUU U YaCThle PEIUAUBBI 3a00JieBa-
Hust. [IpemmapaToM BeIGOpa IS JIEYEHUST TSKEJIBIX TTOJIHOP-
ranHbix opm CKB ssistercs nukiropochamu (ITD) B mose
2-3 mr/kr/cyT. He MeHee 10 Hezl. ¢ oc/IeIy0IUM 1ePeX0/I0M
Ha MOJIZIEPKUBAIOIILYIO /103Y.

[Ipn monyc-nedpure u Helipo-riomyce TPOBOAUTCS
nysbe-repanus LD B goze 15—20 mr/kr (we 6osee 1000 mr) —
BHauase 1 pa3 B Mecsll B Teuenue 6 mec., 3arem 1 pa3 B 3 mec.
B Tedenue 24 mec. [1epBblil MecsII1 leueHust yatlie UCIIO0JIb3YIO0T
npobnoe Beenenne 11D (1 pas B 2 e win 1 pas B Hememo),
pasjeiss yKazaHHble [103bl Ha 2—4 nipuema. OOmiast mpojoi-
SKUTETBHOCTD Tysbc-Tepanuu 1D mgomkHa coCTaBasaTh He
menee 18—24 mec. Jleuenue 11D npooputcst Ha (oHe rpue-
Ma MaKCHMaJIbHBIX, a 3aTeM nojyiepsknBamomux 103 TKC.

KoMOuHUpOBaHHASI I1yJIbC-TEPAIS METUJIIPEHUZ0JI0-
HOM U 1uKjI0hochaMugoM OO METUIIIPEIHU30JI0HOM
U TIPEIHU30JI0HOM siBJisteTcst GoJiee aheKTUBHOIT y manueH-
ToB ¢ Tswkeabim TederreM CKB B Bospacte 9—15 ser, yem
MOHOTEpAIUS MPEeIHN30J0HOM (YPOBEHb I0Ka3aTeIbHOCTH
B; Hu J. et al. // Cochrane Database Syst Rev,, 2003).

ITutocraruk asatuonpun MeHee adexrusen, yem [1D.
[Tpemapar uCmoMb3yIOT TSI TTOIEPKAHUS NHIYIIHPOBAHHO
1D pemuccnn BoMUaHOYHOTO HePUTA, JICUEHUS CTEPOU/I3a-
BUCUMBIX U CTEPOMIPE3UCTEHTHBIX GOJIBHBIX C MEHee TsikKe-
seivu Bapuantamu CKB, B ToM unciie ¢ TpoMbonuTonenuei,
BBIDAKEHHBIM M PACIPOCTPAHEHHBIM KOXKHBIM CHHIPOMOM.
A3aTHONPUH Ha3HAYAIOT TIEPOPAJIBHO B 103¢€ 2,0 MT/KT/CYT. B
Teuenne 1,5-2 mMec., 3aTeM 03y YMEHDIIAIOT 10 MOIEPKHU-
Baiotneit 0,5—1,0 Mr/Kr/cyT., KOTOPYIO TIPU XOPOIIIEH TepeHo-
CHIMOCTH TIperiapata PeKOMEH[yeTCsl TIPHHUMATh B TeYeHHe
MHOTHX MECSIIEB.

OcobeHHo GOJBIIOI UHTEPEC B MOCIEHHIE TOIbI BhI3bIBA-
eT TIUKJIOCTIOPUH A, KOTOPBIN PACCMATPUBAETCST KaK OJTHO U3
Hanbostee 3G heKTHABHBIX JIEKAPCTBEHHBIX CPEJCTB C CEJEK-
TUBHOI MMMYHOCYTIPECCUBHOI aKTUBHOCTBIO. [Ipemapar B
couetannu ¢ ['KC cyIiecTBeHHO yMeHbIIaeT YPOBEHb IPOTEH-
HYPUU, HO TIOTEHIIUAIBHO HeDPOTOKCHYEH, YTO OTPAHNMIMBAET
BO3MOJKHOCTD €TO TIPUMEHEHHUsT y OOJIBHBIX C HapyIIeHHeM
bynxkiuit nouek. [Tokazannem K Ha3HAUEHUIO ITUKJIOCTIOPUHA
A CUNTAIOT HAJMYUE CTEPOUIPE3UCTEHTHOTO MJIM PElUINBU-
PYIOIIETO CTEPOUIBZABUCUMOTO He(MDPOTUIECKOTO CHHIPOMA,
006y CIIOBJIEHHOTO MeMOPAHO3HBIM BOJTYAHOYHBIM HeDPUTOM
(V xmacc). MosxHO MCTToTb30BaTh MUKJIOCTOPHH A B KauecTBe
AJIbTEPHATUBHOTO TIperaparta nNpyu HEBO3MOKHOCTH MPUMEHe-
HUS TPAIUIIMOHHBIX ATKUIUPYIONIUX JIEKAPCTBEHHBIX CPE/ICTB
WM aHTUMEeTabOJUTOB W3-3a IuToleHnu. EcTh paHHbIe
00 3P HEKTUBHOCTN MUKIOCTIOPUHA TPU TPOMOOIUTONEHNN.
TepaneBTuueckass /1032  IUKJIOCIHOPUHA  COCTABJISIET
3—5 MI/Kr/cyT., KOHIIEHTPAIIUS €r0 B KPOBU He JIOJIKHA TIpe-
Boimarh 150 vr/mir. Kinnunyeckuii appekt 06pIuHO 0OTMEUYAIOT
Ha 2-i1 mec jeuenns. llpm moctmskenum pemmccnm 103y
IUKJIOCTIOPUHA TIOCTEIIEHHO YMEHBIIAIOT JI0 TIO/IEPKUBAIO-
meit (B cpexem 2,5 mr/kr/cyt.). C yueToM BO3MOKHOTO
Pa3BUTHUSI 3ABUCHMOCTH OT IIMKJIOCIIOPUHA [IOCJIE OTMEHBI ITpe-
rapaTa MOKHO PeKOMeHoBaTh azatuonput nian 11D.

OO6Hajie)KUBAOIIIE PE3YJIbTATHI IOJYUEHbI TIPH UCHIOJIb-
soBanuu y 60sbHbIX CKB elie 0[HOr0O CeneKTUBHOTO UMMY-
Hocynpeccanta — Modernna mukodenosnata. [lo pamHbIM
Meta-ananusa (Moore R.A,, Derry S., 2006), mukodenomara
Moernn B coueranun ¢ 'KC conocrasum 1o addexrns-
Hoctu ¢ myJbc-reparueil [1M B couerannn ¢ [KC, menee Tok-
CUYeH W peke MPUBOAUT K PA3BUTHUIO MHMEKIMOHHBIX
OCJIOKHEHUN TIPH JIEYeHUH TPOTNMEPATUBHOTO 1 MeMOpa-
HO3HOTO BoJidanounoro nedpura. Mukodenomara modern
MOJKET ObITh UCIIOJIb30BAH JIJISI MHYKIUK PEMUCCUM BOJIYA-
HouHoro Hedpura, pesucrentaoro k 11D, 1is moyepranus
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pemuccun, uHynuposanHoit 11D, ipu HEBO3MOKHOCTH MTPO-
BoauTh sieverne 11D B cBs3u ¢ pazsutnem no6oYHbIX addek-
TOB WJIM HEXKeJaHUeM TMaiueHTa. J[eTssM peKoMeHI0BaHbI
J103bI 11periapara u3 pacuera 600 mr/m2 2 pasa B CyT.

AMMHOXMHOJIMHOBBIE TperapaTsl (rUPOKCUXJIOPOXHH,
XJIOpOXUH) 06b1uHO npuMensioT pu CKB Huskoii akTuBHO-
CTH, JUIS TOJJIEPKAHUS PEMUCCUU U TIPEAYIPERJACHUS
permausoB 1pu cHmxkennn 03 'KC wianm ormene I1C.
THPOKCUXIOPOXUH B MAKCUMAJIbHOM /103€ (710 5 MT/KT/CyT.)
1 XJIOPOXMH B MAaKCUMAJIbHOM /103€ (710 4 MT/KT/CyT.) B Teue-
Hue 2—4 Mec. ¢ TIOCJIe/LYIOIINM ee CHIKEHHEM B 2 pa3a Ipume-
HAIOT JJINTENbHO, B Teyenue 1—-2 jer u Gosee. HauanbHoro
TepaneBTHYeckoro addexTa oT NpuUMeHeHsT AMUHOXMHOJIM-
HOBBIX ITPENAPATOB JOCTUTAIOT B cpe/iHeM Yepes 6 Hejl., Mak-
cumyMma — 4epes 3—6 Mec., a 110cjie OTMEHBI OH COXPAHSIETCs
eiie B teuenue 1-3 mec.

Cpentn pasHo0OPa3HbIX MEXAaHU3MOB MATOTEHE3a Ay TONUM-
MYHHBIX 3a00JIeBaHUI HAPYIITEHUST B-KJIETOYHOTO HMMYHUTE-
Ta BBI3BIBAIOT OCOObIN HHTEPEC, B TOM YKCJIE C TOUKU 3PEHUST
pa3paboTKU HOBBIX MOXO/0B K UX JiedeHuto. [1epBbIM U OKa
€JIMHCTBEHHBIM AHTU-B-KJIETOYHBIM T'€HHO-UHKEHEPHBIM
OGUOJIOTHYECKUM TIPENapaToM, PUMEHSIONMMCST [JIsT Jiede-
Hs 3a60sIeBaHNiT YesoBeKa, sBisiercst purykcumad (PTM) —
XUMEPHbIC MOHO-KJOHasbHbIe aHTHTena K CD20-antureny
B-knerox. [lanuble, xacaoiquecsa npumenenus PTM npu
CKB y B3pocbIX, IPOAHAIM3NPOBAHBI B CUCTEMATHYCCKIX
o63opax Murray E., Perry M. (2010), M. Ramos-Casals et al.
(2009). IonokuTenbHast JUHAMUKA OJHOTO WK OoJiee KJIu-
Hudeckux nposgsiennii CKB, cHukeHne akTHBHOCTH BOJIYa-
HouHOTrO Hedpurta ormeueHsl y 91% marmmentoB. Hacrora
nobounsix a¢hdexToB cocraBunaa 23%, MHPEKIMOHHBIX
ocnoskHeHnt — 19%.

[To-mipeskHEeMy aKTyaJbHBIM OCTAETCS BOIIPOC O HazHaye-
HUM IIUTOCTAaTHYECKUX IIpenapaToB Bo BpeMms kypca PTM
U/WUJN TI0CJIe HEerO B KavyecTBe TO/UIEPKUBAIOIIEN Teparuu.
Ornuncano HECKOJIBKO CXeM aHTH-B-KJIeTOYHOIl Tepanum: mpu-
Mmenernne Monorepanun PTM B coueranuu ¢ TKC; komGum-
posannas tepanust PTM ¢ 'KC u BHyTpuBEeHHBIM BBe/IeHIEM
pasmmunbix 103 1D, 3aTem npojgossKeHye mprueMa muTocTa-
TUYeCKUX IperapaToB, UCIOJIb3yeMbIX /0 Kypca PTM nmn
Ha3HAYeHUe HOBBIX, HE UCIIOJIb3YEeMbIX PaHee Y JAHHOTO 00JIb-
HOTO; HaszHadeHue mojjepskuBaiomero kypca PTM wnan
[UTOCTATUYECKUX MPENapaTtoB TOJbKO IPU PasBUTUU 00O-
CTpeHNUs; HagHaueHue nojepsxusawoliero kypca PTM uepes
6—12 Mec. mpu BOCCTAHOBJIEHWH TOMYJIAINU B-nuMdonnton
HesaBucumo ot aktusnoctn CKB.

B Hacrosuiee BpeMsi HeT yOeIUTENbHBIX JOKA3ATENbCTB
IIpeuMylIecTBa TOH MM MHOH cxeMbl Tepanuu. OgHAKO
Ha3HAUYeHMe IIMTOCTAaTUYECKUX IpernapaToB cpasy IocJe
kypca PTM, 1o HEKOTOPBIM JIaHHBIM, ITO3BOJISET JIOCTHYD
6ouee piurenbHoi pemuccun CKB.

AHTHKOATYJISTHTBI ¥ JIe3aTPEraHThbl IMPOKO UCTIOJIb3YIOTCS
pu JiedeHnn Bosrdanoynoro Heppura u CKB c nposiBiiennsamn
TPOMOOTIYECKO#T aHrronaThu. Teparnuo HAYNHAIOT TIPSMbIMU
AHTUKOATYJISTHTAMM, TTPEUMYIIECTBEHHO HU3KOMOJIEKYJISPHbI-
mu (bpakcurnaput, pparMut u 1p.), 1ajiee TPUMEHSIOT aHTH-
KOATyJISTHTbI HETIPSIMOTO JIeUCTBUS (CUHKYyMap, (DeHUIINH ).

By TprBeHHbIN UMMYHOIIOOYIIMH UCIIONB3YIOT IS Jiede-
g 6oapnbix CKB ¢ TskenbiMu 060CTpEeHUSAMI M HEPEHATb-
HOI mmaToJorueit, rpombonuronennei, nopaxenuem ITHC, pac-
MIPOCTPAHEHHBIM TOpasKeHeM Koxu 1 ciusuctbix, ADC, me-
BMOHHTOM, B TOM uncJie pe3uctenTHbX K ['KC u iurocraTukam.
Kpowme Toro, BHyTpuBeHHBIH WMMyHOraoOyann mpu CKB
AKTUBHO HA3HAYAIOT VIS JIeYeHUsT U TPOMPUIAKTUKYA HH(DEK-
IIMOHHBIX OCJIOKHEHWI. MeTo/uKy pUMEHEeHUsT BHYTPUBEH-
HOTO UMMYHOTIIOOYJIMHA He cTaHIapTusoBanbl. Kypcosas no3a
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npemnapartos coctaister 0,8—2,0 T/KT, ee BBOAAT OOBIYHO BHY-
TPUBEHHO B 2—-3 TIpueMa B TeueHHe 2—3 TIOCJIe0BATETbHBIX
JiHE 1 yepes JieHb. 1uist TpohuIakTHKY 1 JIeYeHUS ONTIOPTY-
nucrnyeckoil nudeknmu npu CKB, nporekatoieii ¢ ymepes-
HOU aKTUBHOCTbIO, I0CTATOYHO /103b1 0,4—0,5 r/KT.

Hecrepouible TPOTHBOBOCHATUTEIbHBIE TIPETIAPATHI
MPUHUMAIOTCS B COYETAHUM C MAJIBIMU U CPETHUMHU JI03aMU
I'KC npu Ha/m4uu CTOUKUX apTPUTOB, OYPCUTOB, TIOJTMMHUAT-
ruil, npu xponnvyeckoMm tedenun CKB c nepudepuyecknm
CHHIPOMOM.

IIpu nHaubosiee Tskenbix Bapuantax CKB, ociosxkHso-
HIMXCS Pa3BUTHEM BOJYAHOYHOTO KPU3a, WJW IIPU PE3U-
CTEHTHOCTU K TPAJAMIMOHHON Teparuu, B CXEMbl JeUeHUs
BKJIIOYAIOT T1azMadepes, MMMYHOCOPOIIUIO, CEIEeKTUBHYIO
UMMYHOCOPOIMIO, CHHXPOHU3UPYsI IIPOBEJCHHUE C MyJIbC-Te-
parnueii I1D.

[Tna3zmacdbepes B covyeTanuu ¢ IIyJbC-Teparueil MeThJ-
nipern3oa0HoM U [[D («cuHXpOHHAST> Teparus) — OJINH 13
HanGoJiee MHTEHCUBHBIX METOJIOB JICUEHUSI, UCIIOJIb3YEMBbIii
11 tedenns Hauboulee Takenplx nanuentos ¢ CKB. Iokasa-
HUS K «CUHXpoHHOi» Tepanun: CKB BbicOKOIT M1 KPU30BOI
AKTHUBHOCTH, COIIPOBOKIAIONIASICS BBIPAKEHHON 9HIOTEHHON
MHTOKCHUKAIMEH; BbICOKOAKTUBHBIN HeGPUT ¢ TOYedHOI
HEJ0CTATOYHOCTBIO (B 0COOEHHOCTH OBICTPOIIPOrPECCHPYIO-
il BosraHouHblil Hedput); Tsokenoe mopaxenuwe [[HC;
orcyrcrBue 3dderTa KOMOMHUPOBAHHO ITyJIbC-TEPAITHN
I'KC u nurocratukamu; KpuoriooyanHemust; Hamnae ADC,
PE3UCTEHTHOTO K CTAHJAPTHON Teparnu.

Hapsiny ¢ 6asucHOil MMMYHOCYIIPECCUBHON Teparnueii B
sedennn CKB 1o mokasanusiM MCIONB3YIOT TMHIOTEH3UBHbIE
CPE/ICTBA, ANYPETUKH, aHTUOMOTUKH, IPeraparhl AJist mpodu-
JIAKTUKH U JIEYEHHS OCTE0II0p03a, aTepockieposa. IIposeen-
Hoe Schanberg L.E. et al. (Cochrane Database Syst Rev., 2012)
nzydyenuie ah(HeKTUBHOCTH aTOPBACTATIHA Y MOJIOZIBIX TIAITH-
enToB ¢ CKB (Bozpact 10-21 ron) He mokasano 3HaINTENTHHO-
ro adexra mpenapara Ha IIPOrPECCUPOBAHUE CYOKIMHIYE-
CKOTO aTepockiiepo3a. OHAKO aBTOPHI TOJATAIOT, YTO AJTb-
HeIIIITIe MCCIe0BAHNST MOTYT OIIPEIETUTD IPYIIIbI OOIBHBIX,
JI7ISI KOTOPBIX 11€JIEBOE Ha3HAUEHUE CATHHOB CTAHET TT0JIE3HBIM.

IIporno3. Ilpu panHem ycTaHOBJIEHHM [UarHosa U
JUIUTENLHOM JIedeHUH TIOKa3aTesn S-JleTHel BbIKUBAEMOCTU
6ombubix CKB nocturator 95-100%, 10-1etHeit — 6omee 80%.
VBemmuenne BorkuBaemoctn Gompbix CKB, orvewennoe B
HOCJIeIHUE TO/1a, O0bSCHSETCS TIOBBIIIEHIEM KaueCTBa JIUarHo-
cruky 3a00JieBaHust (B TOM YHCJIE PAaHHEN ), IIUPOKUM BHEJPe-
HueM B KianHndeckyio mpaktuky ['KC u nurocratnkos (BKITIO-
Yasi CBEPXBBICOKHE JI03bI ATHUX Mpernaparos), muddepeHiinpo-
BaHHBIM TIOJXOJIOM K IMATOTEHETUYECKOIl Teparuu, Gazupyro-
I[EMCST HA KOMIUIEKCHOU OIEHKE KJIMHUYECKUX, JTa00PaTOPHbIX
1 MOPQOJIOTNYeCKUX JAHHBIX (TIPEXK/Ie BCETO, PE3YJIbTATOB
MPUKU3HEHHOTO MOP(MOIOTHYECKOTO UCCIe/IOBAHNS TTOYEK).

YeraHoBieHo, uyTo yactota OOOCTPEHUI SABJISAETCA TIpe-
IUKTOpOM mcxoga 3aboseBanust. [lokazano, uro 10-seTHsist
BBIKMBAEMOCTb GOJIbHBIX, HE MMEBIIUX O0OOCTPEHUil mocie
Bepr(UKAIMY JINATHO3a W HA3HAYEHUS] TEePAIINH, COCTABJISLIIA
100%, Torma kak npu pazsutuu 1, 2 win 3 pernuganBOB 9TOT
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rnokasaresib cHukazncsa 10 91%; 69% u 33% coorBeTcTBEHHO.
O6ocTpenusi MOTYT BO3HHMKATh HE3ABHCHMO OT [ABHOCTH
3aboseBanust. OHU MCCIEAOBATENN CYUTAIOT, 9TO 060CTpe-
Hus xapakrepusl st pannnx craauii CKB, a mocse 5 et
3ab0JieBaHUsl WX YacToTa CHUIKaeTcst. J[pyrue, HalpoTus,
(bukcupoBay IeprozIbI MOBBIIEHUS AKTUBHOCTH U TIPH JIJTH-
tespHOM TeueHun CKB.

IIporHocTUyecKr HEOIATOIPUATHBIMU (DAKTOPAMU CUUTA-
IOTCSI: MYJKCKOIT 110JI, Hauasio 3a00JieBaHuUsI B JIETCKOM BO3pa-
cre; Hedput B aebiore 3aboneBanust; aAnddysHbiid mposmde-
patuBHbIil HepuT (IV kirace); cHmskenne kanpeHca KpeaTn-
HUHA; BbissBJcHUE (HUOPUHOUAHOTO HEKPO3a; WHTEPCTHU-
uasbHblil Grbpos; arpodun KaHablEeB B OHONTATAX; apTe-
puasibHas rUNeprensust; Boicokue THTpol anturen k JJTHK n
nuskuit yposeno C3, npucoepunenne nudexnmum, nopaxkenne
[THC, nanuune BOJYAHOUHOTO aHTUKOATYJISHTA U KPUOIJIO-
GynuHeMun, TpOMO03.

Bonpupie CKB uMeIOT MOBBIIEHHBIN PUCK Pa3BUTHS
COTIYTCTBYIOIUX 3a00JI€BaHIUMH, B YACTHOCTH, CEPAEYHO-COCY-
JIUCTBIX, MH(MEKIMOHHBIX, ONpe/eJeHHbIX (OpPM paka, u
OCJIO)KHEHMI, B TOM YHCJE apTepHajJbHON T'MIIePTEH3UH,
JUCJUIUIEMIY, CaXapHOro Auabera, OCTeOIopo3a, aBaCKy-
JISPHBIX HEKPO30B KOCTel, KoTophle cBs3anbl ¢ Tepanmeit CKB
i 06y CJIOBJIEHBI CaMUM 3a00JIEBAHUEM U SIBJISTIOTCST OCHOB-
HOIl IPUYMHOIL JIETAIbHOCTU Y TakuX 6osibHbIX. KoHTpOImpy-
€MBIX UCCJIe[IOBAHMIA, TTOATBEPIKAAIONINX YIIyUIICHUE UCX0/1a
IIPU TIPOBE/ICHUY CKPUHUHTA 1 MOHUTOPUHTA COILY TCTBYIOIIEH
[IATOJIOTHH, HE CYIIeCTBYeT. TeM He MeHee, TaHHbIe, TI0JTyYeH-
HbI€E B IIEHTPAX, [JI€ COCPENOTOYEHbI HanboIee TsIKeble O0JIb-
uple CKB, pacmupsior BO3MOXKHOCTU IpeLyIPEKICHUS
COIYTCTBYIONHX 3ab0eBanuil. [lJs1 BBIABICHUSI 9TUX COCTOSI-
HIH 1 UX OCJIO’KHEeHUH KomuTeT EBporieiickoil anTnpeBmMarTn-
yeckoii siurn (EULAR) pekomentyeT mpoBoAnTh TIATETIbHOE
Habsonenre 6oabHbIXx CKB M MPOSABIATD MOBBINIEHHYTO
HACTOPOJKEHHOCTH B OTHOTIIEHUH KOMOPOUIHBIX COCTOSHUIL.

Ipodunakruka. [lepsuynas npoduaakTuka He pa3pabo-
TaHa, MocKoybKy arnosorusd CKB okoHuaTebHO He yCTaHo-
BJeHa. B 1essix npeporBpaiienust o6ocTpeHnii 3a60ieBaHust
creyer u3beraTh MHCOJSIIMN U IPUMEHEHUsT yIbTpacduoe-
TOBOTO OOJIyYeHMUsT; UCIIOJIb30BATh COJHIE3AIUTHBIE KPEMBI;
HOCHUTD OJIEK/LY, MAKCUMAJIBHO 3aKPbIBAIOIILYIO KOXKY, TOJOB-
Hble YOOPbI € MOJISIMU; OTKa3aThCsl OT TIO€3JI0K B PETHOHBI C
BBICOKUM YPOBHeM HHCOJsIMN. HeobXxoammMo yMeHbIINTD
MICUX09MOIMOHATbHBIE M (DU3UYECKHe HArpy3KH: CJIeyeT
obyuarh fereil Ha oMY (OHM MOTYT HOCEIATh MIKOJIY JIUIIb
[IPU Pa3BUTUU CTONWKOM KJIMHIKO-1a60paTOPHOIl pEMUCCHU ),
OTPaHUYNTH KPYT WX OOIIEHUSI IS YMEHBIIEHUS PHCKA
pasBuTHsA MH(DEKIMOHHBIX 3a001eBannii. Bakimnanmio gerteit
cJIelyeT TPOBOJUTL TOJBKO B TIEPUOJ IIOJHOM pemMuccun
3a60JIeBaHUST TI0 HHIMBUYATbHOMY TPAhUKY.

Jlnst panHero oGHApyKeHUsI TMPU3HAKOB OOOCTPEHUSsT
3a00JIeBaHUST MW [UIST IPELYTIPERIECHNS PA3BUTHS BO3ZMOIK-
HBIX OCJIOKHEHUIT HEOOXOAUMO IIPOBOUTH MHOTOJIETHEE [[HC-
naHcepHoe HabJIO/IeHNe, a TAK)Ke PEryJIsipHbIE KIMHUKO-MH-
CTpyMEHTaIbHbIe 00C/Ae/I0BaHUS 1 JaGOPATOPHBIE UCCIENO0-
BaHUSI.
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CYYACHI ACNEKTU OIATHOCTUKMU | NIKYBAHHA CUCTEMHOIO YEPBOHOIO BOBYAKA B AUTAYOMY BILLI

T.N. bopucosa

JOHeLbKNiA HaUiOHaNbHUI MeauYHUIA yHiBepcuTeT iM. M. Topbkoro, YkpaiHa

Pestome. B nekuii po3rnaHyTo nuTaHHsa enigemionorii, etionatoreHesy, naroMopdonorii cucTemHoro 4epBoHoro Bos4yaka (CYB). [JoknagHo BuknageHa Kni-
HiyHa KapTuHa CYB. OnncaHo OCHOBHI KAiHIYHI CUHAPOMYU — LUKIPHWIA, CYrnoB0BMIA, M'S30BUIA, CYANHHUIA, LepebpanbHiA, reMonaTUYHNiA, CEPO3NTH, MOSi-
BICLEPUT (KapAunT, NyNbMOHIT, HedhpuT, renato- i cnneHomeranis). Hafana xapaktepucTika pisHux KniHiYHWX BapiaHTis BOBYaKOBOr0 Kpu3y. HaBefjeHo MeTo-
aun giarHocTukn CYB, andhepeHuianbHOi AiarHOCTUKK. JliKyBaHHS 3 BUKOPUCTAHHAM FMOKOKOPTUKOCTEPOIAIB, LNTOCTATUYHIX | CENEKTUBHUX iIMYHOAENPeCcaH-
TiB BUKNAZEHe 3 N03uLii JOKa30BOi MeanumMHU. MokasaHo nporHo3 CYB i nporHOCTUYHO HeCNPUATANBI (hakTopu.

Knio4oBi cnoBa: cMCTEMHMIA YEPBOHNIA BOBYAK, AiTW, LiarHOCTUKA, NiKYBaHHS.

CURRENT ASPECTS OF DIAGNOSTICS AND TREATMENT OF SYSTEMIC LUPUS ERYTHEMATOSUS IN CHILDREN

T.P. Borysova

M. Gorkyi Donetsk National Medical University, Ukraine

Summary. In this lecture the following characteristics of systemic lupus erythematosus (SLE) are considered: epidemiology, etiology and pathogenesis, patho-
morphology. The clinical manifestation of SLE is presented in detail. The main clinical syndromes are described — impairment of skin, joints, muscles, ves-
sels, nervous system, hematopoietic system, such disorders as serositis, polyvisceritis (carditis, pneumonitis, nephritis, hepato- and splenomegaly). The cha-
racteristics of various clinical options of lupus crisis are given. Methods of SLE diagnostics and differential diagnostics are outlined. Treatment with the use
of glucocorticosteroids, cytostatic and selective immunosuppressive drugs is scientifically justified by evidence-based medicine. The SLE prognosis and fac-

tors unfavorable for it are shown.
Key words: systemic lupus erythematosus, children, diagnostics, treatment.

HOBOCTH

Hemenxkue yuenbie OTKPbLIN HOBbIE MapKePbl PUCKA
passuTus quabera 1-ro Tuma

Jluaber 1-ro TUIIA HEPEJKO HA3BIBAIOT «[AE€TCKUMY> WUJIU
<IOHOIIIECKUM», TAK KaK 3Ta 60J1€3Hb 0OBIYHO BIIEPBBIE ITPO-
siBJsieTcst B Tedenue nepBoix 10—15 et skusun. Ho terepb
Gsaroiapsi OTKPBITUIO YY€HbIX M3 lepMaHum jereii us
IPYIIIBI PUCKA MOKHO Oy/IeT BbISIBUTH 3apaHee.

WHcymunzaBrcuMblii guabet 1-ro Tuna siBisieTcst ayTo-
UMMYHHBIM 3200JIeBAHIEM, KOTOPOE BBI3BAHO aTakol cob-
CTBEHHON MMMYHHON CHCTEMBI Ha 0COObIE KJIETKH MOJIKe-
JIYJIOYHOU 3KeJI€3bl, KOTOPbIE BbIPAGAThIBAIOT HHCYJIMH.

Bose3nb pazBuBaeTcst HOCTENEHHO U OOBIYHO TSIKEJIbIi
JIMArHO3 CTAHOBUTCS MOJHON HEOKUJAHHOCTBIO /LIS POJIU-
Tesieit peberka n temM GoJree ISt HEro CaMoro.

O/HAKO ONPEAEe/UTh, TIPUHAMJIEKUT Jii PeOEHOK K
rpyIie BLICOKOTO MJIM HU3KOTO PUCKA Pa3BUTHUS <IOHOIIIE-
CKOTO» IabeTa Terneph MOJKHO 3310170 J10 TOSIBJICHMST 1ep-
BBIX CUMITTOMOB.

Uccnenosatern u3 Mrionxenckoro Ilentpa [enbmrosibiia
(Helmholtz Zentrum Munchen, Neuherberg, Germany) na ripo-
TsokeHnn 15 JieT mabmogam Tpymmy feteit m3 3-X cTpaH
urceHHocTho 13 000 yeToBeK, y KOTOPBIX POBEIEHHBIN CPasy
1oCJIe MX TOSBJICHUST HAa CBET TEHETUUYECKUI aHA/IN3 MOKAa3aJl
HaJIIYKE PEIPACIIONOKEHHOCTU K Pa3BUTHIO [nabeTa.

3a Bpems HabmoneHust auabet 1-ro Trma ObLT AUarHo-
cruposan y moutu 1 100 mereit (okomo 8% ot 061mero KoJm-
yecTBa YUaCTHUKOB).

ABTODBI HCCIIE0OBAHUS COODIIAIOT, YTO Y JI€TEH, Y KOTO-
PBIX CIEIMATBHBI aHAIN3 KPOBU TIOKA3aJ HAIU4YHE 2-X
TUIIOB TaK Ha3bIBAEMBIX ayTOAHTUTEJ, PUCK Pa3BUTHUS
3ab0JieBaHMst ObLI HAMHOTO BBIIIE, YEM Y TEX, Y KOTOPbIX
6bLI OGHAPYIKEHBI Ay TOAHTHTEJIA TOJBKO OJHOTO THIIA.

Takue ayroanTuTesa PAHO WK TTO3[HO HAYWHAIOT Pa3-
pyIIath OCTPOBKOBBIE KJETKH TOJKENYA0UHON JKee3bl,
BbIpabaThIBAOIINE UHCYJIUH — B Pe3yJibTaTe PA3BUBAETCS
muaber 1-ro Tura.

Cpenu 3aboseBux auabdetom y 70% ObLIN BBISIBIEHDI
AyTOAHTUTENA 2-X THIIOB, B TO BPEMsT KaK 3ab0JieBaHNe pas-
BUJIOCH TOJIBKO Y 15% yYaCTHUKOB, Y KOTOPBIX UMEJHUCDH B
KPOBH ayTOAHTUTEJIA JIUIIb O[HOTO THIIA.

«Hanuuaune B opraHusme ayToaHTHTE 2-X THIIOB MPaK-
THYECKH HeM30eKHO IPUBOAUT K PA3BUTHUIO qraberta, OjHa-
KO GOJIBIIIMHCTBO BPaueil HTHOPUPYIOT 3TOT BayKHBIN MPOT-
HOCTHYeCKHil (hakTop», — OTMEYET OAWH K3 COABTOPOB
nccaenoBanus mpodeccop Auert [urmep (Anette Ziegler).

Hcemounux: hitp:;//medexpert.org.ua/
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