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MDKAUCLUMMAIHAPHI MPOBNEMU  NNEKLIT

A.WN. Aanbik, o.M.H., npodeccop, [LoHeuKMi HAUMOHANbHBIA MEAULMHCKUIA yHUBepcuTeT uM. M. Topbkoro

[emoppazuyeckuii sackynum
(nypnypa Wenneiina-Tenoxal

Onpegenenue

Temopparnueckuit Backyaut (I'B), wmm myp-
nypa LlenneiiHa-TeHoxa, oTHOCSIIMIACS K Tep-
BUYHBIM CHUCTEMHBIM BAaCKYJIHUTaM, COTJIACHO
onpeneneHuto CHCC (Chapel Hill Consensus
Conference) sIBIsIeTCS BACKYIUTOM C TIOPAXEHM -
€M MEJIKUX COCYIOB (KaruuIsipoB, BEHYJ WU ap-
TEpPUOJI), MPEUMYLIECTBEHHO [gA-MMMYHHBIMU
JIENO3UTaMU. B TUTIMYHBIX cilydyasix B TMaTOJIOTU-
YeCKMi TIPOIIeCC BOBJIEKAIOTCS KOXa, KHUIIed-
HUK, [JIOMEPYJISIPHbIIA allnapar 1 CyCTaBbl.

dnugemuono2us

Iemopparnueckuii BACKYJIUT — OIWH M3 Hau-
0oJiee pacIpOCTPaHEHHBIX CUCTEMHBIX BaCKYJIM-
TOB; MOXET BO3HMKATh B JTIOOOM BO3pacTe, HO
MPEUMYIIECTBEHHO y JeTeii 10 16 Jet.

Yacrora I'B cymecTBeHHO BappupyeT B pas-
JIMYHBIX reorpaduyeckux 3oHax. Tak, y meTeit
miaame 17 ner I'B Ha6momaercs B 6,2-70,3 ciy-
yast B rof Ha 100 ThIC. HaceJeHUsI ¢ HEKOTOPBIM
rpeobagaHreM JIMI MY>KCKoro Toja (B 1,2-2 pa-
3a). [1uk 3a00jeBaeMOCTU y A€Tei MPUXOAUTCS
Ha Bospacr 4-6 net (Gonee 90% ciydaes 3a00J1e-
BaHuUsl Habmomaetcst B Bospacte a0 10 jer). ¥V
B3poCIbIX (Jinia crapiue 16 net) yactora I'B cy-
1IeCTBEHHO MeHbIie U cocTanseT 0,8-1,3 ciyyas
B oz Ha 100 TBIC. HaceIeHUSI.

dmuonoz2uq u namo2exes

Otuonorust I'B ocraercst HemsBectHoi. [luk
3a00JIeBaeMOCTH TIPUXOAUTCS Ha BECEHHee W
oceHHee BpeMs roga. Yacto paszsutuio I'B (30-
50% ciydaeB) TIpeALIECTBYIOT (3a HECKOJBKO
IHE WM Helelb) MHQEKIMM BEPXHUX JbIXa-
TEeTBbHBIX TIyTell ((hapuHTUTHI, PUHODAPUMHIUTEHI,
TOH3WUTUTHI, TpaXeoOpoHXUThI). [1pu aTOM Hau-
OoJsiee YacTO TMPEACTABIEHBI -TeMOJIUTHIECKUE
CTPENTOKOKKM, 30JOTUCTHIN CTaQUIOKOKK,
Escherichia coli, nepcuanu, MUKOOaKTepun Ty-
Oepkynesa, BUpPYchl DmiuTeiiHa-bapp, remaruta
B, xopu, ameHOBUpYC, ITMTOMETANOBUPYC W JIp.
Coo0maercs o passutiu I'B mocie BakiuHanmu,
TIPUMEHEHMST Pa3TMIHBIX JEKapCTBEHHBIX TIpe-
napaToB (MEHULWTMHBI, 3PUTPOMUIIMH, HECTe-
POMIHBIE TTPOTUBOBOCTIANUTELHBIE TPEeapaThl
— HIIBII u 1p.) ¥ yKYCOB HaCEKOMBIX.

B Tabmurie 1 mpuBeneHbI acCOMAIN Pa3Td-
HbIX (akTopoB ¢ ['B.

B 10 e BpeMst BO MHOTHX CITy4yasix pa3BUTHIO
I'B He mpeninecTBYIOT KakKue-1100 MpeLunuTh-
pytone (pakTOpHI.

[Marorene3 I'B okoHuatenbHO HE YCTAaHOBIEH
u TpeOyeT nanbHeiinrero udydenus. [Ipencrasie-
HBI IOBOJILHO YOeIUTeIbHbIE J10Ka3aTeIbCTBA TO-
r0, YTO B Pa3BUTUM 3a00JIEBAaHUS BAXHYIO POJIb
UTPAIOT UMMYHOKOMIUIEKCHBIE MEXaHU3MBbI. DTa
TOYKA 3pEHUS apTyMEHTHPYETCS TTOBBIIIIEHHBIMU
LUPKYJUPYIOIIMMHU YPOBHSIMU IgA U Hanuuurem
TPaHYISIPHBIX AJIEKTPOHHO-TUIOTHBIX JETIO3UTOB
B Me3aHTMyMe, B KOTOPBIX, 10 JaHHBIM UMMY-
HO(MITYOPECIIEHTHON MUKPOCKOITMH, BBISBIISIOT-
cs1 uMMyHHbIe KoMmrutekesl (MK), comepxariue
noiuMepHble IgA 1 moakmacca M KOMITOHEHTHI

KkomiiemeHTa. @opmuposanue IgA-UK cBsi3bi-
BAIOT C YBeJIMUYEHUEM CUHTE3a IgA 1 CHUXEeHUEM
ux kiupeHca. Hamnuue B UK monumepnoro IgA,
nenosuius IgA B MOYeUHbIE CTPYKTYPhI, KOXY,

B MHTEPCTULIMATbHBIE TPOCTPAHCTBA, PE3YJIbTa-
TOM YEro SIBJISIIOTCS OTEK U TEMOPPArui.

Ha pucyHke cxeMaTuuHO TpecTaBlIeHa MaTo-
(usunonorus I'B.

( . VIHDeKUMM  anasyraphbie)
BakuuHavuum aKTepuanbHble, BUPYCHbIE, AyTOVIMMyHVITeT
JlekapcTBeHHbIE
npenaparbl
AHTUreH-aHTuTeNo (IgA) MMMyHHbIE
KOMMIEKChbI
A
[1eno3nTbl B TKaHW U CTEHKU COCYL0B
AKTVBaLMsi KOMMNAEMEHTA Mo
ansTepHaTMBHOMY MyTU
A
BocnaneHue
Y
Backynut Menkux cocynos
Koxa XKKT Moykm CycrTaBbl

Puc. MNarodusmonornyeckne mexanusmol B

TOHKHUI KMIIEYHUK W IPYTHE OpTaHbl CBUAETEThb-
CTBYIOT O CHUCTEMHOIl mpupoje 3aboneBaHust. B
pasButun ['B ompenencHHOe MeCTO OTBOTMTCS
aKTUBAIIMM KOMILIEMEHTA IO aJIbTePHATUBHOMY
MYTH ¥ TPOMOOIIUTOB, Ba30aKTUBHBIM ITPOCTAHO-
uaaM, HUTOKMHAM U (akTopaM pocTa. AKTHBa-
1M1 KOMIDIEMEHTa MIPUBOAUT K (HOPMUPOBAHUIO
XEMOTAaKCUUYEeCKUX (hakTopoB, Takux Kak CSa,
KOTOpBIE, B CBOIO OYepelb, PEKPYTUPYIOT ITOJIM-
MopdHosinepsie neiikorutel (IMIMSAJT) B yyact-
Kax nermosunmy 1mpkymupyronmx MK. Ocpo-
00XIEeHUE JM30COMATIbHBIX SH3UMOB, O0OYCIOB-
nenHoe mornoineHueM MK TIMAJI, Bbi3biBaeT
MOBpeKIeHNUE cocynoB. B pasrap 3abojeBaHust y
MHOTUX OOJIbHBIX HAOIONAIOTCS MOBBIIICHHBIC
YPOBHU MeMOpaHOATaKyOUIero KOMILIeKca
C5b9, yuacTByiolero B MOBPEXACHUN SHIOTE-
nust. Hapsiny ¢ IgA u C3 B cTeHKax cocy1oB KOXU
U TIOMEpPYSIPHBIX KANWILISIPOB BBISABISACTCS
MeMOpaHoaTaKyoIIMii KoMmIieke. BocnaneHuto
COCYIIOB He IpHCYIIa TpaHyJeMaTo3Has peak-
uusi. BocranutenbHbie Mpoliecchl B cOCylax Be-
IyT K 9KCTpaBa3allii KPOBHM M €€ KOMIIOHEHTOB

Ta6nuua 1. dtuonornueckue accoymauum ¢ B

Bakrepum
B-TemonuTtuueckuit crpenToKoKK rpynnbi A
Staphylococcus aureus
Helicobacter pylori
Mukonnasma
BakuyuHauum
Mapoturt, Kopb, KpacHyxa
MHeBMOKOKKOBbIE
T'punno3sHbie
MeHHHroKoKKOBbIE
Fenatura B
JlekapcTBeHHble Npenaparbl
XWUHONOHBI
Knapurpomuumn
Mapaueramon
MeHnuymnnuHeb
l'eHeTnueckne pakropsl
Aeduumrt 61-aHTUTPUNCUHA
CemeiiHas cpeuzeMHOMOpPCKAs TMXOPAAKa
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Bupycbl
lenatura A
lenatura B
Fenarura E
Herpes simplex
Yenoseueckuii napeoeupyc B19
Varicella
ApeHoBupyc
Liutomeranosupyc
Bupyc ummyHopedpuumTa yenoseka
OnyxoneBble NPOLEecchb
Pak nerkoro
Pak npocrarbl
Jiumdoma
Muenomnas 6onestb

HLA-DRB
HLA-B-35

Kpumepuu knaccudgukaunuu I'B

B 1990 romy sxcneptbl AMepuKaHCKOM KoJuie-
ruu pematosioroB (AKP) npemtoxunu kinaccu-
(ukanmonnsie kputepuu ['B, kotopwie mpen-
CTaBJIeHbI B TAOMMLIE 2.

AW, Aspbik

903uHO(UIBI. OOBIYHO BBISIBIISIETCSI HEKPO3 MEJI-
KX COCYIOB M TPOMOOIIMTapHbIE TPOMOBI B Ka-
MUUIsipax v BeHyaax. sl mopakeHHBIX y4acT-
KOB KO xapaktepHo Hammame IgA, C3 u ¢pubd-
PUHOBBIX IEMIO3UTOB B CTEHKE COCYIOB,  TAKXE B
COCIMHUTEIbHOW TKAHU.

B xanumsipax cnu3uctoit 000J04KY XKemyaKa,
TBEHAIIATUTIEPCTHON KWIITKW, TOHKOTO M TOJIC-
TOTO KUIIEYHUKA MOTYT BBISIBISITHCSI HECTIELM-
(udeckre BocTamuTeTbHbIE WHGWIBTPATHI, CO-
nepxartue IgA u TuMGbOLUTHI.

Ha aytoricuitHoM mMatepuaie JIeTKUX y 4acTh
0osbHBIX ['B BhIsIBISIOTCS Aemo3uThl IgA BIOJb
ATbBEOJISIPHBIX CTEHOK.

Mopdonoruueckass KapTuHa TE€HOXOBCKOTO
rmomepynonedputa (I'TH) Hamomwnaer Ttako-
By1o npu IgA-HedponaTuu. TunuyHbIe rIOMepy-
JISIpHBIE U3MEHEHUS TIPEACTABISIIOT KapTUHY Me-
3aHruonpoaudeparusHoro I'H ¢ pasnuuHoii uH-
TEHCUBHOCTBIO (DOPMUPOBAHMS MOy TyHUit. Me-
3aHTUAJIbHblE U3MEHEHUS BKIIOYAIOT TUTEPKIIe-
TOYHOCTh M SKCHAHCUIO ME3aHTHATBHOTO MaT-
pukca. B Tsoxenbix ciaydasx [IMSJ moHoHYKTe-
apHBble KJIETKU MOTYT WHQWIBTPUPOBATH TJIOME-
PYJISIpHBII ammapat, a Takxke pa3BUBAIOTCS HEK-
POTU3UPYIOLTME TIPOLIECCH B KaMMJIIIpax KiIy-
00ukoB. YacToTa 1 MHTEHCUBHOCTb (hOPMHUPOBa-
HUS TIONYJIYHUI CYIIECTBEHHO BapbupyloT. Ha
HayaJibHBIX 3Tarnax OHW HOCSAT KJIETOUHBINA Xa-
paktep, a rpu mporpeccupoBannu ['H — dpubpo-
TUYEeCKUI. PacmpocTpaHeHHOCTb U TSKECThb Ty-
OYJTOMHTEPCTUITNATBHBIX M3MEHEHUI acCol-
UPYIOTCSI C BBIPAKEHHOCTBIO TTIOMEPYJISIPHBIX, a
TaKkxe ¢ nepcucteHuueit I'H.

[pu uMMyHO(ITYOpECIIEHTHOIT MUKPOCKOTTUY
B Me3aHTHyMe TOMUHUPYIOT IgA W B MeHbIIeit
Mepe npenacrasiaeHs IgG, IgM, C3 u ipornepanH.

Ta6nuua 2. Kputepun AMepuKaHCKOi KOMIErMM pesmarosnoros knaccudukauum B

Kpurepun

Onpepenexue

Heckonbko Bo3sBbilaiowmecs nanbnupyembie

Manbnupyemas nypnypa

remopparumyeckme KoXkHbie BbiCbINAHUSA, HE CBA3UHHbIE C

Tpom6ouuToneHuein

Bospacr Hayana 3a6onesanus <20 ner

BonbHble B Bo3pacte 20 net u MaapLue ¢ nepebiMu
nposiBNeHnsMu 3a60n1eBaHus

AnddysHas a6aommHanbHas 6onb, ycunueaiowascs

Wwemus kmweunuka (bowel angina)

nocne epbl, 06bIYHO coueraioLyasncs ¢ KPOBSIHHC'I'Oﬁ

anapeein

Hanuuue B 6UonTarax cocysoB rpaHyNOLUTOB

TucTonormueckne U3MeHeHus!, XapaKTepusyloLwmecs
HANNYMEM FPUHYNIOLMTOB B CTEHKE APTEPUON 1 BEHYN

Mpumeuanme. Hannume asyx 1 Gonee kputepues XapakTepU3yeTcss OTHOCHTENLHO HU3KOW YyBCTBUTENbHOCTbIO (87,1%) 1

cneupduuroctbio (87,7%).

B 2006 rony xputepun AKP 1990 roma 6buin
nepecMoTpeHsI (17151 neteit) akcnepramu EULAR
(European League Against Rheumatism) u EBpo-
MEHCKON MeauaTpuyecKoil peBMaTONOrMYECKON
accouuanuu (European Pediatric Rheumatology
Society) — EULAR/PReS.

Knaccudukanmonnsie Kpurepuu
EULAR/PReS nas nereii c I'B

Hannuue nmansnupyemoit myprnypbl (00s13a-
TeJIbHBIN KPUTEPUil) TPU HATMYKHU, TIO MEHBbIIIEH
Mepe, OJIHOTO U3 CIIEAYIOIIMX KPUTEPUEB:

» nuddysHast abnoMuHaIbHAs 00JIb;

* HajMuyue B OMOMNTATax COCYNOB JETIO3UTOB
IgA;

* apTPUTbI/apTPAITUU JIIOOOI JTOKATHU3ALINY;

* TIOpaXeHUe MOYeK — TIOMEpYIOHehpPUT ¢
00s13aTe/IbHBIM HAJIMYUEM MPOTEMHYPUU U/WIN
remMaTypuiu.

Mopdiono2uyeckas Kapmuna

B Guorntatax Koxu HaOMomaeTcs JISHKOIUTO-
KJIaCTUYECKUIT BACKYJIUT MEJIKMX COCYIOB (apTe-
PMOJIBI, KalWLIAPhI, BEHYIBI) C IIepPUBACKYJIIP-
Hout uHduisrpanueit [IMAJ u MmoHoHyKI€apHBI-
MU KJIETKaMU; TaKKe MOTYT OBITh TIPEICTaBICHBI

DNEeKTPOHHO-MUKPOCKOMMYECKU MPEUMYIIECT-
BEHHO B ME3aHTMAJbHBIX 30HAX BBISBISIOTCS
9JIEKTPOHHO-TUIOTHBIE IEMO3UTHl U yBeTMYEHUE
Me3aHTHaJIbHOTO MaTpuKca. B mpocsete xammi-
JISIPOB MOTYT OOHAapyXuBaThcsl (PUOPUHOBBIE U
TPOMOOLIUTAPHBIE TPOMOBI.

XapaxTep MoyeyHoro nopakeHust OmnpeaessieT
CUMITTOMAaTHKY, OCOOCEHHOCTH, TeUeHHE W TPOT-
Ho3 ['TH. 1o naHHbIM NpUXU3HEHHOTO MOP(DO-
Joruyeckoro ucciaenosanus mnouyek ([MMUAII),
CYLLECTBYET TeCHAsI MOJOXUTETbHAS KOPPESILIUS
0COOEHHOCTEH TUCTONOTMYECKUX M3MEHEHUH C
KJIMHUYECKON KapTUHOM U XapaKTepOM TEUEHUs
3a00sieBaHMs. Y MALMEHTOB C MOJOXMUTEIbHON
KIMHUYECKON NTUHAMUKOW HaOJIofaeTcsl ucyes-
HOBEHHME Me3aHTMaJbHON mponndepannu,
YMEHbILEHUE KOIMYECTBA BOBJIEYEHHBIX B MATO-
JIOTMYECKUI TpoLiecC TI0Mepyl, TpaHcdopma-
LIMsI TOJYJIYHU B MesiKue (pUOpO3HbIe aare3uu, a
TaKXe CYIIeCTBEHHOE YMeHblleHue (a B psue
cllyyaeB — W HCUYE3HOBEHME) Ieno3uToB IgA.
HampoTtuB, y GOJBHBIX C TPOTPECCUPYIONIIM
I'TH otMeuaeTcs mepCUCTEHIIMSI ME3aHTUATbHOI
nponudepanu, TpaHcHopMalus KIETOUHBIX
MOJyIyHUl B (puOpO3HBIE, MPOrpeccupoBaHKe
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TJIOMEPYNSIPHBIX CKJIEPOTUYECKUX M3MEHEHUN 1
MHTEPCTUIMATBbHOTO (pubpo3a.

Knunuka

Benymme xnuHuyeckue mnpossiaeHus ['B
BKJIIOYAIOT 3PUTEMATO3HYIO U MAMYJIE3HYIO ChIb
B 100% ciyuaes, apTpuThl/apTpairun — B 82%,
abJOMUHANBHBINA 60NEBON CUHAPOM — B 63% u
rinomepynoHedput — B 40%. Hanuuue v TsxecTh
rjaomepyJoHedpuTa, 0603HaAYaEMOro B JMTEpa-
type Kak ['TH, B OobLIMHCTBE Cily4yaeB onpee-
JISIIOT MPOrHO3 3a0oseBaHus. Peuunusel I'B va-
1€ BCEero HalJoaoTCs B MepBbie 3 Mec Tocie
pPEMHUCCUY U pexke — B DoJiee MO3IHUE CPOKH.

B 6onpmHceTBe cinyyaeB I'B (mpu otcyTcTBUM
I'TH) xapakTepusyeTcsi CIOHTaHHBIM BbI3IOPOB-
JIEHUEM.

TMopaxeHust KOXHU pa3BUBAKOTCS y BCEX Malln-
€HTOB Ha Pa3IMYHBIX cTagusx ['B, onHako Kox-
HbIE MPOSIBICHUSI B PsIIE CIIy4yaeB MOTYT OTCYT-
CTBOBATh B [e010Te 3a00neBaHus. KivuHuueckue
MPU3HAKMA KOXHOTO CHHIPOMA BKJIIOYAIOT CHUM-
METPUYHYIO ETEXUATbHYIO ChIITb U/WIU TTYPIypY
(manpnupyeMasi TpoMOOLMTapHas MypIypa),
MHOTIA B KOMOMHALIMY C PUTEMATO3HBIMU TIAT-
HaMU, MaryJaMu, My3bIpbKaMu, COMPOBOXIAI0-
mummucs 3ynoM. Ha HauanbHbIX 3Tamax nopaxe-
HUSI KOXKH BBICHITIAHUS BOZHUKAIOT HA KOXE JIUC-
TaJIbHBIX OTHETIOB HIXXHUX KOHEYHOCTEi, 3aTeM
pacmpocTpaHsoTCcs Ha Oeipa U siroauiibl. Pexe
KOXHbIE TIPOSIBJIEHUSI HAOJIOIAI0TCS HA TYJIOBU-
me u pykax. OOBIYHO Yepe3 HECKOJbKO IHei
nypnypa 0JieaHeeT, TpuoOpeTaeT Oypylo OKpacKy
U TMOCTEeNEeHHO Kcye3aeT. B psue ciyyaes muim-
TEJIbHO COXPAHSIOTCS YYaCTKU TUIEPIUTMEHTA-
LUK KOXMU.

Yacrora mopaxenus nouek (pazsurue [TH) y
B3pOCbIX 00/bHBIX ¢ ['B B pasauuHbix coobiiie-
Husx Bapbupyet ot 40 mo 85%. KimHuueckue
npusHaku ['TH o0blYHO OTMEUaloTCsl B TeueHue
nepBoro Mecsitia ot Hayazia ['B Ha done pazmuu-
HBIX 3KCTpapeHaJbHbIX MPOSIBICHUI 3aboseBa-
Hug. Pexe xknmHuyeckue cumntombl ITH Ha-
0J101at0TCs B 00Jiee TO3AHKME CPOKM, a MHOTIA —
TI0CJIe UCUE3HOBEHMSI IKCTPAPEHATBHBIX TIPU3HA-
koB I'B. Hepenko ormeuarorcst peumaubbl TTH.
Kopennsauus Mexny TSXecTblo 3KCTpapeHalb-
HbIx nposiBneHuit I'B u tskectbto I'TH otcyt-
CTBYET.

Knununueckast kapruna I'TH xapakrepusyercs
LIMPOKOIi BapuabeNbHOCTBIO — OT M30JMPOBAH-
HOTO MOYEBOTO CHHIPOMA JI0 OBICTPO MpOrpec-
CHPYIOLIETo TEUEHHUS C PA3BUTHUEM MTOUEYHON He-
JIOCTATOYHOCTH, KOTOPasi MPU OTCYTCTBUU ajieK-
BaTHOI Tepamuu OBICTPO TEPEXOMUT B TEPMU-
HaJIbHYIO CTAMIO.

Knunnueckue nposisnenus I'TH moryt Bxtio-
Yarh:

* MUKPOCKOITMYECKYIO TeMATypui0 — IMpPexo-
JSILLYI0 WK TIPOTPECCUPYIOLLYIO;

* MaKpOCKOIMMYECKYI0 TeMaTypuio — MepBo-
HavyaJIbHYI0 WK PeLUIUBUPYIOLIYIO;

* MEePCUCTUPYIOIIYI0 MUHUMAJIBHYIO WJIU
YMEPEHHYI0 POTEUHYPUIO (OOBIYHO B KOMOMHA-
LUK C MUKpOTeMaTypHeil 1 pexe — ¢ MaKkporeMa-
TypUeii);

* He(pUTUYECKUIA CUHAPOM (OTHOCHUTENBHO
pelKo);

* OOJIBLIYIO TIPOTENHYPHUIO (CYTOUHBIE OTEPU
Oenka 6ojee 3-3,5 r) ¢ pa3zBuTHEM HedpoTUUEC-
KOTO CMHIPOMa (OTHOCUTEbHO PEIKO).
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Cumnromatuka I'TH ompenensercs ocodeH-
HOCTSIMU MOP(OJIOTUYECKON KAPTUHbI, B CBSI3U C
yeM B KIMHUYECKOW MpakTUKe MPUMEHSIOTCS
pazIMyHbIe KIacCU(DUKAIMU, OTPAXAIOIIUe Xa-
pakTep Mopdosornueckux usmeHeHuii. OmHa u3
HUX, UCIIONb3yeMasl B BeAyLIMX Hedposoruyec-
KHMX ¥ PEBMATOJIOTMYECKUX LIEHTPaX, MpeacTaB-
JIeHa HUXE:

* [ creneHb — MMHUMAJIbHBIE T[JIOMEPYIISp-
HbIE U3MEHEHMUSI;

* Il creneHb — yucTas Me3aHTHAIbHAS MPO-
Tudepanus;

« III crenmen» — ouaroBas mnu audQy3Has
Me3aHrHalIbHask Mpoudepays ¢ MoayTyHUsIMI
1 CETMEHTapHBIMU MOPAXEHUSIMU (CKJIepo3, al-
resust, TpoM003, HeKpo3 MeHee yeM B 50% Kiy-
0OOUKOB);

» IV crenenn — 1o Xe, yro u nipu 111 crenenn,
HO TOJTYJIYHUS! /WA CeTMEHTApHbIE U3MEHEHUSI
ormeyvatores B 50-75% rnomepyi,

* V creneHb — 1o Xe, uro u npu III crenenu,
HO MOJIYJIYHUSI U/WJIA CeTMEHTApHbIE U3MEHEHUsI
HabJoaTcs B 6osee 75% riomepyi,

* VI creneHp — TmceBAOME3aHIMOKAMUILISIP-
HBI1 TIoMepyaoHedpuT, To ectb Mopdosornyec-
Kasi KapThHA HATIOMUHAET TAKOBYIO MPY MEepPBUY-
HOM ME3aHTMOKAITIJIISIPHOM IJIoMepysioHedpure.

BaxHoe MecTo B BbIOOpE JIe4eOHOM TAKTUKU U
oueHke mporHoza npu I'TH orBoautcs como-
CTaBJICHUIO KJIMHUYECKUX U MOP(OIOrMUecKux
napametpoB ['TH (ta6m. 3).

HauGonee yacTbiM MposiBIeHUEM MOPaXKEHUS
xenynouHo-kumieyHoro tpakra (KKT) mpu I'B
SIBIISIETCS1 a0IOMMHAJIbHAsS 00J1b (yallle B BUIE KO-
JIMK), YcUIMBAwoLiascs rocie enbl. Jpyrue
CUMITOMBI BKJIIOYAIOT TOLIHOTY, PBOTY, MHOT/IA C
MIPUMECHI0 KPOBH, MEJICHY U KPOBSIHUCTbIiA CTYII.
DTH KIMHUYecKue MmposiBieHus I'B obyciosie-
Hbl BacKyJMTOM ME3eHTepHalbHOM JIOKaninu3a-
uuu. Penko HaOiromaeTcs pa3BUTHE KUILEUHOM
HETpOXOAMMOCTH, UIIIEMUYECKOTO HEKPO3a CTe-
HOK TOHKOTO WM TOJICTOTO KUIIEYHMKA C BO3-
MOXHOi1 Tepdopaliueii, reMopparuyeckoro ac-
1ura, TmaHkpeatuta. Yaie OMMCaHHBIM 3Kenly-
JOYHO-KHIIEYHBIM CHMITOMAaM TPEIIIECTBYIOT
KOXHbIE BBICBITAHMS; B 1 /4 cilydaeB KOXHbBIE BbI-
CBITIAHUS BBISIBJISIIOTCS TOCJIE XETyI0YHO-KH-
HIEYHBIX CUMNTOMOB. [Ipy 3HIOCKOMUYECKOM
uccaenopanun B XKKT ormevarorcss aputema,
OTeK, METEXUH, SI3Bbl, y3eJIKOBbIE U3MEHEHMSI, Te-
MAaToMOIIOI00HBIE IPOTPY3UHU, 3Bl HEOOMBILINX
pasmepoB (MeHee | cM?) — MOBEPXHOCTHBIE U
MHOXecTBeHHBIe. [1p1 KOJTOHOCKOTIMHM SI3BBI MO-
TyT IOCTUTaTh 2 CM? ¥ JIOKAIM3YIOTCS PeUMYILIe-
CTBEHHO B TTOAB3IOIIHON ¥ TIPSMOI KMIIIKE.

ITopaxeHue cyctaBoB HaOmwomaetcss y 2/3
60sbHBIX ¢ ['B. TIpubnusurensHo B 25% ciyuaes
CYCTaBHOI CHHJIPOM SIBJISIETCSI IEPBOHAYABHBIM
TIpHU3HAKOM 3a0oJieBaHMs. B TUMMYHBIX cirydasx
HaOJI0AI0TCSl CUMMETPUYHbBIE HEMUTPUPYIO-
11e, HelleCTPYKTUBHBIE TTOTMAPTPUTHI/TIONTUMM-
AITUK, TIPEUMYLIECTBEHHO KOJEHHbBIX M ToJie-
HOCTOITHBIX CYCTaBOB. Y B3POCIBIX BOBJICUCHUE
CYCTaBOB B MAaTOJIOTUUYECKUIi MPOLIECC OTMEYaeT-
sl yale, 4YeM y JeTeit.

Hapsiny ¢ onucaHHBIME BbIllle CUMIOTOMAMU
npu I'B B peakux ciyyasix BO3MOXHO TOpaxe-
HUe:

— MouemnosioBoii CUCTEMBI:

* OPXUTBI;

* TeMOpparuy MOYeBOTO My3bIPsI.

MDKAUCLUMNAIHAPHI MPOBAEMMW « NEKLIT

— UentpanbHoii 1 mepudepnieckoil HepBHOM
CUCTEMBI:
rojioBHas 00Jb;
SHLEhaNONaTus;
SMUIETITUIECKUE TIPUTIAKH;
cyOaypaibHble TeMaTOMBIL;
WHTPAaKpaHUAJIbHbIE TEMOPPATUH;

* nepudepuyeckue Heitponatuu (MOHO-, Mo~
JIMHENpOIaTum).

— PecniuparopHoii cucTeMbl:

* JIETOYHBIE TEMOPPArKy.

TNleueGnag makmuka

B GonbiimHcTBe ciyvaeB I'B (0e3 Hanuuust Ts1-
Kenbix mopaxenuit mouek n 2KKT) xapakrepusy-
eTcs1 6JaroNnpUsITHHIM TeYEHUEM U CIIOHTAHHBIM
BBI3TIOPOBIICHUEM.

CremyeT OTMETUTb HEOAHO3HAYHOCTb TOYEK
3peHnsT Ha 3(PPEKTUBHOCTh METMKAMEHTO3HOM
Tepanuu (ITIOKOKOPTUKOUIBI, MPEnapaThl LIUTO-
Tokcnueckoro aeiicteus — [MLIT/1), amuHoXMHO-
nuHoBble nipenapatel, HIIBII, a takxke adepes-
HBbIE TTPOIIEIYPHI.

Tak, omHM aBTOPBI CUUTAIOT HEOOXOIUMBIM
Ha3zHaYeHHUe TTIOKOKOPTUKOUIOB BCEM OOJNBHBIM
¢ I'B, apyrue — ToJIbKO € TSKEIBIMU KeTyI0YHO-
KWIEYHBIMU U KOXHBIMU TIposiBieHusiMu. [1pu
OTCYTCTBUU a0IOMUHATILHOTO CUHAPOMA U MOpa-
JKEHUI TIoUeK, M0 MHEHWIO MHOTUX CTIEIManC-
TOB, JoctarouHo ucnonb3oBanus HIIBII, oka-
3bIBAIONINX B TIEPBYIO OUYepenb OIaronpusTHBIN
a(dekT Ha cycTaBHOI cMHAPOM. Jlpyrue crenu-
INCTBI He pekoMmeHaytoT npuMeHenue HITBIT B
CBSI3U C PUCKOM DPa3BUTUSI aOJOMUHATBHOTO
CUHIpPOMa WM ero ycyryoneHnus. OmHO3HAYHO
CUUTAETCS, UTO [TIOKOKOPTUKOUIHASI TepATIusl He
criocoOHa mpenorepamarsk pasputve ['TH wnm
peumauel ['B, mposiBasioniyecs: KOXHbIM U a0-
JOMUHAJILHBIM CUHAPOMAaMM.

OtzenbHOro 00CyKIeHUs TPEOYIOT TOUKHU 3pe-
HUST OTHOCHUTETBHO BO3MOXHOCTEH pa3TMIHbIX
JieyeOHbIX Toaxoa0B y 6obHbIX I'B ¢ ITH, yuu-
ThIBas Beaylyo poib Hammuusg ['TH u ero T4-
JKecTH B porHozupoBanuu I'B.

B CBsI3M ¢ OTCYTCTBMEM IOCTATOYHOM J0Ka3a-
TeJbHOU 6a3bl B HACTOSILIEE BPEMSI IOBOJIBLHO MPO-
THBOPEUMBBI B3IJISIbI B OTHOLIEHWM HEOOXOAM-
MOCTU TIPUMEHEHUS! TJIOKOKOPTUKOWIOB /MU
MNUTH (umkmodochaMun, XaIopaMOyTHII, a3aTh-
OMpMH, ModeTuIa MUKO(EHOIAT, METOTPEKCaT,
LIMKJIOCTIOPMH) U uX 3ddextrBHOCTH TTp1 ['TH.

[IpeBanupyer Touka 3peHUs] 00 OTCYTCTBUU
MOJIOXUTENbHOTO 3ddeKTa caMoCTOSITeNbHOMN
[JIIOKOKOPTUKOUAHOW Tepanuu, MpUMEHSIeMOii
TIEPOPAILHO WX B BUJE TyJIbC-TEPANUU.

[lpu oTCYTCTBUM TSIKENBIX TTOMEPYISIPHBIX
nopaxenuii (I m II Mopdonornyeckas creneHb
ITH) n kmuHuYecKOM TeYeHUHU, XapaKTepU3yIo-
1IeMCSl MUHUMAJIbHOI NIPOTEeMHYPUEH 1/Wiu re-
MaTypueil pa3aIuyHON BhIPAXXEHHOCTU, OOJbIIU-
HCTBO ABTOPOB HE DPEKOMEHIYIOT TMPOBEICHUE
HUMMYHOCYTIPECCUBHON TePATUML.

B To xe Bpems cumTaeTcsi 00OCHOBAaHHBIM
Ha3HAYEHUE arpecCUBHON WHAYKUMOHHOW WM-
MYHOCYIIPECCUBHOM TEpanuu, BKIIOYAIOLIEH
KoMOMHalMo0 rawKokopTukouaos ¢ ITHT/
(mpexxne Beero 1uKIodochaMuaoM Wik XI0pam-
OyLuJIOM), C TOCIEAYIIIUM (MPU AOCTUXKEHUN
GnaronpusitHoro 3 dexra oT MHIYKLIIMOHHOI Te-
panuu) NoaIepKMUBAOIIUM JIEYEHUEM, BKITIOYAIO-
[IMM a3aTUOTIPUH Wi ModeTuna MukodeHonar

Ta6bnuua 3. Conocrasnenue knuHuko-mopdonornyeckux napamerpos IMH

Knunnueckue nposeneHns

Mukpo- unu makporemarypusi npu OTCYTCTBMM MM HANMYMU MUHUMANBHOW NPOTENHYPUM

Mukpo- unu makporemarypus Npu HANUYMKM NEPCUCTUPYIOLLEN YMEPEHHON NPOTEUHYpPUK

OcTpbiii HeppPUTUYECKUIA CUHAPOM

Hedpotnueckuii cuigpom

CreneHb MOpd)O.lIOfM‘IeCKHX Puck passutus noyYeyHow

M3MEHeHUi He[,0CTATO4HOCTH
1, 1l, peaxo lll <5%
-V =15%
-V =15%
II-V, pepko | nunu VI =~40%

Ta6nuua 4. Jleye6Has TAKTUKA NPY PA3NNYHbIX KNMHUYECKUX BapuaHTax B

Jleue6GHbIi pexxum

Mapaueramon, HMBM

MepopanbHbie rAI0KOKOPTUKOUAbI
(1-2 mr/kr maccb! Tena)

Mynbc-Tepanus rIOKOKOPTUKOMAAMK
B kom6uHaumm c MUTA (npexae Bcero
ymuknodochamugom)

Ta)kenas KOXHAS Cbifb, OTEK KOXMU, A60MUHANBHbINA
CUHAPOM, MOPCKEHUE AMUYEK, MOLLOHKH

111, IV mopdonoruueckue crenenm ITH, Hanuume
HedpUTMYECKOro uu HepOTMHECKOro CUHAPOMOB,
NeroyHble reMopparuu UM reMopparii rosloBHOTO MO3ra

MokazaHus

Jlerkas KOXXHAS CbiNb, APTPUTLI/APTPANTUY

KommeHtapuii

311 noaxoabl N03BONAIOT 3PHEKTUBHO YCTPAHUTb AAHHYIO

CUMNTOMUTUKY, YMEHbLUUTb NPOAOJDKUTESIbHOCTD
CUMNTOMOB, HO He NPefOoTBPALLAIOT PU3BUTUE CUCTEMHbBIX

NOpPAXEeHW (MOYKM, Nerkue, LEHTPaNbHAS HEPBHAS CUCTEMA)

B cnyyasx, pedppakrepHbiX K KOMGMHMPOBAHHOI Tepanuu

Mnasmadepes n/unu BHyTpMBEHHOE
BBE/ieHMEe UMMYHOTNI06YIMHOB

rniokokoptukoupamm u MUTH, npu maccuBHbIX
XKeNyA0o4HO-KULLEYHbIX FeMOPPArMsX Unu remopparusix

B APYr1e OpraHbl

Yacrora nopaxeHus noyek y Bapocnbix GonbHbix ¢ B B paznnuHbix coobiuenmsx sapsupyert ot 45 po 85%.

®

310poBa” Ykpainu

3¢ HeKTMBHOCTL NPOAEMOHCTPUPOBAHA B KITMHUYECKMX
NPOCNEKTUBHBIX U PETPOCNIEKTUBHBIX UCCAEROBAHMAX

3¢ PeKTMBHOCTb NOKA3AHA B NPOCAEKTUBHbIX U
PETPOCNEeKTUBHbIX KINMHUYECKMX UCCIIe0BUHUIX

B KOMOMHAIINKM C MUHUMAJIGHBIMM WM YMEPEH-
HBIMU J03aMHU [JTIIOKOKOPTUKOUIOB MTPU HATUYMK
TSDKEJBIX  TJIOMepyIapHbIX mopaxenuit (I11-1V
MopdoJornueckas CTeneHb), HeQPUTUUECKOTO
W He(POTUIECKOTO CMHIPOMA B CBSI3U C He-
0J1arONMpPUATHBIM IIPOTHO30M.

B Tabmuie 4 mpencraBieHbl CTpaTermyeckKue
Jie4eOHbIe MOAXOABI IIPY PA3IMYHBIX KIMHUYEC-
Kux BapuaHTax I'B, Gaszupyroiuecs: Ha aHaiu3e
MPOCHEKTUBHBIX M PETPOCIIEKTUBHBIX KIIMHUYEC-
KMX MCCIIeIOBAHUIA.

YacroTa nopaxkeHus MovyeK y B3POCIbIX 00J1b-
HbIX ¢ ['B B pa3auyuHbIX COOOLIEHUSIX BapbUPYET
ot 45 10 85%.

Nipo2Ho3

Puick pa3BUTHS M TIpOTpecCUpOBaHMS MOYey-
HOI1 HemocTaTouHOCTH Yy AeTelt ¢ I'B konebnercs
oT 5 10 15% 1 3HauMMO BBIIIIE y B3POCIBIX — B
cpenHeM B 30% ciyuaes (ot 10 no 50%). Takue
pa3nmuuus OOYCTOBIEHBI pPSIOOM (aKTOPOB,
BKJIIOYAIOIIMX MPUMEHEHUE DPa3HbIX METOMMK,
OLIEHUBAIONINX (DYHKIIMIO TIOYEK, HEOTHOPOIHBI-
MU KOHTUHTEHTaMU OOJIbHBIX, PA3IMYHBIMU Jie-
YeOHBIMU PEXUMaMK 1 CPOKaMU HAOIONECHNSI.

OTCYTCTBYIOT yOeaAMTeIbHbIE N0Ka3aTeIbCTBa
3(hHEeKTUBHOCTH KaKKX-JMOO JTeUeOHBIX MOIX0-
JIOB B MPENOTBPALICHUN MPOrPECCUPOBAHMUS MO-
YEeYHOI HEIOCTaTOUYHOCTU KakK y JeTeil, Tak u y
B3pocibix ¢ [TH.

Kak oTMmeuasoch BbIlIe, Y TIOAABISIONIETO
OonbiiMHCTBa 00nbHBIX ['B mporHos onpenessi-
ercs HanuureM ['TH u ero tsxectoo. K coxane-
HUIO, TOJIBKO eIMHUYHbIE VCCIIENOBAHUSI MTOCBSI-
HIEHBI M3yYEHUIO TIPOTHO3a Y B3POCIIbIX TTAllMeH-
toB ¢ I'TH M (akropam, Ha HEro BIMSIIOLIUM.
B cBSI3M ¢ 3TMM TPENCTaBISAIOTCS 3aciyXKHBato-
UM 00CYKIEHUSI Pe3YJIBTAThl MPeICTaBIEHHO-
ro (paHIy3cKUMH CHeIUaIuCTaMi KPYITHOTO
PETPOCMEKTUBHOTO MCCJIEIOBAHUS, MOCBSIIEH-
HOTO M3YYeHWIO MCXOla M TMPOTHOCTUYECKUM
(bakropam y 250 6onbHbIX ¢ [TH, moareepxaeH-
HbiM [IMUII, co cpenHumu cpokamu Habone-
Hus 14,8 roga. Y nopapisiioniero 0OJbLIMHCTBA
MalMeHTOB JOMUHUPOBAIN NETO3UTH IgA B Me-
3aHruyme. [lopaxeHue MoYeK accolrnpoBaIoCh
C Pa3TMYHBIMUA SKCTPApPEHATBHBIMU TIPOSIBIICHM -
v ['B, BKIOUAIOIIMMKM KOXHYIO MaJbIupye-
MYyI0 TIypITypy, MIIEMHUI0 TOHKOTO KWIIEYHHKA
u/unu  abJOMUHANbHBIN 00NEeBOM CUHAPOM,
u/unu aptputhl/aptpanrud. [Ipu mepBoHayab-
HOM 00CJIeIOBAHUY TIAJIbITUpyeMast TypIypa oT-
Meyaach B 96% ciydyaeB; apTpUThl/apTpairiu —
B 61%; racTpoMHTECTUHAIbHBIE CUMIITOMBI —
B 48%.

YV 32% 6obHbBIX TPU MepBOHAYATBLHOM 00CIe-
JOBAaHMM MMeJIa MECTO ToYeyHass HemoCTaToyd-
HOCTb (CKOpPOCTb KJIyOOUYKOBOH (DUIBTpaLlUU Me-
Hee 50 MJI/MUH), accolMupyemas ¢ IpoTerHypueit
(99% cnyuyaeB) w/unm rematypueit (93% ciny-
yaeB). K KoHIly mccnenoBaHusi BBIKMBAEMOCTb
OonbHBIX cocTaBuna 74%. OCHOBHOI MPUYUHOIM
JIETATBHBIX MCXOJ0B ObLIN KapLIMHOMBI (IIPenMy-
LIeCTBEHHO pecnupaTopHoii cucteMbl U KKT).

YV 11% 6onbHBIX pa3BuUiach TePMUHANbHAs
CTajIusl MOYEYHOM HepocTaTouHoCTH. KinHuyec-
Kasi peMHUCCHsl, yCTaHaBIMBaeMasi MpPU OTCYT-
CTBUHU MPOTEUHYPUU, TEMATYPUU U COXPAHEHUU
HOpMasibHOW (GYHKLIMM ToYyek, Habioaanach
TosbKO B 20% ciyyaes.

MynbsTUBApUAHTHBIN aHATU3 TIPOJEMOHCTPHU-
pOBaJl acCOLMALMIO HEOIArOMPUSITHOTO MoYey-
HOTO MPOTHO3a C HAJMYMEM Ha HayaJlbHbIX CTa-
nusix I'B mpoTeuHypuu M CHMXKEHMSI (PYHKLIUK
MoueK, a Takxke, 1o pesyiasraram [IMUII, — BbI-
PaXEHHOr0 HMHTEPCTULIMAIbHOTO  (hubpo3a,
00JIBILIOTO KOJMYECTBA CKJIEPO3UPOBAHHBIX IJ10-
Mepyal U (pUOPMHOMAHOTO HEKpo3a B TIJIOMe-
pynax.

Pesynbratel uccnenosanuii E. Pillebont et al.
CBUJIETEILCTBYIOT O BBICOKOI YacTOTe BbIsIBIIE-
HUSI TSDKEJTBIX TTOYEYHBIX MOPAXEHUIA Y GOIbHBIX
I'B npu nepBoHayvajbHOM 00CI€I0BaHUM.

B kpynHoM (219 GONBHBIX C YCTAHOBIEHHBIM
Mopdosorndecku I'TH, cpemn Hux 83 nmereit n
136 B3poCIbIX; CpefHUE CPOKU HabmoaeHus 4,5
rofa) MCCIeNOBAHUM HUTATbSHCKUX aBTODPOB,
MOCBSILIIEHHOM U3YYEHUIO Pa3IMYHBIX (PAKTOPOB,
Bausiiomnx Ha rnporHo3 I'TH, mokaszaHo, uTo
PUCK MPOTPeCCUPOBAHMUST TOUYEYHOTO TIOPAKECHUS
ACCOLMMPOBAJICS C MEPCUCTEHLIMEN YMEpEeHHOi
WK GOJIBIION TIPOTEMHYPUM, CHIXEHUEM TT0Yey-
HOIl (OYHKIIMHU, apTepHaNbHON TUIEPTEH3UEH,
HamuuueM mojyiyHuit (>50% kiny6oukoB) B
nedtote 3a0oaeBaHus. bonee HeGmaronpusITHBIN
MPOTHO3 OTMEYANICSl Y B3POCIBIX, MPEUMYIIECT-
BEHHO Yy >KEHIIMH.

CoracHO JaHHBIM SIMOHCKUX He(hPOJOroB
HeOnaronpusatHoe Tedenre I'TH acconmupyercs
C IEPCUCTUPYIOLLIEH MOJOLUTYPUEH.

21 I




