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o6pasoBaHuA
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David J. Leffell

[TpenpakoBbIMHU WIN TIPE3/T0Ka4eCTBEHHBIMH CUUTAIOTCA
06pa3oBaHMs, OTIMYAIOIINECS BBICOKOH CKIOHHOCTBIO
K TpaHcOpMalMK B 3/I0KadecTBeHHble ormyxonu. [lupoxo
06Cy>K/aeTcsi 000CHOBAHHOCTD KOHIIEMIIUH IIPEIPaKo-
BBIX 00pasoBaHMUil U ITyTaHULa B TepMuHonorun.* O6pa-
30BaHMU, KOTOPbIE 00CY)KIAIOTCS B ATOI I71aBe, CIOCOOHEI
TpaHC(OPMHPOBATHCSH B MTHBA3HBHBIE KAPIIMHOMBI U UMEIOT
IPU3HAKU TMCTOJIOTUYECKOH aTHITMH 3MUepMIca. 3/ech
BHHUMaHHUe c(OKYCHPOBAHO JIMIIIb HA IIPEPAKOBBIX 06pa-
30BaHMSX 13 KePATHHOLUTOB. OOCY>K/IeHIe 3/T0Ka4eCTBEH-
HBIX U IIPeIPAKOBBIX 00pasoBaHUIL, (POPMUPYIOLIUXCS U3
IPYTUX KJIETOK SIUTE/INsS, — MEIAHOIIUTOB, KJIETOK Mep-
KeJ/id ¥ MPUATKOB KOXKU — IIPUBeENeHO B IaBax 119, 120,
1 123 cOOTBETCTBEHHO.

O6111eit 1epTOlt BCeX IPeAPAKOBBIX AUTEINA/IbHBIX HO-
BooOpasoBanuit (tabr. 113-1) sABIsIeTCS UX COCOOHOCTD
K TpaHc(OpMaLNK B UHBAa3UBHBIN IUIOCKOK/ICTOUHBII PaK
(IIKP). Otu npenpaxossie 06pasosanus u [IKP MHOrnmu
ABTOPAMM PAcCMAaTPHUBAIOTCA KaK CIEKTP 3a00IeBaHUIL OT
IUCIUTA3UHU 10 UHBAa3UBHOM KapIIMHOMBIL

AKTUHWYECKINE KEPATO3bI

AkrtrHnYeckne Kepatosbl (AK) — Ko)KHbIe HEOIUTasHH, CO-
crosiiye u3 NpondepaToB UTOTOTHYECKH a0ePPAHTHBIX
SIU/IEPMA/IbHBIX KEPATHHOIUTOB, BOSHUKAIOIINX BCIE-
CTBHUeE JTUTEIBHOTO BO3MIENCTBH ybTpaduoneToBoro (YP)
u3TydeHus. KoHIemmuio mpefpakoBoro Keparosa BliepBble
mpemtoxut Tio6peit (Dubreuilh) B xonme 1800 rr.> Aktu-
HI1Yeckne Kepatossl (AK) 6bUmM BriepBble HaeHTHUIIPO-
BaHbI IIOJl TEPMUHOM ceHunvHas kepamoma (keratoma seni-
lis) ®poiinenTanem (Freudenthal) B 1926 romy.® B 1958 romy
IMuuxyc (Pinkus) moxpo6Hee omucan 3TH OYary U MPeIo-
KWL TEPMUH axmunuveckuti kepamo3.” Takie o9ary Hasbl-
BAIOT TAKOKe COMHEUHbIMU KEPAMO3aMU U CeHUNbHBIMU Ke-
pamozamu. Axkmunuveckuil kepamo3 GyKBaJIbHO O3HAYaeT
runepTpoduo poropoil (keparorndeckoii-kerat-) Tkauu,
HHIYIMPOBAHHYIO CBETOBBIM JIydoM (aktis) mpenmonoxu-
TenbHO ynbrpaduonerosoro crnekrpa. AK paccmarpusa-
I0TCSI B Ka4eCTBe IIPELPAKOBBIX 0OPa3OBAHMIL, IIOTEHIIN-

AKTUHWYECKWE KEPATO3bl:
KPATKIIA 0630P

= [IpempakoBbie COCTOSHUS OT (HOTOIIOBPEXKIE-
HHSL KOXKH JI0 IUIOCKOK/IeTouHOro paka (I[TKP).

= MouHble IPeIUKTOPBI IOC/IENYIONIEr0 PasBy-
THUA HEME/TAHOMHOTO paKa KOKU ¥ MEeTTAHOMBI.

= DaKTOpPBI PHCKA BKIOYAIOT HHIUBHIYAIbHYIO
YyBCTBUTEIbHOCTb, COBOKYIHYIO I03y YIIb-
tpacduonerooro (YP) obmydeHus, UMMYHO-
JIETIPECCHIO, PEMIIeCTBYIOMINIT aHAMHe3 PaKa
KO)KH, TCHETHIECKIE CHHIPOMBIL.

= JuTebHOE M KYMY/IATHBHOE 00/TydeH e YIb-
TpadHONeTOBOI pajualyieil — Hanbosee Bax-
HBIIT GaKTOP, CIIOCOOCTBYIOIINIT PA3BUTHIO K-
THHHYIECKUX KepaTo30B (AK).

=  Puck 310kauecTBenHoit TpaHchopmanun AK B
ITKP Bapsupyet ot 1% 1o 20%.

= Teuenue AK Hempefckasyemo, 1 XOTS OHO He-
PEeNKo CUMIITOMAaTHYECKOE, IIPH OTCY TCTBHUM Jie-
venust AK moryT tpanchopmuposarscst B ITKP.

=  MeTonpl JIeUeHUsI BKIIOYAIOT KPUOTEPAIUIO,
KIOPeTa)X ¢ WU 0e3 9/IeKTPOXUPYPTHH, OPHUT-
BEHHYIO 9KCIIU3HIO, TOIIHYEeCKHeE CpeacTBa U ¢o-
TOIMHAMMWYECKYIO T€PATHIO.

anpHO Tparcdopmupyromuxcs 8 [TKP. OnHako B mocienHe
TOIBl MPEANPHHUMAINCh IIONBITKUA IIEPECMOTPETh 3TO
mpencTasienue ¥ oTHecTH AK K 3/10KaqeCTBEHHBIM HOBO-
06pa3oBaHUAM, IIOCKO/IBKY OHH IIO CYIIECTBY HPENCTaB-
JSTIOT co60it uHTpasnuTenuanbupnii [IKP Ha paHHeit cTa-
nun passutus. Xota AK mpesparnatorcs B [TKP He Bo Beex
CITy4asiX, OHU SIB/ITIOTCS] HHUIMA/IbHBIMU 00PasoBaHUSMH,
KOTOpble MOTyT porpeccupoBathb B IIKP. 9ta konnenuusa
0 ITPOTPeCCHPOBAHUY aHAJIOTHYHA PEICTABICHUAM O PaKe
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TABJINLIA 113-1

MpeppakoBble HOBOOGpPa3oBaHUsA
13 KepaTVHOLMTOB

= AKTMHUYeCKMne KepaTo3bl (AK)
= MbiwbakoBble kepaTo3bl (MK)
= Tepmunyeckme kepatosbl (TK)
= YrneBopopopHble kepaTo3bl (YK)
= Kepatosbl BcnefcTBme XpoHuyeckoro o6nyyeHus (XPK)
= PeakTuBHble KepaTo3bl (PK)
= [1YBA-KepaTo3bl
= BupycHble KepaTo3bl
= boeHouaHbIn nanynes (bIM)
= BeppyuudopmHas snuaepmogucnnasms (B3)
= bonesHb boeeHa (bB) unu nnockokneTouHbin pak (MKP)
in situ
= [lpeppakoBble HOBOOOPA30BAHUA HVXKHIX OTAEOB MPAMON
KULLKM 1 MOYEMONOBOro TpakTa
= VHTpasnuTtennanbHaa Heonnasma Bynbebl (MHB)
= VIHTpasnutenranbHasa Heonnasua aHanbHasa (MHA)
1 nepuaHanbHasa (MHMA)
= VIHTpasnutenvanbHasa Heonnasusa neHuca (MHM)
= [loTeHUManbHO 3/10KauyecTBeHHble 3a60eBaHs POTOBOM
nosiocTn
= Jlenkonnakua
= DpuTponnakma

MYBA =Tepanus c ucnonb3osaHviem ncopaneHa v YOA-usnyueHusa.

LIEHKHM MATKH, IPY KOTOPOM II€PBUKA/IbHASA HHTPASIIHUTe-
JIMa/IbHAs HEOIUIA3UA PACCMATPUBAETCS B KaUeCTBE UHUITH-
QJIBHOTO, «IIPEIPAKOBOrO» TIporiecca.®

AK ABIAIOTCS KIMHUYECKH 3HAYUMBIMU 00pa3oBa-
HUSMHU HE TOJIBKO M3-32 UX BO3MOYKHOCTH IPEBpPAIeHUsA
B [IKP, HO 1 13-3a TOTO, YTO OHU ABJIAIOTCA MOLITHBIMU IIpe-
OUKTOpPaMH HOC/IENYIOIIEr0 BOSHUKHOBEHHS MeIaHOMBI
win HeMemaHOMHOTO paka Koxu (HMPK).*! YaursiBas
pacTyIyo 3a60/eBaeMOCTb M PaCIIPOCTPAHEHHOCTDh Me-
aHomel 1 HMPK (uro o6cysxpmaercs B rnaBax 114,115,123
n 124), uanuBunayymsl ¢ AK ABIAIOTCA HEMOCPENCTBEH-
HBIMU KaHIUJATaMU [IJIs TIIATEIbHOIO JIOHTUTIONHOTO Ha-
OrofieHNst B e/ISIX TPODIIAKTUKN MaTUTHU3AINH KOXKH
1 paHHETO TepaleBTHYECKOTO BMEIlIaTe/IbCTBA.

JANUAEMUONOrna

B coBmecTHOM IpoeKTe AMEPHKAHCKOI aKa/leMUH JiepMa-
tonornu (AAD) 1 O6111ecTBa HCC/IENOBATEIBCKOI IePMaTo-
soruu (SID) coobiianocs, 4to B 2004 rofry YacToTa crydaes
AK B Coenunennsix IllTaTax coctaBuia 39,5 MUUIMOHOB,
©XKerOoIHbIe 3aTPaThl OLleHMBAINCH B 1,04 MIWUIMOHA 10/T-
napoB, AK aBwmics npuunnoit 10% Bcex IOCeIeHui iep-
MaToy10r0B."? AK SIB/ISIOTCS BTOPOII 10 YacTOTe IPHINHOM
IIOCEIIEHNUIT IePMATO/IOra, YCTYIas TOJIbKO BYIbIapHOMY
aKHe, U, 110 OlLIeHKaM, IPUCYTCTBYIOT IIOYTH Y BCEX MONEH
crapuie 80 set.”

Bousiien uensiit psist akropos pucka AK. [IByms oc-
HOBHBIMU SBJISIOTCS MHIMBUAYaJIbHas IIPefpacIoo-
JKeHHOCTb M KyMY/IATHBHOe jeiicTBue YP o6mydeHus
(tabm. 113-2). OnHuM 13 Hanbosee BAYKHBIX GAKTOPOB TYB-
CTBHUTECJIbHOCTHU ABIACTCA BO3paCT, TaK KaK BCe€ SIIUIOEMHO-

TABJINLA 113-2
QaKTopbl p1cKa aKTMHNYECKNX KepaTo30B

= /IHanBMayanbHaa NpeapacnosioXKeHHOCTb
= [loxunon Bo3pact
= My>cKow non
= CBeTnasn Koxa, KoTopas N1erko obropaet Ha CosHLe
1 nofBepKeHa 06pa3oBaHNI0 BECHYLLEK
= Pycble nnu pbixne BONOCbI
= CgeT/ble rnasa
= KymynatusHoe (HakonuTenbHoe) BO3fencTene
ynbTPadroNneToBoro n3nyyeHms
= VimmyHocynpeccua
= AKTVHUYeCKre KepaTo3bl Uiu apyrue ¢opmbl paka Koxu
B aHaMHese
= [eHeTnyeckme CUHAPOMbI
= [lurmeHTHas kcepopepma
= CuHppom bnyma
= CnHppom PoTmyHAa-ToMcOHa

JIOTHYeCKUe UCCIeOBaHMA OKa3bIBAIOT, YTO PACIIpOCTpa-
HeHHOCTh AK ITOBBIIIIaeTCs € BO3PACTOM: Y €BPOIICOHIOB OT
10% B Bospacre 20-29 net no 80% B BospacTe 60-69 meT.
B GoIBIIMHCTBE SNMUIEMUOIOTUYECKUX NCCIENOBAHNI 00-
Hapy>XeHo, 4To y My»uuH AK pasBuBaioTcs wvaie, 4eMm
Y KeHIIHH, 4TO, O-BUAUMOMY, MOXeET OBITh CJIeACTBUEM
CYMMapHO OOJIBILIETO COJHEYHOro OOTydeHMs, HoIydae-
MOTO MY)KYMHaMU.'"* ITo reHgepHOe pasindne 6onee BbI-
pakeHO B MOJIOJIBIX BO3PACTHBIX IPpymIax. [lpyrue HHAMBHU-
nyaabHbIe GaKTOPBI PUCKA BKIFOYAIOT (DEHOTHII CO CBET/ION
KO>Keli, Ha KOTOPOJI JIETKO 00PasyrOTCs COMHEYHbIE OXKOTH
U TUI0XO JIOXKUTCS 3arap, a TAKKe BBICOKA CKIOHHOCTD K 00-
Pa30BaHUIO BeCHYIIIEK; TOTyOble WIN CBETIbIC [7Ia3a; PhIKIE
WK pycble BOJOChL. Ellle OMHUM HHAMBHUIYAIbHBIM (ak-
TOPOM PHCKa ABIACTCA IMMYHOCYTIPECCHS, TaK KaK XOPOIIIO
M3BECTHO, YTO MAIlHEeHTBHI, epeHeCIIne TPaHCIUIAHTAIINIO
OPTAaHOB, HAXOAATCSA B I'PYIIIIE IIOBBIIIIEHHOI'O pUCKa pa3BU-
tust AK u ITKP.">"'® Kpome Toro, puck passurus AK mossr-
LIeH y JIIofIel C HEKOTOPBIMU T'eHeTHIeCKUMH CUHIPOMaMU,
B YaCTHOCTH QJIbOMHU3MOM U ITHUT'MEHTHOMN KCepoIepMOi
1, BO3MOXKHO, cHHIpoMaMu Pormyrna-Tomcona u bryma.

Kymynarusnoe BospeiicTsue YO-usaydenns, BKIOYas
COJIAPHIL, IIPEACTABISIET COO0I BTOPOI OCHOBHOM (akTop
pucka pasputus AK. JlokazaTebCTBOM TOTO, YTO BO3JIEH-
CTBHUE COJIHLIA UTpaeT poib B pasButuu AK, ABsercsa TOT
¢axr, uro 6osee 80% Bcex AK pacroso)keHbl Ha ydacT-
Kax TeJ/Ia, eCTeCTBEHHBIM 00Pa3oM IIO/IBEP>KEHHBIX COMHEY-
HOMY 00Ty 4eHHUIO, HAIIPHMep, Ha FO/I0BE, 11iee, TPEIIICUbsX,
TBUIbHOI CTOpOHe KuCTeil.'* [TapaMeTpbl, KOTOPbIE BIUAIOT
Ha KyMY/IATHBHBII 00beM YP-00/TydeHus, BKIIOYAIOT BO3-
pact, o1, TpodeCcCHOHANTbHYIO JIEATeTbHOCTD, PEKpealn-
OHHYIO aKTHBHOCTB, MECTO JKHTeNbCTBa. Kak ykasbIBamoch
BBIIIIE, YeM CTapIIle YeI0BeK, TeM BBIIIe BEPOATHOCTD pas-
Butua AK, a, COOTBETCTBEHHO, TeM BBIIIEe KyMyTATHBHOE
nerictBue YP-usnyueHus. S3HAYMMbIM OKa3bIBAETCA BO3-
pacT, B KOTOPOM 4e/I0BEK HOTy4aeT HauOOoIbLIHil 00'beM
U IoIBepraeTcs Hanbonee HTEHCHBHOMY YD-06/Ty4eH 1o,
T.€. TAKO€ BO3MIENCTBHUE B IETCTBE, OUEBHIHO, SIB/ISETCS 60-
Jtee orracHbIM. COT/IaCHO TaHHBIM aBCTPaTHICKIX HCCIIEN0-
BaHMIL, y OPUTAHCKUX MMMUTPAHTOB, IEPEEXaBIINX B AB-
crpammio 1o 20 n1eT, B MoonocTu AK pasBuBascs pexe, 4eM



Y €BPOIICOU/IOB, POIUBIINXCA B ABCTPA/IMH, OJIHAKO B CTap-
11eM Bospacte yactora AK 6bl1a 0fMHaKOBOIL. Y OpHTaH-
CKUX MMMUTPAHTOB, [IePEEXaBIINX B ABCTpPaIUIO IIOC/IE
20 yieT, HUKOT/IA He OTMeYaeTcs Takas xe dactora AK, xax
Y POOMBIINXCA B ABCTPa/IMK WIN Y UMMHIPAaHTOB U3 bpu-
TaHUN, TIepPeeXaBIINX B MOJIOZIOM Bo3pacTe.'’

3aTn

A U NATOIEHE3

XoTst reHeTHYECKHE U CpefioBble (hPaKTOPBI MOTYT MIPaTh
ponb B passutuu AK u IIKP, piurensroe Bpems cuura-
ercsi, 4T0 Haubojee 3HAYMMBIM (PAaKTOPOM, CLOCOOCTBY-
IOIINM HX BO3SHUKHOBEHHMIO, siBjsieTcsi YP-o6mydenue,
IpeXie BCero, coaHevHoe. YO-o6mydeHne oocpenyer pas-
Butue AK, u B koneunoM cuete [TKP, 3a cuer aByx MexaHU3-
MOB: BO-TIEPBBIX, OHO BBI3bIBaeT MyTanuu krerounoi JTHK,
KOTOPBIE, €T He PeIapupYIOTCs, IPUBOAAT K HEKOHTPO-
JIUPYEMOMY POCTY 1 00PasOBAHUIO OIIYXOJIeil; BO-BTOPBIX,
OHO OKa3bIBaeT UMMYHOCYTIPECCHBHOE JICHCTBHE, MEIITato-
11ee OTTOpXKeHuto omyxomn® (cm. rrassr 109, 110, 112).

LlentpanpHyto ponb B nHMINIpoBaHNN AK 1 nx mpe-
Bpaennu B [IKP urpator nagynuposanusie YP-o6myye-
HIeM MYTAI[UM TeHa-CyIpeccopa OMyXOlIeBOro pocTa p53
(puc. 113-1; cm. rmaBy 112). MHOXeCTBEHHBIE HHAYLIIUPO-
BaHHbIe Y U3TydeHreM IIOBPEeXKIeHNA KJIETOK KOXKU 3aITy-
ckatoT mporecc passutus [TKP, kotopsrit HaunHaeTcs ¢ o-
TOTPaBMBI KOXH, Iporpeccupytomieit B AK, B KoHeUHOM
cuere Tpancopmupyoruxcst B [IKP. AK Ha TpaBMupoBaH-
HOIT CBETOM KOXKe ITPefICTaB/IsieT OO0 PacrpoCTpaHsIio-
II¥Iecs KJIOHBI TeHeTHYECKH M3MEHEHHBIX, My THPOBABIIINX
KJIETOK, KOTOPBIM YZIaJIOCh U30€XaTh alloINTo3a, YCKOIb-
3HYTb M3-TIOJl UMMYHOJIOTHYECKOTO Hafi30pa M IPOJO/-
JKUTB PO epUpOBATH U Pa3BUBATHCS B KIIMHUYECKH BbI-
pakeHHbIE TIPePaKoBble 0OPa3OBaHMA.

KIMUHWYECKUE NPOABNEHUA

Tunuynasni nanuedT ¢ AK — 310 60/1bHOI TOXXUIOTO BO3-
pacTa co CBeT/ION KO)Keil M CBET/IBIMH IJIa3aMHU, CO 3HAYU-
TeJIbHON MHCONMALIMEH B aHAMHe3e, Y KOTOPOTO Ha KOXKe
JIETKO 0OPA3YIOTCs COMHEYHbIE OKOTH M BECHYIIIKH, 3arap
JIOXKUTCSI IUIOXO, a IIPU OCMOTPe HAOII0IAeTCsT BBIPayKeH-
HBIIT COMAPHBII 9macTo3 (puc. 113-2). AK moxer Habmo-
IaThcs Uy 60JIee MOJIOIBIX JIOAEH, €C/TH OHU OBUTH B Tede-
HUe XU3HH [TOIBEPKEHBI JUINTE/IbHOM HHComAnnu. 80% AK
06HAPY>KUBAIOTCS Ha YIACTKAX TeJIa, JIETKO JOCTYITHBIX IS
COJIHIIa, HAIIpHMep, Ha TOJIOBE, I1Iee, ITPeAIUIeYbAX, ThITbHBIX
[IOBEPXHOCTAX KUCTeH. TUIIMIHbIE IIPOSIB/ICHNUS BKIIOYAIOT
3y, YK)KeHHUE WIK XKT'Y4yIo 60/Ib, KPOBOTEUEHHE, 00pa3oBa-
Hue Kopku. Tununsle aneMenTs pu AK, nHorna o6o3sHa-
JaeMble KaK apumemamostoie AK, OObIYHO TIPeCTaBIeHBI
2-6 MM 9PUTEMATO3HBIMHU, ITNTOCKUMHU, IIIEPOXOBATHIMU H/IH
LIeTyIIAIUMACA TarryTamu. OOBIIHO OHU JIyIIIe OTIpefie-
JIAIOTCA Ha OIIYTIb, HeXKe/! BU3yaIbHO. Beiceimanns mpu AK
MOTYT BapbHpOBATh 110 pasMepy U UHOTAA JOCTUTAIOT He-
CKOJIbKUX CAaHTUMETPOB B inaMeTpe. Haliie Bcero oHU 00-
HApY>XUBAIOTCS Ha (oHe POTOTPABMBI KOXKH WM COTHEY-
HOII TepOIepMHUHU C 0COOEHHO BBIPAKEHHBIMHU COJISIPHBIM
9/IaCTO30M, NUCIIUTMEHTAIUEN, SKeITYIITHBIM OKpPAIIiBa-
HUeM, 9(DeIHIaMy, TeTeaHTHIKTASHAMU U APSIOI0CTHIO

KnoHanbHasA aKcnaHcUA B SNUTENNN FreHa p53,
MyTupoBaBLlero noa BO3JeNCTBMEM V(D-mnyqeuvm

HopmanbHbin

anuaepMnUC
30) MyTauma p53
MyTaums ras
MNpeppakosbin
KITOH
AKTVHMYECKNI
KepaTto3
YO YcTonunBocTb
K anonrosy
WHBa3umBHan
Kapuy1HoMa

[osTopHaa myTauma p53
Opyrue YO myTauumn

OHKOreHHbIV CMHepru3m
AHeynionguna
XpomocomHble fenenmn
AbeppaHTHbIe LTOKNHbI

“ KepaTuiHbi

PucyHok 113-1 A.Passutue B 3nuTeNn KNoHanbHOM 3KC-
NMaHCKM MyTUPOBABLUErO NOA BO3AeNCTBUEM ynbTpadurone-
ToBoro (YO) nsnyuyerua reHa p53. CornacHo MHoroctagui-
HOW MOAeNn KaHueporeHesa, MHAYLMPOBaHHble YO-u3ny-
YyeHrem MyTaLmn AatOT CENTEKTMBHOE NPEVMYLLECTBO POCTa
Haf OKPY»KaloLLMMU KETKaMW, YTO NPUBOAMT K KNIOHaIbHOM
3KcnaHcum (agantuposaHo no Grossman D, Leffell DJ: The
molecular basis of nonmelanoma skin cancer. Arch Dermatol
133:1263, 1997). b. KoHdoKkanbHaa MUKPOCKONMA NO3BONA-
€T BbIABUTb MHAYLMPOBaHHY0 YO-131yyeHrem SKCnaHCuio
KNIOHa aTUMNYHbIX KEPATUHOLMTOB B KOXKE, MOBPEXAEHHOM
conHuem (no Jonason et al: Frequent clones of p53-mutated
keratinocytes in normal human skin. Proc Natl Acad Sci USA
93:1402, 1996, c pa3peLLeHnsa aBTopa).
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PucyHoK 113-2 Taxenas conHeyHas TpaBMa lLa, NposB-
NALWAACA TeNIeaHINO3KTa3nAMM, a TakKe aKTUHNYECKUM
KepaTo30M Ha Pas/iMyHbIX CTaaunAX pasBuTMA (Mnockue,
po30Bble MATHA U rMNepKepaToTMYecKre namnyJibl).

xoxu. MiHOTIa KonmmuecTBO 31eMeHToB AK Tak BeIuko, a ux
C/IMSIHYME HACTO/ILKO BBIPaYKEHO, YTO OHU HAIIOMUHAIOT BOC-
TTa/TUTE/TBHYIO CBIITh.

Hapsany ¢ tunmusbiM apurematosHeiM AK cyrectsyer
elle HeCKOIbKO KIMHNYeCKUX oaTumnos (tab. 113-3). Tu-
neprpoduuecknit AK (I'AK) mpezncrasien 601ee TONCTHIMY,
LTy IIAIMHUCS, IIIEPIITABBIMU HAITY/IAMH I OJIAIIIKAMH Te-
JIECHOTO 11BETa, CEPhIMU WIN 9PUTEMATO3HBIMU (puc. 113-3 A).
T'AK Mo)keT BO3HHMKATh Ha II0OOM IIOIBEP)KEHHOM HHCOJIS-
I[N YYacTKe, OTHAKO dYallle Pa3BHBAETCA Ha ThUIE KUCTe,
ITpe/ITUIeYbAX 1 roioBe. THIHYHBIN 9puTeMaTo3HbI AK Mo-
xeT nporpeccuposats B 'AK. MHorma TpymHO KIMHIIECKH
ormmantb [AK ot ITIKP, u Tpebyercs mpoBeneHye 6UOICHIL.
Buorcun ceyer 6parh Ha JOCTATOYHO ITyOOKOM YPOBHE,
4TOOBI MOKHO OBUIO OLIEHUTD CTEIEHb Ipo/ndepaun Ke-
PaTHHOIINTOB B iepMe U YCTAaHOBHUTH OMHO3HAYHBII THCTOMO-
TUYeCKUIt fuarnos. VIHmypaiys, 60/1b U U3'bSI3B/ICHNUE SIBJIs-
10TCS KJIOYeBbIMHU ITpu3HaKaMu Tpancdopmannu AK B TTKP.

KoxHbIiT poT, WK cornu cutaneurn, OTHOCUTCS K Peak-
THBHBIM IIPOIECCAM, U He ABJIAETCS COOCTBEHHO Pa3HOBU/I-
HOCTBIO BbIChInanuii (puc. 113-4). Yro kacaercs cBsisu ¢ AK,

TABJINLA 113-3

KnunHunyeckue n ructonornyeckme BapPNaHTbI
AKTHNYEeCKNX KepaTo30B

KnuHnyeckne BapmaHTbl akTUHNYECKNX KepaTo30B (AK)
= JpuTemaTosHbii AK

= BocnaneHHbin AK

= [vneptpoduyecknin AK

= KOXHbI por

= AKTUHUYECKNI XennmnT

= [lnrmeHTpOBaHHbIN AK

= PacnpocTpaHAWnnca MMrmeHTMpoBaHHbIn AK
= [lponudepatreHbii AK

= AK KOHBIOHKTUBbI

McTonornyeckne BapnaHTbl aKTUHNYECKNX KepaTo30B
= BocnaneHHbin AK

= [uneptpodpuueckuin AK

= KOXHbI por

= Atpoduuecknin AK

= boBeHonaHbI AK

= [lnrmeHTpOBaHHbIN AK

= [lponndepatrBHbIn AK

= JlnxeHonaHbin AK

= AkaHTOnUTMYeckmin AK

= [Ipo3payHokneTouHbii AK

TO KO>KHBIII por siBiisteTcst BapranToM [AK, mpu kotopom 06-
pasyeTcst KOHHYECKHI TUIIEPTPOMUIECKUIT BHICTYII, BO3BBI-
IIAIOIINIICS U3 9PUTEMATO3HOTO WM HUMEIOIIEr0 OKPACKy
KO)XH ITaITy/Ie3HOr0 0CHOBaHMs1. Kiaccuieckue ornpeneneHus
KO>KHOTO POTa YKasbIBAIOT, YTO €r0 BBICOTA COCTABIISET KAK
MMHUMYM HOJIOBMHY MaKCHMaJIbHOTO JuaMeTpa. B obmieit
CNOXHOCTH B 38-40% Bcex cryyaeB KOXXHOTO POra pedb UJeT
06 AK.*' TTaronoruii, KOTOpbIe IPUBOAAT K 06PA30OBaHUIO
KOXKHOTO pOTa, MOKET ObITh HECKOIBKO, B TOM uncie AK,
ITKP, cebopeitHbLiT KepaTo3, HUTEBUHAS By/IbIapHas 60po-
IaBKa, TPUXIWIEMMOMa HIN KepaToaKaHoOMa.
AKTHHMYECKHMI XeIIUT HpefcTaBiseT coboil cauBa-
rommniicst AK ry6, gamie HipkHeit ry6s (puc. 113-5). Ty6st
TP 3TOM COCTOAHUH KPaCHEIOT, IIIeTyIIATCS U TPECKaIOTCH,
a BpeMeHaMH Ha HUX IIOSIB/IIIOTCS 9PO3SUHU WIN TPEILHHbL.
Ipanuma KaitmMbl ry6 9acTo HevYeTKast, TAK)Ke MOTYT HabIio-
natbcsi GOKaIBHBIN IMIIEPKePaTo3 U jeiKoITakus. [lanu-
€HTBI C ITUM COCTOAHUEM JACTO JKATYIOTCA HA ITIOCTOSTHHYIO
CYXOCTb U PacTpecKHBaHHe I'y0; COOTBETCTBEHHO BO BCEX
CITy4asix, KOIZia MOXKHIIble JIIOMIM BBICKa3bIBAIOT MOJOOHbIE
JKa/I00bI, HEOOXOINMO MCKIIOYaTh aKTHHUYECKUIT XEFTHT.

PucyHok 113-3 A.Taxxenas conHeyHas TpaBma Tbinia KUCTU, NPeAcCcTaB/ieHHas rMnepTpodunyecKnm akTMHUYECKM Kepa-
TO30M 1 OO6bIKHOBEHHbIM aKTUHNYECKM KepaTo3oM. b. lcTonornyecknii npenapaT akTMHNYECKOro KepaTo3a, Ha KOTOPOM
BUHbI aTUMUYHbIE KNETKM BLOJIb 6a3a/IbHOrO €108 C HEU3MEHEHHBIM 3MUTESIVEM.
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PucyHok 113-4 A.KoXHbI pOr YLIHOW PakoBMHbI. TONbKO OMOMNCKA MOXKET NoKasaTb, MAET v peyb 06 aKTUHUYECKOM

KepaTto3e Win NIIOCKOKNETOYHOM pakKe. B. KoXHbIn POr WeKu.

PncyHOK 113-5 AKTUHNYECKNI XeNNNT HVXKHEN ryObl y MO-
NOAOTO MyUMHbI-MOpsKa. [aLmeHT B rpynne prcka passu-
TVA NNIOCKOKIETOYHOTO paKa rybbl. [lpeBeHTVBHOE NeyeHne
aKTVHMYECKOTo XelnnTa MOXeT BK/oYaTb la3epHylo Tepa-
N0, KPMOXMPYPTUMIO U TOMUYECKYIO Tepanmio.

ITpu CTOMKMX M3BSI3BICHIUSAX HIH YIACTKAX HHIYPALIN HA
ry6ax, wist nckmoderns [IKP tpebyercst 6norcus.

NPOrHO3 N TEYEHNE 3ABOJIEBAHUA

[Iporros AK BK/IIO4aeT mepcucTEHIINIO, PErpecc WiIH 3/10-
KavdecTBEHHYI0 TpaHchopmanuio B nHBasuBHbI [IKP. On
MOXKET MePCHCTUPOBATD, IIOABEPTHYTHCS 0OPaTHOMY pas-
BHUTHIO WIH 3JI0Ka4eCTBEHHOI TpaHC(HOPMAIIMH B UHBA3HB-
ubiil [TKP. HeBo3MO)XHO 3apaHee ITpeficKa3aTh IIyTh Pa3BU-
i AK B Ka)XITOM KOHKPeTHOM ciry4ae. OTHOCHTETbHBII
puck mporpeccupoBanus B [IKP 3aBucur ot ¢akropos,
cBA3aHHBIX ¢ caMuM AK: IJIMTe/IbHOCTH MepCUCTUPOBa-
uus AK 1 ncxonHOro KonmudecTsa aneMeHToB AK Ha Koxe.

Kpowme Toro, puck ITKP pacteT o Mepe yBe/HdIeHUs 1035
Y®-06myueHns, a TakyKe B COOTBETCTBHH C OTIPelIe/IeHHBIMU
0COOEHHOCTSMH MAIMeHTa, HAIIPUMEP CTEIeHbI0 NMMY-
Hocympeccru. Berhane u coas. Habstrofam, 4T0 mepe; mpo-
rpeccupoBanueM AK B ITKP on Mo)keT KIMHHYIECKH CTaTh
60/1e3HEHHBIM 1 BOCTIA/ICHHBIM. [MCTOTOTHYeCKOe HCCIENO0-
BaHHUe TaKUX KIMHUYIECKH BocnaeHHbIX AK BeIsBIIIO (hak-
tryeckoe npucytcrsue ssHoro ITKP B 50% cryqaes.” Ta-
KuM 06pasoM, 6071 1 BocmaneHne B odare AK MoxeT ObITh
MapkepoM ero mporpeccun B [TKP.

B HeCKOMbKMX MCCTeNOBAHUAX MPeNITPUHNMAUCH T10-
IIBITKU OTpeneenus pucka mporpeccuposanusa AK B ITKP,
OJIHAKO Pe3y/IbTaThl OOIBIIMHCTBA U3 HUX B TOM WIH HHOM
OTHOIIICHUH HE[OCTATOYHO TOYHBL [0 TaHHBIM JHTEpa-
TypbL, puck Tpancdopmarn AK B ITKP Bappupyer B pe-
mermax 1-20%.°>* B o63ope Glogau, o6benunuBIIEM pe-
3Y/BTAaTHI TATH KITHHIYECKUX HCCIETOBAHNIL, TPOBEeHHBIX
Mexzy 1988 1 1998 rT., ycTaHOB/IEHO, UYTO PUCK IIPOTPECCH-
posanus AK B ITKP ms1 oTnenpHbIX 00pa3oBaHMIT HAXO-
murcs B mpenienax 0,025-16% B rox.>* OKCTpaIiossIys faH-
HBIX 3TUX KJIMHHYECKUX HCCICOBAHUI C BBIYUCICHHEM
CpefHero MoKasaTelsd MO3BOMAET BBIYUCIUTH PHUCK IIPO-
rpeccupoanust AK B ITKP, koTopsrit cocTaBiisieT mprOmmsu-
TembHO 8%.%* COIIacHO JTaHHBIM ITOC/IEAHETO HCCIIEIOBAHHS
Criscione u coaBT. puck Tpancdopmanun AK B epBUIHBIIT
TIPK (vHBasuBHBIM WK in situ) cocraBnaser 0,60% B Teve-
Hue rofa U 2,57% B TedeHue YeThIpex JeT.”

Puck 3710kauecTBeHHOI TpaHC(OPMAIINH TAKXKE MOKHO
oueHuts 110 gose [TKP, kotopslit pasBuBaeTcs U3 paHee Cy-
mecrBoBaBiero AK. B HeCKOIbKUX UCCAeNOBaHUAX TaKas
1e/Ib CTABM/IACh NIPU TUCTOIOTMYECKOM U3Y4eHHU 00pas-
1108 uHBasuBHOro ITKP 1 ycTaHOB/ICHUS TpOLIeHTa CIIy-
JaeB, B KOTOPBIX 0OHAPY KMUBAJICS aCCOLMNPOBAHHBII HIN
comrycryrormit AK. Accormposannsiit AK 6501 06Hapy-
sxeH Ha nepuepun win B npenesax [TKP B 60%,*? 82,4%,%
97%,% 97,2% u 100%* ciygaes. BpI10 IPOBENEHO JIHIIIb
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OZIHO IIPOCIIEKTHBHOE MCC/IEIOBAHNE, B KOTOPOM U3YYaIIHCh
TUCTOIOTHYeCKHe 06pasiibl 0T Beex 60mpHbIX [TKP, KoTopsIx
aBTOPBI JICYWIH B TedeHHe roga. OHM 0OHAPYXWIN IPHU-
JIeraloIie K THCTOMOrnYeckn BeprudunnposanHomy [TKP
o6pasosanns 1o tunty AK B 72% ciyvaes.*” HemaBHee kiu-
Huyeckoe ucnptanue rpymis! VAT TC, nposenennoe Crisci-
one u coas. B 2009 rozy, oKasaso, 9T0 OOIBIINHCTBO IIep-
Bu4HbIX o4aroB [TKP (65%) u, uto uHTEpecHO, 36% BCex
niepBUYHBIX 09aros bKP BosHUK/IM B IIpeenax paHee KIIH-
Huyecku nuarnocruposannoro AK.*® Tor dakr, uro 3Ha-
YUTETbHOE YHC/IO TIePBOHAYATBHO KIHHIYECKH THaTHOCTH-
posanHbIX o4aroB AK 1pu mocieayoieM KOHTpoJie ObIIH
onpenenenbl Kak BKP, cooTBeTcTBYeT pucKy nmporpeccuun
0,48% B mepsbIi Tof 1 1,56% Ha 4-i rof. ABTOPBI yKasaIu
Ha OTCYTCTBHUE SICHOCTHU IIO IIOBOLY TOTO, NEeHICTBUTEIHLHO
JIM TIepBOHAYAILHO uieHTHNInpoBanHble AK pasBumich
B BKP (0 TakoM sIBJleHHH paHee HUKOT/A He COOOIIaIoch),
win oyaru BKP 6bUm1 riepBoHava/IbHO OMIMOOYHO UICHTH-
¢urposansr kak AK. MbI TO/DKHBI IPEAIIONOKUTD T10-
CTIeHNI BapHaHT, MOCKombKy odaru BKP passusatorca us
(DOJUTHKY/IAPHBIX 3aPOMBIIIEBbIX KJICTOK U OTIMYAIOTCS OT
ouaros AK/ITKP.*!

OnHako aBTOPBI IPHIIUIH K 3aKTIOYEHHIO, YTO MMeeTCA
MIOYTH JIMHEHHOE BO3pacTaHNe PUCKA IPOTPeCcCHN KIHHU-
yecku quarHocTupoBaHHbIX AK B ITKP nmm BKP Ha 4-it rox,
YTO CBUJIETE/NILCTBYET O 3HAYMUTE/NILHON POIN AK B o01wmeit
Harpyske KepaTHHOIIUTAPHBIX KAPIIUHOM, B TOM YHC/Ie KaK
Ba)XHOTO Mapkepa passutuss HMPK.”

CrionTanHsIi perpecc AK HeBO3MOXXHO IIpeicKasaTh HUA
IUISL O[HOTO M3 BUIOB HOBOOOpasoBauuit.’>*** B ogHoM uc-
C/IeflOBaHMH ObIIO OKA3aHO, YTo 110 25% cydaes AK ocraBa-
JTUCH B PeMHCCHH O0JTee To/1a, 0COOEHHO eC/TH B TeIEHHE 3TOTO
Ieprozia HHCO/ANNS ObUTa orpannyeHa. B npyrom ucceno-
BaHUM OBUIO BBIAB/ICHO, 4T0 AK B 60JIbIIICl CTETIeHH perpec-
CHPOBAJ Y TeX, KTO OCTOSTHHO MCIOIb30BaJI COTHIIE3aIITHT -
Hble cpenctsa.”’ B uccnenoBanmsix rpymmst VAT TC 2009 roma
COO0OIIIA/IOCh, YTO IIPU KIMHNYECKOM KOHTpose oyaroB AK
Jyepes rofi U 5 jieT He 66110 06HaApYkeHO 55% 1 70% oda-
ros AK coorBercTBenHO.” KpoMme TOr0, aBTOPBI OTMETHIN
OYeHb BXXHBII (HaKT: OAB/ISIONIEe OOIBIINHCTBO OIaroB
AK (87%), xoTopble ObUTH HIeHTH(DUINPOBAHDI IPH KOH-
TpOJIe Yepe3 OMH TOf ¥ TIATH JIET, KTMHUYeCKH He HIeHTHU-
(bUIMPOBAIICH B TeUEHNE KAK MHHIMYM OJ{HOTO U3 6-Me-
CSYHBIX HHTEPBAJIOB IIepHOJa KOHTPOJIS, UTO YKa3bIBaeT Ha
IIepUOAMIecKoe MOsiB/IeHNe U HcdesHoBeHne AK.»

O6napy>xerne AK osHaaeT cyriecTBOBaHHE JTUTEIb-
HO COJTHEYHOI TPaBMBI U ITO3BOJIACT OIPEETUTD TPYIIITY
BoIcokoro pucka passutus [1KP, BKP, u B menb1eit cre-
[IeHH — MeTaHOMBL. !

Cremnenp Metactasuposanus [1KP, passusierocs us
aKTMHMUYECKOTO KepaTo3a, cocTasseT oT 1-2% 1o 20%, uto
B IIEPBYIO OYepPelb 3aBHCUT OT ITyOUHBI HHBA3HH, JIOKA/IU-
3annu (ry6bl, yIIHbIE PAKOBHHBI M BOJIOCHCTAs 9aCTh KOXKU
TOJIOBBI SIB/ISLIOTCS 30HAMHU MOBBILLIEHHOTO PHCKa), tudde-
PEHIMPOBKH U Ha/IM4US [IePUHEBPATbHON HHBA3HN. "

HeB03MOXHOCTD IIpeficKasaTh, B kakoM crydae AK OymyT
TEePCUCTUPOBATH, B KAKOM — ITOJIBEPTHYTCS Perpeccy, a B Ka-
xom npesparaTca B IIKP, cosgaer cutyanuio, Koraa rede-

Hye 9TX 00pa30BaHUIl B PaBHO CTETICHH 3aTPYIHUTEIBHO.
XOTsI HEKOTOPbIe KIMHULIUCTHI Y TBEP>KAAIIH, UTO M3-3a HU3-
KOTO PUCKa 3/I0KadecTBeHHOM TpaHchopmaru AK rednts
Heo06s3aTe/IbHO, OOIBITIHCTBO IEPMATOJIOTOB OTCTAUBAIOT
Ty TOUKY 3peHHs1, 4T0 AK /1equTh Bee e CeyeT, 4To0bI
UCKTIOYUTH MaJIeHIINII IITAaHC TPOTPeCCHPOBAHNSA B UHBA-
suBHbIi [IKP.**” Ha 0CHOBaHNH [TO/TyYEHHBIX PE3Y/IbTATOB,
uccinegoBareay rpynnel VAT TC2009 roga npuium K BbI-
BOJLY, YTO, HECMOTPA Ha BO3MOXHOCTH perpecca AK, moryT
pasBUThCA HOBBIe oyark AK 1 kepaTuHOINTapHbBIE KapIu-
HOMBI, [I09TOMY HeOOXOIMMa aKTHBHAsI TEPATINS 09aroB aK-
THHHYECKOTO KepaTo3a, 0cOOEHHO C y4eToM 00IIero BKIaaa
odaroB AK B ouxomorirdeckyto Harpysky I[TKP u bKP. Tepa-
s AK Taxoke 1103BO/IsfeT MUHUMU3HPOBATh TaKHe CHUM-
HTOMBI 3a00/IeBaHs, KaK OOJIb 1 3y,

B HacTosIIIee BpeMs He CYILIECTBYeT eIUHBIX PeKOMEH-
JAanuil WK aITOPUTMOB, [T03BO/ISIIOIINX BBIOpaTh HANGO-
JTee afieKBaTHOE JIeYeHNUe, TIOCKOIBKY TIPOBeJIeHHbIE HCCIIe-
TOBAHMS 3HAYUTEIBHO PA3INIAlOTCs MO0 TU3AIHY, HCXOIaM
1 BpeMeHH KaramHesa (puc. 113-6). Kpome Toro, aua-
rHO03 AK, yCTaHOBJICHHBIII 10 KIMHUYECKUM JTAaHHBIM Jaxe
IepMaTOIOTOM-3KCIIEPTOM, MOXKET ObITh OITHOOYHBIM. >

Meronsl tedennsa AK MOYKHO 0O beIMHUTD B IBE OCHOB-
HbIe TPYIIIIBL: OYaroBble U 30HaMbHBbIe (610K 113-1).

METOObl O4YArOBOW TEPAMN AKTUHUYECKIX
KEPATO3OB. Bo/bIMHCTBO METOMOB OYarOBOI TeparTum
AK necTpyKTHBHBIE, T.€. OCHOBAHbI Ha (PU3UIECKOM y/iaie-
Huu 06pasoBanmit. Takye 1eCTPYKTHBHbIE METOBI HCIIONb-
syrorcs st nedenust AK Hanbortee mupoko.*

KPNOXNPYPI A XKNOKUM ASOTOM. Kpuoxupyp-
THS1— 9TO Yallle BCETO BBIIOIHsIeMast JeCTPYKTHBHAS IIPOLle-
ILypa, KOTOpast 0GBIYHO IPOBOIUTCS € IIOMOLI[BIO CIIPEsT MK
aIIUIIKAaTOPa C X/IOIIKOBBIM HAKOHEYHUKOM (CM. I71aBY 246).
[TepBoe MPOCIEKTHBHOE MCCACNOBaHKe CTereHn addex-
THBHOCTU KPHOXUPYpPruu ObUI0 1poBesieHo B 2004 ropy.*

BJIOK 113-1
NEYEHUE AKTUHUYECKNX KEPATO30B

OYAroBAA TEPANUA

= KpurioTepanus >kuakum a3otom
= KiopeTax c/6e3 aneKTpoKaycTukom
= BputBeHHOe ncceueHne

30HAJIbHAA TEPANNA

= Tonuyeckasn
= 5-dTOpypaumn Kpem n pactsop
= 5% MMUKBUMOJ Kpem
= 3% puKnodeHak renb

= [lpouepypHas

= KpuonunuHr
= [lepmabpasusa
= CpeanHHbIN XUMUYECKUIN MUANHT
= [Ny6OKNIN XUMUYECKUI MUITUHT
= JlazepHas wnndoskKa
= QoToanHammyeckas Tepanusa




AnropuTtm AeNCTBUI NPY aKTUHNYECKNX KepaTo3ax

WHaviBuayanbHbIi aHaMHe3 1 cTaTyc

* OTATOLEHHOCTb akTUHUYecKMy Kepatozamu (AK),
HemenaHOMHbIM pakom Koxu (HMPK),
3/10KayeCcTBeHHON menaHomom (3M)

« MOXKMnou Bo3pact (ctapLue 60 ner)

« CBET/IafA KOXa U rnasa, CBET/Ible UK pycble BONOCHI

« 3HaUMTENIbHOE KYMYNATVBHOE BO3AENCTBIE
YO n3nyyeHns B aHamHe3e

« FeHeTUYeCKne CUHAPOMbI BbICOKOrO PUCKa

« UMMYHOCynpeccua

[poBefeHne TOTasbHOro OCMOTPa NOBEPXHOCTU KON
(TOMK)

i

5
- [
Brioncus obpaszoBaHuii, [vs]
NOA03PUTENBHbIX 2
Ha HMPK 1 3M .
w

M3onuposaHHble nnu
HebonbLumne rpynnbl MHoXecTBeHHble AK g8

anemeHToB AK
s N\ s

MepBbI BU3UT
« oyaroBas Tepanusa

MepBbiii BU3NT
+ 0YaroBoe JieyeHne Hanbonee BblPaKEHHbIX

- CAMOCTOATENbHOI0 OCMOTPA KOXM
- afleKBaTHbIX METOA0B GOTO3ALLNUTbI
- noBblWeHHoro pucka HMPK 1 3M
« NpodunakTnKa
- eXKe[JHeBHOE 1CMOsIb30BaHMe $pOTO3aLUUTHBIX
CPEeACTB WPOKOro CreKTpa
- HOLLIEHVIE FONTOBHbIX Y6OPOB, OUKOB,
ofiexabl C ANIMHHBIM PyKaBOM
- TONMYecKoe NprYMeHeHVe TPETUHOMHA
+ N06YKAeHNE K HabMIOAEHNIO B TEUEHNE KI3HN
« NNaHMPOBaHVie NOBTOPHOTO BU3MTa
Yyepes 2-3 mecaua Ansa oueHKkn adpdekTa
Tepanumn

- Kproxmpyprusa anemeHTOoB AK
- KlopeTax - Kpuoxupyprus
- 6pUTBEHHOE UCCeYeHne - KlopeTax

+ IHGOPMVPOBaHVE NaLMeHTa OTHOCUTENbHO: - ucceyeHuve

+ IHGOPMMPOBaHME NaLMEHTa OTHOCUTENBHO:
- CAMOCTOATENIbHOIO OCMOTPA KOXMU
- aleKBaTHbIX METOA0B HOTO3aLNTbI
- noBblWeHHoro pucka HMPK n 3M
- HEOOXOAMMOCTYM HabMIOAEHNA HA NPOTAXEHUN
KU3HU
+ 06CyANTb METOAbI 30HaNbHOW Tepanuu
« MIAHOBBIVI BTOPOW BU3MT Yepe3 2-3 mecAua

p
J Bropoii Busut

* MOBTOPHO OCMOTPETb Y4acCTKu, paHee
noaseprimnecs nevyeHuno AK, npu HeobxoanMoCTu

N

Bropoii Bu3nT

* OLIeHUTb pe3ynbTaT NpeALecTBytoLen
Tepanuu anemeHToB AK 1 pelunTb
BOMPOC O 61oONCKn Npu peunanBax
WM NEePCUCTPOBAHNM BbICbIMaHUIA

+ 0630pHOe NHPpopMUpoBaHune o AK
1 npoduUnakTmKe paka Koxmu

+ 0YaroBas Tepanua HOBbIX S1eMEHTOB
AK 11 0CTaTOUHbIX, pe3nayanbHbIX
06pa3oBaHuii, COXPaHMBLLKXCA Mocne
npeablayLero neyeHns

PerynﬂpHoe ANHamMnyeckoe
Ha6mo,qu|/|e C oCMOTpOM BCeW

NPOBECTM NOBTOPHOE SiIeYeHNE Wi BbINOHUTD
61oNCKIo, YTOBbI UCKIIOUNTD MIOCKOKIIETUHDII
pak

« MOBTOPHO 06CYANTH C MALMEHTOM NPEANOYTEHMS

\_ 1 NpenmyLyecTBa 30HasIbHOI Tepanuu

MayueHT cnocobeH NoHATb CyTb Npeaiara-

€MOro JIeYEHVIS 1 COTIAceH C NPOBefeHeM
TOMMYECKON 30HANIbHON TEPaNuK C yUYeToM

|_ BO3MOXHbIX No6ouHbIX 3pPeKToB

MaumeHT KOMNIAEHTEH 1 COrNAceH Ha

TOMMWYECKYI0 30HaJbHYIO TEPanuio, OAHAKO

He XenaeT NCMNbITbIBaTb NOOOYHbIE dPdeKTbI
5-OY unu nmmkKsrmMoaa

N

=

-
* NAUNEHT HE MOXET COracnTbCA Ha
TOMNYECKYHo 30HaJIbHYIO Tepanuio

NOBEPXHOCTU KOXHOrO NOKpoBa
Kaxgble 6-12 mecsAueB

« NauVieHT NpefnoynTaeT npoLeaypy,
npeAnonaraioLLyto OfHOKPaTHOE rnocelleHne
Bpauva

* MaLMeHT ¢ 60M1bLIMMUN KOCMETUYECKUMU
NpeTeH3nAMN

+ CTOMMOCTb He MIMEEeT 3HaueHus

BrHegogedgo ai9gosedadu SI9HILRULRLALIE

Hauatb nonHyto Tepanuio
¢ nomotub 5-OY nnn
NMUKBAMOAA

Hauatb Tepanuio
C NOMOLLbIO ANKNOdpEeHaK-ren

« nasepHas abnaums

« XUMUYECKNIA MASIUHT
- OOT

+ Aepmabpasua

+ KPUOMUANHT

.
.
§

« MeTofbl $OTO3aLLUMTHI

* TONMYyecKoe NpumMmeHeHne TpeTMHONHa

* MPUCTaJIbHOE KaTaMHecTn4yeckoe HabniofeHve n perynapHbie

OCMOTpbI BCEI MOBEPXHOCTY KOXKHOIO MOKPOBa Kaxable 3-6 Mecsues

B S R B I

PucyHok 113-6 Anroputm JelCTBUI NPU akTUHUYECKUX KepaTo3ax. 5-OY — 5-dropypauun; AT — doTtoauHammueckasn
Tepanua; YOU — ynbTpaduonetooe nsnyyeHue.
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MaBa 157 :: Cknepopgepmusa

:: P.Moinzadeh, Christopher P. Denton,
T. Kreig, Carol M. Black

SYNOPSIS: KPATKI OB30P

= Cucremnas cxireponepmus (CCJl) mpencras-
JseT co00il MYIBTHCHCTEMHOE 3a00/IeBaHUe,
XapaKTepusyroleecs: BhIPAKeHHBIM (ubpo-
30M, BOCITa/IEHHEM U BaCKy/IOIaTHel.

= [laTtorenes sroro AYTOMMMYHHOTO IIpoIiecca
OCTa€TCA HEACHBIM.

s JTuddepeHIaTbHBI AHATHO3 CHCTEMHOMN
CKJIEPOJIEPMUH BKJIIOYAET TSDKeIIbIe OPMBI JI0-
Ka/IM30BAaHHOM CKJIEPOIEPMHH, @ TAK:Ke MHOTO
IPYTHX CK/IEPOJEPMO-TIO0OHBIX COCTOSHHIA.

= BonbHbIe CKIepOmepMUeil PasIe/AITCs Ha Be
OCHOBHBIE IPYIIITBI B 3aBUCHMOCTH OT PacIpo-
CTPaHEHHOCTH CKJIepo3a Koxu [muddysHblin
CUCTEMHBIN CKJIEPO3 Y OTPaHUYEHHBIN CUCTEM-
HBIN cK1epos]. TTanueHTsI ¢ KOMOMHHPOBAH-
HBIM CHH/POMOM XapaKTepHU3YIOTCs JOTIOTHHU-
TeIbHBIMH KIMHUYECKUMHU TPU3HAKAMHU IPYTHX
PeBMaTHYECKUX 3a00/IeBAHMUIL.

= KimHUYecKHe NPHU3HAKU, KOTOpBIE IIPHCYT-
CTBYIOT IPAKTHYECKHU BCET/[a, BK/IIOYAOT (eHo-
MeH PefiHO 1 cK1epo3 KOXKH.

= CCJ] xapakTepusyeTcs CKepoTHIeckumu/ u-
OpO3HBIMH HapPYIIEHUSAMH KOXXU 1 BHYTPEHHUX
OpraHoOB (SKeTyIOYHO-KHUIIIEYHOTO TPAKTA, JIET-
KHUX, II09eK U Cepala), KOTOpble MOTYT IIpUBe-
CTH K TSDKeJIOi TUCGYHKIUHU ITOUTH TI060i1 CH-
CTEeMBI OpPraHM3Ma.

= PasHooOpasue mpossenuit u redenus CCJI
TpebyeT CPOYHOI MOMOIIN PA3TMIHbIX CIIEIH-
a/IMCTOB U MOC/IEAYIONIHX, KAK MUHIMYM €Ke-
TOJHBIX NPO(PMIAKTHIECKUX OCMOTPOB.

= HecMOTpsi Ha HEM3/IeUHMBII1 XapaKTep 3a00/1eBa-
HUSI, TOCTUTHYTbI 3HAYUTE/IbHBIE YCIIEXU B Jlede-
HUY OPraHOACCOIMUPOBAaHHBIX ociokHeHni CCI,

ONPEOENEHWNE N 3NUOEMINOMIOTAA

CucremHas ckreponepmust (CCIL) —aTo penkoe, My/IbTH-
cucteMHoOe 3a60jIeBaHKe, B OCHOBE KOTOPOTO JIEKAT ayTo-
HMMYHHbIE IIPOLIECCHI, AUCHYHKIHS IHIOTETHATBHBIX KJIe-
TOK COCYJOB U aKkTuBalus GpubépobracTos. 3aboneBanue
XapaKTepusyeTcs 6OJIBIION HHIUBUIYaIbHON BapHabeb-
HOCTBIO B BLIPQ)KCHHOCTH TTOPAKeHHA KOXKH U BHY TPEHHUX
OpPTAHOB, @ TaK)ke B TeYCHWH MAaTOJIOTMIECKOTO ITpolecca
u mporaose. Hanbosee 9acto rmopaxaeMbIMU OPTaHAMH SIB-
JITIOTCSL KOYKA, TIMILIEBOI, IETKHUE, CePALe X TOYKH.

CCII yaiiie 60/1€10T >KEHIINHBI, COOTHOLIEHUE MYXYUH
M oKeHIIH — ot 3:1 1o 14:1'* Bospact Hauasa 3a60/1eBaHust
Bapbupyer ot 30 10 50 ner.* Y My>K4uH oTMedeHO 6osee
paHHee Hayao. [IpefcTaBUTe/ I HErPOUIHO packl 3a60-
nesator CCJ] panbiire, gem eBporeonssl. Omy6n1MKoBaHHbIE
maHHBIe 0 3ab0/eBaeMocTH Bospoctu ¢ 0.6 1o 16 Ha M-
JIMOH YeJI0BEK, UTO TAKIKE CIIPaBeINBBI B OTHOLIEHUU Pac-
TIPOCTPAaHEHHOCTH, KOTOPast BO3POC/a ¢ 2 10 233 manueH-
TOB Ha | MIWUIHOH HacCeJleHHs1 B TO.' 7, 4TO 0OBSCHIOCH
METOZIONIOTUYECKUMU PA3IMYUAMU B OTHOLIEHUHU OIIpefe-
JICHUSI Y IOATBEPKCHIS JUarHo3a, a Takke Ieproa nc-
CIeOBAHMA.

CmepTHOCTh 0T CCJl HauBBICITAs CPEH BCEX Ay TOMM-
MYHHBIX PeBMaTHYeCKHX 3a00/1eBaHUIL, HHAUBUYa/IbHO Ba-
PBUPYIOLIAs OT PACOBBIX M ATHUYECKHUX 0COOEHHOCTEI!, 1aB-
HOCTH U TSKeCTH TopakeHus opranos, Tunia CCJI, Bospacra
YCTAQHOBJICHHS JHATHO3a, TeHAEPHBIX pasmnauil. Hecmorps
Ha HEeM3/IeINMBbIil XapaKTep 3a00/IeBaHMs, JOCTUTHY THI 3HA-
YUTeIbHBIE YCIEXH B JIEUeHUU OPraHOaCcCOLUUPOBAHHBIX
ocnoxuenuit CCII.

3Tnonorva 1 NATOreHe3

[TaToreHes aTOro KOMIUIEKCHOTO 3a00/IEBAHUS TIPEJIIIO/IA-
raeT BOBJIEYEHHUE PA3IMYHBIX TUTIOB KIETOK (9HAOTEHU-
QJIbHBIX, SITUTETHAIBHBIX, GUOP06/IACTOB U TUMGOLUTOB),
BOSJIEMCTBYIOLIHX JPYT C IPYTOM C TIOMOIIBIO Pa3TUYHBIX
MEXaHU3MOB, 3aBUCSIIMX OT UX MUKPOOKPY>KEHUS 1 KITIO-
YeBBIX MEIUATOPOB.

Kiuuuveckas reTeporeHHOCTb CUCTEMHON CKJIEPOJIEp-
MHH He MCK/II0YaeT TOTO, YTO Y KAKIOTO OTHENBHOTO Ia-
[[MeHTA WIK CPEIU TIOTUIIOB GOIE3HHU TPe0OIaIaloT OIpe-
Ie/leHHbIe TaTOTeHeTUIECKIE MeXaHU3MBI. TaKoKe, IIOXOXKe,
YTO Ha PA3HBIX CTAIUAX CUCTEMHON CKJIEPOJIEPMUM COYETA-
He MexaHU3MOB pasmdaercs. Kpome Toro, BriosHe Beposi-
TeH TeHeTUIeCKII MEXaHU3M 3THOIATOTeHEe3a, YTO HaXOMUT
OTpaykeHHUe B TAXKECTH 3a00/IeBAHUSA U TIPENPACTIONOKEHHO-
CTH K €T0 Pa3BUTHIO; TAK)KE BBICOKA BEPOATHOCTD BIUSAHUS
(baKTOPOB OKPYIKAIOLIEN CPebl U XMMUYECKUX areHTOB
B Ka4eCTBe TPUITEPOB 3a00/IeBaHHSL.

FEHETUYECKUE ®AK

Jlydiee 0Kas3aTeIbCTBO BK/IaJa FeHETHYECKUX (PaKTOPOB
B Pa3BUTHE CUCTEMHOM CKIEPONEPMUN TIOTYIEHO B HCCTE-
JIOBAaHUAX, KOTOPBIE COOOIIAIOT O CEMEITHOM XapaKTepe 3a-
6oseBaHMs, @ TAKKE B UCC/IENOBAHUAX O/IM3HEI[OBBIM METO-
moM. XOTs PUCK Pa3BUTHUS CK/IEPOIEPMUHU Y POICTBEHHUKOB
IOBOJIbHO HU30K, OTHOCUTE/IbHBIA PUCK Pa3BUTHS Y POJI-
CTBEHHMKOB I1€PBO¥ JIMHUM POACTBA B 13 pas BbIlle, YeM
B momy/sanun.’ HekoTopble MCCIeTOBAaHUS MTOKA3bIBAIOT,
YTO OTATOLIEHHBINA CEMEMHBIN aHAMHES 110 CK/IEPOIEPMUM
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SIBJIsIETCs] HanbosIee Cepbe3HBIM PHCKOM, PABHO KaK 1 9THHU-
JecKast IIPUHAMICKHOCTD.® Assassi 1 COABT. IIPEAIIOIATAIOT,
YTO Y WIEHOB CeMeil, OTATOIIEHHBIX 110 CK/IEPOJIEPMHUH, BbI-
SIBJISIIOTCSL. KOHKOPIAHTHBIE CrieluUIHbIe IS CKIEPO-
nepmun antutena.” [lonmHoe reHeTHIeCKOe UCCIEOBAHIE
XPOMOCOMHOT 9KCIIPECCUH B KOKHBIX OHOITATaX U IIUPKY-
JIMPYIOIINX KJIETKaX KPOBH ITOATBEPXKIAET My/IbTH(AKTOP-
HBIIT KOMIUIEKCHBIH ITy Th pasBUTH cKIepopepmun.® Kpome
TOT0,9TO HOATBEPXKICHO COITYTCTBYIOIIMMHU I€He THIeCKUMU
WCCIEIOBAHUSAMM B KOHTEKCTE MOJXO/Ia «I€H-KaH/UIAT».
Haubosbimit ycrex HabmoaeTcs Mpy reHeTHIeCKOM aHa-
JIM3e MHANBHLYaIbHBIX KOMIIOHEHTOB 00JIE3HM, TAKUX KaK
poduib ayToaHTUTEL. BeposiTHO, OH reHeTHYECKHU CTPOTO
[eTePMHHUPOBAH, Xl 9TO MOXKET JISKaTh B OCHOBE B3AUMHOIT
CriennUIHOCTH XapaKTEPHOI /ISl CHCTEMHOTO CKIepo3a
PeaKTHUBHOCTH. BbUIO TTOKa3aHO, YTO CIIOCOOHOCTD BBI3BI-
BaTh MIMMYHHBII OTBET K OIIpe/ie/IeHHBIM aHTHI€HaM, aCCO-
LUHPOBAHHBIM C CHCTEMHOII CKJIepOTiePMHUeIL, OTIpefe/IseTCs
TaIUIOTUIIAMU TIABHOTO KOMITTEKCA THCTOCOBMECTUMOCTH.
Psan nccnenoBanuit mpenmnoaraeT csisb HLA-DRB1*1302,
DQB0604/0605 ramIoTUIIOB U MAIIMEHTOB MOJIOKUTETHHBIX
Ha anTHuOprUTapu,® B To Bpemst kak HLA SRB1*0301 BbI-
ABJIAETCA Y TTAIIMEHTOB C aHTH-OTMMHO3UTHO-CKJIepoziep-
MudeckuMHu aHTuTenamu (anti-Pm-Scl).’ ITo ntoram MHOMXe-
CTBa MCCIETOBAHNI TCHETUYECKUX MAPKEPOB BbIfIe/IeH PAIL
«reHoB-KaugumaTos» (AIF-1, CD19, CD22, CD86, CTLA-4,
CCL-2, CCl-5, CXCL-8, CXCR-2, IL-1a, IL-1B, IL-2, IL-10,
IL-13, MIE, PTPN22, TNF-a).*"° OgHako Kak 1 Ipu IpyTUx
CHCTeMHBIX 3a00/IeBaHMSX, 10 OYeHb MHOTMM IPHIMHAM
BO3MO>KHOCTb BOCIIPOM3BECTH 9TH U3HAYATbHO MHOTOO-
Gemaroniiye pesy/IsTaThl He ObUIA TOKa3aHa. MccmeoBanms
reHEeTHYECKH TOMOTeHHBIX IOITY/ISIIINIT, BK/II0Yasi KOPEHHOE
aMepHKaHCcKoe 1eMs YokTo, 6putn 0cobeHHO HHPOpPMA-

TABJINLIA 157-1

THBHBL VIHTEpeCHO, YTO HEKOTOPBIE CBSISH OY€Hb BEPOSITHBI
C TOYKH 3peHHsI MOJIEKY/SIPHOTO TTaToreHesa. BepostHo, ann-
cras 1 3¢ PeKT MHOTOUHCIEHHBIX MOTU(DUKAITMOHHBIX Te-
HOB He [I03BOJISIIOT IOTYYHTh IIPOCThIE TeHETHIECKHUE CBA3H
[P CUCTEMHOI CKJIEPOJIEPMHH, KaK U IIPH IPYTUX CUCTEM-
HBIX 3a060/IeBaHUAX. !

WMMYHHbIE PEAKLIN

[Tonydensr yoequTebHbIE OKa3aTeIbCTBA BOCIIATUTEIb-
HbIX H3MEHEHU KOXXH U JITKUX IIPH CUCTEMHOII CKJIepO-
nepmun. OIMH U3 IPUMEPOB — IIPUCY TCTBHE BBICOKOCTIEI]-
nUIHBIX TATOTHOMOHUYHBIX ayToaHTHTel. O6001IeHIe
npuBesieHO B Tab1. 157-1. [lepBudHble BOCIANTUTEIbHBIE
nHQUIBTPATHI MOPAKEHHBIX YIACTKOB KOKHU IPEMMYIIe-
CTBEHHO IIPe/ICTAB/IeHbI K/IeTKAMU MOHOIIUTAapHOTO psia’
(T-xnerxu, Makpodaru, B-KimeTku U TydHbIE KJIETKH).
B nanbreiiiem npeo6magator T-1uMbOIUTHL, OHH BBISBIIS-
0TCS KaK B TIOPQKEHHBIX OPTaHaX, TAK ¥ B IUPKYIATOPHOM
pycne. T-kretTku 06bI4HO IpeacTasaensr CD4+4 (KmroueBbIM
MapKepoM aKTHBAIMH), YTO yKa3bIBaeT Ha OJIUTOK/IOHA/Ib-
HYIO 9KCIIAHCHIO ¥ aHTUI€H-CIPOBOINPOBAHHYIO IIPOJIHU-
(depauuio ¢ yBenndeHneM KomudectBa 1 2-xesmepos.'!
B pesynbraTe y manyeHTOB CO CKJIEpOepMueri Habmoa-
eTCsl YBEIMIeHHE CHIBOPOTOYHOIO YPOBHs T 2-CTUMYIH-
pYIOIIMX LIMUTOKUHOB, a UMeHHO, IL-2, IL-4, IL-10, IL-13
n IL-7.'17 Kpome TOT0, B MOpa>keHHBIX YIaCTKAX KOKHU 00-
Hapy>KUBAIOTCs B-kyteTku. Psijt MiccienoBanmii ykaspiBaer Ha
TO, YTO B-K/JI€TKM MOTYT MHIYLHMPOBATh IIPOLYKIIMIO IKC-
Tpaue/o/sipHoro Marprkca (3LIM) mocpencTBoM cexpe-
nuu IL-6 n npeobpasyromiero dakropa pocra-b (IIPP-B)
U y4aCTBOBATb B CHHTE3€ AaHTUTE/L. YCTAHOBJ/ICHA CBSI3b He-

KnuHunyueckas cBA3b XxapaKTepPHbIX ayTOaHTUTEN NpuU cucTeMHon cknepogepmun (CCH)

BctpeuyaemocTtb
PeakTMBHOCTb AHTUreH-MULLEHb npu CCJ (%)
LleHTpomepbl CENP 6enkn 20-30
(kpanuaToe cBeyeHue)
Scl-70 Tonounsomepasa-1 15-20
(KkpanuaToe cBeyeHue)
RNAP I PHK-nonumepasza-Iil 20
(KpanuaToe cBeyeHue)
nRNP U1-RNP (kpanuatoe 15
cBeyeHune)
PM-Scl MNMonumwnosut/ 3
Scl-HykneonapHoe
cBeyeHune
DubpunnapuH U3-RNP HykneonsapHoe @ 4
cBeyeHune
Th/To 7-2RNP HykneonapHoe = 2-5
cBeyeHune

CBasb c HLA KnuHunyeckas ceasb

HLA-DRB1 OrpaHnyeHHasa cknepoaepMus, TAXKenble

HLA-DQB1 3a6051€BaHNA KULIEYHMKA, U30/IMPOBaHHas
NleroyHasn apTepuasbHas runepTeH3us,
KasbLMHO3

HLA-DRB1 Nnddy3HbIN CKNEPO3 KOXKN, NEroUHbIN

HLA-DQB1 $1bpo3, BTopryHas neroyHas

HLA-DPB1 rMnepTeH3uns, yBenmnyeHHbI pUck
cmepTHOCTM oT CCQA

HLA-DQB1 Nnddy3HbIn CKNepos KoXu,
rMMNEePTEH3UBHDBIN CKIIEPO3 KOXN,
KoppenvpyoLwuii C NoBbILLEHHOM PUCKOM
cmepTn

HLA-DR2, -DR4 MepekpecTHble Nnpu3Haku CKB, apTputa

HLADQwS5, -DQw8

HLA-DQA1 OrpaHnyeHHas KoXHasa CKnepoepmus,

HLA-DRB1 nepeKkpecTHble CUMMTOMbI CKIIepoAepMum
1 MVMO3UTa, KasbLiMHO3

HLA-DQB1 Onddy3Hbini cknepos Koxu, mmo3sut, JIT,
ropakeHvie noyek

HLA-DRB1 OrpaHuYeHHbI CKnepo3s Koxu, prbpos

Nerknx



KOTOPBIX aHTUTE C KOHKPETHBIM ITOJTHIIOM 3a00/IeBaHHS,
YTO JIe/laeT UX BKHBIMU IHATHOCTUYECKUMHU MapKepaMu
(tabm.157-1). B 60/bIIMHCTBE CTyYaeB CUCTEMHOM CKJIEPO-
IepMHHU UMEIOTCS IIOJIOKUTETbHbIE AHTHHYK/TeapHbIe aHTH-
tea. OHO BKJTIOYAET Psifi OTIMYUTE/IBHBIX PEaKTHBHOCTEN
1 AHTHUTeIIa, 00PasyIOIINecs] ¥ IIPH IPYTHX ay TOMMMYHHBIX
peBMaTHYeCKHX 3a00/IeBaHUSX (HATIPUMED, AHTHI[MK/THYe-
CKUI1 IUTPY/UIMHUPOBAHHBII HeNITU]I, PeBMAaTOMIHbII (ak-
Top). Psix aHTHTE, MMeeT (PyHKIMOHATLHYIO 3HAIUMOCTb,
MOCKOJIbKY OHM HAIIPaBJIeHbI IIPOTUB aHTHIEHOB MTOBEPX-
HOCTH KJIeTKH (QHTHIHIOTe/IHaIbHbIE K/IETOYHbIE AHTHTEA
(ASKA), anTuhHOpHUIHHOBbIE aHTHUTENA, AHTUTENA K Pe-
nerrropam TpomborrapHoro daxkropa pocra, u T.4.). On-
HaKO (DYHKIIMOHA/IbHBII BK/IAT ATHX ay TOAHTUTE OCTAETCS
o6acTbio 1A UccnegoBanuit. HekoTopble MccienoBanus
[OKa3a/IM, YTO aHTHTEeHbI, y3HABaeMble CHeNN(PUIECKUMH
IUIL CHCTEMHOM CK/IEPOIEPMHUM Ay TOAHTUTETAMHU, MOTYT
OBITb HKCIIPECCHPOBAHbI HA TOBEPXHOCTH KIeTOK. JIydiiie
I0Ka3aTe/lbCTBA (PYHKIIMOHAIBHOM 3HAYMMOCTH IOy IeHbI
IS QHTUAH/IOTETHAIBHBIX K/IETOYHbIX dy TOAHTHUTE U JUIS
ayroubpobmacT-pearupyomux aHtuten. HenaBHue pa-
6O0TbI TOKA3a/IH IPUCY TCTBHE Ay TOAHTHUTEN K PUOPHITHHY
U CTUMYJIMPOBAHHBIX dyTOAHTHUTEN, PearnpyoIInX C pe-
Henropamu (hakTopa pocTa, BHIIEIEHHOTO U3 TPOMOOIIH-
toB (PRGF), oHako atu HabmoneHns Tpe6yroT fabHeli-
IIIer0 MOATBEP)KIEHMI.

B HEKOTOPBIX CIy9Yasx MpeIOKeHbl MEXaHU3Mbl MHU-
KpoxuMepusMa ¥ 00/Ie3HN «TPAHCIUIAHTAT IPOTUB XO35I-
MHa», XOTS OTHOCHTEIBHO BBICOKAsI 9aCTOTa MUKPOXHMeE-
pU3Ma y 30POBBIX JIOJIEN WK IIPH IPYTUX ATOTOTHIECKUX
COCTOSTHUSIX YKa3bIBAET Ha TO, YTO HTO MOXKET OBITH TONBKO
[peapacnonaraoiyuM $GakTopoM, HO He TIPUIHHOI, eCITH
9TO U UTPaeT POJIb IIPU CUCTEMHON CKJIEPOJIEPMHUH.

BACKYJIONATUA

Backyomarus mpu CKieponepMuy 06yCcIoB/IeHa HapyIile-
HHEM COCYIHCTOTO PeMOJIEIMPOBAHUSA 1 BOCCTAHOB/ICHUSL.
ITOT MpOI[eCcC 3aTParuBaeT MUKPOIUPKYIATOPHOE PYCIO
U apTePUOJIbI, @ TAKXKe, BEPOSITHO, SAB/ISETCS HEPBUIHBIM
3BEHOM B IIaTOreHe3e 3a00/IeBaHUs U TIOCIeNyoIIero (hu-
6posa. CocyaycTble HapyIIEHUS BKIIOYAIOT B ceOst Baso-
KOHCTPHUKIIHIO, Pon(epauio afBeHTHIINN U HHTHUMBI,
BoCnajeHue U TpoM603." PaHHMe IposBIeHHsA BacKy-
JIApHO¥ IUCYHKIMHU TIPEICTAB/IEHbI YBEIMIEHUEM COCY-
IMCTOI IPOHUIIAEMOCTH C HapyllleHHeM OaTaHca MeXIY
COCYIOPACHIMPAIOIIMMH 1 COCYNOCYKUBAIOILIUMU MeflHa-
Topamu (OKCHJ, a30Ta, IPOCTAILMK/INH, TeHeTHIECKU-CBSI-
3aHHBIN 0€I0K Ka/JbIIMTOHHHA), @ TAKXKE MEIHATOPAMHU
BazokoHcTpukiuu (aumorenud 1 (9T 1), anrnoreHsux 2,
a2-ajipeHOperenTopsl). B pesynbrate HapyIIeHHI KPOBO-
TOKA Pa3BHBAETCS TMITOKCHS TKAHEN, UTO BEIEeT K yCH/IeH-
HO1 9KCIIPECCHHU 9HIOTEMIHATBHOTO COCYIUCTOro (haKTopa
pocta (OCDP) 1 ero penenTopos HapsLy ¢ HapyLIeHHEM
o6pasoBaHus coCynoB. TeM He MeHee, BOCIIaTUTE/TbHbIE 1M -
TOKHHBI, Takue Kak TNF-a, MOTyT cTHMyTHpOBaTh WIH HH-
rHOUPOBATH AHTHOTEHE3 B 3aBUCHMOCTH OT JJINTETBHOCTH
cruMy/sanun.” B pononHeHne K JaHHBIM (YHKIMOHAIb-
HbIM HapyILIEHUSIM, BHY TPHCOCYIUCTBIE U CTPYKTYPHbIE U3~
MEHEHH BbI3bIBAIOT aKTUBHBIN (eHOMeH PeitHo (cnanpoM
Peitro) (PP, CP) 1 ¢ TedeHneM BpeMeHN IPUBOMAT K aTPO-

bun cocynoB U yXyALIeHNI0 MUKPOLMPKY/ISAIHN. DTU Ba-
CKY/IOTIATUU KIMHUYECKU TIPOABJIAIOTCA B IIOPAXKEHUH CO-
CYHOB IIPAKTUYECKM BCeX OpraHoB. PanHue HapyuieHus
B MUKPOLUPKY/IATOPHOM PYC/Ie B pe3y/IbTaTe CTPYKTYPHBIX
H3MeHEHUIT 00HAPY>KMBAIOTCS IIPEKJIE BCETO B KAIIM/ULIPAX
HOI'TEBOTO JIoXKa B BUJe Basocnasma npu CP. K Tomy xe, co-
CYZIUCTBIe U3MEHEHHSI, @ UIMEHHO, IIpoIH(epalus SHI0Te-
JIUSL M HAKOIUIeHHe pyOL0BOI TKaHU IIPOBOLUPYIOT OfHU
13 CaMbIX 3HAYMMBIX OC/IOKHEHUI CK/IEPOJIEPMUH, BKJIIO-
Jast TUIIepTeHsHIo JTeroyHolt aprepuu (I'JIA), ckeponepmu-
veckuit modeqnbrit kpus (CITK) 1 BacKy/IomaTHio maablies.

®NbPO3

CucTeMHas CKIepOIEPMHUs — IIPOTOTHII MY/IBTHCHCTEM-
Horo ¢ubportndeckoro sabonesanus. [lepsudnoe Bocma-
JIeHHe ¥ THIOKCHs (pruOpo6/IacToB 3aIyCKaloT MPOAYKIIHIO
psima 6e/IKOB, YYaCTBYIOIINX B PEMOJICTHPOBAHIN BHEK/IE-
TOYHOTO MATPHKCA, K IIpuMepy, TpoMbocnonauHa-1, ¢pu-
O6poHeKTHHA-1, TUSWITHAPOKCHIA3HI-2, Oe/IKa HHIYIN-
poBanHOro TpancopmupyouuM GakTopom pocra P
(TGF-p).” Omnoxkenue H36bITOYHOTO KOTHIECTBA BHEKIIe-
TOYHOTO MAaTpPHUKCA B CHEINAIN3HPOBAHHBIX OpraHax siB-
JISIETCST OCHOBHOM IIPUYMHOI OOIBIIIeH YaCTH OCTIOKHEHHI
U JIeTa/IbHBIX UCXOJIOB IIPH 3T0i1 60/1e3HH. Ipy60BONIOKHN-
CTasi COeNMHHUTETbHAas TKaHb BBIPAOATHIBACTCS aKTHUBH-
poBanubiMU GubpobiacTamu u Muobubpobdractamu. Ha
paHHUX 9Tamnax 60/e3HN OblIa YCTAaHOB/IEHA AyTOCOMHAs
nomy/sinus GuOpo6/1acToB, OTBETCTBEHHAS 32 YCHIEHHYIO
IIPOAYKIMIO U aKKyMY/ISIIUIO 9KCTPAIE/UIIOISIPHOTO Ma-
TpuKca. IHUIIHAaTOpaMy 3TOTO IIPOIecca SIB/SIETCSI MHOXKe-
CTBO KJIIOYEBBIX IIUTOKHHOB U (PaKTOPOB POCTA, KOTOPBIE
MOTYT IPEICTAB/IATH JTOTHIECKHe TePAreBTHYeCKUE 1IN,
KimoueBbiM (hakTOPOM CITY>KUT HapyllieHne 6ataHca MeKIY
MeXaHM3MaMH CHHTe3a U paspylueHus. [pemioiine du-
6po6/1acTBI MOTYT OBITH AKTHBUPOBAHBI TPAHCHOPMUPYIO-
M axropom pocra p (TGE-p), pakropom pocra coenn-
uurenbHoil TKauu (OPCT), TpombonuTapHbM hakTOpOM
pocra (PDGF)) win sunoremuom- 1.2 Bepostro, pubpo-
6rmactel IpoxoxAT mporiecc gudbepeHIHpPOBKE B MUOGbH-
6po06/1aCcTBI, UTO COMPOBOXKAAETCS OBBIIICHIEM COKPATH-
TE/IbHOI CIIOCOOHOCTH, POCTOM ITPOAYKIIHN BHEKIETOYHOTO
MAaTPHKCA U BBICBOOOXKICHHEM IIUTOKMHOB. OIHOBPEMEHHO
¢ u3MeHeHreM 6MO(PU3UIECKUX CBONCTB COENUHUTENbHOMN
TKaHHU 9TO IPUBOJMT K IOCTOSHHON akTHBAnu Gubpoos-
JIACTOB U, CJIEIOBATE/IBHO, K YCHIEHHOMY HAKOITEHUIO KOM-
[IOHEHTOB BHEK/IETOYHOTO MAaTPHKCA.

CxeMaTudeckoe 06001eHNe TaTOTEHETUIECKUX MeXa-
HHM3MOB IIPU CHCTEMHOI CKJIEPOIEPMHUH [OKa3aHO Ha PH-
cyHke 158-1.

®AKTOPbI OKPYXXAHK

CHH/IPOMBI, CXO[JHBIE CO CK/IEPOTIepPMUENt, ObUTH OMUCAHDI
B CBS3U C BO3IEICTBUEM BHEILTHUX TOKCUHOB U JIEKAPCTB.
ITH areHTHI BKIIOYAIOT PACTBOPUTE/H (BUHWIXIOPUTI, GeH-
3071, TOJIYOJI, STIOKCHIHASL CMOJIA), JIEKAPCTBEHHBIE TIpera-
patbl ¥ HAPKOTHUKH (6I€OMUIIMH, KAPIUOIIA, TIEHTA30I1H,
KOKauH, JIoIeTaKces, MeTaeHWIEHIUAMIH ), @ TAK)Ke CMe-
IIIaHHBIE CYOCTaHINIL. >

/G| edael]

suwdarodawi)

2143




/¢ ustreed

‘80202 XBUHeESL0gRE NAL MKON BUHIHIWE

***YIOHALRLNHUTS0D

2144

lMaToreHes ccTeMHOro cKneposa

AKTUBMPOBAHHbIV
dunbpobnact BKM

. / Muodubpobnact
«CnAawwin» dnbpobnact
—
éﬂ CxaTne/cHUKeHNe
3NaCTUYHOCTY TKaHM
TGF-B

-—
CTGF

ET-1

MoBpexaeHne
3HAOTENVANbHO

KneTku
KneTka-npepLwecTBeHHNK

Bocnanexue

LInToKnHbl/

C

T-Kknetka

x DakTopbl pocTa
@ @
HK-knetka ~
@ —> AnTuTena

PucyHok 157-1 [NaTtoreHes cucTemMHOro cknepo3sa. Ha cxeme nokasaHo, Kak CUCTEMHbIV CK/IePO3 pa3BUBAETCA MPU KOM-
NNEKCHOM B3aVMOAENCTBIN MEXAY KNeTKaMy MMYHHOWM CUCTEMbI, BKOUas afanTUBHbIV U BPOXKAEHHbI KOMMOHEHTbI,
COCYAMCTOE PYCIO 1 COEAUHUTENbHYIO TKaHb. B3amopeicTBIs KNETOUYHOro MaTprKCa TakxKe NMOTEHLMANbHO BaXHbI. PaHHMe
cocyamncTble cOObITUA NPUBOAAT K MOCNeAyoLLEeMY Pa3BUTUIO OTHOCUTENIbHO aBTOHOMHOW MOMYNALMN aKTUBMPOBaHHbIX Gu-
6pobnacToB 1 MMOPNOPOHNACTOB, KOTOPbLIE CKUMAIOT MATKME TKaHM U 3anacatoT N30bITOYHBI BHEKIETOUHbIN MAaTPUKC. TN
KJeTKM MOTYT pa3BMBaTbCA U3 pe3nAeHTHbIX COeAVHUTENIbHOTKaHHbIX GrbpobnacToB: TpaHcanddepeHLmaume us gpyrux
TUMNOB KNETOK, BK/IOYan akTUBUPOBaHHbIE NepULMTbI MUKPOCOCYLOB, C TPUBIEYEHNEM LNPKYNPYIOLNX KNEeTOK-NpejLue-
CTBEHHVMKOB (prbpounToB). Bknag Kaxxaomn nMHmm KNeTok B pnbpoTrnyeckoe noBpexaeHune HesaceH. MHorme daktopbl pocta
W LMTOKUHbI BOB/IEYEHbI B 3TOT NPOLECC B KAYeCTBE MEANATOPOB, KOMIMJIEKCHbIE PEeLNPOKHbIE CETV MOTYT NPYBOAUTD
K dopmmpoBaHuto NPodrOPOTNUYECKOrO MUKPOOKPY»KeHUA. [oTeHUmanbHaa Tepanusa, Moguouumpyiowan 3abonesaHue,
MOXeT OblTb HarMpaBieHa Ha MeANATOPbl CEIEKTUBHO UM KOMOUHUPOBAHHO [HanpumMep, pakTop HEeKpPo3a onyxonu-B
(THO-B), sHpoTenuH (ET-1), dakTop pocTa coeanHutenbHom TKaHu (CTGF), dakTop pocTa, BblAeNIeHHbIV U3 TPOMOOLIUTOB,
(PDGF)] unn mopynunpoBaHme UMMYHHbIX KNeTok (Hanpumep, Lumknodocdammug) unu sHAoTeNNanbHbIX KNETOK (Hanprmep,
aHasiory NPOCTaUMKINHA). BHeKkneTouHbIN MaTpuKc (BKM) MOXeT 6biTb BaKHbIM XPaHUNLLEM MeAMATOPOB, KOTOPbIE MO3Xe
BbICBOOOXKAAIOTCSA 1 UTPAIOT KITIOUEBYIO POJib B MaToreHese.

Crrieponiepmitst wacto Bosuukaet y paborankos a 10~ KTJHVNYECKWUE NPU3HAKW CUCTEMHOIO

ObIue IS ¥ 30/10Ta. Y MY>KUHH cTapiie 40 jiet, cTpazaio-

LIMX OT CHJIMKO33, BEPOATHOCTh Pa3BUTHA CK/IEPOLEPMUU CKIIEPO3A

IpuMepHO B 190 pas BhIIIIe 110 CPABHEHHIO C TeMH, KTO He

HOBEPrajICs BO3IEICTBHIO IBUTH OKCHAA KpeMHHA.” 13- KimHMYecKue IPOsABIeHNA CKICPOJePMHHU 3aBUCAT B 3Ha-
y4aeTcs Takke POJb CHIMKOHOBBIX MMIUIAHTOB U JIPYTMX — YUTEIbHOI CTEIICHH OT PA3SHOBMJHOCTH M CTaIUHU 3a60JIe-
HPOTYKTOB, COZIEP)KAIIUX KPEeMHUIA, B Pa3BUTUM CKIepo-  BaHMA. KIMHMYeCKHe CHMITOMBI NIPH HONTBEPXKIEHHOM
nepmun.”’” Tem He MeHee, B GOJIPIIMHCTBE SIUJEMUOIOTH-  [IHATHO3€ CKIEPOIEPMHH Pas/IMuHbI U BK/IIOYAIOT B CeOs Ts-
YeCKHX MCCIICOBAHMI TOCTOBEPHOI CBS3H YCTAHOBJIEHO  kesible (PHOPO3BI KOKH CO BCeMH COBOKYITHBIMU KOKHBIMH
He 6bu10. HeoObrunas dopMa CKIepoIepMun, XapakTep- — IPOABICHUAMU U OTPAKAIOT MHOXKECTBEHHbIC ITaTTEPHbI
3YIOILIAsACS Pa3BUTHEM CHHIPOMa PeifHo, CKIepOiepMOIIO-  BOBJICYCHHOCTH B IIPOLIECC BHYTPEHHUX OPIaHOB, a TAKKe
HOOHBIMM M3MEHEHUAMY KOXKH, HAPYIICHUAMH CTPOCHHUS — IOCTENCTBHA IIPOrPeCCHPOBAHMSA NTaTOTCHETHIECKUX TIPO-
KaIlM/UIIPOB HOTTEBOTO BaJIMKA (CXOTHBIMH C TAKOBBIMH  IIeCCOB B BUJIE BACKY/IOIIATHH, BOCIIaleHuA U Gpubposa. Ot-
IIPH CKJIEPOIEPMHN ), OCTEOIM3UCOM IUCTA/IbHBIX (Da/laHr,  Jle/IbHOE BHUMAHHUE CJIEAYeT YeTUTh 0CO00 TAXKEIbIM OC-
IIeYeHOYHBIM U jlerouHbIM pubposoM (JIP), MoxeT pas-  JOKHEHUAM — HOYEYHOMY KPHU3Y IPH CKIeponepmui, [TIA,
BUBAaTbCA Y PAaOOTHHUKOB, MofBepraouiuxcs sosaeiictsuio  JIP u vapymenuam nepucransruky JKKT.
HOMBHHWIXIOPU/A. BIeOMUIIIH TaK>Ke IPOBOLUPYeT pas-
ButHe JIP, curgpoma PefiHo, 1 KOKHBIX H3MEHEHMIT HEOT-
JITYMMBIX OT XapaKTePHBIX /1A CKJIepofiepMun.”’” Passutue
BBIIIEONIMCAHHBIX U3MEHEHUI JO0303aBHCHUMO U 06paTI/IMO
IIPY IIPeKPAIleHNN BO3JEICTBUSA MOPaKAIOLIETO areHTa.

KNNACCU®UKALIUA U KBAN
PA3NINYHbIX CNYYAEB CK

B cOBOKYNHOCTH, XUMHYECKUMU areHTaMHU BBI3BAHO He-
60JIBIIIOE KOJIMYECTBO CKIIEPOEPMO-TIONOOHBIX 3a60IeBa-
Huil. KpynHbie anmieMuonornyeckue HCCIeIOBaHUA 10 CHX
TIOp He YCTAaHOBWIM 3HAYUMOCTb PO TOKCHHOB U JIeKap-
CTBEHHBIX IIPEIIapaToB B Pa3BUTUU CKJIEPONEPMHUU.

[eTepoTreHHOCTDh CHCTEMHOM CKJIEPOIEPMUHU 06yCIOBIeHa
pasHoOo6pasueM HPOsIBICHUIT 60/Ie3HH, KOTOPbIE OT/IHYA-
I0TCSL 110 00'beMy NMOPAKEHHs U TsDKeCTH. TeM He MeHee,
Har6o/lee YaCTO BCTPEYAIOIIUMHUCS KITHHIIECKUMU ITPOSIB-
JeHuAMU ABJIOTCS CP M KOXKHBII ckIepo3. Kaxk bl ocHOB-



HOJ1 TIOATUII 00/IE3HHU OTIPEMIe/IIeTCS PACIPOCTPAHEHHOCTHIO
CKJIepo3a KOKH. Ka>KIbIit TOATHUIT MMeeT 0COObIe TPU3HAKH,
OJIHAKO BCTPEYAIOTCS TPUSHAKH, 00IIIHe /I BCeX.
AMepHUKaHCKUIT MHCTUTYT peBmaronorun (AIP)
B 1980 rony omy6mkoBas IIpeaBapuTeIbHble KIacchduKa-
IIIOHHBIe KPUTEPUH CKJIEPOJIePMHH JUIA BBIZIeIEHHA TPYTIIT
[AI[MIEHTOB C OYePUEHHOI ITaTOIOTHEN,* TEMOHCTPHUPYIO-
ux 97% IyBCTBUTENIBHOCTH U 98% CrienupUIHOCTH 15
ckeponepMun. [{narnos moKasaH, €C/IH BBISABICHBI XOTS
6bI OIMH U3 OO/IBIINX KPUTEPHUEB U KAK MHHUMYM J[Ba Ma-
JIbIX. B KadecTBe 60O/IBIIOro KpuTepus OblTa BEIOpaHa CKite-
porepMa, pacIoI0KeHHas TPOKCUMAIBHO IO OTHOIIIEHHIO
K ISICTHO-(ba/IaHTOBOMY WJTH IUTOCHe-(a/TaHTOBOMY CyCTa-
BaM, a MaJjIble KPUTEPUH BKIIOYAIOT CK/IEPOAK TH/INIO, U3~
SI3BJICHUE I1a/IbIIeB 1/MJIM TOYKOBHUIHBIE [IIPAMBbI KOHYUKOB
najplies, /IO 6asanpHbIx oTHENOB. K TOMy ke, B 1988 Tony
OIICaTeIbHOE PasfieleHie OrpaHiIeHHoi 1 fuddysHo
ckyepopepmuii 1o LeRoy,” koTopoe 6510 I1aBHBIM 06pasoM
CBSI3aHO CO CTENEHbIO BOB/IEYCHHOCTH KOXKH B ITATO/IOTHIE-
CKHII TIPOIIECC, OBUIO IINPOKO IPUHSITO U HCIIOIB30BAIOCH
B K/IMHMYecKoi1 pakTuke. B 2001 roxy LeRoy n Medsger®
OITy0JIMKOBAJIM UCIIPAB/ICHHbIE KPUTEPHH, C TOOAaBICHIEM
ayTOAHTUTE U KaIIUIAPOCKOIINYeCKUX U3MEHEHNUHT B HOT-
TEeBOM BasHKe. Takyke 3TOT KpUTEPHIl BKIIOYaeT OTAETbHYIO
TPYIIIY MAIMEHTOB C PAHHUM Je00TOM CK/IEPOJIEPMUH 1 MU~
HHUMaJIbHBIM yTO/IIeHHeM Kok KpoMe Toro, Heo6xonumo,
4TOOBI Y IAI[MEHTa C paHHeH (OrpaHHYEHHOI) CKIepofep-
muert Habmonascs CP u crierpidudeckue st CKIepoIepMUn
AQHTHTE/IA U/WIM KaIHUIAPOCKOIINYecKre IIPU3HAKHU MOpa-
KeHHs1 HOI'TeBOro BanKa.’ "2 Tem He MeHee, CyIIIeCTBYeT He-
CKOJIBKO JIPYTHX OITy O/THKOBAaHHBIX K/TaCCH(UKAIIIIA, K ITPH-
mepy, Nadashkevich O. u coasr., Maricq u Valter u .1.3**
Huddysnas xoxnas cxneponepmus (JKC) ompene-
JleHa Kak mporpeccuBHasi popma ¢ pannM Hadanom CP
U, KaK IPaBUIO, C YTOJIIICHUEM KOXH B TeUYCHHE TIePBOTO
rofa. Ita (hopmMa XapaKTepu3yeTcs: ObICTPHIM BOB/ICUCHUEM
KOXKH TeJIa, JINIA, BEPXHIX KOHEIHOCTEH U Oefiep, a Takxe
YaCTO COIPOBOX[AETCsl 00pasoBaHMeM aHTH-CKIepPoep-
mudeckux’’ (aHTHTONmOM3OMepasbl-1) win antu- PHK-
nomMepassl — III anturen.? K Tomy ke, BbIcOKa Bepo-
ATHOCTD pasBuTus JIO, mopakeHUA cepala U MOYCYHOTO
Kpu3a ImpH ckrepofepmun. OrpaHideHHAs KOXKHASA CKIIe-
ponepMus XapaKTepH3yeTcsl IINTEIbHBIM aHAMHE30M 110
CP U KO)XHBIMH U3MEHEHUSIMU Ha KOHEYHOCTSIX [JHCTaIb-
Hee KOJICHHBIX M JIOKTEBBIX CYCTAaBOB, a TAK)Xe IOpake-
HHeM KoH yuna.” Takoil BapHaHT CKIEPOIePMUH YacTO
(50-70%) codeTaeTcsi C aHTUIIEHTPOMEPHBIMH AHTUTE/IAMI
(ALTA) u, KaK IPaBUIIO, C M30JIMPOBAHHOI JIETOYHOI TH-
neprenswueil. CrangaptHas ab6pesuarypa CREST (calcino-
sis, RP, esophageal dysmotility, sclerodactyly, telangiectasias;
KaJIBLIUHO3, CHHIPOM PeiHO, HapyIlleHHe IePUCTaIbTHKH
IUIIEeBOMA, CKICPONAKTIIINA U TeJIeaHTMIKTa3UU) Ha ce-
TOMIHALITHUI IEHDb YCTape/Ia ¥ OTHOCUTCA TOJIBKO K OTPaHU-
qeHHOI1 popMe ckeponepmun. [TareHTs! ¢ IpUsHAKAMU
CKJIEPOJIEPMHH ¥ IPYTUX Ay TOUMMYHHBIX PEeBMATHIECKUX
3a00/IEBaHHI IEMOHCTPHPYIOT IIEPEKPEIMBAIOIIIIECS CHH-
IpoMbL. [laHHbIe CTy4au OIpefie/ieHbl Kak 3a00/IeBaHuUE, Pas-
BUBAIOIIleecs C KIMHUYECKUMH IIPU3HAKAMH CKJIepoiep-
muH (cormacHo AVIP-KpuTepusiM) WK psiioM CUMIITOMOB
CKJIEPOZIEPMHHU COBMECTHO C PU3HAKAMHU JIPYTUX 3a00se-
BaHUIT COCIMHNUTETbHBIX TKAHEH WIH 5Ke IPYTHMH ay TOUM-
MYHHBIMH 3a00/1eBaHISIMH, HALIPHUMeP, IePMaTOMUOSHTOM,

cunppomoM lllerpena, cucTeMHOI Kpacoit BOMTYaHKOI, Ba-
CKY/ILTOM WIH IOIHAPTPUTOM. Y TaHHBIX AI[MEHTOB Yallie
BCEro BBIAB/IAIOTCS BBICOKHE TUTPBI AHTH-PUOOHYK/IEHHO-
BbIX-, aHTU-s1PHII-, anTndubpuitapun- wim aHTU- MOTU-
MHO3UT/CKJTepOiepMHUsI-aHTHTE/L. >

[TanueHTsI, CTpajalollne paHHEN CKIepoaepMuei,
TaK)Ke M3BECTHON Kak HenuddepeHIMpoBaHHas CKJIe-
ponepMusi, XapaKTepUSYIOTCs COYETAHHEM IIPH3HAKOB!
cuHApoMOM PelfHO M KaK MUHMMYM OIHMM M3 HIDKEIIe-
PEYUCICHHBIX CHMIITOMOB CKJICPOEePMUH (M3MEHEHHS
KallWUIAPOB HOTTEBOTO BaMKa, IPHUITYXJIOCTD IaJIbLEB,
JIETOYHAsI TUITePTEH3Hs1) M/WIN UMEIOT CKJIepOfiepMa- acco-
LMMPOBAaHHBIE AHTHUTEMA 6e3 [IOTHOTO COOTBETCTBUS KPH-
tepusm ANP.

B HebosbiIOM IIpoLieHTe caydaes (1,5%) pasBuBaeTcs
cocynuctele (CP n/wm JIAT), nMMyHOTOTMYecKHe (Jalre
BCErO aHTHIETPOMEPHBIE AHTHTE/IA) WIM CHMIITOMbI OpraH-
Horo (ubposa 6e3 MPUSHAKOB KOYKHOTO CKIepo3a.”® [laH-
Hasl PasHOBHUAHOCTH 6osesHM ObUIa KaaccuUIMpOBaHA
KaK ckaepopepmus 6e3 ckreponepmsl. K Tomy ke, qactora
1 BpeMsl BOSHUKHOBEHHUS PA3/IMYHBIX BUCIIEPA/IbHBIX IIPO-
ABJICHUIT CKJIEPOJICPMHUHU Pa3IMYAIOTCSA Y OCHOBHBIX MOJI-
THIIOB Oose3sHN. TeM He MeHee, CYIIECTBYIOT HEKOTOpBIE
00111e YepThl B TOM, YTO KaCaeTCst HapyIeHus: QyHKINO-
HHUPOBAHMsI BHYTPEHHNX OPraHOB, 8 TAKXKE CTEIIEHN BBIPa-
YKeHHOCTH ¥ TSDKECTH KOXKHBIX IIPOSIB/ICHUIL Y BCeX Maiu-
€HTOB CTeIeHb PACIPOCTPAHEHHOCTH U TSXKECTh CKIepo3a
KOXH MOXKHO OIpEIeIUTh TP IOMOIIM MOIUDUIHPO-
BAHHOTO KOKHOTro MHpuekca Pommana (mRSS). Bawibl us-
Ha4ya/IbHO KOPPEIMPYIOT C TSKECThIO 0O/IE3HN M HCXOIOM
nnddysHOI KOXKHOI CKrepoepMun. YToimenue u Gu-
6p03 KO>KHM — OIMH 3 [IEPBBIX PACIIO3HABAEMbIX IIPH3HAKOB
IIPU CKJIEPOJIEPMHUHU — IO CHX IIOP COCTABJISIET OCHOBY IS
6O/BIIMHCTBA K/TACCH(DUKAIIMOHHBIX KDHUTEPHEB H IPEMIIIO-
JIaraeMBIX TTOITUIIOB 3a00/IeBaHHS.

Taxoke ObUTa IpeyIoKeHa KIaccH(PUKAIHST, OCHOBAHHAsI
Ha ayTOAHTUTE/IAX, UTO 110 Pe3y/IbraraM GOMBIIHHCTBA ac-
COLMATHBHBIX HCCICHOBAHUI UMeET KIMHIIECKHUIT CMBICI,
KaK OIHcaHo B Ta0s. 157-1. Bojiee TOro, reHe THYECKHIT acco-
I[MATUBHBII aHA/IN3 C NCIIOIb30BAaHNEM ITOIXO/A «TeH-KaH-
IUIAT» [T0Ka3ag Haubomee 3HAYMMYIO CBSI3b MEX[Y Cepo-
JIOTHIECKUM Pasfie/ieHueM IIOITUIIOB 60/1e3HN. 3HAYMMOCTh
3TOTO ellle He OYeBH/[HA, HEOOXOMMO YIIOMSIHYTb, YTO Te-
HETHYECKHe OCHOBBI /ISl aHTHI€HHOJ PEaKTHBHOCTH OBUIH
TILATE/IBHO OIMCAHBI, HA OCHOBAHHUH 9TOTO MO>KHO ITPELIIIO-
JIAraTh, YTO CEPOJIOTMYECKHE BAPHAHTHI SABJIAIOTCA TeHETH-
4ecKH 60/1ee TOMOTEHHBIMH, YeM OT/Ie/TbHBIE CITy4an CKJIEPO-
IepMUH WIN KIMHIYECKU pasjie/ieHHbIE ee O TUIIBL.

OPTAHHBIE NPOABI

BACKVYIOMATUA. Onpepenstomum st TaHHOH I1aTO-
JIOTHH SIBJIIETCS IePBUYHOE BO3HUKHOBeHMe CP, koTopbie
pasBuBaetcsi 6oree 4eM B 90% CIydaeB Cpenu MAIMeHTOB
€O CKIepoiepMHueit. ITO 06YC/IOBIEHO TIOCTOSHHBIMHU TIPHU-
CTYIaMu COCYMCTHIX CIIa3MOB B MAJIOTO Kanubpa apTepu-
O1ax/apTepusiX MambleB KUCTEI U CTOIL, Jallie BCEro B OTBET
Ha XOJIONL ¥/ WIX IPyTHe CTUMYIIBL, K IIPUMeEPY, SMOLHOHAIb-
Hbli1 cTpecc. CP KIMHUYeCKH Pa3BUBAETCS BHE3AIIHO U Ha-
IPSIMYIO CBSI3aH M COIPOBOXKZAETC 00JIbl0, mo6enHe-
HUeM/UIlIeMHell ONHOTO WIA HEeCKOJIbKUX IajblieB, 3aTeM
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PucyHok 157-2 KnuHnyeckme cumnTombl paHHero nepriofa 3abonesaHus. A. Cungpom PeliHo, pa3BrBatoLwmiAcs B pesyrb-
TaTe Ba30Cnasma, C TUMMUYHbIM 3MeHeHMeM LiBeTa KOXKN (LMaHOTUYHaA 61eHOCTb), OrpaHyeHHbI 06bIYHO NanbLamm pyK
1 HOT. ATakn 06bIYHO NPOBOLMPYIOTCA NepeoxnaXXaeHeM NN 3MOLMOHabHbIM cTpeccoMm. b. JlokannsosaHHasa popma
C OTEKLIUMM NanbLamm.

PasBUBAETCS peaKTHUBHAs THIIEPeMHs MOC/Ie HarpeBaHUs
B KoHIle npuctyma CP, B TSKe/IbIX CIy4dasx TaKke BO3HU-
KaeT nuanos (perHomeH Tpukoopa) (puc. 157-2).
[TanuentoB ¢ nsonuposanHsiM CP Heo6x0aMMO IpO-
BEPUTH Ha KAITWUIIPHbIE U3MECHEHNUS U OIIPEIe/TUTD UX aH-
THTE/IbHBII cTaryc. [lJIa ompefeneHus U BU3yaIM3alUU
KaIlWULIPHO-KOKHBIX H3MEHEHHIA, XapaKTePHBIX IS CKJIe-
porepmMun, Haubo1ee PaCIPOCTPaHEHHBIM, TPOTHOCTUYECKH
BEPHBIM, HeHBA3HBHBIM U ITPOCTBIM METOJIOM ABJIACTCA Ka-
IIUBIPOCKOIINSI HOT'TEBOTO BamKa (Tabr. 157-2). K Tomy ke,
9TOT METOJ yI0OHO HCIIOIB30BaTh 1151 A pepeHImambHOI
JUArHOCTUKY KallWUIAPHBIX USMEHEHUN IIPU PAHHEMH, aK-
THBHOI U 1031HUX (popmax. bosee Toro, 1asepHas JoIe-
posckast Busyanusauus nepdysuu (laser Doppler perfusion
imaging — LDPI) takke sIB/IsIeTCs1 HEMHBA3HBHON TEXHUKOI
BHU3Ya/IM3AIMI MUKPOBACKY/SIPHOTO PYC/Ia, CIIOCOOHOI I1aTh
IIpefCTaB/IeHHE O KapTHHE KOXXHOTO KPOBOTOKA.”

KOXHbIE NPOSABJIEHN

BoBsieueHMe KOXKM — OCHOBHOU ITPU3HAK CKJIEPOIePMUM, KO-
TOPBI Yallle BOSHUKAET BHAYA/Ie HA MaIblax 1 pykax. C te-
JeHHeM BPEMEHH Y MAllMeHTa Pa3BUBACTCS IIOTHBIN OTEK
IajIbIIeB (ITyxuIble ajbipl) (prc.157-2), KUCTelt 1 KOHEYHO-
CTelt, HOC/Ie Yero — HapacTaHHue MHAYPALUK U YTO/IICHHe
KOXH (CK/IepOofakTH/INs ). B 3aBHCHMOCTH OT JTIOKa/IM3aIuu
KOXKHOTO YTOJIICHUS, MOXKET BCTPeYaThCsl OrpaHHICHNe
ITO/IBVDKHOCTH CYCTaBOB (JlepMaTo/ornyeckne KOHTPaK-
TYPbI) U/WIN OTPaHUYEHHUE JIETOYHOM 9KCKYPCHU. THIny-
HBIMU TIPU3HAKAMU Ha JIHIIE SIB/IOTCS TeJIEAHTUIKTA3UN,
HapyueHne GOpMbI HOCA, HAPS/Y C YMEHbIIIEHHEM OTKPBI-
THsI POTOBOIT TOIIOCTH (MUKPOCTOMUSE). THITMYIHBII BHEIII-
HUIT BUJ [TALIIMEHTa CO CKIePOfiePMUEH JIUIIa XapaKTepH3y-
€TCs HaTMIMeM PAJNa/IbHbIX CIIaeK BOKPYT PTa, 3aCTHIBILINM,
MaCKOOOPasHBIM BBIPOKEHHEM JIMIIA H CKJIEPO30M Y3IeUKH
s3bIKa. [TOMUMO KOCMETHIEeCKHUX/9CTETHIECKHX TPOOIeM,
KOXKHBIN CKJIEPO3 BBI3BIBACT CYIIECTBEHHBIC TPYIHOCTH
B IIUTAHUU U MTHEHE MoIoCTH pra (puc. 157-3). 136bI-
TOYHOE HAKOIUIEHHE KOXXHOTO /WM TIOJKOKHOTO Kajb-
1¥st (KaJIbIIHHO3 KOYKM ) Yallle BOSHUKAET BOKPYT YIaCTKOB,
IOJIBEPTAIOIIINXCST BBICOKOMY [JaB/ICHHUIO (KOHEYHOCTH, Cy-

craBsl) (puc. 157-4). KoXHbIIT Ka/IbI[IHO3 BOKPYT CyCTaBOB
BXOJMT B cHHApoM Tubepyke-Beiicen6axa. Takoke cpemu KO-
HbIX TIPOSIBJICHHIT HAOMIOAAIOTCS THIIO- U THIIEPIMTMEHTa-
LHs1 KOXKH («COrtb U repery») (puc. 157-3), moTepst BOIOCSHBIX
(bOIUTHKYIIOB 1 TOTOBBIX >KeJle3 (TuIto-/ anruapos). [Topaxe-
HMe KOKH (CK/IepoiepMy) CJIeflyeT OLIeHHBATh C HOMOIIIBIO
MOTUPHUIIMPOBAHHOTO KOKHOTO MHMIekca Ponnana (mRSS).
Kax npaBuio, uccienyior 17 y4acTKOB KOXHU U YTOJIIEHe
olneHuBaeTcs 110 creredy — ot 1 1o 3 (1,2,3), 4T0 cooTBeT-
CTBYeT yMEPEHHOIT, CPe/IHEI U TSDKEJION CTeNeHM ITOpasKe-
HHSI, COIIACHO ITAJIBIIATOPHOMY MCC/IEIOBAHHUIO OIBITHOTO
cnenuanucra (puc. 157-5). K romy ke, paspaboTaHbl HOBbIE
TEXHUKH JUISl OIIPee/IeHUs TOMIIMHBI KOXXHOTO TIOKPOBA.
ITomrmo mRSS* cyiiecTBYIOT pyTHe 3HATUMbIE METOIMKH
HCC/IeNOBAHMs Y TOJIIEHNUsT KOXKHU, TaKKe Kak 20-I'11 ynbrpas-
BYK,” MPT,* u rumkomeTp* (pexoMeH/ryeMble THarHOCTH-
YecKue HPOLeyphl IpuBeneHsl B Tabr. 157-2). K npyrum
HpolLiey pam 06C/IeOBaHuUsI IS OLIEHKU KOXXHOTO pruéposa
OTHOCAT AropoMetp,” kyromeTp,* u amacromerp.* [Tomumo
BCeX BBIIIIENIePEINC/IEHHBIX HEMHBA3UBHBIX METOJHMK CY-
IIECTBYIOT TaK>Ke 3 QeKTUBHBIE, HO MHBA3HBHbIE JUArHO-
CTHYECKHe MPOLE/yPbl, BKIIOYAIOIIIEe KOKHYI0 OHOIICHIO
C THCTO/IOTMYECKUM TTOITBEPK/ICHIEM Y TOJIIIEHHSI IePMBbL.
JlaHHast MeTOIMKA TO3BOJISIET TAKXKE OXaPaKTEPH30BaTh BOC-
[aTUTeIbHBII HHUIBTpAT.

Oxo0710 50% MaINEeHTOB CO CKIEPOJIEPMHUET CTPAAIOT OT
A3B000Pa30BaHMs B 00/IACTH IA/IBLIEB, YTO OTIACTH CBA3AHO
C BAaCKy/IOTIATHe IIPH JAHHOM MaTOJIOTUH. DTO OCHOBHOI
BHEIIHWI IIPUSHAK CTPYKTYPHOM IIATOJIOTUU COCY/IOB, BO3-
MOXXHO Pa3BHBAIOIIIEHCS B PE3Y/IbTaTe Y TOIIICHNS HHTUMBI
U 3aKPBITHA IPOCBeTa cocyna. YacTo HabMonaoTCsa Hex-
Hble 1 60/Ie3HeHHBIE OTEUHbIE [IIPAMBbI, B HEKOTOPBIX CITyJasx
nporpeccupyioliye 10 138. OHM BOSHUKAIOT Ha MajIblIaX,
B 00/IaCTH HOT'TEBOTO JIOXKA, HA pasriOaTe/IbHOI HOBEPXHO-
CTH CYCTaBOB B OTBET HA MHKPOTPABMBI /IH B CBSI3H C BBILLIE
YHOMSIHY TBIM KO>KHBIM Ka/IbIIHHO30M. SI3BBI Ha IaJIbIIaX CO-
HPSDKEHBI ¢ CUIBHOM JIOKA/IbHOT 60JIe3HEHHOCTBIO 1 CyIIIe-
CTBEHHO BJIMAIOT HA KAYeCTBO SKU3HH, YIUTHIBAS €KeTHEB-
HbIe IIPOLIE/IY PbI, TAKHE KaK OfleBaHHe, IPUEM ITUIIH U T.[I.
Jlpyrue oC/lOKHEHUsI BKIIOYAI0T KPUTHIECKYIO HUIIEMHIO
ITaJIbLIEB, TAPOHUXHIT, HH(EKIUH, TAHTPEHY, OCTCOMHETUT
1 [IOTEPIO TKaHEeH MajIbIla WIK aMITy TAIHIO.



CEPJIEMHBIE U NETC

CyIIecTBYIOT pasHble BO3MOYKHBIE IPOSABICHUSA JaHHBIX
OCJIOKHEHHUII, CaMble PACIIPOCTPAHEHHbIE U3 KOTOPBIX —
910 pubpos u eroynas runeprensus (JII). Quddepen-
IMajbHas IMarHOCTHKA BCET[a CJI0XKHA, YUYUTBIBAS CXO-
KeCTb U MePeKpPecT KIMHUIECKUX CUMIITOMOB, TAKUX KaK
OJIBIIIIKA, HEITPOAYKTUBHbI Kallle/ib, Hapylenue auddy-
3HOHHOI ClI0COOHOCTH 1 1MaHo3. JII' Ha cerofHs sBIseTCs
HanbosIee JaCTOM IPUIMHON CMEPTH MTAI[MEHTOB CO CKJIe-
ponepmueit. OHa BOSHUKAET KaK IPH OrPAaHUYEHHOI, TaK
U TIPU pacIpOCTpaHEeHHOI popMax O0/Ie3HH, IIPU ITOM TH-
IIMYHBIMU ABJAI0TCA CTydan JII' mpu orpaHH4YeHHOI CKIe-
ponepmuu (OCL), cBsasannoit ¢ usomposanHoit JIT. [au-
HOe COCTOSIHHe HanmoMuHaeT uanonatudeckyto JII. Takum
o6pasom, [1Ba BU/JA JAHHOM ITATOJIOTMH BO3HHUKAIOT IIPH
cxepopepmun. JII' pasBuBaeTcsi B GOJIBIIMHCTBE CIyYaes,

PucyHok 157-3 PacnpocTpaHeHHOe nopakeHne Koxu
y nauneHToB ¢ auddysHon CCA. A. Cknepoaaktunmsa c gep-
MaTOreHHbIMM KOHTPaKTypamu (OrpaHuyeHne ABUKEHUN
B CyCTaBax NasnbLeB) C runep- 1 rmnonurMeHTauunii no tuny
«conu v nepuar. b. Mmkpoctomms (obpasoBaHve pagnanb-
HbIX CKNafoK BOKPYT pTa) C TUMNYHbIM CKJIEPO30M Y3[eUKM
A3blKa. B. YnnoTHeHne/yTonweHmne KoXxmn npokcumanbHee
nAacTHodanaHrosbix cyctaBoB. I Cknepogepma — xapak-
TEPHbIV BUA NnLa C rMnepMUMnent, MUKPOCTOMUEN, Tese-
QHTN3KTa3NAMM 1 KPIOYKOBULHBIM HOCOM.

HO TaK)Xe BCTPEYAIOTCsS KIMHUYECKHe BAPUAHTBHI CKIEpO-
[lePMUH, TIPH KOTOPBIX, KaK OCIOKHEHHE MO3THUX POpM
HHTEPCTHIMANBHOTO prubpo3a JIerkKux, pasBUBAETCS BTO-
puunas JII. [ToMrMo u3MeHeHuUI IpaBbIX OT/IEIOB Ceprlla
B otBeT Ha JII, BcrencTBre MHTEPCTUIIMAIBHOTO KapAno-
(bubposa Takxe mopakaeTcst MHOKapH. Bee 9T H3MeHeHUsI
MOTYT IIPUBECTH K AUACTONTHYECKON JUCPYHKIINY, 2 TAKKE
CHIDKEHHIO COKPATUTEIBbHOM CIIocoOHOCTH MUOKapaa. Kimn-
HHIYeCKHe MTPOAB/ICHNA Y TAKUX ITAIIUeHTOB IIPeCTaBICHbI
APUTMUAMMI, TaPOKCU3MaTBHON TaXMKaP/IHeH, IIOTHO WIIH
HETIO/THO#T 0/I0KA/I0¥ B ITPABBIX OT/IE/IAX CePALIA 1 CePHETHOI
HEI0CTaTOYHOCTBIO. [ TaIieHTERI CO CKIepoepMUeH Hy Xa-
I0TCS1 B ©KETOIHOM KOHTPOJIe (PYHKITHH JIETKUX, 9XOKaPIHO-
rpadum, mposenenun Tpenmma-recta, KTBP. Uccnenosanue
JIETOYHOI (DYHKIINH SIBJISIETCST OCHOBHBIM CIIOCOOOM BbISIB-
JIeHVSI BO3MOYKHOI CepIIedHO-IeTOYHOT! ITATONIOTHH, B CBA3U
co cHkeHneM ¢paxiuu Bei6poca (PB<75%), koTopast sB-
JISIeTCSI pAHHUM ITPU3HAKOM Kak Grbpo3sa erkux, Tak u JII.
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1151 BBISIB/IEHNS TOPAKEHNS MHTEPCTUIINAIBHO TKAHH
JIETKUX, @ UMEHHO, CyOIUIeBPa/IbHO JI0KaTH30BAaHHOTO JIH-
HEIHOTO YIUIOTHEHUsI, CyOIUIeBPA/IbHBIX 0YaroB IO THITY
«MaTOBOTO CTEKJIa» U CYOIUIeBPAIBHBIX KHCT IO THITY «IT4e-
JIMHBIX COT», HeoOxouMo ucrionb3osars KTBP u penrreno-
JIOTHYeCKOe UCCIeIOBaHMe.

[Tpu manbHeiIIeM IMHAMIIECKOM HaOMIOIeHNH Heo6-
XOJIMMO MCIIO/Ib30BaTh TPAHCTOPAKA/IbHYIO TOIILIEPOBCKYIO
9XOKapIuorpaduio — HeMHBa3HBHYIO METONUKY, KOTOpast
MOXeT OGHAPYKUTh THIIEPTPODUIO € WK 6e3 YBeTHIeHHs]
IIPaBOTO JKeTyI04Ka, TapafoKcaTbHOE IBIKEHNE MEXOKETy-
IIOYKOBOI ITePETOPOIKH, HEIOCTATOYHOCTD TPUKYCITHIANb-
HOTO K/IallaHa ¥ IIepHKapana/IbHbI BBITOT. KateTepusargust
IIPaBBIX OTHEJIOB CEPHLA ABJIAETCS 30/I0THIM CTAHIAPTOM
onpenenenus JII, Ho onHOBpeMeHHO ¥ MHBA3UBHOIA ITPOLe-
mypoit. Jlero4Has runepTeH3UA XapaKTepUsyeTCs TaBIeHUEM
B JICTOYHOI apTepUH > 25 MM PT.CT. B COBOKYITHOCTH C Ka-
IIIUIAPHBIM JIETOYHBIM JaB/IeHHeM < 15 MM PT.CT., 9TO yCTa-
HOBJICHO IIPH KaTeTepPU3al[IHN PABBIX OT/IE/IOB Cepara. >

MPT-unccnenoBanue cepala ABIAETCS CIETYIOIIUM HC-
C/IeoBaHKEM BBIOOPA [/Is1 OIIpelie/IeHN s TOPAKEHHs Cepyilia
mpu ckaepopepmun. [ToMrMo BUsyamusaIuy, s ompese-

TABJINLA 157-2

JICHUSI TIOPKEHMsI IPABBIX OT/E/IIOB CEpAlia CYLIECTBYeT
TaK)Ke METOJMKA UCI0/Ib30BaHNs1 H-KOHIIEBOTO MO3rOBOTO
Harpuyperudeckoro nentupa (HKMHII— NTproBNP)
(tabm. 157-2).

NMOPAXEHUE XKT

[Mopakenne XXKT siBisteTcst Hanbojiee 4aCThIM BAPHAHTOM
BOBJICYEHHsI B [IATOIOTMYECKHIL IIPOIIECC BHY TPEHHHX Opra-
HOB Y IIAIIHEHTOB C OTpaHUIeHHOI 1 a1 dy3HOiT hopmaMu
cxrepoepmun (>60%).* TIpu aHHOI TATOIOTUH MOXKET
TOPa)kaThCsl GOJIBIIIAS YaCTh MTUIIEBAPUTETBHOTO TPAKTA,
C HapyIlleHHeM MOTOPHOI, UIIIeBAPUTE/IbHOI, abcopOLIU-
OHHOI1 1 9KCKPETOPHOI (yHKIHiL.

[Tpu nopakeHUH nuieBona HabmogaoTcst aucdarus,
JKOKEHHUE 3a TPYAUHOM B CBSI3H C PeyIIoKCOM, TOIIHOTA U/
win psora. OcIabneHHbI HIDKHUI COUHKTEp MHIIeBONA
1 HapyLIeHNe [EePUCTATBTHKN TTOBBIIIAIOT PHCK PA3BUTHS
asodaruta. [Tpn OTCYyTCTBUM aeKBATHOTO JIEIEHUS ITO
MOXKET IPUBECTH K pedoKc-930(arury, xeaymoqHoi/
MUIIEBOTHOM A3BEHHOI 00/Ie3HH, Pa3BUTHIO TINITHIECKOI

PekomeHpoBaHHbIe gnarHoctunyeckne meponpuatua npu CCA

MopakeHune KnuHunueckne
opraHos npossneHus [vnarHocTnuyeckue npoueaypbl
CocyauncTaa cuctema CuHppom PenHo = [lpoBouunpoBaHMe XON0[0M
= Kanunnapockonua HOrTeBoro Ioxa
= YpoBeHb aHTVUHYKNeapHbIX aHTUTEN
Koxa Cknepopepma = KnuHnyecknii ocMoTp: NpUnyxnocTb NasbLes, TeeaHrnakTasnmm, CKnepoaak-

KanbunHo3 KoXxu

TUNNA, Y4aCTKN rmno/rmnepnmrmeHTaumw, ANTUTaNbHblE A3BbI, AepMaToreH-

Hble KOHTPAKTYpbl
= MoamdrumnpoBaHHbIN UHAEKC KOXHOTO cyeTa PoagHaHa

CkeneTHO-MblLeYHas
caicTema

KKT

[LbixaTenbHaa cnctema

Cucrema cepaua

Moukn

ApTpanruis, CUHOBUUT,
cnabocCTb MblLLLy,

Pedniokc
Oucdarua
[napes/3anop

OppiwkKa

OpapblwKa, apuTMnm

HapyweHve ¢yHKumun
nouek

= Y3/ 20MIy

Busyanusauuma (MPT, KT, peHtreHorpadus)

KnuHnuyecknii ocMoTp Ha npeaMeT HEBO3MOXHOCTY CrMbaHnA nanbLeB B Ky-
NaK, KOHTPAKTYP CYCTaBOB, LUyMa TPEHWSA CYyXOXUINIA, CaboCTy MblLuL,.
JlabopatopHble nccneposanus: CO3, peBMaTongHblii GakTop, aHTUHYKeap-
Hble aHTUTena

KOK (>3 Hopm)

MPT, SHMI

Broncua mbiwy,

arac

CumnHTUrpaduma nuieBoaa
330¢daromaHomMeTpus
KonoHockonusa

Cnupometpus (DLCO, »KEJT, OXKEJT)
JlyueBas guarHocTrKa (peHTreHorpadus, KTBP)
WccnepoBaHue 6poHxoanbBeoniaApHoro faBaxa (BAJT) (Mo nokasaHuam)

JKT (6nokapa nposeaeHnaA?)

IxoKr (CAJTA, anactonuueckas AncdyHKUMA?, ppakuma BbIOpoca xKeny[oy-
KOB)

Cnunpo-apromeTtpus

CMAL

KaTteTepu3auuma npasbix OTAENOB cepaLia

PerynapHbii KoHTponb A/l (> 140/90 Mm pT.CT.)

y3un

KpeaTVHWH CbIBOPOTKM, aHanu3 Mmouu (aibbyMnHO- NPOTENHYPUA, MUKPO3-
nekTpodopes moun)



PucyHok 157-4 OcnokHeHHble nopaxeHua nanbues. A. lnrntanbHble A3Bbl HA Nogyweykax nanbues. b. lurntanbHble
A3Bbl C HEKPO30OM Ha nogylueykax nasbLes. B. BoipakeHHan KanbUunduKaLma ¢ MOAKOXKHbIMU oTnoxeHuaMU. I. MHoXe-
CTBEHHbIE A3Bbl B 06/1aCTU KOCTHBIX BbICTYMOB C BOCMaJIEHNEM OKPY»KaloLLel CKIepOo3MpPOBaHHON KOXN.

CTPHKTYPBI U CBHIIA. XPOHHIECKHUIT racTpoa3odareaIbHbli
pedrIokc ¢ TeueHnEM BpeMEHN MOXKET OC/IOKHHUThCS Pa3BH-
THeM nuileBofa bapperra, 4To, B CBOIO 0OYepe/b, TPUBOIUT
K aleHOKapLIHHOMe.

Bo3MO)KHBIE ITOPaKEHUsI JKeMyIKa BKIIOYAIOT B cebs
aTpoHI0 CIM3UCTOI, CBSISAHHYIO C aXJIOPTHAPHEIL, 13BO-
06pas3oBaHue U yXy/ILICHHE JKeTyJOYHON MePUCTAIbTHKH.

CklepoziepMHsl TaK)Ke MOXKET IOPaKaTh KHUIIEYHUK,
BBI3BIBAS] ATOHMIECKYIO NWIATALMIO, CIAKN, MaIbabcopo-
IUIO, IICeBIOHEIIPOXOIUMOCTD, IUAPEI0, HelepyKaHHe CTY/Ia
1 KaXeKCHIO.

Hamune 930¢arura MOXXHO BBISIBUTDH IIPH 9HIOCKO-
v Bepxaux otaenos JKKT ¢ rucronoruyeckoit Bepudu-
Karuert. HapyineHne MOTOPHKH ITHIIIEBOJA MOXKET OBITH 06-
HapY>KeHO C MOMOIIIBIO CIUHTUTPA(UH C HCIIONB30BAHNEM
MUY C pPafIMOAKTUBHON METKOM WM 24-9aCOBBIM MOHU-
topuposanueM pH (tabn. 157-2).

MOPAXKEHUE NOYE

Cxepomepmudeckuii modeunsiit kpus (CIIK) BosHu-
KaeT B 5-10% ciy4aeB ¥ MOXeT CIPOBOLIMPOBATh BHeE-
3aIlHO€ Pa3BUTHE 3HAYMMOWM CHCTEMHON TI'MIIEPTEH3UU
(>150/85 MM pr.cT.), mporerHypru (> 200 Mr/T MOYH-Kpe-
ATHHHHA), @ 3aTeM OCTPOIl II0YEYHOI HeTOCTaTOYHOCTH
(230% cHuKeHME CKOPOCTH KIyOO4KOBOI (DPMIBTPALINH).
HccnenoBanus IIOKasbIBAIOT, YTO XPOHMYECKAs BACKY/IOIA-
THS 9aCTO COYETALTCS CO CHIDKEHUEM CKOPOCTH KITy0O4KO-

Boit Gmibrparun. K ToMy ke, Ipu CKIepoiepMHUH TTOBBI-
IIIeHO HaKoIUIeHHe PUOPHULIPHOTO KOJUIAreHa B IIOYeYHOM
HHTePCTUINH. BOIBIIMHCTBO CllydaeB pasBUBACTCS B IIep-
Bble 12 MecsiiieB 60/Ie3HH 1 Y ITPAKTHYECKU YeTBEPTH MallU-
€HTOB C II0OY€YHBIM KPI/I3OM B MOMEHT O6paI]_[eHI/IH C XapaK—
TE€PHBIMU }Ka}IO6aMI/I B CTallUOHAP BIIEPBbIE BHICTAB/IAIOT
IHarHo3 ckieponepMur. [ToBpexsieHre OpraHOB-MHUIIIe-
Hell MOXKeT IPHUBECTH K dHIIeDaIONaTHH C reHepalTn30-
BaHHBIMH CYJOPOraMI WIM OCTPOMY OTeKy JIerKux. Jacto
BCTpe‘{aeTCH MI/IKpoaHI‘I/IOHaTI/I‘IeCKaH AaHEeMMUs, a B HEKOTO-
poix crydasx JIBC-curmpoM. Y MaIueHToB o CKIeponep-
Mueit HeoOX0mUMO n36erath mpuMeHeHMs HehPOTOKCHIe-
CKHX [TPerapaToB U BHICOKHX /103 PeAHU30/I0Ha (> 7,5 Mr/
neHb). KiodeByto posip B y/IydIlleHHH IIPOTHO3A TIPU IO-
YeYHOM KpH3e UTPaeT PAaHHsS AHArHOCTHKA C TOMOLIBIO
PeryIsapHOro MOHMTOPUMPOBAHMA YPOBHSA apTePUaTbHOTO
[aBJICHUs], QHAIM3a MOYM METOIOM MHUKPO3jIeKTpodopesa
U OIIpefie/ieHHe KIMpeHca KpeaTHHUHA (TabL. 157-2).

MCTONATONOIMNAA

Tucronorudeckas KapTHHA CHCTEMHOMN CKIEPOIEPMHUH
pezicTaBeHa (pUOPO30M BHY TPEHHHUX JIBYX TPETel IepMbl
1 HOAKOXXHBIM (pU6po3oM Tpabeky (puc. 157-6).
ITaHHUKY/IUT MOXKET OBITh TAK>Ke 3HAYMMbIM [TPH3HAKOM
Ha PaHHMX CTA/IUAX, IIPU 9TOM IIOJ[KOXKHAsI KUPOBasi KJIeT-
YaTKa 3aMeIaeTcs TPyOOBOIOKHICTON COETMHUTEIbHOMN
TKaHbI0. C OHOJ CTOPOHBI, BO3SMOKHO 1nd depeHInpoBarh
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MaBa 164 :: CncTeMHbIN HEKPOTU3NPYIOLWNIA

BacKynuT

s Peter A. Merkel, Paul A. Monach

CUCTEMHbIN BACKYIIAT: KPATKII OB30P

= JereporenHas rpymmna pegKUX BOCIIaJIUTeIbHBIX
PAacCcTpOMCTB, OCHOBOM KOTOPBIX ABJIAETCSA BOC-
IIa/IMTE/IbHAsA PEAKIUA CTEHKHU COCyTa.

= JTHOJOTHUS HEU3BECTHA; UTPAIOT POJIb Ieorpa-
(buiecke, reHeTHIECKHe U CPeIoBbIe PaKTOPBL.

= 3260/1€BaeMOCTb COCTAB/IAET 10 42 CIydyaeB Ha
MMUIMOH HaCe/IeHUS B TO]I.

= JlMarHo3 yCTaHaBIMBAIOT IIPU MHOMXECTBEH-
HOM, HO Pas/JMYHOM NOPa’KEHUH OPTaHOB; OH
HOATBEPXKIAETCA 1a00PATOPHBIMU U PEHTTe-
HOJIOTUYeCKUMU HCCIefIOBAaHUAMY, A TaK>Ke TU-
CTOJIOTUYECKUMHU ITPU3HAKAMH BOCIIA/IUTEIbHOM
PeaKIuy KPOBEHOCHBIX COCY/IOB.

= Korka MOXeT mopaXkaThCsi MpU TI0OOM U3 Tep-
BUYHBIX CUCTEMHBIX CUHIPOMAX BaCKY/IUTA.

= Koxubie IIPpOABJIEHUS YaCTO HETOCTATOYHBI
A1 YCTAaHOBJICHUA OKOHYATE/IbHOTO AUAarHo3a
U OoIIpene/IeHns CTafun 3a00/1eBaHU.

BBELEHWE

TepMHH «BaCKy/IUT» B IIMPOKOM CMBIC/IE MOKHO OIIpefie-
JIUTH, KaK «BOCITaJIeHHe KPOBEHOCHBIX COCYf0B». OIHAKO
C TOYKH 3PeHHs NPAKTHKYIOIIETr0 Bpaya, 3TOT TEPMHH
06BIYHO TIPUMEHSIETCSI LSl OIIMCAHUSA TPYIIIBI 3a00/IeBaHUI,
IIPU KOTOPBIX BOCIA/IeHIE KPOBEHOCHBIX COCY/IOB SB/IIETCS
IVIABHBIM, HO He e[MHCTBEHHBIM I1aTOJIOTHIECKUM [POLIec-
coM. Backynutel — 310 06IIMpHAs IpyIa 3a60/IeBaHMIL,
B OCHOBHOM HJMOIIATHYECKUX, PEIKUX H ITOJTHCHCTEMHBIX.
OtH 3a00/1eBaHNS BKIIOYAIOT TaKOe Pa3HOOOpasye KINHNU-
YECKHX IPOSIB/ICHHI 1 [TATOIOTHIA, YTO C IIOTOOHBIMH ITAIIH-
€HTaMU BCTPEIAIOTCA CIIENTUA/IMNCTDI BCEX TEPANIEBTUIECKUX
U XHPYPIUYeCKUX JUCIIUIUIHH.

BacKy/IuThl KOXKH 9aCTO MPOSIB/ISIOTCS [P PasjHd-
HBIX OPMax BACKY/INTA, 0COGEHHO IIPH MOPAKEHNH COCY-
OB MEJIKOTO U CPETHETO KaMIHOPOB, IIPH KOTOPBIX KOXKHBIE
Oo4aru MoryT 6I)ITI) CUMIITOMOM CHUCTEMHOTO 3360HeBaHI/IH.

= Kiaccndukariys BaCKy/IUuTOB OIIMPAeTCs Ha He-
CKOJIBKO (DAaKTOPOB, KOTOPbIE BKIIOYAIOT H3-
BECTHYIO 9THO/IOTHIO H/IH aCCOLUAIIHIO C OCHOB-
HBIM 3200/IeBaHNeM ([IePBUYHbIC U BTOPHIHBIE
bopMmbl), IpeobIafaoIMil pagMep ITOPaKeH-
HBIX COCYIOB (MaJIOro, CPEIHEr0 HIH KPYITHOTO
Kajubpa) U IOIOJHUTENbHbIE KIMHUYECKUE
1 1abopaTopHbIe TaHHBIE.

u HCPBI/I‘-IHLIfI BaCKY/IMT JUAaTHOCTUPYETCA IIyTEM
HCKIIOYECHUA NPYTUX IIPUIUH BTOPUIHOTO COCY-
OUCTOIO BOCITAJICHUA.

= [IporHos u JledeHne OmpenenseTcsi BUIOM Ba-
CKY/INTA, IOPa)KEHHEM OPTaHOB, TSDKECTHIO II0-
BPEXIEHUS U CKOPOCTHIO MPOTPECCUPOBAHMS
3a60/1eBaHUA.

= B jeyeHun 4vacrto HCIIOJIb3YIOTCA CTEPOU]IbI
1 ApyTrue UMMYHOCYIIpECCMBHbBIE IIpEIIapaThl.

B 1aHHOI ITaBe PacCMATPUBAIOTCS TIOPAKEHUS KOXKH
IIPU CHUCTEMHBIX BacKyIuTax. VsonupoBaHHBIE (OPMBI
KOXHOTO BACKY/ITA M HEKOTOPbIe (POPMBI CUCTEMHOTO 3a-
60JIeBaHMS COCY/IOB OIMCHIBAIOTCS B IIaBe 163. Kpome kox-
HBIX TIPOSIBICHUIT IIPU BACKY/IUTE B LIEJIOM U IIPH 0COOBIX
dbopmax Backymuta, B 9TOM IJIaBe OOCY>KHAETCS MOAXON
K TaI[eHTaM C OPAKEHUAMHU KOXKH, ITPH KOTOPBIX BACKY-
JIUT MOXKET 6I)ITI) IIpearojaaraeMbiM JUArHO30M.

INUOEMWONOTIAA BACKYITNTA

3a BO3MOXKHBIM HCK/IIOYEHHEM BACKY/IUTA, BHI3BAHHOTO
JIeKapCTBaMM/TOKCHHAMH, BCe (POPMBI HAHONATHYECKOTO
BACKY/IUTA CYMTAIOTCS PEIKMMH, «CHPOTCKUMM» 3a00s1e-
BauusamMu B CIIIA (pacripoctpanenHocTb MeHee 200 000 ye-
JIOBEK); TO00HAsT CUTYaIMs CyLiecTByeT B EBporie u Mupe.
BackynuThl BCTpEYaloTcs y 000HX MOJIOB, B II060M BO3-
pacTe 1 y IIpeICTaBUTe/IEH BCeX OCHOBHBIX Pac/3THUYECKUX
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TpymIL. OI[HaKO B OTIE/IbHBIX I'PYTITIAX HACEIEHU S HEKOTOPbBIE
(bOpMBI BacKy/IiTa BCTpEdaroTcst 0co6eHHo dacto. Hampu-
Mep, apTepuut Takascy HAMHOTO Jallle BCTPEeIaeTCs Y XKeH-
IIIMH, 9eM y My>X4HH, 60/1e3Hb KaBacaky sB/ISIETCS IOYTH
HCK/TIOYNTETBHO G0/Ie3HBIO [IeTelt MJIA/IIIIEr0 BO3PACTa, a I'1-
FaHTOKJIETOYHBII APTEPUUT — 0O/IE3HBIO TIOXKIIBIX JTIOTIEIL.
Ipanynemarosom ¢ nomuanrnutoM (GPA) 06sraHo0 60seioT
IIPEICTABUTE/IN KaBKa3CKOI (€BPOIIEOMIHOI) Packl, a 60-
Je3Hb BexueTa 3HAYUTEILHO Yallle HAOTIONACTCS B CTPaHAX
Bocrounoro CpenuseMHOMODBS, a Takke B Imoxnu 1 Ko-
pee. [lemorpacudeckue pasanyus Cpeay THIIOB BaCKYINTa
0COOEHHO HHTEPECHBI KaK K/IOYH K 9THOJIOTHU U MOTYT II0-
MOTaTh B fuarHocTrKe.! OXHAKO B I[€/IOM, STHIEMHOIOTHYIe-
CKHE TEHACHI WU HE ABJIAITCA HACTO/IbKO CMJIbHBIMU, IITO6])I
IIOJTHOCTBIO UCK/TIOYUTD IUATHO3 CrelnIIecKoit (popMbl
BACKY/IMTA Y JTI060r0 KOHKPETHOTO Ye0BEKa, TOCKOIBKY
HCKJTIOYEHNST B PaMKaX TUITHYHON AITHAEMHOIOTHH CTyda-
I0TCS1 PEry/IIPHO.

KNACCN®UNKALINA BACKYIINTOB

CyIecTBYIOT MHOTOYMC/ICHHBIE CHCTeMbI KIaccHUKa-
I[MY BAaCKY/IUTOB, M B 3TOM CUTYaIlUM OTPAKALTCHA OTCYT-
CTBHUE YeTKOT'0 HOHMMAHMU [TaTO(PU3HO0IOrny 3a00/IeBaHuS,
a TaKKe COBIIAJieHUe KIMHUYECKUX ITPU3HAKOB Y MHOTUX
THIIOB BacKyauTa.””’ Yalre Bcero BacKyIMTHI Knaccudu-
LIUPYIOT B 3aBUCHMOCTH OT IIPe06/IaflaloLLero pasmepa Io-
BPEKJICHHBIX COCYHOB (ME/IKHX, CPeIHUX HIH KPYIHBIX),

a 3aTeM paCIpee/sIIoT WIH TPYIIHPYIOT 3a00/IeBaHuUs CO-
OTBETCTBYIOIINM 00pasom (puc. 164-1).

Kpurepun xmaccudukaiiuu u onpeeneHus paspado-
TaHBI [JIsI MHOTHX, HO HE IS BCeX CrelupuIecKuX TUIIOB
BacKy/IUTA. [[aHHbIE CHCTEMBI IIPeIHA3HAIAIICD JIIS CO3/Ia-
HHSL IOCTaTOYHO TOMOTEHHBIX HCCIIEI0BATEBCKUX KOTOPT
B KJIMHHYECKUX WMCCIEIOBAHMIX M HE IPeIHa3HAYaINCh
ISl IPYMEHEHUsI B KAYeCTBE «IHATHOCTHYECKUX» KPHUTe-
pues.’ TeMm He MeHee, 9TH KPUTEPUHU OYIyT MOIE3HBIMU IS
KIMHUIUCTOB. Haubosee MUPOKO IPUMEHSIOTCSA KPUTe-
PHH BAaCKy/IUTa, MPeTOKEHHbIe B KIacCupHUKauu Ame-
PHUKAHCKOII KOJUIETH PeBMATOJIOTOB,”™® 1 OIIpe/ie/IeHns 3a-
60j1eBaHMs, IPUHSATHIE HA COITIACHTETBbHOM KOH(bepeHIINH
B Chapel Hill.” Onnaxo aTH cucTeMbl He BK/IIOYAIOT HEKOTO-
pble POpMBI BACKY/IUTOB, B TOM YHC/IE € YACTHIMU KOKHBIMU
HPOSIBNICHUSIMH, TaKKe Kak 60/1e3Hb bexuera 1 Kpnorao6y-
JINHEMUSI, & TAK)Ke «BTOPUYHBIE» BACKYIUTHI (aCCOLUMPO-
BaHHbBIE C JPYTMM OCHOBHBIM 3a00/IeBaHHEM, HATIPUMED,
CHCTEMHOI KPacHOJ BOTYaHKOI iy nHekiueri). boree
TOT0, HEKOTOPBIE KATETOPUH 3TOM KIacCHbHUKAINH 60/IbIITe
He PeKOMEHIyeTCst IPUMEHATD (HaIIp., CBoe crieluduieckoe
3HaYeHHe yTPATII TEPMUH «TUIIePIyBCTBUTEIBHBII BACKY-
sut»). ClenyeT OTMETHTb, YTO TEPMHH «IHKOLUTOK/IACTH-
YeCKUIT BACKY/IIUT» He OTHOCHTCS K CIENH(UIecKoMy 3a-
60/1eBaHMNIO, @ SIB/SIETCS] ONMCAHUEM IIATOTIOTUH, KOTOPast
JacTo, HO He BCerzia IPUMEHSIETCs K XapaKTePUCTHKE BaCKy-
JINTA KOXU WIH IPYTHX OPTaHOB. AHAJIOTHYHBIM 00pasoMm,
TEPMHH «KOKHBIN BaCKY/IUT» MOXKET IPUMEHATHCS K JIIO-
60My M3 MHOTHX KO)KHBIX 04aroB, Hab/II0laeMbIX IIPH Ba-

Knaccnukauma nepBuYHbIX BacKymToB

MpeumyLiectBeHHO MpenmyLecTBEHHO coCynoB
MeJiKme cocyabl cpepHero grameTpa
VImmyHOKoMMNeKcHo- B. KaBacaku
onocpefoBaHHble:
YNA
* KprornobynuHemus
<MIWr Hpyrue

OrpaHunyeHHble KoxXen

AHLA-accoummpoBaHHble
*MMA
+CYC
<IMA

Hpyrve

MpenmyuiectBeHHO
KpyMHble coCyAibl

[MraHTOKNEeTOYHbIN
apTepuut

A.Takascy
M30nnpoBaHHbIN a0pTUT
Apyrve

MopaxeHve nobbix cocyaos

b.bexueta
MepBunyHbIN Backynut LIHC

Peungusunanpytowmin
NONVNXOHAPUT

b. KoraHa
Apyrve

PucyHok 164-1 Knaccudurkauma nepBuyHbix BacKynutos. AHLLA — aHTUHeTpoPUbHbIE LUTONa3MaTMyeckmne aHTuTena.
CYC — cuHgpom Yapra-Crpocca, KA — ruraHTokneTouHblin aptepumT, [TIA — rpaHynemartos u nonnaHrumTom (Berenepa),
MNWr—nypnypa LWeHnenHa-TeHoxa, MIMA —MuKpockonuyeckun nonnanrumut, YA —y3senkosbii nonnaptepunt, AT —
ApTepuut Takasacy (13 Watts RA et al: Systemic vasculitis —Is it time to reclassify? Rheumatology (Oxford) Jul 20;2010.)



CKY/IUTE, HO He ABJISETCA OTAETbHON HO30/I0TUYECKON ey~
Huneit. OTenbHAsA TPYIITa KPUTEPHeB NMeeTCs TakoKe [T
HeHaTPUIECKHX MAI[eHTOB.

B nacrosiee BpeMaA BEIIBUHYTa HOBas MEXIyHapOJHas
MHUIMATHBA [10 IEPECMOTPY KIACCUPHUKALIMU BACKY/IUTOB,
B KOTOPOH MpeAIoIaraeTcsl y4ecTb KIMHUIEeCKUE U MaTo-
(busnonOrNYecKue faHHbIE, TTOTyIeHHBIE OC/TE CO3AHMS
MPE/IIIIECTBYIOIIUX CHCTEM K/IACCH(HUKAIINH; K 9TUM HOBBIM
IAQHHBIM OTHOCSTCS TECTHPOBAHHE HAa aHTHHEUTPOQHIIb-
HbIe ITUTOIUTa3MaTHYeckue ayToanTurena (ANCA) u 60b-
as OCTYIHOCTb COBPEMEHHBIX METOMIOB BU3ya/IU3allUK
3a00/IeBaHMIT KPYITHBIX apTepPHil.’

OLEHKA MALWEHTA
C NPEAMONATAEMbIM KOXHbIM
BACKYITUTOM

Korz[a ITAaIIUEHT oépamaeTc;I C O4araMu Ha KOXXe, ITpeNIiojIo-
JKUTE/IbHO BbI3BAHHBIMM BACKY/IUTOM, H€06XO,HI/IMO 6bICTpO
IIOIYy4YUTDb OTBET Ha TPU BOIIpOCa:

1. BeI3BaH /i1 04ar BaCKYJIMTOM?

2. BoBsiedeHsl i B 3a00/1€BaHIe IPYTHE OPTaHbI?

3. VIMetoTcs n, UCXOMsL U3 ONpOCa TallueHTa, pUsHue-
CKOTO OCMOTPA, TAbOPATOPHBIX JAHHBIX WM PEHTTCHOB-
CKHMX CHUMKOB, TOIIO/IHUTE/IbHbIE IPU3HAKHU, KOTOPbIe
MOTYT OMOYb YCTAHOBUTD CHENNU(PHIECKUI TUATHO3?

Ecmi puarsHos BacKy/IuTa yCTaHOBJIEH, HEOOXOAUMO
OTBETHTH eIlle Ha IBa BOIIPOca:

4. MO>XHO /I YCTAaHOBHUTD IMArHO3 CHEN(UIECKOTO THIIA
BACKy/IUTA Y JaHHOTO Mal[ieHTa?

5. Hy>kmaeTcs /i1 MallMeHT B HeMe[JIeHHOM JIeUeHUU 1/ WIN
TOCITUTATH3AIIUU?

ANTOPUTM OILIEHKH IallMeHTa C KOKHBIMM OYaraMu,
TIPENIIOIOKUTETbHO BbI3BAHHBIMU BACKY/IUTOM, IIPENICTAB-
JIeH Ha puc. 164-2. OTBeT Ha IepBBIil BOIIPOC YaCTO IOJTY-
YaloT NOC/Ie GUOTICHU KOKHU, KOTOpast MOKasaHa BO MHOTHX
CTy4asAx MajJbIIMPyeMOii ypIIypbl U APYTUX 0YAroB, €CIU
IMarHO3 BAaCKY/IUTA He/lb3sl 6e3 3aTPyIHEHUIT YCTAaHOBHUTh
apyrum 1yteM. OTBeT Ha BTOPOJ BOIIPOC JA€T TLIATENIb-
HOe 00C/IeI0BaHHUE CHCTEM OPTaHOB M (PUSHIECKHIT OCMOTP,
a TaK)Ke Py THHHBIE TA00PATOPHBIE TECThI, KOTOPbIE 0OBITHO
BBIIOTHAIOTCSA OBICTPO. [l/1s1 OTBETA Ha TPETUIT BOIPOC He-
06X0IMMBI CIIEIIMaTM3UPOBAHHbIE 1a60PaTOPHBIE TECTbI,
Pe3y/IBTaThl KOTOPBIX OOBIYHO MOTYYalOT Yepe3 HECKOIBbKO
nHeit. BayxHo 6bICTPO OIpesie/ T, CUCTeMa KakOro OpraHa
HOBPEXIeHa N HACKOJIBKO «O0/IeH» manueHT (1 3abojeeT
BCKOPE), TOCKO/IBKY B OT/E/IBHBIX CIy4asiX KOXKHOTO BACKY-
JIUTa Tepalus He HY)XKHA, B TO BpeMs KaK HEeKOTOpbIe CIIy-
Yay TpeOyIOT HeMeIeHHO TOCIIUTATH3AIUH JULT HHHIHA-
L[UM UMMYHOCYTIPECCHBHOM U IOfIIEPXKUBAIOILIEN TePAIIUH.

OLIEHKA NOPAXEHUA BH

OPTAHOB

[To/Has poBepKa CHCTeM BCeX BHY TPEHHUX OPIaHOB C Iie-
JIBIO OIIEHKH OOILEeH TSAKeCTH 3a00/1eBaHusA ABIAETCA Hal-
6oree BOXHBIM KOMITIOHEHTOM MEPBOHAYAILHOTO 00C/Ie-

[OBAHWS MALMEHTA C TIONO3PEHIeM Ha BACKY/IHT. B memom,
3a60}IeBaHI/IH, BbI3bIBAIOIIINEC KOYKHBIN BaCKy}II/IT, MOFYT I10-
paKaTh CHCTeMbI BCEX OPTaHOB M, B OOJILIIIHHCTBE C/Iy9aeB,
Takoe MOpaKeHHe MPUBEET K IOSBICHHIO CHMIITOMOB,
[pHMeYaTebHBIM MCKIIOUeHHEeM ABJSETCS 3a00/IeBaHe
nedeHn. XOTs HEKOTOPBIE CHMIITOMBI, OYEeBHIHO, BbI3bI-
BaiOT 60sIbIe GECIIOKOICTBA, YeM Ipyrue (KpoBOXapKaHbe
II0 CPaBHEHHIO C CYXUM KallieM, 60/Ie3HeHHOe [IOKpacHe-
Hye IVIa3 110 CPABHEHHIO C JIETKOI CTENEeHbIO apTPaIIti),
JlaXKe OTHOCHTE/IBHO JIETKHE CHMIITOMBI MOTYT OBITH KJIIO-
YOM K BBIBOY O TOM, UTO GOJIe3Hb He OrPaHNYeHa KOKEHl.
I[TepedeHb BaKHBIX IPU3HAKOB U CHMIITOMOB BAaCKYINTA
puBe/eH B Ta0L. 164-1.

AHAMHES, NPUEM JIEKA

W BO3AENCTBYE TOKCH
WHOEKLIWIA.

Y nr060ro manmeHTa ¢ MOJO3peHIeM Ha BACKY/IUT BaXKHO
cobparh MOJHBII MEIUIIMHCKIIT aHaMHe3. BackymuT Mo-
XKeT ObITh KOMIIOHEHTOM JIPYTOro 3abosieBaHus (Hampu-
Mep, BOTTYAHKH), IPyroe 3a60/IeBaHIe, B CBOIO 0YePeib, MO-
KET BBI3BATh IOSB/ICHUE OYAr0B, IMUTHUPYIOIIMX BACKY/IUT.
Hepenxo BcTpevaeTcst MeMKaMeHTO3HBIN Backymut (MB),
HaI/I60]Iee JaCTbIMU INIPOABJIEHUAMU KOTOPOT'O SABIAIOTCA
KO>KHBIE 04aru, 00bI9HO (HO He Bcerna) mypmypa.’ Crmcox
JIEKaPCTB, KOTOPbIE, COTIACHO COOOIIEHNSM, BHI3bIBAIOT Ba-
CKYJIUT, OTPOMHBIIT: TPAKTHIECKH BCe KIACCHI ITPErapaToB
MOTYT y4acTBOBATh B MHUIIMAIIMK BO3MOXKHBIX C/Ty4aeB Ba-
ckymta. Heo6X0MO CIIPOCHTD O Ha3HAYEHHBIX BPauoM
1 Ge3pelenTypHbIX Iperaparax, a TakKe 00 «aJIbTepHATHB-
HBIX» CPEICTBAX WIM JIEKAPCTBEHHBIX TPABaX, KOTOPBIE M-
[[MeHT IPUHUMAJI 3a TTOCTIEHNE 6-12 MeCsIIeB, OCKOIbKY
3¢ deKT HEKOTOPBIX JIEKAPCTB MOXKET COXPAHATHCS TTOCIe
OKOHYAHMs MX NpUMeHeHHs. [JalneHTOB cIenyeT Takxke
CIIPOCUTB O IIpHeMe 3aIpPeleHHbIX WIH PeKPeallHOHHBIX
[PeNapaToB, HOCKOIbKY TaKHe BEIIeCTBA, Kak MeTaMdeTa-
MHUHBI, KOKauH U JIPyrue, TAK)Ke IPOBOLMPYIOT CIydIan Ba-
ckymta. Heo6XonumMo y3HaTh TakKe 0 IpodecCHOHaTbHBIX
WIN IPYTOTO POfja KOHTAKTaX C HelIeKapPCTBEHHBIMU TOK-
CHHAMH.

[TareHTOB CIIPAIIMBAIOT HE TOIBKO 006 0OBIYHBIX IIPH-
3HAKaX ¥ CUMITOMaX HHGEKINHU, HO TAK)Ke O HeTABHUX IO~
€3[IKaX, KOHTAKTaX ¢ 6O/IbHBIMH JIOIbMH I PUCKe 3a00/IeBa-
HHI, TepelaBaeMbIX TTOIOBBIM Iy TEM.

®U3NYECKMNIA OCMOTP

IToMMMO TIIATENBHOTO U IOJHOTO OCMOTPa KOXKHBIX I10-
KPOBOB, II0JIE3HO IIPOBECTH MOIMCUCTEMHOE 00 C/IeIOBaHUE,
YTOOBI OIIPEE/TUTh, UMEETCS U CBSI3b CHMIITOMOB € 00'beK-
TUBHBIMHU aHOMA/IUSIMU, U UMEIOTCA JIU IIPU3HAKH, KOTOPbIe
HalMeHT He 3aMeTwI. Haaudue HOpManbHOTO IbIXaHUS,
CepfieYHbIX COKPAILleHUH ¥ IOCTOSHHOTO KPOBSHOTO JaBJIe-
HUS ABJIAETCS BKHBIM, HO Y IAI[HeHTa C HOPMaJIbHBIM KPO-
BSHBIM JIaBJICHHEM MOXET, TeM He MeHee, 0OHAPY KUTbCA
TsDKeIBLIE IToMepyioHeput. CrreiyeT ocMOTpeTh I1a3a Ha
Ha/IM4yKe IOKPAacHeHus U nponrosa. [lepenusas yactb Ho-
COBOJ TIOJIOCTH JIETKO BU3Ya/IUSUPYETCS C IIOMOIIBIO OTO-
cxorra. Heobxonumo 06paTuTh BHUMAaHKeE Ha HATHINE JIMM-
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TaKTnKa BefeHMA NaLuneHToB C NoAO3PeHneM Ha BAaCKy/INT U NOPaXXeHNneM KOXun

B0O3MOXHbBII BaCKYNIUT MENIKNX COCYA0B KOXKM
Bbicokan KnuHMYeckana HaCTOPOXXeHHOCTb: Nanbnvipyemas nypnypa
YMepeHHaﬂ/HI/ISKaﬂ KINHNYeCKaa HaCTOPOXEHHOCTb: A3Bbl, y3€/1KW, BE3NKYIbl, 6yJ1}1bl

v

OueHKa TAKeCTN 1 CMCTeMHOCTI 3a6oneBaHmns

* WiccnepoBaHyie Bcex cuctem
« [leiicTBME NIEKaPCTB/TOKCMHOB
« lletanbHoe dur3nmyeckoe o6cnegoBaHve
« CTaHAApPTHbIE HauasbHbIe TECTbI
— O6wwuit aHann3 Kposw/nenkouuTapHas dopmyna
— KpeatuiHuH — O6wmii aHanm3 Mmoun
— OyHKUMA neyeHn
— PeHTreHorpadusa opraHoB rpyfHoi KneTkm

. PaCCMOTpeTb Apyrve anarHosbl

A4 ¥ N

MopTBepxaeH Backynut He noaTBepXKAEH,
Lpyrov anarHo3 HO ellie BO3MOXKeH

v

Bruoncua Koxu
B3aTue TkaHu gna:

*Cra HAAPTHOrO rucToNorMyeckoro
nccnenosaHne

* IMmyHONI0OpEeCLIEHTHOTO aHanu3a

[varHo3 BacKynviTa noaTBepKaeH

v

Onpegenutb TN
1 PacnpoCTPaHHEHOCTb BacKynTa

2

JlononHuTenbHble NccNefoBaHUnA
ANA onpepeneHnsa Tuna
N pacnpoCcTpaHEHHOCTN NOpaXeHunaA
(He BCeM NaLueHTam TpebyloTCA BCe TeCTbl)

MoaTBepxaeH
cneuneuyecKnin BacKynmT

* Ceponoruyeckune nccnefoBaHna
— AHLUA
— KpuornobynuHbi
— 3CB (30W) 36M (3MA)
— TecTbl Ha BUpYChbl renatuta B un C
— AHA, aHTu-Ro-aHtuTena, (SSA) vV

— KomnoHeHTbl KomnnemenTa (C3, C4)
« [ipyrve gnarHoCTUYeCKne NcciefoBaHma HasHaueHne neuenns n npucranbHoe
KINMHUYecKoe HabniogeHne

— KT opraHoB rpyaHoI Knetku,
KT npuaaTtouHbIx Nasyx, aHrmorpamma
Ayavnorpamma, SHMI

« brioncua apyrux TkaHeii:
— Jlerkux, noyek, nasyx, Apyrux
« KoHcynbTaLuy cneumanuctoB

— [Jlepmaronora, Hepposora, HeBpoIora,
odTanbMosora, OTOPUHOMAPUHIONOra,
nyNbMOHOSIOra, PEBMAToONora

PucyHok 164-2 TakTuKa BefeH/A NauMeHTOB C NOJO3PEeHMEM Ha BaCKYIUT 1 nopaxkeHnem Koxn. AHLA —aHTuHenTpo-
dunbHble uiTonNnasmaTnyeckue aHtutena, AHA — aHTUHyKneapHble aHTUTena, KT — KomnbloTepHasa Tomorpadpus, SON —
anekTpodopes c ummyHoduKkcaumein, 3Cb — anekTpodopes CbiIBOPOTOUHbIX 6enKoB, SSA — UyBCTBUTENbHBIN S. aureus,
OMA —3mbonum3aLma MaTouHbix apTepuit, DbM — anekTpodpopes 6enkos Mouu.



TABJINLIA 164-1

OCHOBHbIe NpU3HAKW, CMMNTOMbI 1 MATOSIOrMYecKmne npoLeccbl Npy NepBUYHbIX BaCKynnTax:®

Cncrema
opraHa

O6wee
CcOCTOsIHME

asa

Yun

Hoc n cuHycbi

MonocTb pTa

JNlerkune

CeppeyHo-
cocyancTas
cuctema

KenypouHo-
KULIEYHbIN
TpaKT

anI3HaKVI N CMMNTOMbI

JInxopagka
Yctanoctb/HegoMoraHve

MoTtepa Beca

lNokpacHeHue rnas

MoTepA ocTpOTbI 3peHUsA 1n NpexopaLLan
cnenota
MponTto3

CnesoTteyeHue

MoTepa cnyxa

bonb B ywax n npunyxnoctb

KpacHoTa Hapy»KHOro yxa, 601e3HEHHOCTb,
OTEUHOCTb

SNUCTaKCUC, KOPKM 1 BbIAENIEHNA U3 HOCa
Konnanc xpsia nepeHocuuibl (ceanosmpHas
nedpopmaums Hoca)

HocoBble nonvnbi

Bonb B obnactv nmua/ 3ybHasa 6onb
AHoCMunA

Bone3sHeHHble A3Bbl B MONOCTY pTa
bonb 1 oTeuHoCTb AeceH
XpomorTa yeniocTtu

KpoBoxapkaHbe

[ncnHos/Kalwenb

Crpupop/ancrnHos
3aTpyaHEHHOE LWYMHOE AblXxaHue

CreHoKapawna
3acToiHan cepaeyHan HefjoCTaTOYHOCTb

XpomoTa KoHeyHoCTel

Bonb B uBOTE BCnefcTBME abAOMUHANBHO
nwemum
KpoBoTeueHwue 13 HMXHUX otaenos KKT

MaTonornuyecknin npouecc

CucrtemHoe BocnasneHme
CucrtemHoe BocnasneHme

CucrtemHoe BocnasneHme

SNUCKNEPWT, CKIEPUT, YBEWT,
KOHbBIOHKTUBUT
ApTepuranbHas HeJOCTaTOYHOCTb

Opb6uTanbHasa rpaHynema
(«nceBROOMYXOSIb»)

[lakpoLMCTUT C OKKNIO3UEN CIe3HOrOo
NnpoToKa

HenpoceHcopHas noTeps ciyxa
KoHpyKTVBHaA notepa cnyxa
MacTongut n/unu gpyroe
BOCManeHne BEPXHUX AblXaTeNbHbIX
nyTel, eBCTaxmeBom Tpy6bI,
cpefHero yxa

XoHapuT

BocnaneHne cnnsncron Hoca
BocnaneHne HocoBoro xpALia

031HOGUIIbHOE BOCMaNeHne Hoca
Cunycnt

MoBpexaeHne onbdakTOPHOro
3NUTENNA/KNETOK

AdTO3HbIe A3BbI

BocnaneHve geceH
ApTepuranbHasa HeJOCTaTOYHOCTb
»KeBaTesIbHbIX MbiLLL]

AnbBeonApHas remopparus
Pa3pbiB neroyHowm aptepun
JlerouHoii am6on

JlerouHble y3nbl

(Cm. Tak>ke MpUYMHbI B pasgene
«KpoBoxapKaHbe)

JlerouHble MHOGUNLTPATHI
BpoHxuT/Konnanc 605bLWoro yyacTka
[blXaTeNlbHOro nyTn

Mnesput

[MoaCBA30YHbIN CTEHO3

AcTma

Konnanc 6onbluoro yyactka
[bIXaTesIbHOro Ny

KopoHapHbIii apTepunt

MopaXeHre KopHA aopTbl/KanaHoB
Mwviokapaut

HepoctaTouHoCTb aopTanbHOro
KnanaHa

CTeHOo3 KpynHOM apTepumn

ApTepuanbHas HeJoCTaTOYHOCTb
A3Bbl UMM MHPAPKT CAN3UCTON
060104KM

Twun BacKynuta

MHorue cnyvas

CUCTEMHOrO BacKynuTa
BonblimHcTBO CnNyyaes
CUCTEMHOrO BacKynuTa
BonblimHcTBO CnNyyaes
CUCTEMHOrO BacKynuTa

GPA, MPA, RPC, BD,
others

GCA, TAK
GPA

9| edgew]

GPA, CSS

D)

GPA, MPA, CSS, GCA
GPA, CSS, RPC
GPA, CSS

RPC, GPA, CSS

GPA, CSS
GPA, RPC

(&)
GPA, CSS
GPA, CSS

1muAsoes nnmoiAdusniodisaH NIGHW1OU

BD, GPA
GPA
GCA

GPA, MPA

BD

GPA, MPA, CSS, BD
GPA, CSS

GPA, MPA, CSS
GPA, RPC

GPA, CSS
GPA, RPC
(&)

GPA, RPC

TAK

TAK, GCA, BD, RPC
CSS, GPA

TAK, GCA

TAK, GCA

PAN, HSP, GCA, TAK

HSP, CSS, GPA, MPA, PAN
2221
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TABJINLA 164-1 (npopomxkexue)
OcHOBHble NMPU3HaKN, CUMNTOMbI U NaToNiornyecke npoueccbl npy nepBnYHbIX BaCKy11I/ITaXa

Cncrema MNpur3Hakn n cMMNTOMbI
opraHa
Moukn
Bonblasa rematypus
LleHTpanbHan
HepBHaA [onoBHas 60/b, 60/1€3HEHHOCTb KOXN
cucrema rofioBbl
[onoBokpyxeHune/cnHkona
YepenHasa Heponatus
Mepudepnye-
CcKanA HepBHas CeHcopHaa/MoTopHasa gnchyHKLMA
cuctema
CkenetHo-
MbllLeYHanA Monvaptpanrus
cucrema
Bonb B nneyeBom 1 TazoBom nosice
MblweyHas cnaboctb
Koxa

Mypnypa

BonesHeHHble y3nbl, rny6oKue A3Bbl
Mwemuna nanbues/raHrpeHa
[oBepXHOCTHbIE y3/1bl

Manynbl, oyarv no TUMy akHe
BonesHeHHble, KpacHble y35ibl

MaTonornyecknin npouecc

MoueuHbI UHbaPKT
TnomepynoHedpuT (pepKas npuyrHa
60/bLLION remaTypun)

YepenHon apTepunt
ApTepuianbHas HEAOCTaTOYHOCTb

rofI0BHOrO MO3ra
BocnaneHmne HepBOB; PefKo Onyxosib

BocnaneHne HepBOB; pefKko onyxonb

Monunaptput

PeBMaTtunuyeckas nonumuanrus
Mwo3unt

BackynuT cocynoB masnoro Kanuépa

Backynut cocynoB cpepHero
Kanunbpa
CTeHO3 apTepuy cpefHero Kanmbpa

[paHynembl
ManynonycTtynesHble oyarun
Y3noBaras sputema

Tun Backynuta

PAN
GPA, MPA, CSS, HSP, Cryo

GCA, TAK
GCA, TAK

GCA, GPA, MPA

CSS, GPA, MPA, PAN, Cryo

GPA, GCA, TAK, Cryo,
HSP, BD

GCA

CSS

GPA, MPA, CSS, PAN, HSP,
Cryo
PAN, GPA, MPA, Cryo

GCA, TAK, PAN, GPA, MPA,
Cryo

GPA, CSS

BD

BD, TAK

Mepudepuruecknin otek

23TOT CMUCOK BK/OYAET He BCe npoAsneHnAa anAa scex 3aboneBaHui.

Tpom603 rny6oKnx BeH GPA, MPA, CSS, BD

GPA— rpaHynematos ¢ nonimaHrumTom (BereHepa), MPA— mukpockonmueckuin nonnanrumnt, CSS— cunapom Yapra-Crpocca, Cryo— Kpuo-
rnobynuHemmyeckuii Backynut, HSP— nypnypa LLieHneiiHa-TeHoxa; PAN— y3enkoBbiii nonvaptepunTt; BD — 6onesHb bexueta; RPC— pe-
unavsupyowmin nonuxoHaput; GCA— ruraHToKNeTouHbIn aptepumnT; TAK—aptepunt Takaacy.

dbapenonarun. O6cIe0BaHMe CePALIA, TETKUX I OPIOLIHOM
HOJIOCTH MOXKET JaTh KJIIOY K 0OHAPY KeHHUIO MOJI/IeKAILETO
3a60/1eBaHNUS, HO HOPMaJIbHbIE Pe3y/IBTaThl 00C/IeIOBAHUA
He MCK/TI0YAIOT Ha/TMYNS TTaTONOTMH. AHaJIOTHYHBIM 06pa-
30M, OTCYTCTBHE ITy/IbCALIUH, ACUMMeTPHYHbIE II0Ka3aTe/ TN
KPOBSIHOTO JIABJICHUS U KPOBOIIOITEKH, XOTS ¥ IOMOTAIOT,
HO SIBJIAIOTCS HECOBEPIIIEHHBIMU IIOKa3aTe/AMH Il CKPU-
HMHTA Ha Ha/IMYHe BaCKY/IUTA COCYIOB KPYIIHOIO Kaanbpa.
BaskeH HOJIHBII OCMOTP CYCTaBOB, U B C/Iy4ae JIOOBIX IPH-
3HAKOB, YKa3bIBAIOIINX Ha CHHOBHUT (KpacHbIe, OTEYHBIE,
rops4ne Ha OLIYIb CYCTaBbl), HEOOXONUMO Ja/IbHeiillIee
o6cnefoBanye, OHAKO MHOTHE MAIIMEHTHI C BACKYIUTOM
oIIyIaoT 60/Ib B CycTaBax 6e3 CycTaBHBIX BBIIIOTOB. [1os-
HOE HeBPOJIOTHYeCKoe 06C/IejOBaHNe ABIACTCA OTHUM U3
Hau6oJiee IIeHHBIX KOMIIOHEHTOB OCMOTPA, IIOMOTAIOIIHUX
OIIPEIe/TUTD O4EPETHOCTD MEIUITMHCKOI IIOMOIIIH MTAIlMeH-
TaM C II0fI03peHNeM Ha BaCKY/IUT; IIPU ITePBOHAYAIBHOM OC-
MOTpe MOXKHO He 3aMeTUTb C/1a00 BhIPaKeHHBIE CEHCOPHbIE
U Ja>Ke MOTOPHbIE aHOMa/IHH.

BoJiee mogpo6Hblii U ClIenHaIbHBLIT 0CMOTP 0(TaIbMO-
JIOTa WJIX OTOIAPMHIOJIOTa YaCTO OYeHb IT0/Ie3eH ITPH 00C/Te-
JIOBAHUH JIUI] C TIOI03PeHIeM Ha BacKynuT. CpoyHas KOH-
Cy/IbTALlUsl 9acTO IIOKa3aHa MAI[eHTaM C BHYLIAIOLUIUMHU

TPEBOTy CUMIITOMAaMU, TAKUMHU KaK HOBbIe 3pUTe/IbHbIe Ha-
pyLIeH s, 60/IE3HEHHOCTD WM KPACHOTA 7143, OXPUIIOCT
WIK CTPUJOP, MO0 [OTepst CIyXa.

AUATHOCTUYECKUE TEC
NOJA03PEHUN HA BACK

ITocko/pKy CIIEKTP HO30IOTMYECKUX eMHUI], IONajako-
LIMX B KATETOPHIO «BACKY/IUT», OOIIMPHBI, @ KOTUIECTBO
3a00/IeBaHMIl, KOTOPBIE 11e/IeCO0OPasHO UMETh B BUAY IIPH
OIIeHKe [AIIMEHTA C [IO03PeHNEM Ha BACKYJIUT ellie GorblIle,
B TaKHX C/Iy4asX 4aCTO PEKOMEH/YeTCsl OTPOMHOE KOIHde-
CTBO JMAarHOCTUYECKUX TE€CTOB pasHOro nuanasoHa. He Bce
13 PEKOMEHJYeMbIX TeCTOB HY>KHO Ha3HayaTbh BCeM IIa-
I[MEHTaM C IOfI03PEHUEM Ha BacKynuT. [Ipu HasHaueHUUM
CIeqyeT MCXOOUTh U3 BO3MOXKHOCTU aTUIIMYHBIX IIPOSIB-
JICHUI1 BaCKY/INTA, a TAK)Ke U3 IManasoHa MHQEKIHIT, 3710~
KaueCTBEHHBIX OIyXOJIeil U Ipyrux saboneBannii B fudde-
PEHIMATbHOM [MarHo3e TaKUX IanueHToB. OmpefeneHue
BO3MOYKHOTO JJUarHO3a BaCKy/IMTa OOBIYHO BEIeTCS Mapasl-
JIE/IBHO C OILIEHKO} Ha/JIMYUS B OpPraHM3Me IIallieHTa Ipy-
TUX IPOLIECCOB.



BMOMCUA KOXW. 3tor meron AHATHOCTHKH BAaCKY-
JIUTA 3aBUCHUT OT THUIIA [IOJO3PEBAEMOr0 3a00/IeBaHNUS, KO-
TOPBILIL YacTO OOYC/IOBJIEH PasMePOM HOPaXKEHHBIX COCY-
110B. ITpy KOXXHBIX BACKY/TUTaX OOBIYHO MTOPAYKEHBI COCY/IBI
MEJIKOTO ¥ CPefIHero Kaimbpa, KOTopble MOfIeXaT OHOICHH
(puc. 164-3). C y1eTOM IIPOCTOTHI B UCIIOJTHEHHU 1 HU3KOTO
PHUCKa KOXXHbIe OMOIICHN UTPAIOT BXXHYIO POJIb KaK B -
ArHOCTHUKE BACKY/IUTOB, TaK U B YCTAaHOBJIEHUU NIPYTOro,
OTINYHOTO OT BAacKyIUTa guarHosa. CTaHmapTHas Iiep-
dbopaunonHas 6HOTICHS SBISIETCS HOCTATOYHON ISl IMa-
THOCTHKH BaCKY/IUTa COCYIOB ME/IKOTO KamiOpa, HO IS 110-
JTydeHust ”HPOPMAIINHK O COCYIAX CPEIHEr0 Ka/Opa MOXeT
noTpe6oBarhcst 6oee rTy6oKas 1 061IMpHast FKCHusws. !
K ouaram, nmopexxanium 6ojee rry60Koit 6HONICHH, OTHO-
CATCS HOIKOXKHBIE Y3JIBI, CETYATOE INBEIO U ITyOOKHE A3BbI
(puc. 164-4). B cryyae MHOTHX THIIOB BAacCKYIHUTa MajIbIX
COCYIOB MOTYT HOP@XXaThCs TAKXKE COCYIBI CPEIHEro pas-
Mepa. Ba)XHO MOHMMAaTBh, YTO PasHUIA MEXITY <METKUMU»
U «CPEIHUMMU» COCY/IaMU BechbMa CyO'beKTHUBHA, U CIIelna-
JIUCTBI 110 TATOMOPQOIOTHU KOXKU TaKOe pas3nyue ycTa-
HaB/IMBAIOT Yallle PYTUX HaTOMOTOB, KOTOPbIE HCCICNYIOT
6uornTaThl 6071ee KPYITHBIX Pa3MEpPOB.

WHora nMpu Ha/IMYUK TUITHIHOTO KIMHUYECKOTO CHH-
npoma 6uoIicHs He Hy>kKHa. Harnpumep, fHarnos mypiypst
[lenneitna-Tenoxa y meTet 4acTo yCTaHABIMBAETCS TOIBKO

10 KIMHUYECKUM [IPU3HAKaM, @ HEKOTOPbIE CTyJan BacKy-
nmTa, acconunposanHoro ¢ ANCA wm xpuorno6yavHe-
MHell, THaTHO3 YBEPEHHO YCTaHABIMBAIOT HA OCHOBAHHH CO-
BOKYITHOCTH KTHHHYECKHUX TIPU3HAKOB U CrelidpuaecKnx

cepoorudecknx tectos. [uarnos 6oesun bexdyera u 60-
ne3ny KaBacaku ycTaHaBIMBaeTCsl HA OCHOBAHMHU K/IMHH-
4eCKOTO CHH/IPOMA; OMOIICHST KOXKHBIX 09aroB, KOTOpbIE Ya-
CTO HAOMIONAIOTCSI TIPU 9TUX 3a60/IEBAHMUSIX, HE IPOBOIUTCS,
MIOCKOJIBKY TaKHe GHOIICHH YacTO He UMEIOT IMAarHOCTHYE-
CKOTO 3HAYEHHSL.

OO6BIYHO PEKOMEHMYETCSs, eCTH BO3MOXHO, Oparb
GUOIICHIO KOKHOTO 0Yara, KIMHUYECKH TPOSBUBILETOCS
B TeYeHHE MOCTeNHNX 48 4acoB, YTOOBI TIOBBICUTH IIAHCHI
06HApY>KEHNsI THUIHYHBIX [TPU3HAKOB OCTPOTO HEHTPO-
¢burbHOTO BacKynuTa, B TOM dMcIe GHOPUHOUIHOTO He-
KpPO3a, 9KCTPaBa3aliy HeUTPO(UIOB ¢ BEICBOOOKIEHHEM
SIEPHBIX OCTATKOB (JIEHKOI[MTOKIA3MS) M HAIMIMS M-
MYHHBIX OTIOKeHUIL'>!! O6paboTKa TKaHH B 9TOM CJIydae
OT/INYAETCS] OT OOBIYHBIX THCTOMATONOTHIECKUX WU HM-
MYHOQIIOOPECIIEHTHBIX TECTOB; €C/IH JKeIaTe/IbHa UMMYHO-
rroopeciienist, To Heo6xoaUMO MO0 6paTh [BE GUOTICHH,
/60 pasmenuTs 6uoITat mepes 06paboTKOII Ha BE YaCTH.
OnHAKO B IIOCIEIHEM CTy9ae MOXKHO TTIOBPEINUTD TKaHb. '

Kax yske yImOMHUHAIOCH B 9TOI IJIaB€, THCTOIOTHYECKIE
[PU3HAKH JIEKOIIUTOK/IACTHIECKOTO BACKY/IUTA [IOMOTAIOT
MOATBEPIUTD IMATHO3, HO He CIIOCOOCTBYIOT OIPe/e/IeHHIO
3THOJIOTHH U3 GOJIBIIOTO KOJTUYECTBA BO3MOXKHBIX NPHU-
yuH. [Ipn MHKPOCKOIIMM MHOIZA OOHAPYKUBAIOTCS TIPU-
3HAKH, KOTOPBIE YKa3bIBAIOT HA BACKY/IUT, HO He SBJISIOTCS
IUATHOCTUYECKUMH 1A 3a00/IeBaHNUsA, B YACTHOCTH JIEHKO-
nuroxasus 6es hubpuHongHOrO HeKpo3a. OOHapyKeHMe
MEePUBACKY/IIPHOTO MHMUIBTPATa, 0COOEHHO eCI OH CO-
CTOMT MIPENMYIIECTBEHHO 13 MOHOHYK/IEAPHBIX KJIETOK, HO

PucyHok 164-3 PasnnyHble KOXKHble NPOABNEHNA CUCTEM-
Horo BackynuTa. A. lNypnypa. b. My3bipu. B. A3Ba.
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PucyHok 164-4 A.llauyieHT C y3eiKOBbIM MONNAPTEPUNTOM 1 iMBeLO B GopMe «3BE34HOM BCMbILIKMY», COCTOALLMM 13
CKOMMEHNA y3e/KOBbIX 04aroB. b. MCTONaToNorMs KoMXHbIX 04aroB Mpu y3e1KoBOM MOSIMapTeprmnTe C KAPTUHOWM CErMeH-
TapHOrO HEKPOTV3MPYIOLLEro apTepumnTa.

HaXKe ¥ HeNTPODHIBHOTO, TAK)KE SB/AETCS Hecreldnye-
CKUM IpH3HaKoM. HekoTopble pHsHAKM, 0CO6EHHO eCitu
OHM HaOIOAI0TCs BIOOABOK K JIEHKOLMTOK/IACTHIECKOMY
BACKY/IUTY, C OOJIBILION IO/l BEPOSITHOCTH YKA3BIBAIOT HA
OTZe/IbHBIE 3a60/IeBAHNST, HAIPHMED, 9KCTPABACKY/IAPHbIE
TpaHy/IeMsl ¢ TeorpadHIecKuM HeKPo3oM (TpaHy/IeMaros
¢ nmoymanruutoM; GPA) win 6orarbie 203MHOGHIAMU IKC-
TpaBacKy/sIpHble rpaHytembl (cuunpoM Yapra-Crpocca;
CSS)," Ho mpu 3THX 3a00/ICBaHUAX TaKWe IPU3HAKK Ha-
GIIOIAIOTCA B HEOOIBIIIOM KOMUYECTBE OMOTICHIA.
ITpeobmananue IgA man IgG/IgM npu ummyHnodII00-
pecueHnnK ykaspisaer Ha myprypy lllenneitna-Tenoxa, Ho
He SIBJIAIETCS] AMArHOCTUYEeCKUM IIpu3HakoM. Hamaue ot-
noxenuit IgG, IgM u/umy koMIIIeMeHTa yKa3blBaeT Ha OHY
13 HECKOJIBKUX THO/IOTHIT, OLIOCPEIOBAHHBIX HIMMYHHBIMHU
KOMIUIEKCAMH, B TOM YHC/IE JIEKAPCTBEHHYIO THIIePUyBCTBHU-
TE/IBHOCTD, TOCTHH(EKIIMOHHBII BaCKY/IUT, KPHOTIOOY/IHN-
HEMHIO U BaCKYIUT BCICNCTBUE CUCTEMHOI KPaCHOI BOJI-
JaHKH, chHapoMa lllerpena wim peBMaToNHOTO apTpHTa.'?

OPYTUE BUOMNCWW. [Tnarsos BacKy/uTa 4acTo yCTaHaB-
JIMBAETCS] HA OCHOBAHMH GHOIICHH APYTUX OPTaHOB, B 4acT-

HOCTHU T0YeK, JIETKUX, MBIIII], Iepudepuieckoro Hepsa
U faXe XUpyprudeckux o6pasuos (puc. 164-5). ITocpen-
CTBOM OHMOIICHH [TOYEK WIH JIETKUX C OOJIBIIIETT TOTIeil Bepo-
SATHOCTH, 9eM ITPU GUOTICHH KOXHU, Oy/IeT BBISBIEHA T1aTO-
JIOTHST, IMATHOCTUIECKAS! LIS OTIPEe/IEHHOTO 3a00/IeBaHMUSL.
OnHaKo yCTaHOB/IEHHE JMATHO3a BACKY/IMTA TOCPEICTBOM
GUOIICHHU KOXKU MOXET UCKJIIOYUTD HeOOXOMUMOCTb IIPOBe-
neHus 6osiee MHBA3UBHBIX OMOIICHII.

JTABOPATOPHbBIE METO[bl UCCJIEOOBAHUA.
XoTs HHAMBUIYa/IbHbIE TAOOPATOPHbIE TECTBI CAMH 110 cebe
MOYTH HUKOT/IA He ABIAIOTCA JUATHOCTUYECKUMU IS Ba-
CKY/TUTA, TaKKe TeCThI BaYKHBI JUIS OL[EHKH TallieHTa C T10-
IO3peHIeM Ha BaCKY/IUT KOXXN. C IIOMOIIBIO TaG0PaTOPHbIX
TECTOB MO)KHO HICHTH(MHUIIMPOBATh BOB/ICYCHHBIE B [1ATO-
JIOTUYECKHIT TIPOIIECC CHCTEMBI OPTaHOB, B YaCTHOCTH II0pa-
JKeHHe mo4eK. bosee Toro, B COOTBETCTBYIONINX CUTYAIIUAX
CepOIOTHYeCKHe TeCThI IIOMOTal0T YCTAHOBUTH 3THOJIOTHIO
Backynura. OIHAKO CepOlOrHYecKhe TeCThl 0OBIYHO J0-
IIOJTHAIOT, a He 3aMeIIaloT GUOIICHIO, 0COOCHHO Y ITallUeHTa
C KOXHBIMH OYaraMu, Ifie B3ATHe OHOIICHU He IPeJCTaB-
JIAET TPYIHOCTH.

PucyHok 164-5 A.lvctonatonorua nerknx nayueHTa B cilyyae rpaHynemMaTtosa C nonnaHrumtTom (BereHepa) c kaptnHom
HeKpO3a, MMraHTCKIMX KNeTOK 1 CMEeLLaHHOTO KNeToYHOro BocnaneHus. b. «feorpadurueckunii HeKpo3» Npy MasioM yBenmyeHnm
obpasLa OTKPbITON 6MONCKM NIETKUX Y MaLlMeHTa C rPaHyIeMaTo30M B COYETaHUN C NonnaHrMmTom (BereHepa).
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